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I'aaea T

HACJIE{CTBEHHDIE
OH3UMOTIATHH

B nocneanee ppems TmiaTeNbHO M3yUadHCh HACAECT-
BOHHBIE aH3HMONATHH, B pesynsrare sTHX HceleAoBaHUH
BLINCHUAOCH, UTO HMEeeTCs CBRIe 60 HACNENCTBEHHBIX 34~
Boaepannit, Mpy KOTopLIX HabGMOLaeTCs PACCTPONCTBO Me-
rabofnusma, BHI3BAHIOE HapylieHueM GepMeHTaTHBHOH
akTHBHOCTH 3H3UMOB. Haubojiee geMOHCTPATHBHEL Hapy-
meHust odMena aAMHHOKHCJAOT M, B YACTHOCTH, apoMaTHue-
CKHX (peHHNaNaHiHa U THPO3HHA.

CxemMaTHUeCKH ITH H3MEHEHHsI MOrYT OBbITh IpejCcTas-
JeHBl CeIYIOmHM oGpasoM:

s ,ILHOKCHC}]EHHJ'IEJIBHHH —:—j—) MeJaHHH

|
DennaaIannE - > THPOIHH

: i2

=% oxcueHnanupyparT e roMores-

t
TH3HHOBAS KHCJI0TA ..;_E.; (pymapuiaueToygeycHas KHCJAOTa —> dy-

Mapopan KHCAOTA - aneroyxeyenas kucaora — CO, -+ H,O.

Kax BujHO H3 cxembl, NyThb HX NPERpallleHus MOMKeT
OpiTh GNOKHpPOBAH B 4 pasAHYHLIX NYHKTAX BCJENCTBHE
HeI0cTaATOUNON (pepMeHTaTHBHON AKTHBHOCTH DPa3fIHYHBIX
snanMos . B coorBercrsny ¢ GuoxajoH meraboinsma v
Jletell pasBHBaloTes caedyiomue 3zabosepanus: 1) de-
HHIKeTOHYPHsE ((peHHannpoBHHOrpajHan onurodpenus),
2) oxcudenuaypua (Tupo3nno3), 3) aJbKaNTOHYPHA X
1) anpbuHH3IM.

Hapywenus meraGonusma apoMaTHUECKHX aMUHOKHC-
JIOT OOBACHAIOTCS OTCYTCTBHEM HJIH 3HAUHTEBLHLIM CHHU-
menineM  GEPMENTATHBHON  aRTHBHOCTH  ONpelefeHHbIX

' la cxeve mecta Oaokafibl 0003HAYEHB MYHKTHPOM,
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SH3HMOB BCJAEJICTBHE TNOBPEMIAECHHA COOTBETCTRYIOMNX
renoB. C 3Toil TOUKH 3peuus 3TH 3abojenanns MOryT
OBITL OTHECEHBI K HACACACTBEHHLIM FEHOMATHAM,

Kakoe Gonapiioe 3HaueHue Aa8 JAETCKOro Oprangsma
uMeer MeraboauaM denugansannHa W THPOIHHA CTAHCT
MOHATHEIM, €CJHH BCOOMIMTH, MTO TOPMOI [LHTOBHHON
JKEJesbl CHHTeIHPYEeTCs H3 JAHNONTHPOsHHA, a ajpenanui
U HOpajpenanui — B HAANOUeUHUKAY U3 THpaMuua. Apo-
MATHYECKNe AMHHOKHCJOTH Hrpalor Goabuyilo poab B
GenkoBoM ofmene H NOTOMY HOTPeGHOCTL B HHX Y AeTel
peduka. B uwacrnoctH, norpeGuocth QenngasannHa B
rpyanom sospacre pasna 90 me nHa ke Beca pebenka.

Ha ocnope uayuenus napyutennit meraGoausma apo-
MATHYECKHX AMMHOKHCJOT NMOABHACA PAJN HEHHHIX pabor,
HanpasJelHbIX Ha OpeiynpexjieHHe 1 JeueHHe TAMKeTbIX
OCNOKHEeHHH MpH HEKOTOPEIX HACTCACTBEHHBIX IH3HMONA-
tuax. [lpumepom Takoro MaToOreHeTHUECKOTO [TEUEHHS IPH
(DeHUJIKETOHYPHH MOMKET CJYXKHTh JHeTa ¢ OrpaHHYeHHeM
(ennaasannna, KoTopas HOPH paHHeM HaaHayeHHu Tipe-
Joxpanser GOJbHBIX OT (EHHANHPOBHHOTpAaAHON oJaurod-
penuy.

HAPYIIEHHA BEJIROBOTI0 OBMEHA

Demnannposunorpanuan oxurodpens
(hermareronypus)

QenuANHPOBHHOTPAiHAA OJNHTO(PEHUs NpeacTasiser
cof0I0 BPOKAEHHOE, TEHETHUECKH OOYCJOB/JEHHOE Hapy-
mreHHe MetaGonuaMa (peHHTaanMHA, BLISLIBAIONIEE B
KOHEYHOM HTOre TSKeJdoe HepBHO-TIcHXHueckoe saboge-
BaHHE.

Bnepsuie s10 3abonepanwe onuncan B 1934 r. Folling
B Hopeerun. B padibueiimem safosesanne naGaiofasoch
BO MHOTHX cTpaHaX. [lo naHHLIM CTaTHCTHYECKHX Hccse-
JIOBAHNI, MPOU3BE/IEHLIX B Pa3HbIX cTpaHax, yacrota ge-
HuAReTonypuu Koaebaerca or 2 o 6 6oabueix Ha 100 000
Hacenenusa. 1o sabojesanie pacrpeneaserca HepanHo-
mepHo. Tak, ono wame Berpevaerca B Hopsernn n pexe
Bo Ppanupn. Cpein HOBOPOKIEHHBIX ?_IeHHm{mnnypHﬁ
perpevaeres y 1 wa 40000 pogmemmxes. JInna mysckoro
i eHCKoro mosa 6odeloT oxnnaxoso gacto. Cpenn Gourn-
HBIX TICHXHATPHUECKHX YUPeXKJAEHUH KOMUYECTRO IallHeH-
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TOB ¢ MNHpoOBMHOTpammol oaurodpenneit konebiercs o1
0,5 no 1Y%.

Kaunuseckas kapruxa. TlcuxomoTopHoe pasputie Jie-
Teft B TEYCHHE MEPBHIX MECAIEB XKH3HH KayKeTCsd HopMalib:
HbIM, HO 3aTeM OHO HauyuHaer orcrasaTh. Boabuble paun-
HAIOT CcaMoCToATeNbHO cuaetb—K |—2 romam, Opna
TpeTh HeTefl He HAYYAeTCsl XOAHThL, 4 OCTadbHbe HAUH-
HaT Xoauth nochae 2 ger. IMosopuna GONBHBIX BOBCE He
BAAJCIOT PeYbo, JAPYTHE NOBTOPSIOT TOABKO CAKILEMbIE
cnoBa (sxonanus). ¥ TOBOPSILINX [AeTell pasBHTHE peun
3a/lepKaHO W OHA MOABJAETCH MEMKIAY TPEMS H YeThipbMSs
rogamu kuszuu, MHorpa y GoNBHEIX OTMEUAETCs OTCTABA-
HHe pocTa, Beca H OKPYKHOCTH roJoBhl. 3anepikka yM-
CTBEHHOTO pa3BHTHA BCJICACTBHE t]'lemmnnponmmrpa,&nnh
onurodpend Momer ObITh BHEIpaMKeHa B pasianiyHofl cre-
nenn ot 1eGUABHOCTH H HMOEUHAbLHOCTH 10 uanoTuu. Hop-
MaJqbHOE YMCTEEHHOE PA3BUTHE Y HEJeYeHHHLIX DOMbHBIX
BCTpeuaeTcs B Bule Hck/ouenns. Murennektyadabuas or-
CTAMOCTL Peako CONpPOBOMIALTCS YpesMepHOH ABHrartelb:
HOH AKTHBHOCTBIO MIM ATPECCHBHLIM MOBEICHUEM.,

Xapaxkrepen BHewHH! BHI GoabHHX, ¥ 809% mereil
KOXKa MaJo MOHIMEeHTHpPOBAaHa, HexHas, CyXas, BOJOCH
CBeT/Ibie, raasa roaybbie, CpaBHuTe/bHO HacTo Hab.JI0-
[aloTes pasiuunble cbilid. Y jerefl paHHero Bo3pacTtd
KOXKHBIE Topamennus serpevaiores B 20%. Boabuuie o6uiu-
HO CHJAAT, CKPECTHB HOTH, ['[pPI XDILBGE rojioga ™M TYJTOBHI.IJ.EE
HEeCKOJbLKO Hak/JoHeHkl Brepejl, HOTH HIHPOKO paccrasJelibl
il CJIerKa COrHYTHl B KOJEHHLIX H Ta3ofelpeHHbIX cycra-
Bax. ¥ %/s 0O/bHEIX OOHAPYKHBAETCE DUTHIHOCTD M MBI+
IeyHad TrHNepPTOHHA 3KCcTpanHpamuinoro .tuma, Cyxo-
KulibHbie pediiekcst XKupbie. B Bige nekniouenns Habaio-
NAi0TCA CHACTHUECKHE NAPAMJErHH W NOJOMKHTENBHBIH
cumnroM DBaGunckoro. JnujenTuueckue Npunagku Obl-
BawT y /s — /3 GonbHLIX. 3aTeM 9TH NMPHNALKH y crap-
WHX JeTell CTaHOBATCH Dexe.

Y GoJbHBIX DEHHIKETOHYPHEH YaCTO OTMEYAETCS «MEI-
HIAEBIT  3amaxy, SapHCAIHH OT BHJIETEHHS ¢ MOUOH
(DeHHAYKCYCHON KHCJIOTHI.

JlaGoparopusie uccaedosanna. HanGonee npocroii f8-
JISAeTCH I]EEKU.HH ¢ XJIOPHBIM HEeJae3oM.

K 5 st cBeskelt moun pobasnawt peckouabko kanenas 109% FeCls.
TMpeasaputensno Moua RokHa ObiTh npusenena B pH = 6. Yepes
HECKOJIBKO MHHYT OOSBAASTCH 3CJeH0e  OKPAalluBanue, KoTopoe
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Aocriener nanGoataneft purencusioctn uepes 20 s, ITolomaTeIb.
WS PeAKIN  YROBWBACT Ha NpUCYTCIBMe n Moue (pennanmapoBHHO-
rpaaofl KuenoT,

Mpumensierest rakke npofa, HaBecTHAs NOJ Ha3Ba~
miem Fhenistix,

DunsTpopanbHag  Gymara, nponpTaEHas  ocofLM  pacTBopoM
(peppoammonnessiit cyabdar, cyabhar MArHES 0 LHKJOMEKCOCYJIb-
(ponnan KucaoTd), ONYCK4eTcs B HCCACLYEMYI0 MOMY, OpH MOJOMKH-
TeALHON pearumH nosBasetes He nosme 30 ¢ cuve-seneHas oxpacka.

C meaplo Maccosoro oOCACAOBAHUS HOBOPOMKACHHBIX
npumMensercs U mukpobnonornueckuit teer Iarpu, onpe-
pejsiioniil ypoens eunnnanaunna B kpoen (B, B, Jle-
6exes u M. I'. Baomuna).

Jlaa storo saGogeBanus XapakTepHO HAKOIIEHHE B
OPranHYecKux MHIKOCTAX (PeHUJaJaHHHA W ero jepusa-
ToB. B cyrounolt moue KomHuYecTBO [-hemHaasanHHa g0-
cruraer | 2, B TO BPEMA KdK B HOpMEe OH BBLIEJACTCH
B Koapuectse menbiiem uem 30 me. Kpowme dennanupo-
BHHOrpaanoi KHCJAOTE, ¢ MOYOH BBHIACISETCH (DEHHAMO-
JOUHAsSl 0 (JeHMJYKCYCHAA KHCA0TA M aleTHI(eHuaArIyTa-
MHTI.

Moua comepxut eme aepusarnl O-tuposuua: O-rum-
POOKCH(PEHNITINPYBAT, JAKTAT, AlleTAT W ACPHBATHE TPHI«
Tothana, HIIOMIAKTAT H HIJOJAIETAT, NOCAEIHHE Bhide-
Jstores exennesno 3 Konuuecrse 0,02—0,15 me. Koau-
uectpo (heHHaATAHHHA B KPOBH OOJLHBIX HpeBblliaer B
30 pas conpepsanue ero y 3/0POBLIX, HOPMA AJA KOTOPHIX
pasna 0,17—1,5 m2% (Jervis). 3a ucrnouyenuem Qennn-
IIHPOBHHOIPANHON KHCJIOTHI, Apyriae MeTaGoJauThl (henu-
alanupa, BblgenseMele B H30BITKe ¢ MOYOH, HAXOAATCST B
KPOBH B 3HAUHTENDBHO MEHDIIEM KOJAUUELTBE, YTO CRA3AHO
¢ OBICTPHIM BeIBelenueM HX noukamu. Muorma npu snek-
Tpochopese MosKHO 0OHAPYAKHTE H HSMEHEHHS B-THIOMPO-
reupop. B cnuHHOMO3TOBON MUAKOCTH GOALHEIX HMeeTCsd
MOBLIIIEHHOe KOJHTECTBO enusasanuna — go 8 me,
Bmecro | me% B mopme. ITpH nmaTo/0roaHaTOMHYECKHX
peeaefoBannax  Mopdonorudeckux H3MEHEHHIT B I[EHT-
padpioll mepBHONl cHCTeMe, XapaKTEPHBIX s 3TOro 34-
Gonesanig, 0OHAPYIKHTL He YAanoch. ¥ wactH OGOABHBIX,
0JHAKO, OTMeyaeTcst 0ojee HJIH MeHee BhipakenHasa jge-
MHEMIHHH3AUHS, HEJOPAa3BUTHE AHADHTOB H YBEJHUEHHE
raHo3a Mo3ra,
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Marocenes. denunanannn seaseres COCTaBHON Ygeiemg
1nouTH Beex Deakos, OGLIYHO Y 3AOPOBBIX nerel OF hsos
XONT B THPOSHH, BCAEACTBHE OKHCJACHHS, HO npu fIJeu,f’_;-
KETOHYDHH (peHHIANaHHE TOABEpracres He3AMHHlpy '
IHIO H NEPeXOANT B NHPOBHHOTPAAHYIO KHCI0TY 1 Ibyrae
A€PHBATEL, KOTOPbLIE BBIAGISIOTCA ¢ MOYOli. METaGOmigu
Y COJBHBIX CXCMATHUCCKH MOMKET GLITh npencrasaen o
AVIOmHM 0bpasom: =

hennnanannn —» (eHHATHPOBHHONPAARAN KHCAOTA —s tpem:.nmh,mq_
Hasl KHCAOTA —> deHHAaneTHArIIOTa Mg,
]"!p]l r]Jel-I}l..ilKE‘TOHypl»{H colepxxanye t]}Ei-Ili.}raﬂaHnH

PA3JHYHLIX GeJNKaX OPraHu3Ma ocTaeTes HOPM Ab L1y,

= aa
HCKIIOUEHHEM HEKOTOphIX  Geqaxon ChIBOPOTKH  Kpe.

r o 2 O8I,
Y 60abHEIX Gnokuposan nepexos (hennaananuna B pury.
posul. 3Ta Gr0OKala BHSLIBAET HaKOmIeHHE ‘pe””ﬂﬂna-

HHHA B MKHIAKOCTAX opranusma. Kommvecrso p-THPOY, -

He YBEJUYHBAETCS NOCJE DAY ¢ nuuiel f'fht‘ll}l..-'la;lam”
KaK 3T0 HabJa101aeTca Y 310POBLIX A1006il. O,.EUIa[{[;, eca
GOJbHBIM HA3HAYACTCA MEUEHBIH perunananny, HEKOTOp o
KO/IHYECTBO MEUEHOTO THPO3HHA MOKHO OGHapy}KuTh' :
KpoBH, paBuoe, npumepno, 109 KOJIHUeCTBa, MOMyy 4.
MOTO ¥ 21 0POBLIX, ITH HeCaeI0Banng [lOKﬂBI.-.mmDT. Yy
1P PeHUAKETOHYPHH HMEETCH lenoanas Oaoxana beny,,.
ananuna. Jervis nmoxasan, uto KYCOYEK leyenn, nag,
Vv GOJIBHOrO, HE B COCTOAHHH OKHCJHTH c]:ermaa:lalm[.
TO BpeMs Kak IIHK'\’GHLLH[/IFI IPH TeX Ke YeaoBusix o X
YeHBIO 3M0POBLIX JIOAEH BLI3LIRAET erg OKHCTenHe, O,
CTeMa THAPOKCHAHPOBAHMS COCTONT M3 ABYyX Q’I‘amiuﬁ-
I dpakuns, nabuabhas, HAXOAHTCA TOMBKO B neweny y
ppakuus, crabuabHas, Haxoaures B APYTUX  Opray,
(mosr, nouku). ITpu xeronypun HIAKTHBHPOBAKA My
cyrersyer 1 dpakuus THAPOKCHIHPORAHHS,

" B nacrosiuee BPEMSA yCTaHOBJAEHO, YTO Baokrana tha.
Huilananina obycioniaena (epMenTaTHERON rreJOCTaTg“
HOCTBIO (heHuIIIapaaMHHOTHAPOKCHAa3H, B NaTOreHg,,
GoJe3nn MepBHYHBLIM SBJASETCS (epmentaTupnay BII0Kg .
THAPOKCHIIASHL; B peayabTate STOro (heHumanamyy o
KATI/IHBAETCA B opranuame OOJbHOrO y _BBIAGASIeTCS No-
BLILEHHOM KOJHYECTBE MOUYEBLIBOASIIEl CHCTeMOIT, Oy,
BPEMEHHO C yBeNHUeHneM B KPOBH (enuaananmga Haday,
/LAETCs HEKOTOPO® CHIMKEHHE YPOBHS THPO3HHA, T anmey,
liee  BHIPABHHBAHHME  KOJHYECTBA  THPO3MH Moy

1a,

Or-




IPOHCXOARTL 3a CUeT UM GOLHOTO, CCIH OHA CONePIKHT
JOCTATONNOE  KOJNUUeCTBO 3TOI  aMuHokncaoTel, Kpome
iepsnunolt GI0KaAbLl THAPOKCHAA3Ll, NpH (peHHIKETOHY-
PHH OTMEUAETCH TAK)Ke HHAKTHBAINA THPO3HHA3LL, MPH-
boanan K CHIKEHHIO YPOBHS aipenatna, HopaapeHa-
suna u menanuna,. ITospjaenne B OOJBLUIOM KOJHYECTRE
(henunanannya u €ro JepHBaTOB B MOUe 0DBACHAETCS TeM,
UTO KOJHUecTBO (GHiAbLTpywouierocda Qenunanannia u de-
HUINHPOBHHOT PAAHOH KHCJIOTE HAMHOINO [IPEBLINIAET CIOo-
CoGHOCTh 0OpAaTHOH peabcopOuINK HX C MOYOH AepHBATOB
O-THpO3uHA H coeaunennii uuaoda, Ilpeanonaraercs, 4To
OKHCAeHHe (QeHnTalanuna, KOTopoe B HopMe BeaeT K 00-
pA3OBANNIO P-THPO3HHA, MOMKET B HACTH CJAY4YaEB [pH-
BeCTH K 00pasoBaHMi0 O-THPO3HHA. IDTO BUHAOH3IMEHEHHE
peakmui ((eHuIaTaHIH — 0-THPO3HH), BEpPOATHO, MPOHC-
XOANUT TOA BJAHSHHEM ONpPEIeJeHHOr0 clelH(puuecKkoro
(dhepmMenTa, Noka ele ne BulgeseHHoro. Ilpn HOpMaIbHBIR
VCJAOBHAX METab0NIH3Ma 5Ta PLakiHA UMeeT BechbMa orpa-
HpueHnoe sHavenne, OIHAKO MOKHO NPEANOAATATh, 4TO
Korja oOblyHBle NYyTH o6MeHa (enunananuHa GJIOKHPO-
BaHbl, YACTh €ro rpanchopmupyercs no nobaBouHbBIM NY-
ram, o6pasyn o-THPO3NH H €r0 RepuBarthl, B nocpennee
gpeMa npH QENHIKeTONYPHH YIGJSeTCa MHOTO BHHMAaHHT
BTOPHUHBIM HapyuieuusM meraboanaMa rpunropana. Kax
ViK€ YKaspiBaJoch, MPH 3TOM 3a00J€BAHUH JIETKO BOSHH-
KaloT nponeccs ae3amunuposanng. Ecan nesammunupopa-
HHIO TI0JBEpraercsi TpHnTohal, TO NOCAEJOBATENLHO 00-
pasyiores HHIAOAMHPORHHOTPAAHAS, HHILONYKCYCHAS H HH-
JloaMonouHas Kucaorel. O6pasoBanHe 3THX AEpPHBATOD
BeleT K N3DEITOUHOMY BBIIEJEHHIO HX ¢ MOYOH Yy OOJbHBIX
(enunkeronypueil, MnrepecHo oTMerHTh, UTO 3TH HHIO-
JIOBblE COEAMHCIHNA HCUE3aI0T MPH HasHauyeHHH GOJbHBIM
aneThl, Gennolt (enunananunom, danbueimue neeaeno-
BAHHA BHIACHWIU, YTO, KpOMe TOTO, HMeeTcsl HapylueHue
nepexona tpunrofara B ceporonui. B nopme sror mepes
X0 OCYIIECTBJSETCH caeyiomum 06pasom:

rHAPOKCHIARA nexapfokcHIasa
TpunTOhan —+——-—+ B-ruapokcurpuntTodan * >
puravin By
AMAHOOKCHa3a

1
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HaA Kucaorta,




IMocnennsaa BoiBoauTes ¢ Mouol (Mozziconacei ¢
coant.). ¥ OOABHBIX (PeHHAKETOHYPHEH YCTAHOBIEHO CHH-
MeHHe CepoTOHHHA 1 YMEHbIIeHO BHIZEJEHHE ¢ MouoH
KOAHYECTBA S5-THAPOKCHHHAOMYKCYCHON KucaoTel. Mecde-
jopamin Mozzicontacel ¥ Ap. NOKASLIBAKT, UTO NCHXOHER-
posOrHuecKue paccrpoficTsa npu (peHHAKeTONYPHH Heroc-
PEACTBENHO CBA3ANLI ¢ HapylieHuem meraboansma TpHil-
To(ana, BhisBannoro GJokanoll nepexona penuiaTAHHEA
B THPO3HH. B3anMooTHOLIEHHE MeKIY HAapyHmICHHEM Mera-
GonHaMa AaMHHOKHCAOT ((penuwaanawuna, THPO3IUHA W
TpunTodana) M KIHHHUECKHMH CHMITOMAMH elle HeLo-
cratouno Brisicnensl, Mapecrtno ronbko, uro nNpn nHTaHHN
nuuieH, Gennol geHnnanasuioM, v 60JbHbIX VayullaeTes
HEBPOJOrHUECKOe COCTOAHNE W YMEHBLIIAIOTCS MOparKeHs
KOxH. [lo-BUIHMOMY, KJHHMYECKHEe CHMITOMEL 3a0osena-
HHH 3aBHCAT OT OHOXHMHYECKHX H3MeHeunii wmerabo-
JTH3MA.

Mexny CTemeHbio CHHIKEHHS HHTEMNIEKTa H YPOBHEM
B KpoBH (DEHHIATAHHHA W €70 AEPHBATOB 3ARHCHMOCTH He
ob6napyxeno, OTCYTCTBYET TAK:Ke KOPPEJISUHST MexR1y
CTEeNeHbI0 YMCTBEHHOH OTCTAJOCTH H KOJHYECTBOM AepH-
BATOB (heRHNaNaniina, BRIAEAEHELX ¢ Moyol. Kpome Toro,
He BLIICHEHO, HMeeTcsl JH Kakasda-nubylb onpenereHnan
3ABHCHMOCTD MEIKIY CTEeNeHLIO YMCTBEHHOH OTCTajocTiH
U BHIJieJIEHHEM ¢ MOYOH (PeHHAALETOrTIOTAMHHA HIAH M-
MOMOBLIX COSAUHENNH, 4, MEXKIY TeM, KIHHHYECKOe 3Haye-
HHE TOCJeNHAX 3acJayKHBaeT BHUMAaHHA, TaK KakK MpH
Apyrux 3a00JeBaHHAX, CONPOBOMUAIOUIAXCH KOMKHBIMH,
HEPBHEIMI M MCHXHUECKHMH [NOpa;KeHHIMH (HanpHMmep,
npy nexgarpe) BHENeHune WHIO0NOBHIX COSAHHEHHN ToXKe
yBenuunBaercs. HexkoTopele KAWHHUECKHe CHMIITOMB MO-
ryr OLiThb OOBACHEHB! HEAOCTATKOM B OpPraHHaMe THPO-
auH4, BbI3BaHHBIM Oyokapoh (enunananuna. CnaGan
MHrMEHTAIHSA BOJNOC Y OO/MbHBIX CBASAHA ¢ HEAOCTATOUHBIM
KOJIMYECTBOM THPO3HHA, H3 KOTOpOro obpasyerca MUIMENT
mesanuu. Ilpy yBennueHHH B OHILe THPO3ZHHA BOJOCHL V
GonBHBIX MOryT HoTeMHeTb. Boamoxkno, uro npu (henn.i-
KETOHYPHH WMEETCs TaKie MOHMKEHNe aKTHBHOCTH THPO-
3HHA3E, KOTOPas CnocoGerByer O0pa30BAHNI0 MEeSaHiHa
u3 Tuposuna. K. Jlaur u np. 06bACHAIOT NOpaKenne 1enT-
PANbLHON HEPBHON CHCTEMB HRIOCTATKOM THPO3HHA.

IMpu  ennanuposuroOrpafiHon  oauropeHun oanHa-
KoBO Hapyuen MetaGonnam L- u D-dennnanannna, Cpenn
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MeTabodron pemtaanntnn panbonee roxciina GeHud-
YROEYEHas wicaorn, Hrl)’i‘..'lIlll..'lllil!lll.llllllII MEHTTHHBL 3anmax
moun Goasnmx, Oanako Goapman uacrh Qennaanannna,
}ll"HIMIIIIII{)}'N)II[:’IST(‘SI B rneyeHn, ll[}(‘l'-llllITl{}t'I't'il I NMHPOBH+
HOPPAJHYIO KHCAOTY, KOTOPas BLLLICASIETES MOUOil,

Pesiomupys, enenyer eute pas NoJAuepKHyTs, UTO B Ma+
rorenese (GeHUAKETONYPHH OCHOBHBIM ABIAETCS (pepmen-
tTatnpnas Guaokana dQeHunanannHa, BH3LBalOIag pAal
BTOPHUHBIX GUOXHMHUECKHX HApYIIeHHit oOmena THPO-
snna u tpunrotpana, Hapymenus meradonnsma mocaen-
HEro BLI3LIBAIOT CHUIKEHHE CHHTE3a CCPOTOHHHA, HIPAI0-
IETO CYMIECTBEHHYIO POJh B HOPMAJBHON YKU3HELeATe b
nocru LIHC.

Hacaedereennocts. Masectno, YTo BCAKHH 3H3UM CBH-
34aH ¢ onpefenesHHM reHoM. Ilpy MyTauHMH reHa SH3UM
WN3MEHsAeTCs B CBOeHl AKTHBHOCTH WAH JHINAeTes Chend-
thnueckoro aeitcrBHsA. PeHHAKETOHYPUS SIBASIETCS OLHUM
H3 NPUMEPOB TAKON 3ABHCUMOCTH MEXJLY SH3UMOM H re-
nom. Kax nmokasaam ncenenopannsa Penrose u gpyrux, sro
safonepanue reHOTATMHYECKH pellecCHBHOe. Boabubie pox-
NAIOTCA Y 3I0POBREIX POJUTENEeN, KOTOPhEIE ABMSIOTCS [eTe-
DO3UFOTHEIMH MO [AaHHOMY TEHY H UacTo HAXOAATCA B
KpOBHOM pojerse. KoJqHyecrBo poACTBEHHLIX OpaKOB MpPH
(heHHMKETOHYPHH OKazanoch yBadudenusim jo 6—10%;
KaK ViKe YKa3LBAaJa0Ch, YacToTa 3aboneBanusa QeHHIKETO-
Hypueit pasua | na 40000 poausmmuxes. Mexona ua sroro,
MOMKHO BBIYHCAHTD YACTOTY reHa:

1 1
i — —_—_—— = ——,

4000 200

{==

i
Hacrora A8 TeTepo3HroTon :‘l“(‘jﬁ; 3TO 3HAYHT, 4TO

Ha 100 yenopek HaceJdeHHS HMEeTCs OAMH, ABJSIOIIHNCSH
HOCHTENEM JaTeHTHOTO TeHa.

Wnrepecro, uto y KeHuydH, GOMBHBIX (EHUAKETOHY-
pHeil, MOTYT pOKAATLCS 3710POBLIE HETH.

Jewernne. Enuncraennoil siderturnoit tepanueit de-
HHAKETOHYPUK SBAAETCH MUTAHKE NulLeh, GeaHoft henn-
ananutoM. Hasuadeuwe OoabHBIM THpo3Wpa, 6Ges orpa-
HHYeHNs (eHugaJannna, He OKasblBaJo ofuero oHJaro«
NPUATHOTO AefCTBHS, XOTH LBET BOJOC MPH JJIHTE]BHOM
JNedeHnH THposunoM Tempen. Hasmauenue nuramusa co
3HAYHTE/ILHBIM OTpaHuyeHHeM ¢QeHuajlannHa ABAACTCH
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HENerKoH 3aflaueH, Tak K4K 574 aMHHOKHC/AOTa BXOLUT
noutn Bo Bee Oeaxu. s npuroroBiieHis AHeTH ¢ orpa-
nuenieM Gennaananiia NPUMENsIOTCs THAPONH34aTH
OGenkon. Tlonnoe mHekaoYenue (eHHNANaHMHA N3 OULH
OKazanoch BPedHbIM 15 OOABHBIX fered, Ontuma/bHble
Jo3bl (enmnanannna: 26 me Ha 1 k2 Beca A GOJBHBIX
rpyansix pereit m 5—15 me — pas gerelt crapmiero Bo3-
pacra (B cyrkn). [lpu rakoli nuere HeobxoaumMo uacro
NpoBePsAThL KOJAHYECTRO (eHMAaJaHHHA B KPOBH C UeJLIO
coxpanenus ero HopmalbHoro yposus. Hapaany ¢ mura-
HHeM TrHJpoanzaramMu OeNKOB HeoDXOQHUMO HA3HAuaTh
GOMBHEIM OCTATOUHOE KOJNHYECTRO KHUPA, yriepojlos (ca-
Xapa), MuHepadbHbIX colell, MUKDOIJEMEeNTOB U BHTAMMU-
HOB, [l TpyaHBIX JeTeil peKOMeHAyercs caeAyiouas
auera:- 1000 e ruaponusara Kaseuna, B KOTOPOM pPe3Ko
CHHKeHAa Kouuenrpauua (enusananuna. Hasmauaerca
THAPOMH3AT (KeTOHWJ), KOTOPhiil cOpep#ur L-THposuna —
17 e, dl-vpuntrodhana — 7,2 2, l-uncruna — 12,5 2, a Takxke
dl-MeTHOHHH, [-rRCTHAHN, TAHUHA H XOAHH. 2Ta CMech
pazbapngercs ropsueit BoaoH u B Hee A006aBISIOT COMH H
xup. CyToynas no3a neauTea Ha TPH NpHeMa U XpaHuTes
B CYXOM NMOMEIIEHHH B 3aKPLITHIX COCYAX.

TlpumendeTcs TAKIKE JeueHHe OTeNeCTBEHHBIM Mpena-
patom — runogenarom (B. B. JleGener u M. I'. Buaio-
MHHA) .

ITpu NpHroTOBIEHHN MUK A8 [eTeil CTapliero Bo3-
pacta pPeKOMEHIYIOTeA CIeayiouue TMPOAYKThI: Mejd, ca-
xap, macno, neuens (3 pasa v wememo no 20 &), abpu-
KOCHl, fiIOMOKH, TpymiH, BUHOrpam, apOysel, camdar, JyK,
Orypusl. 3anpeuiaioTces Maco, MOJOKO, CHIp, puida, 6oGo-
BLle, Aila, kKaprogens, PUUTKH, H3IOM, WoKoaal. KHBoT-
Hble M pacTuTenbHbie Genxu copepzkar or 4 mo 6% oe-
upnananuna. Tak, nanpumep, 100 2 wmonoxa conepiKut
150—170 me ennnanannna; 100 e epiporo maca u nevern
copepxur or 650 no 1200 mz denunananunpa, a 100 e
THAPOAH3ATa KaszenHa couepkutT pennnananna or 10 me
(mumorpan) mo 100 me (xeronmun). Tepanesruueckuil adh-
ekt auerk ¢ orpaHuuenuem GhennsianayuHa secbma Gaa-
TONPUSITEH: YepPe3 HeCKOJLKO JiHell Y OONbHEIX HCUe3aeT n3
MOuH (eHHaadanHd H (PeHHINHPOBHHOTpAaAHAS KHCAOTA.
B cuisoporke kpoBn (heHRJIANAHHH CHIIKAEGTCH A0 HOPMBI
B Tevenne 3—6 Hepens (Mazziconacci ¢ coasr.), Orpu-
HaTelbHEIMA YepTaMu AHETLI, colepzKauiell TuApOaN3aTh,
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Anaetes  ee  oanooBpasue M HenpusTHBE BKyc. [lon
WAMSHICM TAKONH QHETH Y AeTell MOMKeT MOSBHTHCA pPBOTA
I nomnmkenne annerura, HaGmionenus Bickel n ap. nmo-
KA3aJ, 9TO YMCTBEHHOE PAa3BHTHE jeTefl, JeUeHHbIX AHE-
T0H ¢ orpaHHdyendeM (eHHAaNaHHHA, HOPMAJALHO MJIH
IOYTH HOPMAMbHO, C/N TePanns Hauata B NEPBOM noAY-
roaun xusun, Bonee mno3uxee Jleuenye OOBIKHOBEHHO
OKaspiBaerT MeHee 3uaunrteabHblit addexr. Ecan neyenue
aiyato nosaHo, mnociae 5 Jer, OTCTaAOCTh YMCTBEHHOTO
passuTHs y GOJMbHBEIX He JHKBHILHPYETCS,

Has wanocTpauny npuBOLHM KpPaTKHE AaHHbie O fe-
BOUKe 4 jer, Jeuusiueiics 8 HepsHoM orpenenun JITIMU,

Boassian C. B., 4 ner, noerynmuaa B wkannugy 14 okralpa 1968 r.
0 NOBOLY PesKOr0 OTCTARAMMA B rCHXHUecKom passaTay. [lepouka
PORM/J4ch B CPOK, SEKpHWANA CPA3Y M Bafmia rpyfb NPH NepBoM npH-
Kaanupauun, [TepHoj HOBOPOM/IBHHOCTH TPOTEKaA HOpMasbio. Math
culTaer pefenxa OOJbHBIM ¢ 7—8 MecAues, KOrjld NOSBHANCHL CYA0-
POXKHEIE NpHRadkd. B 310 e BpeMs 3aMeueHo OTCTABAHHE NCHXO-
MoTapioro paspatun. Cumur ¢ 8 Mecaues. CaMOCTOATENBHO cTana
xopute ¢ 2Y; ner. Ilepsume coopa npomsnocur ¢ 3y aer. Ipunagku
HOCAT TOHH4ecKHH Xapakrep. ITocneanee Bpems OHH YYACTHAHCH A0
5—~6 pas B meus.

Poautenn anoporw, paGoraloT B cOBXo3e HA MOJeBHX paborax.
Kposroe pogereo orpunaior. Oty 28 mer, marepn 34 roga. B cembe
HMeeTeH ele OAHH MaAbdMK 55 JeT, KOTOpH# CTpajaer aHamorHd-
HbiM safonepauned. Ilpn ocMoTpe Yy [IeBOYKH OTMEYAOTCA cBer/bil
HUBET KOMH, OYEHb CBETJLIE BOJNOCH ¥ roayGas OXpacka paayRHby
ofojivuek raas. BuyTpemnme oprannt B nperesnax HopMel. B nemxi-
YeCKOM pasBuTHH oOuapyieHo pesxoe orcrapanne. [lesouka ne
ailaer marepd, Saganufl He BLINOJHACT, CAMOCTOATE/EHO HE ect, He-
onparaa, y uee orMedaloTes OAHooGpasibie apTOMATHHECKHE ABH-
HeHus. AKTHBHON peun HeT, UPOHIHOCHT OTAenbHEE caosa, CkionHa
K arpeccHBhniM Jeficteuam, [Ipi HecaedoBaimd HepBHOM CHCTEMb!
natonorpueckne pedwiexcs we obGHapymenst. [lapeso u mapasmvei
HeT. Mainieyned TOHYC HE H3MeHeH.

OfuuHbEe KAHHWIECKNE HCCNeJ0BaHNS KPOBH, MOYN W Kala HOp-
MalbHLl Peaknds MOUH C XJOPHBIM KEeAe30M DEIKO NOJA0KHTeNbHA,
BCIEACTBHE HAJIHYHA B MOYe (eHHINMUPOBHHOTPANHON KHCJIOTLI

Ha ocHoBaHuN KIHHHYECKON KAPTHHL H HOJOMHTELHON peai-
UHH ¢ XAOPHBIM JKENe3IOM, @ TAKKE ayToCOMHOR peleccHBHOH Ha-
CNeACTBEHHOCTH, ¥ J€BOYKH HNHATHOCTHpOBAHA (QeHHANHPOBEHOrpAL-
Had oganrodpenns.

Adpranronypusi

dro 3abosesanue Berpeuaerca penko. Yacrora ero
Konebaerca wmexay 1> 10-8 u 1X 107 (Hogben c
cotp.). Mo panuuim B. Il. Sdpouncona, 31a anomaans
nMeeT yacTory nopagka 3—5 X 10-5,
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AsbKanTonypusa ctajia u3BecTHa paHbile APYTHX HAc-
Je/ICTBEHHBIX 9H3uMOnaTai. CBoHCTBO MOYH HEKOTOPBIX
Jiojiefi TEeMHETh NPH CONPHKOCHOBEHHH C BO3AYXOM GbLI0
napecrno yuxe B XVI B. Scribonius nepsutit onuncan aib-
kantonypHio B 1584 r. Baedecker » 1859 r. Bmickasan
NpelnoJoKeHNe, YT0 CBOHCTBO MOYM TEMHETb CBH3AHO ¢
Hajanuuem B Hell cnenu(pUuECKHX BEUISCTB HEH3BECTHOI
NPUPOALL. IDTH BEILECTBA IMOAYUHAM HA3BAHHEe ajbKan-
TOHA, a4 AHOMAJMS BBAEJNEHHS TeMHelowWwel Moud Oblia
Haspana aabpkanronypueidl, Boakos u Bayman B 1891 r.
MOKA3aJu, 4TO AJbKANTOH NpejcraBaser cof0l0 roMoren-
Tuaunosyio kuciaory. Garrod B 1902 r, mokasan Hacien-
CTBeHHBIH peLecCHBHLI Xapaxrep 3Toro s3ado/jeBauud.
AnbRanTOHYpHS yalle BCTpeYaercs Y MallbuHKOB, KOTO-
peie DoaeloT B 2 pasa yaule, yem jesouku, B nurepatype
onucano cpuine 300 zaboaeBanuii anpbKanTonypueii.

Kaunudeckans Kapruna. 3da6o/eBanine OPOABISETCA
cpasy nocse poxiaenust pefeHKa, OAHAKO JHATHO3 AaJlb-
KanToHypHR B HEPHOA HOBODOH(IEHHOCTH YCTaHAaBJH-
paerca penko. [lo aureparypuvim nauebiM, 3aboieBatne
Yy HOBOPOXKIEHHBIX OIHCAHO TOJBKO Yy 12 nereil.

B rpylHoM Boapacte OCHOBHBIM CHMITOMOM DOJe3HH
ABJSIETC H3MeHeHHe LBeTa MOYM Ha nedenkax. Bhauaune
noc/ie MOUEHCIYCKAHHS MeJeHKa COXpaHfseT HOPMAaNbHEBLH
KeNTH UBeT, 3aTeéM NPOHCXOAHT H3MEHEHHE OKPACKH Ha
Kpacuplil, KoTOpuiil moasB/JgeTCs TeM OLICTpee, YeM Bhille
KOHL@HTPAlHA TOMOPeHTHIHHOBOM Kucaors B moue. Ha-
TEHCHBHOCTL KPAcHON OKpacku pasiuuna u Gojee BhIpA-
aeHa no nepHdepun narna. Yepes HeCKOJAbKO 4acoB BO-
KPYr Hero Ha fefeHKe MNOABANETCS TeMHOBATas KafiMa.

AnpKanToORYpHA ualle pacnosHaercs y CTapliux Je-
Tefi. 3aGojeanie coxpansiercs BCK MH3HbL H CYIRIHOCTH
€ro 3aK/M0uaercs B NOTEMHEHHH MOYM BCKOpe nocae ee
Buigenenus. Obuee cocrosnne GOMbHLIX He HApYIIAETCs.
ENHHCTBEHHBIM OCI0KHEHHEM HBAACTCH OXPOHO3, PR KO-
TOPOM TPOHCXOANT OTVIOMKEHHE TEMHO-XKENTOrD MHUrMEeHTA
B HEKOTOPRIX TKAHAX BCNEACTBME HAKOIVIEHHS B HUX MPO-
NYKTOB OKHCJ€HHA TOMOTEHTH3UHOBOH KHCAOTRL, DTa MAT-
MEHTALMSI BHIPAyKeHa IVIaBHbIM 06Pa3oM B XPsIiax yuue,
noca u cycrasos. Ha ckiaepax, porosuie H KOHBIOHKTHBC
r1a3 MosBATIOTCA CHHEBATHIC NATHA. 3HAYHTENBHO peike
nopaKaioTes JAecHBl, KOxa u Hortd, OXxponos, Kak
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OCHOMHEHHE ANLKANTOHYPHU, noasiseres y GoipHBIX 8
Dodsee n03aHeM Bo3pacre,

BoibHbie 0xpoHo3oM Goabliel YacTbio 4yBeTBYIOT cels
xopomo. OpHaKO NPU 3HAUHTENLHBIX OTJOMKEHHAX IIHI-
MEHTA B CYCTaBHBIX XPAIIAX BTOPUYHO HACTYNAIOT Aere-
HepaTHBHLIC H3MEHEHHS CYCTABHLIX NMOBEPXHOCTEH 1 MeX-
MO3BOHKOBBIX JIMCKOB M Da3BUBAETCS OXPOHO3HLIH apTpos3.
ApTposbl TpH aNbKANTOHYPHH uYauwe uabaogaiores Vv
MYXYHH ¥ 0ObIYHO CONPOBOMKAAIOTCH PUIHAHOCTBIO MO3BO-
noyHuKa. CuibHble 0OJH NPH 5TOM OTMEUAIOTCH TONBKO
y nonosunel GoapHeiX. Haunbonee vacto oxponosom nmopa-
JKAIOTCA MJIeUeBkle CYCTABLI, peke KoJeHlible H rTasobes-
pennsie. Menkue cycraBnl uamensiiores peako. Ha pentre-
HOrpaMMax TNO3BOHOYHMKA ONpEeAeNsieTcs YIIOLeHHS
MEIKTO3BOHKOBLIX AHCKOB H OTJIOJKEHHE H3IBECTH B NOsic-
HHYHBIX H TPYIAHBIX OTAENax. ITossoHOUHBKIE Teqa HE [0~
pawkalores, HO uporja Habawopatwores ocreodutst, lepu-
APTHKY/ISPHEIE KAJBIMHATHL MOIYT OBITh O0HapyIKeHbLl
Takxke BOAM3H APyrHX cycrapop. Kpome mnurmesraimu
Xpsiuiefi, y GOJBHBIX UACTO OTMEYaeTCH TeMHas VIIHAasd
cepa; 3Ta aHOMAaHs OTHOCHTCS K PaHHHM NPOSBJICHHAM
anpkanronypuu u nabaogaerca y gereft. Ilor B nogme-
IIeYHBIX M TaXoBuX o0jacTax Towe Moxmer ObTh OKpa-
1eH B YepHLIil LBET.

JlaGoparopuele uccaedosanun. Movya GoNbHBIX, OCTaB-
JEeHHAH Ha BO3JyXe, 4epes HEeKOTOPOe BPEMS TEMHEeT.
Moua nocie nofulenauHBanus BOCCTAHABIUBACT PeakTHB
Penunra faxke Ha XoJoje; BHaya/de oOpasyerca KHpPMHY-
HO-KpacHasi okpacKa, KoTopas 3aTeM TEMHEET H Ilepexo-
IuT B Kopuuneso-3eneHopatyio. [lpu nobasnesun x moue
HAamWAaTHPs W MoTalla GLICTPO HAcTymaer CTofkoe NoTEM-
nenure, Ecan k Move poGaBiasgeres a3OTHOKHEIOE cepedpo
U HallaTHPh, NMPOMCXOAMT BOCCTAHOBJAEHHE MeTalldude-
ckoro cepebpa. loBaBaenye noJayTopaxaopHCTOro XKemeaa
U3MeHsIeT eJaThiH LBeT MOuH Ha seqenbidi. C peakrusBom
Munnona ofpasyercs JHMOHHO-XKEATHIH OCA/I0K, YepHEIO-
IHA NPH HarpeBaHUH. AJbKalToOHYpHYECKasi MoYa pas-
JlaraeT CBETOuyBCTBHTENBHBEIA clolt goTtorpaduueckoil Gy-
mary, B Temmore npobupka ¢ mouoii JromuHecnupyer. Ko-
JHUYECTBEHIOE ONpeleseHHe TOMOTeHTH3HHOBOH KHCA0TbI
B Moue mposojautes no merony Merna. Konuueerso sroii
KHCAOTE B Moue GOJbHBIX albKanToHypHed Kojebuercs
or 0,1 1o 29%. YpoBeHb rOMOTEHTH3HHOBON KHCJIOTE HA-



XOJQUTCH B 3aBHCHMOCTH OT KOJNHUUYECTRA BelKOR B nume;
IpH  BEreTAPDHAHCKOM DeXKUMEe OH MOYKET SHAUYHTENbHO
CHH3HTBCS.

CymectByer onpe/iejaeHHas KOPPENAUNA MEKAY BhIIS
JIEHHBIM KOJHYECTBOM FOMOTEHTH3HHOBON KHCIOTH U KO-
JHUecTBOM 06IUEro asora, MOITOMY OTHOIIEHHE TOMOTeH-
TUBHHOBOH KHCIOTH K 0OLIEMY 430TY ABASETCH YOOOHBIM
noKasateser 115 XapaKTepUCTHKH HAPYIIeHHs GeJIKOBOTO
o0MeHa. 3ToT Moxaszarelb MPROJTHIHTENBHO OIHH W TOT
JKe y BCeX OO0NbHBEIX aJbKaNTOHYpHE!l NpH OLHHAKOBOW
nume. KoapiuectBo roMOreHTH3HHOBON KHCIOTH BO3pa-
CTAeT NPH YBeJAHYEHHH B MHlle (ennnantannia | THPO-
3HHA, a4 TAKKE MPH MOBLILEHHH TeMnepaTypsl Tela V
GoMbHBIX H JIEUEHHH HX DIIOKOKOpTHKOCTepouaamu, Kpo-
Me HeHOPMAa/bIOro BLIXETCHHSI TOMOTeHTH3HHOBOH KHC-
JOTH ¢ MOYOIl, JIPYTHX Hapyuicknii 6eTKoBoro o6Mena ne
vabmiogaercs. KoHueuTpanus roMOreHTH3MHOBOH KHC-
10THl B KPOBH IPH albKanToOHYpPHH OKOHYATEALHO HE Bbi-
ACHEeHa. ﬂpennonarae’rcn, UTO ee KOHUEeHTpalus MOJKHa
6uiTe OKOM0 3 M2 Ha | 4.

Y GoJMBHBIX aAbKanTOHYpPHEH HHOTAA OTMEYaeTest To-
JOMNTeJbHAA DeaKIlHA BECCBPMEH&, HECMOTPsI Ha OTCYT-
crere 3a6o/eBanus CHOUIHCOM.

Iarocenes anvkanToHypuu OOYCAOBAEH HapyleHHEM
oOMeHa B opranusMe enugalanuta u THposuHa. [omo-
PeHTH3HHORAA KUCJA0TA (AHOKCH(EHHIYKCYCHAs KILCJI0Ta)
SIBAETCA HOPMANLHBIM MerafoauToM oOMEHa THPO3HHA.

Patoramu ¢ meuennm yraepouom (Greenberg) noxa-
34HO, UTO BbILIEYKA3AHHhE WAMEHeHHs eHuIaJanuHna
NPONCXOAAT B lledeHH, B KOTOPOil 61aronaps Bo3aeicTBHIO
crnenu(rIecKHX pepMenTon 6OMBIYI0 POTh HTpaioT peak-
ILHH [MepeaMHHHPOBAHWA, ,TlEKaI]GGI{CHHHIJOBEIHHﬂ H 3a-
MeHbl THADOKCHABHOH Ipynne p DOKOBON Leny.

Henasno u3 romorenara KpeICHHON nedeHit OBLIO BbIi-
JIENIEHO J1Be 3H3UMHBle (ppaKilul; OlHA H3 PUX TePeBOjInA
TOMOFEHTH3HHOBYIO KUCJIOTY B (PyMapHIaleToyKCyCHYIO,
apyras HyMapHuaaleToyKeyCcHyio KHeIoTy B hyMaposyio u
alleToyKkcycnylo kucaoTn. Suba u Taked! Bbipenuwnu us
MEUeHH KPOJAHKA 9H3HM TOMOTeHTH3HHA3Y, KOTOpas nepe-
BOAH/IA TOMOTEHTH3HHOBYIO KHCAOTY B (yMapuaaueroyx-
CyCHyio KHCAOTY,

} nt. no Greenberg, 1954,



Hpu appkantouypun ne npoucXOAuT KOHeUHBIX H3Mes
HOUHT FOMOrenTHANNOBOH KHCNOTH ¥ NOTOMY 3TOT MeTa-
OOJIT BLleasieTes ¢ MOYOH B HeHSMeHeHHOM BHIE. Y aj0-
POBLIX Jioaefi npueM BHYTPb FOMOTEHTH3HHOBOH KHCAOTBLI
He ConpoRoKLaeTcsl BBIAGACHHEM €@ ¢ MOYyoH, TaK Kak B
Oprannsme NpoucXoAAT MerabonanyecKkne u3Menenusn roil
Kucaorsl, JluruapokcudeHnnaladiud 3HaYUTENbHO YBesH-
UHBAET BhigeJenne rOMOreNTH3HHOBOM KHCIOTH.

Konnyeerso romorenTnsnioBoll KHCAOTH B KPOBH HE
YBeJHUHBaeTCH IpH  AJNbEATTOHYPHH H He NnpepoimaeT
3 me%o; KAHpPEHC TOMOTeHTH3MHOBON KHCAOTH Y GOJbHBIX
nosbiied u pasen 400—500 ma B | mun. Ilpeanona-
raeTcs, yTo rOMOreHTHSHHOBAA KHCJI0TA HEe TOJNbKO [bHJ'IbT"
pyeTcs yepes KNyGouKH MoYeK, HO H CEKPETHPYETCs] B Ka-
Haitbuax. Neuberger ¢ corp. n Martin ¢ corp. cuuraior,
YTO NPH ANbLKANTOHYPHH HMeeTca TyOyJaapHas anoMaJnd
novek. Tpu puddeperuuansucit RUATHACTHKE CAefyer
HMETb B BHAY MeJaHypHio, KoTopas Habaiofgaercs TMpH
3/I0KayeCTBeHHBIX Oy XOJHX.

B orauupe or ppokpenHoli noppupHH NpH aabKanTo-
HYDHH OTCYTCTBYIOT KOXKnEe paMencnus. OT nacaencTaen-
HOH aJbKanTOHYPHH CJAEAYeT OTAHYaTh CHMOTOMATHUYE-
CKHE (hOopMLI, MPH KOTOPLIX YBEJHUHBAETCH BhlAeJeHne
TOMOreHTH3HHOBOR KHCAOTHI € MOYOH BCIeJICTBHE Hejno-
cratka suramusa C, Kak 970 nabaiogaercs y HelOHOUIeH-
HBIX [1eTell B [epBEIE HEIENH MKH3HH,

Hacaedereennocrs. AnbkanTonypust NPeacTaBiser co-
6010 HacjaenCcTBEHHOE paccTpodeTBO MeTaboan3Ma, Bbid«
BAHHOTO HEAOCTATOUYHOCTHIO TOMOreHTH3nHasel, OOBIYHO
nepenaga npoucxonuT peueccusho (Hogben, B. IT. D¢-
poumcon). KposHoe pojacrBo poauTeneil obHapyxeHno B
18%. Onuako B AuTepaType HMEETCH ONHCAHHE ceMell U
¢ pomppanTHoll nachencrsennocteio (Milch u Mileh).
Has o6bscHenns XxapakTepa HaCAEACTBEHHOCTH MPH aJb-
Kantonypnn GONBIIKHCTBO 4BTOPOB MPHAEPKHUBAIOTCSA TH-
NOTE3L, YTO TeHETHUECKH CYLUECTBVIOT ABa Bapuaura 6o-
JE3HH, pasanuuTh KOTOpble KIHHHYECKH He npejacran-
asercs BosmoxkublM. Klein cumraer, yro HacnenctTsex-
HOCTh reHeTHYecky cBfidaHa ¢ noqoM. Boabmunerso apro-
POB OTPuLlAeT TaKyio cBaA3bL. Ilpeobaanansie cpenn Gonb-
HBIX MajbYHKOR (%/3) NOKA34HO CTATHCTHUYECKH.

Jewenue, YV GonblIHHCTBA GONBHBIX MOXKHO OrpaHs-
UMTBCSL  CHMOTOMATHYECKHM JdedenuweM. [lna ayuuwrero
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OKHCAGHNA B OpPraHWaMe THPO3HHA MNOJAE3HO Ha3HauyCHHE
1cKkopOHHOBOH KHCAOTBL. DHDEKT OT TAKOIO JIeUeHHsl yKa-
jLipaeT Ha Hapymenue meraGoansama [-tuposnna (J1. Pa-
yes W cotp.), B kauvecrse uaMocTpauHH TPHBOAHM OG-
CTBERHOE HADAIOZEHNHE.

boasnoft M. A, O ner, noctynia B KINHNUECKOe [IeTCKOE QT/ie-
nenne O6nactHoi Ooanununs 30/1 1964 r. JKanobw Ha Briienenne
MouH, KoTopas aateM Temueer, Poauwrenn siopoen, B cembe Tpoe
cHIHOBeN, M3 HHX OANH 340poB, a nBoe Apyrux (9 u 3 ner) Bmpe-
JNAI0T MCYY, TeMHEIOUlYl0 Ha BOSAyXe H NpHOOPETaIoULyI0 TeMHO-
KOPHYHEBYID Okpacky. drta ocobennocts Moun HaGaionaercs ¢ po-
waenns, Mowa Ha nenenkax upnoGperaia KOPHYHEBHI OTTEHOK H
JI0X0 OTCTHPbIBasach. CpeiH POACTBEHHIIKOB CeMbH Taxas aHoma-
aust Henspeerna, [lpn xkapHHuYeckoMm ofcheL0BAHHH €O CTOPOHE BHYT-
PeHHHX OPTAHOR OTKJOHEHHH OT HOpME He obmHapymeno. Duanyeckoe
i YyMCTBEHHO2 DA3BHTHE MaJbulKa COOTBeTCTBYeT Boapacty. Mopdo-
NOrHuecKoe MecaefoBaHuMe KpoBW Ges ocofennocreft. XoaecTepnd —
150 me%, RW — orpunatensia. OOmuHOe HCCAGIOBAHHE MOYN B
ApeAeAsx RopMul. [IpH A0NOARHTEALHOM HCCJHEAQBANHN MOYR TIQAY-
YEHBI CIeLYIOHe peayabTarsl: l) Ha BoanyXe Moda CTAHOBHTCS
TeMHOH, OypoBaro-uepHoro usera; 2) nocie fobaBiefisi JAeHHHOP-
Majpioro pacreopa NaOH moua cpasy npmoGperana TeMHO-KopHY-
pesuift nper; 3) nocne mofasnenns K mode peaxtuna Penunra wa-
CTynajo BOCCTAHOBJICHHE PeaKTHBA KAK Ha XOJMOAY, TAK H NpPH nono-
rpesanuy; 4) nocie pobasnenns 2% pacreopa AgNOs noapasmcs
JeeHOBATHI OTTEHOK MouM, a JofaBleHre HECKOJbKHX Kaneis Ha-
UIATHIPHOTO CMHpTa OHICTPO NPHBOAHIC K BOCCT2HOBJEHHIO METANNMN-
ugckoro cepefpa.

TlpH KONHYeCTBEHHOM ONpeAeNeHiH TOMOTEHHSHHOBOH KHCIOTH
no cnocoBy Merna y Goasnoro okasadocs 3 mode 1,2% romorents-
AHOHOBOR KHCAOTHL

Boasnomy ssoadnoce emennesno sayrpusenno 500 me ackop-
OHHOBOM KACAOTH, mocqe wero peaxuns moun ¢ NaOH n peaktnsom
@ennnra crana otpuuatensHoll, a ¢ AgNOs—cnabo nosoxnrens-
HOIL.

AasOnanzm
(axpomug, nciiromaTusa)

D10 3a60oeBanue H3BECTHO C APEBHHX BPEMEH H Bhep-
poie GBIIO onucano puMckumu asropamu ([launuem n
IMomneem). 3afBonesanue oTHOCHTCA K pelkuMm. YHacrora
ero paBHa B eBponefickux crpanax 1:10000—1 : 20 000
nacenennsi. ANbOHHH3M OMHCAH CPe/lH BCeX HAPOAOB H BO
BCEX CTPAHAX MHpPa; OH BCTPEUAELTCS HE TOABKO cpemn
JUOJEH, HO TAKXKE B JKUBOTHOM M pacTHTENLHOM Mupe,
Knunnueckn pasinuant YHUBEPCANBHYI) HAH [OOAHYIO
AXPOMHIO H YACTHUHYIO HTH OPpattsesvie GOpai Korna

17




OTCYTCTBHE TIHIMEHTA Ha0MI0AaeTCH TONBKO HA HEKOTOPHIX
yu4acTKax TeJa.

Knunnueckoe monarie o MoJHoM anb0HHH3Me He Ha-
XO/IUT TIOATBEPHiZACHUS B COBPEMEHHBIX HCCJAEJ0BAHHAX.
[Tpr 3nekTPoHHON MHEPOCKOMHN KOXH. aJbOHHOCOB MOX-
10 0OHAPYKHTL YACTHUHO MeJaHH3UPOBAHNBIE MeJaHO-
comul, Mmewores u HeBonbinne KoAHYecTBA THPO3HHASLL

Takum oGpasoM, NpaBU/JbHEE TOBOPHTh HE O MOJHOM
OTCYTCTBUH THPO3NHAZH, @ O 3HAUNTENLHOM YMEHBIIEHNH
ee akTHBHOCTH, KanunuuecKHM noaTBep KaenieM STHX He-
CJIE_[[DB&H]-IIHI ABJMACTCH pES.’]llllelﬁ M0 HHTEHCHBHOCTH LBET
I71as H BoJoC ¥ OOJBHBIX «NOJHEIM» aabOunusmom. Ox-
HaKo TepPMHH MOJHOTO aJbOGHHHIMA COXPAaHsAeTcs B KIH-
HUKE ¢ LeAbld APOTUBONOCTABICHUN HACTHUHOMY anbou-
HH3MY, KOTOpHIH Toxke Berpewaercs uapeaka (1:25000
HaceJlenus).

Obpiyno B DoJee paHHeM Bos3pacre [IpH aJabDHHH3ME
KOKa W BHYTPEHHHE OpraHbl NMOUTH JMLIEHE MHCMEHTa, a
B MEPHOJ MOJOBOTO CO3PEBAHHA BOJOCH H TJ1d’3a CTaHo-
BATCS 4yTh TemMHEee. HacneacTBEHHOCTh OPH TONHOM a/b-
6HHHAME ayTOocOMHafn — peteccunHasds. My Kuunubl H Ked-
myns GoneloT ojunakoBo yacto. [Ipyu yacTuunom aabbu-
HH3ME HACNEJICTBREHHOCTDh — JOMHHAHTHAHA.

Jruonoceun u narpzeres, AJbOHHHIM DPAa3BHBAETCA
BCJIEJACTBHE BPOMKACHHOH HEAOCTATOYHOCTH AKTHBHOCTH
SH3NMA THPO3MHA3H B MejdanouurtaX. MenanonuTs — 510
CHELHAJH3HPOBANHBIE CEKPETOPHbIE KJETKH, OT KOTOPbIX
3aBHCHT B OCHOBHOM OKpacka KoKH uenopeka. Pacnona-
raiotea onn B DasaJbHOM caoe smuiepmuca, B uenoseye-
CKOM OPraHuaMe oxono 2 GuAANOHOB MenaHDInToB. B na-
Torenese anbOMHH3AMa UMEIOT 3HadelHe YHCJI0 MeldaHolUH-
TOB W pacnpejenenne HX B OpranusMe, a Takxke MeXaHnH3M
H KOHTPOJL 34 CHHTE30M MeJaHHHA, KDTOPb]J‘:I HABJAAETCH
CEeKPeTOM MEeNaHOUHUTOB H ofpasyercs MOPH BO3JEHCTBIH
IH3UMA THPO3UHALL.

Menanun samuiaer Koxy OT 1aTOJOTHIECKOTO BO3-
aelierBus coaneunnrx Jayueit. Koxka noppekjaerca mpn
obJyuennn JydaMH yabTpa@HoJeToBoro crnexkrpa, Heno-
cpejicTBeniblil S(deKr Takoro obayuenns Bhipaxaerca B
KOJKHBIX M3MEHECHHAX OT 3PUTEMBI [0 OMKOFOBHIX I1y3blIpei.
[Tpu nponosKamieMes Bo3aelicTBHY yabTpa(hHONeTOBbIX
."[}"-IEI?[ B TeHeHHE DJIHTCALHOrO BpeMEHH HacTynaioTr Xpo-
HHYECKIE H3MEHEHHH KOXKHW B BHIE CYXOCTH, NOTEPH 94a-
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CHIYHOCTH, ATpo(HH, TeNeaHreIRTasn, MOPULHHHCTOCTI,
Mexanuam 9THX OOBpempeHuil noka Heusgecten. [pen-
10T AETCs, YTO B OCHOBE JeXKHT H3MEHCHHE CEeKpPeTa, Bbl-
padaTHIBAEMOro MeJanonuraMu. Meaanun npeoxpaHser
KOXKY OT BPELHOTO BJAMSAHUA CONMHEUHLIX JayueH. BepoaTHo,
OH HeATpa/dH3yeT NaTOJIOTHUYECKHI CeKpPeT, BhbiienageMblil
IpH paavalun: YCHJIEHHBIH MeJaHorenes BO3HUKACT Npu
JUIMHE  BOJIHB  yJabTpaduojerosoro chnexkrpa — 290—
320 mmrm.

Oanako oOLIYHBIH MEIaHOTEHE3 MOKeT NDOHCXOLHTDL W
noj BJAMAHHEM BHAHMOIC CBE€T4 C ﬂ,ﬂl-iIIOﬁ BOJIHLI CEbILLE
600 amxa. Tlpn obpazoBanun MeqaHuHa BHAUAJe Bble-
JSICTCS CBETJIO OKpalleHHLIT ceKper, KOTOPLIH B HafbHeH-
Hem, 653]‘0}1_?]1)5 OKHCJIEHHID H ,ELI}}*'FHM H3MCHEHHAM, l'[pﬁ"
Bpalla€TCsl B TeMublil nurMent, [Ipejanosaraercs, uro 970
MPOHCXO/UT MO BO3ACHCTBHEM CHNEKTPa ¢ AJHHON BOJHLL
or 300 po 700 mmra. st oKpackn KOKH HMEET 3HAUEHHE
HE CTOJBKO KOJHYECTBO MEJAHOINTOB Hd NAHHOM y4acTKe
KOJKH, CKOJBKO HX CMOCOOHOCTh NPOAYIHPOBATE MEAANHH,

TH})OSHHHSE] HBJAETCH JH3IHMOM, cogepaaniuM Melb,
KOTOPHIH KaTaduaHpPYeT OKHCIeHHe THPO3HHA B JErHapo-
oxcupennaananun (Hona) u paappeiiliee oKHCAEHHE B
JOMNAaXHHOH. I(JIETKH MEJIH]—IOLI,]-[TOB, I{OTOPIJIE nona BJAHA-
HHEeM THPO3HMHA3EI MOryT mepesectu /lona B nepacTBopH-
MBIH TeMHBIH MHIMEHT, HOCAT HaspaHue Jona-nmogoxKi-
TeNBHEIX KJAETOK. ,H.ZIJII::HG[?!IIJH('E H3MEHEHHHA CBOIATCH K
00pa3oBaHHI0 THPO3HH-MEJAaHHHA, IDTOT MHTMEHT Jerko
coenunsiercs ¢ Genxamu, Pe3ioMupya MOKHO CKA3aTh, 4T
Aanb0HHU3M SBAHETCH CleacTBHeEM H’(]CJ'[EILCT‘B(:‘.HHOH 3H31-
MOMATHH, NPH KOTOPOH OTCYTCTBYIOT MeJaHOUHTHI, CIO-
coGHble CHHTe3WpoBaTE MeJjanuH-Thpo3nnazy. Oauako y
ANbHHHOCOB HUKAKHX MOP(OJOrHUecKHX aHOMaNUH B Me-
JAHONHTaX He OOHADPY:KHBAETCS gazKe NPH 5JIeKTPOHHOM
MHKDOCKONNH, 3alluTHast POML MeNaHHHA OTCyTCTBYeT
npyn anp0HHHAME, BCAENCTBHE uero V OOJBHBIX HaOJM0-
naeTcsd MOBBLILIEHHAH UYBCTBHTENBHOCTh KOMXKH K COJIHEY-
HBIM JyyaM U TOHHMKASTCS 3PeHHe.

Kaununeckas xapruna. OCHOBHBIE CHMITOMBL AJBG-
HU3Ma Yy Jiojiefl 3aBUCAT OT MOYTH [OAHOTO OTCYTCTBHS
MeJaHHHa B pa3nuyHelX opranax. Koka GonbHEIX OT/IH-
HAeTCH HeXHOCThIO H 63&‘.}1H0-]JO3013111M OTTEHKOM, 3aBHCH-
MM T lipocseuuBanus kanumnsipos. [Ipugarky KoMl
TAKXe HMEIOT XapaKrepHble 0co0eHnoCTH, Bosockl Ha ro-
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nose, 6poBH, pecHuibl # BoJdocH Ha Tede cBerio-Genaoky-
poie. Horti wepeaxo nomkne, Fi1asa y aanduuocos nmeor
uenbl pag usMeHennih. 3paukH y HHX € KPacHOBATBHIM
Gneckom, Pauyxuas obonouxa cperio-ronybas. Cocyin-
crast ofonouka M ceTyaTRa JHINEHH nurmchra. [yashoe
IHO OPAHMEBOTO HBeTa H XOPOMIO 3aMeTHHl XOPeoHIafb-
Hbie cocyabl. Beerja umMeercsi ropusoNTANBHBI HHCTATM,
CONPOBOKAAIONINACH NOHHIKEHHEM 3PEHHA, BCALACTBIEC
dausopykocru. Heporaa uMeores MuUKpodTaismus, oreyT-
crBHe xpycranuka unu fovea centralis,

Y aanbunocoB umeercsi ¢orodobHs, BhHpamKennan B
PasiIMyYHON CTEMEHH, NMOITOMY OHH XOJAAT OHYCTHB TOJOBY
¢ MONY3aKpLITEIME razamu. [aza y Hux GeICTPO yeralor,
MOXKET HacTynuth ambanonus (Paues ¢ coant.). Hepenko
Yy HHX HaBGJII0a10TCH KOHBIOHKTHBUTH. OObIYHO yMCTREH-
Hoe pasBuTHE y aJb0HHOCOB He CTpajaer, HO B CBAAH C
TIOHUZKEHHEM 3PeHHs, OHO MOKeT GLITE 3aMeILTeHHBIM,

Ilo pannLiM HEKOTOPLIX ABTOPOB, aNbOHHOCH OGBIMHO
HUKe pocToMm, ueM HX cseperuukyu, [lpn anpGunuzme mo-
TyT HadJlofaThes M ApYrue BpoKieHpbie aHoMaaHy —
NOAUAAKTHANSA, TAYX0Ta, SKTPOMenus u ap.

M3 naGopaTopHLIX HCCAENOBAHKIT OTMEUAETCs NO3AHAS
nepoKcHaaIHag peakuuss B UHPKYJIHPYIOIIHX JeliKonHTaX.

Ilpu nupdepennnanbioyM AHarHode cAeiyeT HCKIIO-
YHTh NMHPOBHHOTPALHYIO Ooaurodpenuio. Bropuuubie BuTi-
JIUCO M JIEHKOAepMY OTJAHUHTE OT 4ACTHUHOrO AJdbOHHHZMA
JIErKo, Tak Kak OHH fBJASIOTCA TPHOOPETEHHBIMH MOCAEN-
erBHSIMU cHuanca, TpuxoduTun U Apyrux 3abGosaeBaHHit,
a yacTuuHbIH anbOHHUZM — BPOXKIEHHAS aHOMAJud, Npo-
ABAMIONIAACA YIKE B MepHold HOBopoxaenuocru. Jleuenue
aJbOHHU3IMA HEM3IBECTHO.

I—IpHBUﬂ,HM KPATKYID BBIOHCRY ©3 HCTOPHH BOJe3HH
GonLHOro, KOTOPOro Mbl nabuigadn B merckolt Bacceil-
noso# OoabHuie r. Jlenunrpasa.

Boasmolt B. T, 16 ner, noctynia B XHPyprideckoe OTHefeHIe
18 aupaps 1972 r. no noBoly aasOunH3IMA, [OPH3OHTANBHOrO HH-
¢rarMa H BPOKAEHHOTD YKOPOUeHHd (IKTPOMenui) npasoro Genpa.

Bojsen ¢ pomaenns. C 11 Jger yuurcs B CHEUAJHINPOBAHHONM
WKoJe-yHTepHaTe N8 ¢1aboBHIAINX eTell.

[lpn ocmorpe oTMeuaercsi cBoeoGpasdasi NOXOIKa BCJEINCTBIE
yropouenua mpasofl HipKHell xoneunocti, Ilpn xouneOe omipaercs Ha
naawisl npasolt Horu. [Ipapas KoienHas uailedxa POTHPOBAHA KHA-
py#i. [lpasoe Genpo ¢ poMjiemusl yKopoueHo § yrommeHo. Jlanaa
npasoro Geapa — 29 ¢, jesoro Geapa —43 cx. Muimtust npasof



rodenn arpoduuusl, OcMoTpell oproiiezom. Ycranosiena Bpomied-
Ham SKTpomeans npasoro Geapa. BuyTpenune opraunt Ges ocoGen-
nocrefi, [opHsoHTAILELLT HACTArM H OOHmkenHe 3peund, Jluckm aph-
TEJLHBIX HEpBOB O/JEAHOBATHL, KOHTYPH HeyeTkH. AprepuajbHbie co-
CY/I HECKOABKO CYIKEHEI, BEHEl CJerka pacuinpenisl. CKHOCKONHYeCKH:
muonmHA cpeameit crenenn, Octpora apeunus — 0,1, Crexma me ynayu-
AT apenud, AHTponoMeTpHueckHe naudue: poet 162 cm, pocr
cnna 81 cm, OKpyMHOCTH FPYAHOH KJ€TKH 92 oM, OKPYIKHOCTB TOJ0-
Boi 55 cm, Bec 54,3 ke, HccrenosaHue KPOBH 0PH NMOCTYIIEHHH:
sp. 4 700 000, Hb 82 ea,, a. 5000, 3. 3, o, 5, ¢. 65, numd 23, son. 4,
POD 7 mm 8 1 w Koarynorpamma Ges ocobenHocreit, Moua nop-
majbna, Paayinan o0ojouka roay0oro upera ¢ HeGoibmiuM KOJH-
HECTBOM [UTMEHTE.

3awmouenue: aab0HHHIM, TOPHAOHTAALHLII HHCTATM, YACTHMHAR
arpoua spureablinix HepBop. Mumomua cpepmeil crememm. B name-
gefimem GONLHOMY [NpOH3BeAeHa ONEPAlMA OCTEOTOMHH € IeThio
yaaaHenys npasoro Geapa.

JUIIOA {0351

K saboneBanuaM ¢ HapyWEHUIMH JHIMAHOTO OOMEHA,
WA K JIHIIOMA03aM, OTHOCATCH PeKO BeTpevalomuecs 69+
JIE3HH, IPH KOTOPBIX HMEIOTCH OTJIOKEHHA crenudrIecKnx
JIHIIOHAOB B PeTHKYJOrHcTHOUMTapHOH cuereme, K sTuwm
sabonesanusm orrocarcs 4 Gonesum: 1) Goaeanp [oure,
2) Gosesus [Mux-Humana, 3) Gomeanwn Teit— Cakca 1
4) runepxonectepHHeMuueckHit kcantomaros. [lpu 6o-
neaun [oie umerorcs OTMOMKEHHs JHIOHJA-Kepa3HHa BO
BHYTpennnx opraunax, Ilpu Goaesun [lnx — Humana B
Tex JKe opraHax OTK/AaAbiBaeTcsi cQUHTOMHENHH, a B MO3-
ry raurauosua. [1pu Gonesun Teit — Cakca npoucxoaut
OTJIOJKEHHe FAaHIVIHO3HAA B MO3TY M ceTyaTKe raasa (B
raHr/nossLX Kiaerkax # Hefiporanu). Ilpn runepxonecre-
PHHEMHYECKOM KCAHTOMATO3€ B KOXKe, CYXOMUIHAX H KPO-
BEHOCHBIX COCY/LAX OTKJ/a/bIBAETCS XOJECTEPHH H JCIHTHH.
BecbMa BeposiTHO, uTO NpH CHUHTOMHENNHIUTOHL03aX
(6omesun Tome, Ilnx — Humana u Telt — Cakca) umeer-
¢Sl MepBHUHOE PeHETHYECKOe paccrpoiictBo ofmena Be-
IIECTB.

[Mpeanonaraercs, uto npu 3Tux 3aGojieBaHHAX HAPY-
IIAETCA PACIIENJIEHHE JHIIOU/LOB; OAHAKO HE HCKJIOUEHa
BO3MOJKHOCTb HAPYLIEHHA UX CHHTe3a, MpHYeM, BOIHUKAIOT
NaTOJAOTHUECKHE CTPYKTYpPbl, KOTOpble He CmocoGHBI pac-
HenAsAThesA; B AadbHelleM OHH OTKAAaAbIBAIOTCH B OHpe-
JeNeHHbIX TKAHAX, KAK UHOpomaHble Tena, [lo-Bumumomy,
W B TOM U B JPYroM cayuae HMEercd SH3UMOMaTHA, Hapy-
Wamas JHIOH/HbIE 00MEH,
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Boaesns Tome
(KepasunoBEL PETHRYI0IHA0TENI03)

Brnepsuie sra Goseaus Gbina omucana s 1882 r. Ga-
ucher noa nassanueM H30JHPOBAHHOH MMEPBUYHOIN IHUTE<
AHoMBl ceneseHkH. OHa pas3BHBaercs BCIAGACTBHE HAKOII-
Jlennsl Lepe6po3nioB B CeNe3deHKe, MEYeHH H HEKOTOpPLIX
apyrux opranax. bosesnnb I'ome Berpeuaerca penre. B mu-
poBoit Jureparype onucano oxono 300 GonbHbIX 3TOH 60«
JesHblo, B oreuectBennoil JuTeparype omucano TOALKO
32 ooapnuix (C. M. Pabon, 1961). Ona wnaGmopaercs
Cpejlil BCeX HAPOAOB H ¢ OAHHAKOBON YaCTOTOH y Majbun-
koB 1 nesovek. Mmeercs asa sapuanra Gonesnn. ITeppri
pa3suBaeTcs XPOHWYECKH Y CTapIIMX JeTell H B3POCALIK;
9T0 — JIOKaau3oBaHHasa (opma, Bropoli Bapmuanr Berpe-
yaeTcs MCKAOYHTeNBHO B IpyanoM Bospacte H o0ycnos-
JeH HEBPOJOTHYECKHMH HapYMIEHHAMH B UEHTPaJbHON
HEPBHOH CHCTEME,

Xponnueckan popma Gonesnu lowe, BosesHr Hau-
naerca oGLuNe B 5b—8 Jer, HO MOMKeT BO3HHKHYTb H
1osKe.

Kaunuweckasn kapruxa. OnnuM H3 PAaHHHX CHMITOMOB
Gonesnn ABNAETCH YBEMHYCHRE HUBOTA BCACACTBHE 3HA-
unrenbHoi cnaenomeranud, uneprpodus neuenn Mmesee
BhIpaKena M passupaercs nozxe. MKedaryxa u noprans-
Has THNEPTEHSHA OTCYTCTBYIOT. YBeauuenue AHMQOy3nos
nabniopaerces penko. Muorna oGuapyxupsaerca MectHas
MpUNyXJIocTs B o0Jacti Gegep; AeTH OPH STOM KaayioTes
Ha cronranusie 60MM B HHAKHHX KoHeunoctsix. KocTHble
nopaxenns GoiBalor v GOJbHEIX HE BCeraa, H BGodbuiel
yacThl0 OHE OOHADPYIKHBAIOTCH TOJLKO PEHTIEHOJOTHYECKH,
OrMmeuaerca Auddy3nbil 0CTEONOPO3 HJH CETYATOE CTPOe-
HUE KOCTHOHW TKalW; MOMKET HaGaIofaThesd TaKike HCTOM-
YyeHHe KOPTHKAJIbHOTO CJIOA  BCJAEICTBHE YBEJIHYEHHH
ofbemMa KocTHOro Moara. Ecau ocTeonopos HOCHT orpafi-«
yeHHbI XapakTep, BO3HHKAIOT KHCTOOOpasuble MOJIQCTH,
OOBIUHO PACIOJONKEHHbIE B BepxHel uactu 6eipa. B npy-
FHX CJayyasix HMeloTcA SABJEHHS ocTeéocksaeposa, ¥ HeKo-
TOPHIX GOJbHBIX OOHapyXHBaeTcs Ae(OpPMalys TONOBKH
Geapa, HANOMHHAlOULAS AacenTHueckKui Hekpos. Beaei-
craue aedOpMalUHn W YIVIOTHEHHA HHXKHHX OTAea0B Ge-
Zep, OHH NIPHHAMAIOT KONIBOOOpasHEIi Bi, RATIOMHRAs MO
popme «OyTHIAKY»>, Kpome Toro, Moryr nad/aoaarbes mno-
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paKeHus NO3BOHKOB, OOBLIYHO OIMH WJH JABa NO3BOHKA B
MOACHUIHON 001ACTH JEKAJNBIHHUPYIOTCS H YIVIOUWIA0TCSL.

B KkpoBH MOMKHO OOHADYIKHTL aHEMHUIO, JIeHKOMeHHIo,
rpanyqaonenuio U tpoMoouuTonennio. KoaHuecTBo JaHmi-
0B 1 XOJeCTEPHHA B KPOBH HOPMAJbHO,

Teuenue 6oaesru. OOumee cocTosiHHe H BHI peberxa
MOTYT [JJIHTENbHO OCTABATLCS YAOBIETBOPHTEABHBIMH, HO
B AafspHeiineM HEepeAKo OTMEuAaeTcs 0Teranocth hrauye-
ckoro passuThsa. [anee moene 10-meTHero Bospacta
MOMKET [10fBUTbes OPOH30BLIL OTTEHOK KOXKH JHINa, IHei,
nagoneil u cron. MHorga sra nMrMeHTauus CTaHOBHTCH
angysHoil W mopamkaer TakiKe CJHH3HCTLIE 000JOYKH.
B reuenne MHOTHX JIET MOJMOKeHHE BOABHOTO Majo j3Me-
HAETCsT, 3aTeM COCTOSIHHE yXyaulaercsl, MPOrpeccHpyer
noxyaaHue, NogBasAoTea 00K B KHBOTE, KHLIEYHBIE pac-
CTPOICTEBA, 3aTpy/IHEHHs [PH MOUEHCIYCKAHHH W OTeKH,
B peayabrare ciaBiaeHHs cejie3eHKOH obJacTH JeBol mou-
KH MOMKeT DPasBuTheA THApouedpo3. YBeMHUNBAIOTCH M
KOCTHBIE H3IMEHEeHWH, B HEROTOPBIX KOCTHBIX YHaCTKax
VCHAHBAGTCS NECTPYKIUHS H BOBJIEKAIOTCS B MATONOrHYEC-
CKRil fipoltecc TasobeipenHblil, KOAEHNLIH H roJeHocTol-
nbtil cycrapil, [loasxe MOTYT MOABUTLCS KPOBOHBIHSIHUA
¥ KPOBOTCUCHHA BCJACACTBHEC BLIPAMKEHHON TPOMOOLHTO-
mennn, Apemus u JIEHKOTeHHs TAKXKEe MPOrPeccHpyioT,

Bonesnw I'owte jerse AHarnoCcTHPYETCH, €CJAH HMEeTCH
H30AHpoBannan crnieHoMmeraausa. [IpH NyHKIHE KoCTHOrO
MO3Ta B MHeJorpamMme oOHapyxuBaloTes crenuduieckue
kaeTkn [ome, KoTopbie uMeloT Beauuuny ot 20 po 80 mk.u
CO CRETJION MpoTOMaasMol; sAupo KIETKH — KPyTJoe i
OBAJbLHOE, PACTION0MEHD BKCHEHTPT‘I‘-}HD; HHOT'/I B KJETKE
uMeeTesl HeCKOALKO Aaep. XpoMaTHH AApa pachogaraercs
B BHOE HEXHOH ceroukn. B uwromnasme pasinganTr cer-
uyaToCTh U (pUOpHAAAPHbIE HUTH, MEXAY KOTOphIMH
pMenTes GoJbIIHe JaKyHB, HE BOCTPHHHMAIOLIHE 00BIU-
HYI0 okpacky. Takue Ke KJCTKH MOMKHO OOHAPYXHTH B
cosienorpamme. Caeayer, OQHAKO, TOMHUTh, YTO IIYHKLHS
cenesenku npu ooneanu 'oure ne pecerna Gesomacua.

ITpu dugpeperyuarbnon duaenose ¢ TpoMGodaedn-
THUECKOH Ce/le3eHKOI cleflyeT HMeTh B BMAY, UTO AJs Hee
XapakTepHnl pacllMpPeHHE BeH NUINEeBOAa H YMEHbIIeHHe
pasmepor CeJle3€HKH noecae KpOBOTCIIEHHf:I H3 HKeaynka i
MHIeB0AA; NPH UUPpPO3e NeueHH — OOBMHO HMEeTcs aa-
crofi B oGnactu poporhoil sennl. HMmuorza npuxoaures
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mudepernupopats bonesns Foue u ¢ apyrumu sadone-
BaHUAMH (XpOHHYECKHM JeHKO30M, JuMQoOrpanyiemMaro-
30M, KcaHTomaro3om), B pannem perckom sospacre 60iib-
IHe TPYAHOCTH BO3HHKAIOT NpH anbdepennnansuof -
arHocTHKE MeXAy ocTpoil ¢opmoli 6Gomesun ome n Go-
nesnblo Humana — IMuka. TTporpeccupyiomee ciaboymue
GoJiee xapakTepHo Aa5 MOCAEAHEro 3aboneBaHus.

Ilpu naroaceoanaromuseckom WceaeaoBauun obHapY-
JKUBAKOT OFPOMHYIO CeJIe3eHKY, IJIOTHOH KOHCHCTEHIMM,
Ha paspese puanbl Hexirbie Ge/10BaTO-3KeNTOBaThHIE MATHA,
ClelIbl CTapbuiX H CBeXXHMX TremMoppardii m HeGOJbIIONH
ckiaepos nydbnel, Ilpy rucronoruyeckoM neeaeioBaHnm
naxoaar Mmuoro kJjerok [ouwre B cenesenke W NeYeHH; B
nocae/ieil oHl pacnoJiaralTesa BHYTPH L0JeK, BOIHIH ne-
UEHOUHbIX BEH H B NPOCBETE PA3BETRACHINH NOPTa/bHOMN
Benbl. XapakTepeH 3HAYMTEJBHbIH AHHYAAPHBIN CKAEPO3.
Jlumdarnuecxne yaan GpOMHOA MOJOCTH TOXKe BOBJe-
YeHbl B 11aTOJOrHuUecKuil mpouecc. B koctax obHapyKu-
BAIOTCs JECTPYKTHBHLIC MOparkenus H 30HLI HEKpo3a.

Xumuueckue uccaedosarua. llepeGposumnl, BbieneH-
Hble M3 cene3eHKH npu Gonesun l'olle, mpeacTaBasioT co-
6010 raukonepeSpo3uabl, Y OOMLIINHCTBA OOJBLHBIX Bhi-
AeTATCH I'JTI&KOIIEPE&[JDBH,[[H, d Y HEKOTODBIX — rajlakTo-
nepebpoaunbl.

llaroeenes. Ilpn Gonesnn ['owre HOpManpHblEe peTHKY-
JSIpHblE KJAeTKH (DMKCHPYIOT Lepebposujbl, B H30LITKS
unpryaupyomue g kposn (Pick). Ecan musotneiM Bnphi-
CKHBATL lepeOpo3nabl B GOJABLIOM KOJMUYECTBe, Y HHX B
ceneseHke NoABIAINTCH KJIEeTKH, MDP[i)UJ'IOI'H‘-]ECKH cX01-
nele ¢ Kaerkami Iomte, Onnaxo nocae npekpamenusa HHL-
eKlIHiA 3Tn KaeTkH ucuesaan. Ilo pamsnim Thannhauser,
OTJIOMEHHS] 1epedpo3uIoB HACTYNAIT B PE3y/bTarte Ha-
pyiienusi BHYTPHKJeTouHoro obOMeHa, MOSTOMY B CHIBO-
potke GonbHHX uepebposnasl We oOnapyRuBalOTCR, a
IPUTPOLLUTHI COALPIAT TAKOE XKe HX KOJHUeCTBO, KAK H ¥
snopoprix gwgel (0,2 me%). Ilpeanonaraercs, uro nme-
ercd CHHIKeHHe aKTHBHOCTH (epMeHTa uepeOpO3HaAaHI,
Hecenepnopanus Radin ¢ coaBr. OKazany, 4To ragakTtosa,
Meuennasn C'%, GbiCTpo BHeapsieTcss B cocTaB lepeGposu-
aoe moara. 1o Jhobapnry peTHRYASipHbIE KJIETKH BHJOY-
KOBOJ1 sKeJe3b!, HAAMOUETHHKOB, NOJIMKeny 10uHOH MHKenesul,
nepuGpoHXuanbloil H NEePUBACKYJIADPHOH TKAHH JErKHX
TepsAIoT cnocobHOCTL HAKANAMBATD JIHMOUAHBIE BEULECTBA
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It KOHILY TIepBOro rofa xusuu, B caasu ¢ 31uM y crapiunx
jetefl B Merkux He HaxonsT kaerox Iome (Rath).

Hacaedcrsennocre. TIpn TeHETHUECKOM HCCACAOBAHHN
260 GoapHBIX ¢ Oodiesubio [ome y 89 oGuapyxKena cemei-
CTBEHHOCTb 3Toro 3aboaeBanuda. Mspejaka MoxHO OTMe-
ruth Goaesnb [omwe y gpereft u ux poaureneft. Kposnoe
POACTBO POANTEJENH HAGMIOAAETCH HCKJIIOUATEILHO PEIKO.
[To B, I1. 3¢ poumcony, Herndon u Bender nacaencrpen-
HOCTH HOCHT ayTOCOMHBIH W pellecCHBHLIH Xapakxtep, of-
nako Groen OTHOCHT HACAEACTBEHHOCTL TNpH BOJe3HH
[lowe g noMuHanTHLIM. Bo3MOXHO, UTO npu 3TON GoJesHH
HMEIOTCA [IBa TeHeTHUYeCKHX BapHaHTa HacaegoBanusa. HMu-
TepecHo, YTO OCTpPhEIE M XpOHHUECKHe (OPMbL B OIHOH 1
TOll Ke ceMbe He BCTPeualorTcs.

Jeqenue. [Tpn pa3BuTHH aHeMHH HA3HAYAIOT JKEJIe30,
Tpanc)ysuH KpoBH, BuTaMuHBL. Ilpu OGomsx B KOCTIX
MPUMEHSIOT MEeCTHYIO PEeHTreHOTepamHio. ¥ HEKOTOpLIX
OOMLHBIX NPHXOAKTES TIpuberath K cmienskromun. Iloka-
3aHleM K ONepaTHBHOMY BMELIATE/IbCTBY CAYMKAT remop-
paruuecKue ABJACHHA BIEACTBHE runepcnaennama. Cnaen-
SKTOMUA, KPOME TOro, MOKa3aHa 1pu HapyueHnn GyHKiun
KHIEYHAKA H MOYEBbIBOAAIIHX OPTraloB BCAEACTBIE c1as-
Jennst HX orpomuoit cenesenkofi, Ilocne onepanun yayu-
ulaetcst ofLiee cOCTOSTHHE OOMBHBIX; KOJHIECTBO IPUTPO-
UUTOB, JeiiKOLHUTOB ¥ TPOMOOUHTOB VBEJNHUHBACTCS Il TIpe-
Kpauiaercd KPOBOTOUHBOCTL; HCUE3aeT U XapakTepHad
OGpoH30Bag okpacka KomH. OIHAKO CNAGHIKTOMUS He H3-
deuupaer Sonesnu [owe; HHGUALTPANHSA NEUeHH H KO-
CTHOrO M03ra creunuueckaMu KJIeTKaMu MpoaoKaeres,
MpHUYEM pPasMepbl MeYeHH HACTOJBKO YBeJHUHBAIOTCH, U0
MOTYT BeCTH K 3HAYHTENLHOMY CHABJACHHIO Opranos
Gpownoi nosocrn. Cmepre nacrynaer 8 20—30 Jger or
MPOTPecCHPYIOMeH KaXeKCHd, HHTEPKYPDEHTHOH HHpEK-
UK HIH OT KPOBOUAJUAHHUS B XH3HEHHO BAXKHbIE OPTAHHL

Octpas dopma Goaesun Fowe. B uacrosiiee Bpems
B JuTepaType onucano cabiie 30 GoabHBIX 0cTPoli dop-
moft (Giampalmo). 3abonepanue HabJal0laeTca HCKAIO-
YUTEJbHO B PAHHEM IPYLHOM BO3pacTe, YiKe NpH POXKiE-
HHH OTMEYAETCs1 MOBLIMIEHHAA COHJHBOCTL jaereit. [lpu
00c/elOBAHHN MOYKHO ODHADYKHTh 3HAYUTENLHOE YBeJH-
YeHHE CEEe3CHKH H MeHee BhiparKeHHOe YBeJHYEHHE Teye-
uu. O6mue pacerpolictea sussadiores: 6uictpo. Haerynacer
noxyaanue n amxopaaka. Ha nepseifi mian sbictynaior
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HepBHEle pACCTPOHCTBA: HAPYLIGHHE CO3HANUS, BLIpaKeH-
Hdsl 3aTOPMOKEHHOCTh, anarusd, MOTOpPHbEIE HAPYIUGHUS,
MbILUIEYHAA THIEPTOHHSA, ONHCTOTOHYC H PACCTPOHCTBO
nApiXanusg, conpomokiaiomeccs nuanozom. Hepenko wna-
CTYNAloT PaccTpoHcTBa IVIOTAHHHA, KOCOIA3HEe W CJernoTd.
Muorga passBuBaloTed Napaiuy ¢ pasianynoil Jdokanusa-
uued. Bee 3TH CHMNTOMBI CBfIZAaHLI ¢ NPOrpPECCHpYIOLLE
JEROPTHRATIHEH,

Teuenue 602¢3xu OOEIUHO OLICTPOE; CMEPTL HACTYIAET
yepes 3—6 Mmec. or navana GoJesnu U HepeaKo oGycaos-
JIEHa BTOPHYHOH MHTEPKYPpPeHTHOH mH(pexuned. ¥ HEKOTO-
PeIX GoabHBIX G0Je3Hb MONKET [POTeKaTh Mo10CTPo.

[laroaveoanaromudeckue usmerenus, I[lpun  ocrpoi
thopme vacTo uMeercd HHOUILTPALLUA JETKHUX, COCTOSAA
n3 kaerok owe u 3anumalomast aabBeoJsl W Tmepero-
POJKH, a TaKMe OTMeyaloTed Nopa)KeHust noyek, Hajino-
YeUHHKOB, BHJIOUKOBOH Kene3sl W JUMQOHAHON TKanH
kumeunnka. IlurmentHnie anomaauu orcyrersyior. Ilopa-
JKeHHe Mo3ra Berpedaercest TOALKO npu ocrpol  dopme.
B GonbwiuX U MajgslX NHPAMHAAJBHBIX KIETKAX KOPHI ro-
JOBHOrNO MO03ra, B 0COGCHHOCTH B MapHeTaJLHO-OKIIHIIH-
TaNbLHON 00J4CTH MOKHO ODHAPYIKHTH MHOIO BaKyoJeil.
Kaergn pacranytsl 4 mymuduuuporans, Kaerounrse pa-
KYOJH HE OKpPALIMBAIOTCA KpacKaMl, OKpatluHBamouiHmn
#up, B moary obuiuno e naxoant knerox oute. Mapeaka
HX HAXOAAT B NEPHBACKYJAPLON TKAHH MO3TA,

Mu patbmiogann 8 xaunnke npod. A, @, Typa 6onb-
HYI0 XpoHuueckoit opmoit Gonesun lNome, kparkne cpe-
Jenys o KOTOPOH cuHTaeM IIOJIe3HBIM NPHBECTH.

Boabhan A, 3, 11 aer, nocrynmaa B kaunpgy 31 oxrabpa
1964 r. Poanaace B cpox ¢ Becom 2600. Ilepnox HoBopomaeHHoctH
H Tpyanoli Bospact npoTeKaan nopuadsho. B naapMefuiem nepe-
HECAd KOPb, Kpachnyxy, DBeTpHNylD olny # GPDU.‘LOHHEBMUEIHID Ha
BTOpOM roAY MH3IHH POAHTENN ZaMeTHaH YBeandYeHye KHBOTA, HO
HE TmpHaa Ty S3TOMY 3HageHHA. Oxonn GETHIPEX JeT oflllge cocTosHHe
peﬁeHKa HeCKONBKO YXVAIHAOCK, YBeJTHUHACH foneie AHBOT, NOHU-
ANNCA AnneTHT, NOABHAHCh HOCOBHE KPOBOTEUEHHA M CTajga sawmer-
HOH 0TCTA10CTh (pusuyeckoro passutusi. B 7 jer snepsoie npn spa-
uyefHOM ocmorpe Obio  OGHApYMKEHO YBENHYENHe CeJIe3eHKH 10
YpOBHS OyNKa 0 neuenH —Ha 5 em moKe pelGeprolt myrm. 10/1X
1957 r. B xupypruveckom otaenennn JITIMHM Goapuofi Guina yenew-
HO TipongBenenad cnaenskromus, Bec cenesenku Gma pasen 756 e
H-pn TUCTOAOTHUECKOM HCCARAOBANTN Cpe3a Ceneselki (}ﬁ!-‘lap)’}l{m‘nﬂ
kiaerxu Towre B anauntesbHoM xonHuecTBe, Ilpm ocmorpe B 1964 1.
noayyelsl  CABIVIONINE TaToJOTrHYecKHne MdHHBIe. BodabHaa anaun-
Teablio OoTcTaNa B (Quswueckom paseutnn. [lo antponoMerpuueckum
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noknsarensm fesouka coorsercteyer 6'k ropam. BreamocTh Kox-
Y NMOKPOBOR M BHAMMLIX CAHSHCTEIX oGosouex, Ha gune muoro
Neciyuer; oTfesbHEE MIIrMeHTHLIe OKPYrible NMATHA Ha TYJOBHIIE.
Yensen BeHOSHBIT PHCYHOK Ha TpyAM H NepefHell cTeHKe MXHBOTA.
[l0 kome HIKHEN WeMIOCTH COCYAMCTHE «3Be3foukm». Peakoe yge-
Januente xupora. Ilpn naasnmamms JKHBOTA NPOULYIIBIBAGTCH OTpOM-
g naoTHas aakad GeafonesHeHHas [eyeHb, KOTOpas 3aHHMAaer
‘fy noaccrn musora, Himxanf Kpali ee coyckaeres B Manbii Tas.
Opraupt Tpyanoil xaetkn Ges ocofennocTell. Doabuas kaayerca na
Gon, B pepxmell Tperd npasoro Geapa, naabiiauus TOH obaacTH
Gonesnenna. Iloxonka wnanomumaer yruuyo., Ha penrtresorpammax
reaofeapennEX cyctaBos i Gelep olpefenserTcs 3aMeTHoe paspe-
JeHHe KOCTHOH CTPYKTYpul no pasantomy Tnoy. Ocrteonopos B oG-
aacty meiiky Gepep Goiplie BLIpAMen crmpasa, B HEMHOEX oTjenax
fienep — yroJmenue MeTaduaos (konbooOpasHEil BHI HHKHel Tpe-
™ Gemep). B nDyHKTaTe KOCTHOrO MO3ra H TedeHH OGHApYHKeHO
MHOTO OfHO- M ABYXbsfgepHuX Kiaetox [lome. CsepraiBanmas cu-
cTeMa KPOBH B HOPME, KOJHUECTBO TPOMOOUHTOB IO ONepauuu B
1957 r. 46970 — 8 | s, B 1964 1. — 316 720. Kosuuecroo xosme-
crepuia 170 me%, GmnnpyGuna 0,25 me%, peaxuus unenpamas, OG-
wuit  Geaox 6,7%, ancnporennemus — A/T = 1,3, Jlelikounros —
12 200, selixouwrapHan Qopmyda D npelenax BOZPACTHOH HOPMBI,
PO2 — 30 st B 1 4. Jleyenne cHMOTOMATHYECKOR,

Cemeiinan aMmaBpoTmyecKan MIHOTHS
(Bosreans Teit—Caxca)

Ilpu cemeilnofi aMappoTHYeCKOH HAHOTHH H3MeHeHHs
CO CTOPOHBLI 1V143 BHEpBble GbLIH OMHCAHB! O(TANBMOJO-
rom Tay B 1881 r. Bekope, B 1887 r., anrauiickuit HeBpo-
natonor Sachs pan nompoGHoe omucaHue KIAHHHYECKOI
KapTHHBI H NaToNOr0AHATOMHYECKHX HM3MEHEHHH IeHT-
palbHOH HEepBHOH CHCTEMBbl, XaPAKTEPHBIX [Jd 3TOrO 3a-
Goaesanusi. On nepeniit nas3san 6oJe3nb ceMelHON aman-
POTHUECKON HIHOTHE,

Kaunuweckan rapruna. 3abofeBaHHe BCTpeyaeTcs
NPENMYILIECTBENHO B CeMbAX ¢ KPOBHBIM poxcTsom. Mayp-
YHKH M JEBOUKH T0paKaloTcsl ¢ OAHHAKOBOH YACTOTOMH.
Jlas GONbLHBIX JeTel XapaKTepHo OMKHPEHHe B IepBble
mecsusl Kusnu (C. T, Bepasuz u C. JI. Jlesun). K xa-
pakTepHBIM CcHMOTOMaM OO/e3HH OTHOCHTCA OTCYTCTBHE
MHTEpeca K OKPYIKaloNEeMy H nporpeccHpylollas Mblniey-
nasa cradoers, Ilocrenenno GoabHON yTpauHBaer npuod-
pereHnble 10 TOTO HaBHIKM, IBHIKEHHSI CTaHOBATCA Gonee
caabeivmi u penkumu. On pe cnocofeH CHEETh, YlepiKu-
BATb UTPYIIKH H Zep:KaTh roiosy. IaJbHeiimee nporpec-
cupoBaHue O00Je3HH NPHBOAHT K TOMY, 4TO pedeHoK
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AULIAETCS CIOCOOHOCTH MEHATL CBOE NMOJOKEHHE W JCIKHT
Ges pBrkenuil, cosepimento uneprusii. Cto/ab Xe mocre- |
nenno caabeet spenue, GONbHOR NEPECTART pPasauyaTh
npeaMeThl, 3aTeM HACTyNaeT NoJHas CIernoTa, BC/AeICTBHE
arpodun 3purennHbiXx HepsoB. Muorna nabuopaercs ru- ‘
MepaKy3ufl, H3-34 KOTOPOIl DOJBHBIE CTAHOBATCH UYBCTBI<
TeJAbHBIMH K MaJgefmemy mymy. Yepea HecKoJpKo Mecd-
I[eB THOOTOHHS MBI CMEHAETCS CTOHKOH THIepTOHUEH,
uMelonell xapakrtep peuepeGpaunonHoli puraanocry. Cy-
X0XMuAbHEE peduieKenl 0GBIMHO MOBLIIEHD!, HO MOTYT GEITL |
H noHumeHHeiMH. [latonornueckne pecduaekcel BCTpe- |
qal0TcA peako. K HemocTOAHHBIM CHMUTOMAM aMaBpOTH-
YeCKoil HAHOTHH OTHOCATCH KOCOTVIA3We, HHCTArM, rHOep- |
KUHEe3bl, NOBbIIeHEe BO3OYAHMOCTH NepH{epnueckux Hep- |
BOB H riyxora. M3speaka naGuaionalorcs SHHJACHTHYECKHE
npUnajgku, Koropple o6bIUHO npotekalot aboptiHBHO Ges
KJaoHuueckol ¢asst cymopor (C. C. Muyxun, Marchand
¢ coapt.). Ilpn kannugeckom obcaegoBaHni 00HAPYHKii-
BAIOTCS B OCHOBHOM TO/IbKO HEBPOJOrHYECKlie paccrpoit-
cTBa. Co CcTopOHBl BHYTPEHHHX OpPraHos OTKIOHEHHH oOT
HOPMBI He HaxomaT. [leveHb u cefe3eHKa He YBEJAHUH-
patoress, B nepuoj pasBuTHs 3a00/EBAHHS OTMEYaETed
AHOPEKCHS, CKIOHHOCTEL K 3aMOPaM U [pPOrpeccHpyiouias
KaxekcHs. ¥ HEKOTOPHIX GOJALHBIX HA KOXKe MOTYT MOsB-
JSITBCSH  TNOAYIMKOOOPAsHbie YTONIIEHHS 1 YKEeNTO-KaHa-
peeunas NUCMEHTAIMS HA KUCTAX, cTomax u Gempax. Xa-
paKTepHbl CHMITOMEI CO CTOpPOHBI riia3, B obgacru ma-
cula lufea nosipnsercs BHITHEBO-KPACHOE NATHO, BOKPYT
Kotoporo umeerca Oenoparas Onectsamas 3oHa. Kpome
TOT0, TOCTENEHHO BBIABJAIOTCA H3MEHEHHS B OKpacKe 3pH-
TeJbHBIX COCKOB, CBHIETeIbLCTBYIOLIHE OO aTpoduu 3pu-
TedbHBIX HepBoB. COCV/bl CeTYATKH OCTAITCH HOPMAalb-
upimMy. HMamewmeHuss B oOJ4CTH JKENTOrO NATHA OOBIYHO
Ma/d0 MEHFOTCH B TeueHuu Oosnesuu. B mHexoTopmix cny-
yagXx opTagbMOJOTHYeCKHE TOPaXKeHHd HOCHT ATHINHYHBI]
XapaxkTep W XapakTepHOe BULIHEBO-KPACHOE NSTHO MOMKET
OTCYTCTBOBATD.

Ha snexTpozHuedansorpaMme HMEIOTCH 3aMEINeHHAN
JAHCPHTMHS C YBeNHUEHHBIMH 3YOIlAMH H  ATHIHYHLIMH
posnami. B Tegenne Goseann passupaercs rayboxoe ¢ia-
Goymue n nonuelfi mapasm, Kopmieune jpereil craHOBHTCH
OUeHbL 3aTpPyLuHTenbHBIM. PefeHor nornbaer OGLIKHO-
BeHHo uepe3 1—1 !/; rosa or Havaga 0ONe3HH, QAHAKO

28




Hekoropuie GodbHble NOCTHralT 4-—>5-eTHero Bo3pacra.
[1py 9TOM MOMKET H3AMEHATHCSI KAPTHHA IVIA3HOTO [AHa: He-
YE3a10T HAMeHeHHA B 00JacTH HKeTOro NATHa M OcTaeTcd
TOJNBLKO atpodhua SpUTENbHLIX HEpPBOB, Bnocnencrsun mo-
MKeT NMPHCOEIHHHUTLCH NMHTMEHTHBLI{ PETHHHT. E
ITarozenes. Ilpeanonaraercs, 4T0 0CHOBHAA POJIB MPH-
HAJIEHHT HAPYLUIEHHIO BHYTPHKIETOUHOTO OOMEHa: [o-
BHAAMOMY, Hapylaercst Kataboauam ranranosugos. Kpo-
Me paHuell AeTckol (OPME amMaBpPOTHYECKOH HAHOTHH,
pasimvaloT eme no3aHion  gerckyio  Gopmy. das Hee
XapaKkTepHo nospJaenue sabonesanus B Bospacre 2—4 ro-
Aa. OcHOBHLIMH CHMOTOMaMmH [03Jnel (GopMLl ABJISIOTCHA
MOHUMCEHHE 3PeHNs, TOCTENIEHHO [IPUBOMSILCE K CJIeNoTe N
nporpeccupyiontee craGoymMue; KpoMe TOro, HHOTAA MPi-
coenmHseTea Mo3meukosas artakcHsd, Teuenue szaboJsieBa-
HHA TAKoe XKe, Kak npu paundeit opme, B Teyenue ne-
CKOJILKHX JIeT pasBHBaercsd KAXEKCHS M MapasM, NpHBO-
naune GoabHoTo K cMeprH. TlopaxKenue raias oranuaercs
OT H3MeHeHWit npu panneit nerckofi Gopme. 3naunTesbHO
pesxke nabaionaeTcs pHIIHEBO-Kpacuoe IATHO. Yate otme-
yaeTcs IMArMEHTHEI PETHHHT HJIH H30JHpOBAHHAN aTpo-
thun spuresibibIX nepBos. C NOMOWLIO 3AEKTPOPETHHOTPA-
¢un yaaercsl BLUIBHTL AETeHEPAIHIo HEBPOIMHTEgNA, KO-
Topas OPTANTbMOCKONIECKN HE PACNO3HABTCS.
Bpowcdennasn gpopma. Norman u Mood 5 1941 r. onu-
cany ocofyio POPMY aMaBPOTHYECKON MAMOTHM Y HEROu-
Ku, ymepureir na 17-nenp xkusud. B 1954 r. Brown
¢ CoTp. HaGaoaan y MAafmell cecTpot 3108 yMepine# ne-
BOYKH AMABPOTHYECKYIO HAHOTHIO, MPHUBEANIYI0 €€ K
CMepTH B Bo3pacre 7 wenedb. [Ipu odransmockonuy 6uina
ofHapyxKena ABYCTOPOHHSA aTpodusi spHTENLHEIX HEPBOR
H OOUTH NOJAHOEe OTCYTCTBHE COCYAOB CeTUATKH, I'Ipl«t
Bpoxkaennoit dopme OGoJbHBEIE OTAHYAIOTCA HE TOJBKO
BPOXIEHHLIM XapakTepoM 3abosieBaHus, HO U HHOH NpH-
posoit rucroxusmuuecknx usmeneHud. Ilpu stoff dopme
aMaBpOTHUECKON HIHOTHH OOHAPYKEHbl 3HAYHTENBHbIE
cKoMeHUs XodecTepona B 6eioM Bemecrse mosra. B kuer-
KaX MevueHH, CeJie3eHKH, HaANOYeyHHKOB U JuMQaTHIeCKHX
yaloB HalneHo YBeJHIEHHOE KOMHYECTBO JHITHIOB,
FOnoweckua opma amasporuveckol uduoruu Gulia
oncana B 1903 r. Batten. Sjogren B 1931 r. ytounua
CHMNTOMATONOTHIO H HacleACTBEHHBIH cnocod nepegaun
foHoIecKoH (opMbl AMARPOTHYECKON HAHOTHE MOTOMCTBY.



PeGenox posigaercss BHemlne 310POBLIM H  MepBLIE
rofibl »KuaHu Xopouio passusaercs, 3abo/jeBaHne BO3HI-
Kaer MEXy NATHIO U BOCEMbIO roaamu. [lepBuiM cHIMTO-
moM Oosesnn spaserca nomuenne apennga. Ono rocres
NEHHO TPOTPEcCHpyeT M 3aKaHUHBaeTcdA NOJHOH cierno-
toil, OnHOBpeMeHHO BLIABIALTCA YMCTBEHHAS OTCTANOCTE,
KOTOpasl BIOCJEICTBHH JOXOAHT A0 raybokoro caabo-
ymus. JloBosbHo pano MOryT nosiBastbes cypopors. ITos-
e pasBHBAloTCA JAPYrHE HEBPOJOTHUYCCKHE paceTpoii-
crea, Braualde oHH HOCAT XapakTep SKCTpanupaMuJHbIX
CHMIITOMOB € PHI'HAHOCTBIO H CKOBAHHOCTBLIO JABHIKENHIT,
MpensaTcTBYIOMWUEX B AadbHeitnmem xonbbe. [losixke nosas-
JSIOTCA MOSIKEUKOBBIE CHMOTOMBI H OCODEHHO 4acTo Hi-
baiogaercs HapylleHge papHoBecus, B Koulie KoHILOB
pasBuBaeTCH ATAKCHS M THIEPTOHHS MBIIIL, KOTOPLIE Mpé-
NATCTRYIOT ABHMKeHHAM DonbHoro. IlocreneHno obiuee co-
CTOSIHME 3HAYHTEJLHO YXyHIUAaeTcAd H cMepTh OOLIYHO Ha-
crynaer k 19 rogam. Ilopaxienne raas 1npu IOHOIECKOHM
(opMe OTJAHUYAETCS OT HM3MeHeHHui, KoToprle oOHADYMKH-
BAlOTCA NpH AeTcKoil QopuMe aMAaBPOTHUECKOH HIHOTHH.
BHIIHEBO-KPACHOE NSTHO OTCYTCTBYET; SBJGHHS JIereHe-
pauAy BEIPAXKAKOTCA B MHTMEHTHOM pPeTHHHTE H Xopeope- |
THHHTE, KOTOPLIE HHO/lA CONPOBOX Adl0TCs aTpopueir 3pi-
TeJBHEIX HepBoB. M3MeHeHHA CO CTOPOHBI IV1A3 HEYK-
JOHHO NPOTrpeccHpyior. Sjogren pasiauuaer 5 5Tanos B
TEYeHHN [OHOUIeCKOl (opmbi 3aGomesanus: 1) ruashpie
nopaxenus, 2) cynopors, 3) 3SKCTpanHpaMHIHBIC MPH-
3HaKH, 4) yMCTBEHHAs OTCTaNOCTE € paccTpoHCTBaMH
PeuH H MOSXKEUKOBBIMH HApYHIEHHSIMH W D) TepMuHamns-
HBl MepHol ¢ MyOOKHM c1aboyMHeM, COHACTHUECKOH TeT-
pamjierneil 1 NOIHBIM MapasMoM.

Hast KnnHRueckoh KapTHHbL HMEeT 3HaueHue, B KaKoM
BO3pACTE BO3HNKAET aMmapporuueckas uanorus. YYem
panblle HauunaerTca 3aboseBaHue, TEM CKOpPee OHO Mpo-
TpeccHpyeT U 32KaHuUHBAETCH JIETANbHO. °

Jnsi amaBpoTHHecKoll HIRNOTAM Haubodee Xaparrep-
HBIMH  ABJAAIOTCA  NATOJOTOAHATOMWYECKHE M3MeHenus
IeATPaNLHOf HepBHOH cucTeMbl. IanTanosnble KNeTky Ha-
OyXaloT 1 NPHHHMAIOT OBA/ILHYIO WM FPYIIEBHANYIO (hop-
My. HApa KJETOK BCErjia pacnosiaraioTest SKCIeHTPUIHO |
YacTo MMEIoT nukHoTHueckuit puA. Unwronnasma comep-
JKHT HEXHBIE JHIOHAHBIE BKJOYCHHA W Bakyosad, Tesdbua
Hucenn paspymatores. Jenapurs Toxe nedopMupyioTes
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i HabyxaloT. YKasanuele H3MEHEHUST MOMKHO 00HapyKHTh
B pa3iHyHBIX yacTAX neppHo# cuctemnl. Kaerkyn copep-
KaT B OOAbIIOM KOJAHYECTBE BEUECTBO, KOTOPOEe OKpallH-
BACTCS FEMATOKCHIMHOM W JHTIOHIHBIMH KPACKAME B Yep-
neiit uper. KpoMme KkneTodnblx HaMenenuii, Habuionaerca
AeMueSnHU3alus HEePBHBIX CTBOJAOB M npoaudepaunud
HeBPONTHU CO 3HAYUTEILHLIM YBeJHYEHNeW ulcia 3Be3fs
yaThlX Kietok. [Tpy pausux QopMax NOpamenus Heut-
pagabHOil HEPBHOIl CHCTEMB HMEIOT Haubojbliee pacnpo-
crpaunente, [1pn nosanux dgopmax oun wocAr doaee orpa-
HHYEHHLIH Xapakrep.

Caeayer pasauuaTh [BA TUNA NOPAMKEHHA cETHATKU
r1a3: PN NEPBOM HMMEETCH JAETEHEPaUns TaurJHO3HbIX
KJETOK, MPH BTOPOM AEreHepaltdst 3puTedbior0 3MHTeqdus
C paspylleHHeM KJIeTOK, 70T NpoOuece Jacro CONPOBOHK-
naercs nponudiepanmeii rauM Mo peakiiieil NUrMEHTHOrO
suutenns. [ipu pamuefi nevcxofi popme Goneann gerene-
panus ceTyaTKH SABJAETCs HI0JNHPOBAHHOH H CONPOBOXK-
faeTcA YMCHBINEHNEM 4YACAa ranriHo3dpiX KACTOK o aT-
pocuel 3puTensHLIX HepBoB. B Gonee crapuem soapacre,
HpH  oHOWECKNX ¢opmax, a MHHOPAA ¥ [pH PAHHMX
JETCKHX — OHAa MOXKET OTCYTCTBOBATD,

fTaroaoeoanaromudeckue Uamesentd CBOIATCS K Ba-
KYOJMH3AIHN KJICTOK [1CUEHH, CEJNe3CHKN, MOUek, Jerkux u
aaMdounton, Crhenyer OTMeTHTb, YTO TIO OKpACKEe 3TH
KJAETKH OTJHYAIOTCH OT KJACTOR HepBHOH cHereMbl, Bakyo-
JH3AUKIO KALTOK HHOIAA MOMHO OGHADYIKUTL ¥ B PETHKY-
JI0IHAOTENHAAbHO cHereme, Comepskanue Faur/JHOSHAOB
B CepOoM BEUIeCTBE MO3ra HpH aMaBpoTHYSCKOH WAHOTHM
SHAUNTENbLHO NPEBLINAET HX KDJIMUeCTBO Y 30POBHIX je-
refi (Cumings, Svenerholm). Ilo Klenk, coaepxanne
raHranoanaos y Gonbuumix s 5—I10 pas pwime, wem B
HOpME; MpHIeM, CTPYKTYpPA T[dHIVIHO3HAOB K4YECTBEHHO
HHUeM HE OTJHYAETCS OT HOPMAJLHOR. VYRejsuuenue rasr-
JHO3HIOB MMET 33 CUET COAEPMKAlLAX rexcosamunsl, Ilpy
I0BEHHABHBIX W II03[HUX ALTCKUX (IOPMAX TAHIVIHOIHIHI
e YBEAMYHBAIOTCS B CEPOM BENIECTBe MO3ra, a B GeaoM
BellecTBe oHU coBceM orcyrerByior, Io napywennio au-
THOHAHOrO OOGMENa H NPOrpeccupyioiiemMy TedeHHIo B pak-
HEM JIeTCKOM BO3pacre aMaspoTHyYecKas HIHOTHS HMeer
cxoneteo ¢ Gonesusio Humauna — [Muka. Mpu guddepen-
[uajiLHOll AMarHOCTHKE CACAYeT HMeTh B BHMAY, UTO NpH
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nocnegHem zaboJsieBany HMeeTcsl YBeIHUeHHE MEYEHH H
CO/IE3EHKH ¥ THCTOXWMHUECKH OMpEIeIACTed YBennueHne
COUHrOMHUENNHA, @ TPU AMABPOTHUECKOH WIMOTHH WX KO-
JIHYECTBO HOPMaJibHO.

Tleneruueckue damnnste. B nureparype HMeercst onnca-
Hue 3a60/eBaHHST AMABPOTHUCCKON HAMOTHEN Y OHOAF-
uesbix GamsHenos. BoablinHeTBO uccaenopatefell oTme-
YaeT ayTOCOMHBII peliecCHBHEIM XapakTep nacaeictBeatoli
nepepaun, [leficrsurensro, OONbHLIE Yallle BCEro pPOXK-
JaloTcs OT 3J0poBHIX poauTeiell. KpoeHoe poactso poau-
Teqel Mpu aMABPOTHYECKOH HAHOTHH BCTPEYaercs He-
peaKo M B pasiauuHBiX KomGunmaumax: 6par u cecrpa (y
naimiero GOAbHOTO), MABOIOPOAHLIE OpaTtbhm #  cecTphl
(C. T. Bepaaun u C. JI. Jlesun, Boraepr u ap.), nsaas u
nnemsanaana (A, ®enpaman), 3aboneBaHue vacro Ha-
OMIOTAETCT Y HECKONbKHX uneHoB ceMmbH. [lo  ganmeim
Falkenheim, B 13 cembsix, H3yueHHBIX PA3HLIMH BpauaM,
aMaBpoTHUeCKasn MANOTHA Ouina obuapyikena y 37 meref
(or 2 no 5 GoapubIX B Kaxjuoli cembe). Sjogren obuapy-
wua B lsenun 115 3abonesanuil onolieckoi (Gopmoit
B 59 cempax. KpoBHoe poIcTBO poOfHTENeH OTMe4anoch
B 25,4% stux cemei. ITo nauusim Klein u Ktenides, kpon-
HOR POACTBO poanTesell BeTpedaeTes NpH Aerckoil dopme
B cpennem B 24,5—27,6%. B oanofi u Tofi ke cembe He
OBIBAET uepefoBaHus JETCKOM 1 1oHomeckoi Gopmbl 6o-
sesun. Opnako nepeaxo B ceMbsix nabJofaercs zaGodae-
Banue Jerckon u nozauell perckoi Gopmoit; Kpome Toro,
OTUCAMEl CeMbi, B KOTOPBIX HAPAAY ¢ Holeckoit gopmoil
nMeaueh GogbHbIe MosiHed aeTckofl dopmofi amasporu-
YecKoll UAHOTHH,

CoBpenMeHHOe Je4eHie He B COCTOSTHHH H3MEHUTE Tpa-
ruueckoro rteuenns Goaesun Teit — Caxca. B kauectse
HAJMIOCTPALME NPHBOAHM coOcTBeHHOe HaGMIO/EHHeE.

Boasuaa H, WU, 1Y ner, npupesena ua Hapesn-Mapa Apxan-
reascxoit otaactn. Pojintenn — pofHbie 6pat u cecrpa. Oray 20 mer,
matepn 14 mer. [esowka ¢ 3'fy wmec. socnutaeaercs 8 [ome peden-
ka. Poannace ponomentoft ¢ Becom 3 x2 u poctom 48 cm. Ilepnon
HOBOPOIKABHHOCTH NpOTEKa] HOpMadabHo, PassuBaiack B [lome pe-
Benxa samennenno. Cocrodune JeBOYKH yXyAwpaoch ¢ 9 mec, nocae
nepeHecenHofi Berpasoll ocnbl. Crasa OTCTABATE B POCTe W Bece;
NOABHJNCh CPLITHBANKS 1 AHOpeKcHs. 3HAYATENBHO CHHIWICH TOHyC
mpmmnn, B 1 rog 2 mec, noapnioch cxoasueecs xocoraasue, [lepsuie
sy6ul npopesaance B 6 mec. CamocroaTensho cuiiead ¢ 1 rog 2 mec.
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Crosna ¢ | roga | mec, ko nocae | roaa 3 mec. mocrenenso yrpa-
THAA 3TH HABHIKK, Typrop Teaueil craj ApsOAbM, pasBpiachk HIO-
rpodua I crenenm, nporpeccupyioilas rHnoTOHHS Mg, [TpH
OCMOTPE TOAYUEeHH ChAeAVIONIIHE
ldaHHele: ofllee (puanueckoe pas-
BHTHE COOTBETCTBYET PA3BHTHIO
7-mecnynoro pebenxa, JIGKHT B
KpaBaTH HPEeRMYyliecTBento He-
nogpuakHo  (pue. 1), Jlerkufi
TpeMop pyk. Ha npukocionenie
H IerKHit Maccam pearnpyer nia-
ueM. [omoBy ue ngepmur., [Ilpu
BOOXe — BTAEHHe Mempelbepiii.
Co cropoinl BUYTpeHHEX Opra-
Hop — Bea ocofennocrefr, [le-
Uelib MATRAS, NPOUIYILIBAETCH
Ha 3 cMm HuKe peGepuofl mLyTH,
ceneseHKa He IPOUIYNLIBASTCH.
Konenuvie pediexcu ocnabnenst,
axmanoBsel — oTeyTersyior,  Of-
CTa0CTE  OCHXOMOTOPHOI® M
ncuxuieckoro pasputus, Odrans-
MO-CKOTUULCKK — aTpodua  apu-
TeqsMblX HepBoB nfoMx  ruas.
O6aacts XeaToro UATHA 1€ H3-
Menend, Cxopsuiee gocorsasne,
JlaGoparopuble Hecaenopa-
HUS KPOBH, MOWH, Kaja B upeje-
nax uwopmul. RW — orpuuarent-
Ha, MuenorpaMma — HOpMAaib-
Has. PentreporpaMma xocred —
Gea ocoGennocreit, CocTosuue
Gommgﬁ ;;porpeccnnnu YAy aua-
Jgock, 3a 2 mec. notepana B Bece
gggh 2. [uuoToHus fﬁ,mu” ka- Pue, ). Boasnag H. H. Boaeans
Heunoctefll wepes 6 umepent cMme- Teit—Cakca.
Hiack ranmeptTonwned, CumnroMa-
Tyueckoe neuenne Gea sthdexta. Buinucama p Hapean-Mapexnit Jdom
pe6enka no npockbe poaHEx.

Hporpeccapymoman Tunogserpodiurs
(Bomeans Bappakepa — Cumonca,

Lipodistrophia cephalothoracica progressiva)

[Iporpeccupyoiias JHIOAHCTPODHA OTHOCHTCH K Ca-
MBIM ApeBHUM 3abojeBauuam. MapecTHo, uTO KHBIUHA B
X1V Bexe 1o Hamed 3pul eTHIETCKMIT (papaon DXHATOH
cTpajaj ¢ JeTcTsa HporpeccHpymwouieli jaunoaucrpoduet,
Brniepsoie sabonesanne onucano B nauane XVIII Bexa
Morgagni. Iloppo6uo Oonesss onucan Barraquer B

2 A M. AGesraya a3
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1906 r. Ilporpeccupyiowas annomicTpodus — pearoe
safojesanue; Jeun ¢ coasT. B MHPOBOH JaHTepaType
Hawgu onHcanwe 224 Ooabubix. B orewecrsennoit JiH-
Teparype OnucaHHe TaknX OOJAbHLIX He MpeBblmaeT
20. JKenuuusl GonewrT B 3—4 pasza ualle, uyeMm MyH-
UHHLL.

[To nauneim Oppermann u coaBT., NTPOrPECCHpPYIOIAS
qunogucTpodus HauuHaerca B 84% mexay 5 u 15 ro-
JAMH KH3HH GOJBHBIX.

H. B. Beaenbxas ¥ Apyrue apTophl CYHTAIOT, 4TO ITy-
fepraTHplil HepHol DJATONPUATCIBYET PA3BUTHIO DoJes-
ni, CyuHocTh 3ab0/eBanns 3aKJAI04aeTCs B TOCTENeHHIOM
6e300/1e3HEHIIOM HCUE3HOBEHHH NOAKOMKHO-JKHPOBOro ¢JI0s
Ha roJoBe, Jule, 1ee, TYJOBHULE H pykax. B mporuso-
[OJI0KHOCTD 3TOMY HHIKHAS YacTh Telda HMEET HopMasb-
HYI0O HIH THIEPTPOPUPOBAHHYIO KHPOBYIO K/IETUATKY.
Pagauuawr Tpu KIMHHYeCKHE (DOPMDI IIPOrpeccHpyioLiel
aunoauctpodbun: 1) coueranne JHIOTHCTPOYHH BepxHell
HOJJOBMHBL Teda ¢ Junoruneprpodued mmkued; 2) auno-
IHCTPOhHA BepXHEeHd NONOBHHL TYJOBHILA NPH HOpMalb-
HOlt HuXHell W 3) HKHss Jaunorunorpodus. Y pereii
yamie umeercs Bropad ¢opMa — H30JHPOBAHHOH Bepx-
Hed JTHIOLHCTPOGHH,

Jruoaoeus W NATO2CHE3 OKOHYATENBHO He BHIACHEHDI.
BrickaauiBannch NPeAnonoKenis o BO3MOKHON poan Ha-
CJeJCTBEHHOrO HpejipacnojgoMedds H BJAHAHHA HEKOTO-
phix BHewHux ¢axropos, Mmelor snauenue B BOIHHKIO-
BeHuH OOJME3HN INCUXHUECKHe TPaBMbl, SHuedaaur, HH-
(bekuHoOHHLIe GOME3HH H MECTHLIE HHGMEKUHOHHLIE OYarH.
«IHAOKPHHHDIA» narorenes sabojesaBHA He UHOATEEp-
LHICH.

HanGonee BeposiTHOH TI'HIOTE30H MABJISETCH MopaKe-
une runodusapro-gHzHNedaasnoil obaact. B noabay
TAKOTO NPEANON0KEeHHSI TOBOPUT BaXKHAS POJIb, KOTOPYIQ
HrpaeT THIOTAJIaMyC B YKHPOBOM oOMeHe H obHapykKe-
HHE aHaTOMHMYECKHX H3MEHeHHWiHl B 3TOH 06/1acTH y HeKo-
TOpBIX OOJMBHBIX THpOrpeccHpylomed Jaunogucrpoduei
(Sandmann u ap.). Onwucanel OpH 3TOM 3a6ojaeBaHHM
ONYXOJIH MEXKYTOUHOTO MO3ra, KajdblHHATH BBIIIE Typell-
KOro Cefnia H JApyrue nopaxKeHns.

Kaunuveckas rxapruma. Havano 601e€3HH  He3zaMer-
Hoe, nocrenennoe. 3adonesanne HauHHAETCH ¢ aTpodumn
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MOAKOKHOrO JKHpa Ha JHIle, KOTOPOe CTAHOBHTC MAacKo-
o6pasubiM. [Topakenue oGbIYHO OblBAET CHMMETDHYHBIM,
MpPUYEM XapaKTepPHO HCYE3HOBEeHHe U KOMOYKOB DBuiua,
KOTOpBIE cOXpamdloTed y AeTel NpH APYrHx BHAAX [1H-
crpobun. HMeorpa arpodun noAKOXKHO-2KHPOBOrO cj0A
NpeanecTByYeT OTEeUHOCTh Jula u rpyad. Ilasee nocre-
MEHHO HCUe34eT NOAKOMHO-KHPOBOH C/0H Ha rofaose,
mee, rpyaHoll kierke u pykax. B HukuHei gactu rtena
atpodrueckoro npouecca He Habaonaercs, Tak 4TO €O3-
jaercs BIeYaTJeHHe, YTO KHP H3 BEPXHUX vacTell Tena
ONMYCTHJCS B HUiKeexamue oraensl. Fcuesnopenuwe xu-
POBOIl KJETYATKH NPOHCXOAHT B TeueHue 1'/,—5 ner u B
A06ol MoMeHT Moxer octaHoBHThes. [lopamexHbie ua-
CTH TeJa OCTAlOTCSl Ha BCIO JKH3Hb aTPOPHUHBEIMH H OT-
JIOXKEHH B HHX JKHpa He MpoHCXoauT. Moimregnas cH-
CTéMa Ha MeCTax HNOJHCTPO(HH OCTACTCH HOPMAJb-
HON. DIEKTPOBO30OYAHMOCTL MBILIIL He [PEeTeprneBaeTr H3-
meHnenuil. Muorna ormeualores XopeaTeTosHbie JIBHIKeE-
nua., HaGmonawres raxxke Tpouueckue paccrpolicTea
KOXKH, BOJOC, HOP'TEH, THIEPTPHXO3 U rupceytuam. Muorna
OTMEYALTCH NMOBLIHIEHHAA MOTAHBOCTb IDH CYXOCTH KOXKH
B MOAMBIINETHBEIX 00JacCTAX ¥ yCHJCHHAs CEKPelHA Cafb-
HBIX #ened. Moryr orMeuaThcs M MCHXHYECKHE Hapylie-
HHSI CO CKJAOHHOCTbIO OOJNBHBIX K jenpeccui. Boabibie
KAJYIOTCA Ha NOBLILIEHHYIO BO3OYIAMOCTE, BAMOCTE, Cla-
6ocTh, pasaApaKHTENbHOCTD H 3a6KkocTh, Co CTOPOHE Ke-
JAYA0UHO-KHIIEYHOTO TPAaKTa OTMeUaeTcs Hepeako aHoOpeK-
CH$l, 3aMOpEl, HHOrAa MOHOCLI, a CO CTOPOHLI cepamna Obl-
BaloT PyHKIUOHAJILHBIE Hapyiednd, Y /s GonbHBIX 00Ha-
PYZKHBAIOTCS H3MEHEHHS CO CTOPOHLI NMOYEK B BHIE MHe-
JgoHedpura, raomepynonedpuTa HIH anoMaauil pa3Bu-
THSI MOUEBLIAETHTEIbHON cucrembl. OnucaHo coueranue
IporpeccHpylollel JHNOAHCTPOMHE ¢ caxapHbIM AuaGe-
TOM H C THPEOTOKCHKO30M. Berpeuaercs u HecaxapHblii
auaber, OAHAKO SHAOKPHHHLE HAPYUIEHHSI HOCAT BTODHY-
HbIl xapakrep.

Tlpu naGopaTopHBIX HCCAEAOBAHHAX HHOTAA MOKHO
06HApYKHTL JTHM(OLHTO3 H 303HHODHINIO, a TAKKE [0-
BBLIIIEHHE XOJECTEPHHA B KPOBH, PHIEDJIHIEMHIO H NOBHI-
IIeHHe AKTHBHOCTH naunassl, Yacro mabiaionaercs tpam-
autopHas andbOyMUHYPHA H Aucnporennemus. udde-
peHIHANbHBI JHATHO3 MOXET notpeGoBaThesi OpH allc-
TpothHK BCJIEACTBHE anorexia nervosa. Pasinune sakiio-




YaeTesl B TOM, 4TO TNpH [POrpeccHBHON JunogucTpodun
HCTOIIEHHE PACNpOCTpaHAeTcss TOJbKO Ha BEpPXHIOO MG-
JIOBHHY TYJIOBHINA, a NpH anorexia nervosa pucrpodus
pacnpocrpanserca pab-
HomepHo. Kpome Toro,
npu nocnepseMm 3aGode-
BaHHH COXPAHSIOTCS KO-
moukun DBuurta w©a Jau-
1e.

Jleuenue nporpeccus-
HOH annoaueTpodun
npeacTaBiser cobo10
BecbMa uHebGiaaronapHylo
sanauy, B nocnennee
BpeMsl  peKoMeHnjayercH
KOMIUIGKCHOE  JIeyeHue
anaboJMuecKHMH H  Ka-
TabONNyecKUMH TOPMO-
HAMH, WHCYJIHHOM, Mpe-
naparamu runodusa H
JITUTORH THOH enessl,
[Mpumensiercs TAKKe
peHrreHoTepanus THIO-
Talamuueckoli obsacti.
Boabhsie  npuHyXKAEHB
{ Takxe npuberath K Xu-
_ pPypruveckoil MOMOLIH
Puc. 2. Boasnoit C, A, [Tporpeccu- A HPDPEBBOECTBa S

pylomas aunogHcTpodus. * CTHUECKOH onepanHH

(TpanennanTalua K-

pOBOH TKaHH, MEpPJOHO-
Bas nnom6a). K coxanennio, uepes HekoTopoe BpeMa Ha-
CTyMaeT paccacbiBaHue TPaHCIIAHTATA.

IMportoz naa xusuu GaaronpHATHHIA, HO BOCCTa-
HOBAEHHSA NOAKOXKHO-’KHPOBOTO CI0A B BepPXHHX OTAeSdX
Tena He TPOHCXOONT B TEUeHHe BCEH KH3AHH GoMb-
HOTO. /

[Ipusonum coberpeHHoe HAGIIOIEHHE,

Boawunit C. A, 7's mer noctynma B kanmmky 5/111 1968 r. ¢
MadobaMH Ha pearkoe NoXyaaHne JHIa, FONOBOKpYIKeHHs H Tpexo-
aampe Gonw B owuBoTe. PonmscA ot nepBoft GepemMeHHOCTH € BecOM
2800 2 u nannofi rena B0 ca. Passusanca B padHeM JeTCTBe BrioJmue

yaoeneroputenbio. C §'fy ger OTMEYEHO NOHHAKEHHE ANNETHTA, CTad
XYIeTh




IMpu ocMorpe ofwee cocTofiHe yaoBJeTBOpHTENbHOE. [Peaxoe
HeTomenHe Juua u e, Koxa afgech MOpUIHHHCTadA, KoMoukn bBuma
orcyrereyior. Ha TyJoBRUle NOAKOMKHO-AKUPOBOI CJON CJErKA HCTOH-
uel, 4 Ha HUKHAX KoWewlhoctsix — Hopmaden (puc. 2). Pocr 125 ca,
pec 21 xe. Hag ob6aacTeio cepmua cHeToMHuecKHE wym  ¢ynKuHO-

N&eHOrO XapakTepa, B OCTadbHOM BHYTpeHHHe Oprafdkl B Opejenax |

BO3PACTHON TOPMEL

IMpu Guoxumuteckom pecmeposanun xposp K, Ca, Cl, NaCl, Gen-
kopuie bpaxumn, 6HANPYONH KPOBM, Caxap 0KA3aAHCh HOPMAJLHEIMML
Conepxanne xonectepuna nounxeno — 90 m2%. Peayaerate mopho-
NOTHYECKOTD HCCAEAOBAHHA KPOBH Takxe B HOpMe. DyHKIHA UOYEK
HopMaabna, PeHTreHoJorudeckoe HCCAENOBAHHE TPYLHOH KJIETKH H
KocTell Ges natojorudeckix usmenmenuit, Ilpu BEyTpHBenHOH yporpa-
dbun obpapykena yMepeHHas MMHEJO5KTasusi M pacliHpenHe 9Yamlevex
JCH0H HMOYKH,

B kau#auge yeTaHOBJIEH AWATHO3 NPOrpeccHpyiomiel AHmoIHCTPO-

thun.

JleueHne anaGonuYecKHMH H KaTabo/JHYECKHMH FOpMOHAME OKa-
zanoch GesycrnellHbiM, anctpodmueckHe sBACHHS HA JHLe W 1uee
ocTaneh Ges mepemedt L,

Ananornunetft caywafi ME HabawAanH B o0aacTHON
KAUHHYecKkoH GoabHHILE,

HAPYIIEHMA YTJIEBOJHOT0 OBMEHA

I'inxorennas Gonesnn
(rnmroreHo36t)

XapakrepHoli 0COGEHHOCTHIO TIVIHKOT€HO30B fBJAAETCH
H30BITOUHOE OT/IOXKEHHE HOPMAJbHOrO WM MATOJOrHYe-
CKOro NIHKOTeHa B PasjHYHEIX opranax (medeHb, cepile,
MBIILBL, TOYKH B AD.),

[Teppoe onucanHe rauROreHosa GOuLIO cmenano Par-
nas n Wagner B 1921 r. Pompe 8 1932—1933 rr. oGua-
PYKHI TPH TIHKOTEHO3€ NaTOJOrHYecKHe H3IMeHEHHs B
cepaue. bonpmoe 3nauenne umenn pabornr Schoenhei-
mer u Cori, NOCBAMIEHHBIE H3YYEHHIO CTPYKTYPSH DIHKO-
resa u ocobeHHocTAM ero obmena, B oreuectsenuol Ju-
TepaType BONpocaM riHKoreHHoH Gode3HH y neTell mo-
ceamenbl Beero 8 Xypraabusix crareit (H. K. Tlonesuu-
kas, E. H. Tumuna u T. A, INpoxkyauna, M. A, Crapyx,
H. C. Kucaag, P, E. Bponmreits, M. I'. Uyxsosuna,
M. B. Kocciopa, A. M. Xazanor). IMpencrasienne o na-

! BoneHoht GoJee mnogpobue omucan P. M. JlwoGamenckum #
J1. B. Opmanom B xypHane «[lenuatpua», M., 1969, 5, c. 91,




TOreHes3e, Kak o ejHHOM 3a00/eBaHMH, IDH KOTOpPOM Ha-
pyutaerca oOMeH IAMKOreHna, ¢ NpeHMYIIeCTBEeHHEIM OT-
JIOKEHHEM €ro B pPasjJHYHbIX opraHax (B medyeHH, cepi-
1€, MBIIIAX, LEHTPAJILHON HEepBHON CHCTEMe) ycTapeJo.
B nacrogliiee ppeMs HAKOMHIOCL JOCTATOYHO JaHHLIX B
[I0b3Y TOrQ, 4TO B OCHOBE NaToreHe3a INMIMKOreHHOl Go-
JIE3HU J1eKAT HapYIIeHHs pasJuuHbIX (epMEeHTHHIX CH-
CTEM, ONPENeNAIoIIHX H3MeHeHHs MeTaboJau3Ma IVIHKO-
refa U BHBLIBAIOIIHX PAJIHUHYIO KIHHHYECKYIO KADTHHY
raukorenosop. s ayuiiero noHuMaHus CYUIHOCTH TVIH-
KOTEHO30B NOJE3HO BHAYaAe paccMOTPeTb OOMEH TVIMKO-
reHa,

Crpykrypa ramkoreHa. I'1ukoren npencraBisieT co-
0010 NOJIHCAXapul O 3HAYHTEIbHBIM MOJIEK)’.HH]JH!:IM B~
coM — OT 3 10 6 MWIJAHOHOB, OH COCTOHT HCKJIIOUHTENb-
Ho u3 mojekyn L—D-rmiokosel. Crpykrypa ero japeso-
BHIHA M COCTOMT W3 CTBONA U MHOTOUHC/IEHHBLIX BETBeM.
Mosekyabl rI0KO3E MOTYT 6LITh CBA3aHbl MEXKIY co60io
aBosko: 1) no aauMHe CTBOMA M BETBEH, MPHUYEM CBSI3b
YraepoioB ABYX MOJERYJ HaxXoaurtes B 1—4-M noaomxe-
HUH B 2) 1Mo BLICOTE Pa3BeTBJCHHH, KOTJla CBA3h HMeerT-
csi B nojokennn 1—6. Ilpouent paspersnenuit, onpene-
JACMBIX GepMEeHTaTHBHLIM TporeccoM, komaedaerca or 6
JI0 8 B 3aBHCHMOCTH OT poja IMIHKOreHa, Haxojsierocs
B pasHelX opranax u TkaHax. CTpykTypa IMIHKOreHa 3a-
BHCHT TAKXKE€ OT BO3pacTa ¥ xapakrepa nuranus. B 6o-
Jiee 3peloM BO3pacTeé BHOBL 0OpasylOULHACA TIHKOreH
MeHee PA3BETBJEH M €ro BHEIIHHE BETBH HMEIOT 60.1b-
1y AJuHy, 4eM 3To Obl10 B GoJjee pammHeM BO3pacre.
HniuHa BHEUIHMX BETBEH HEe MpEBBIIAET B cpefiHeM 9 Mo-
JIEKY T[JIIOKO3bl, AJAHHA BHYTPEHHHX BETBEH — 10 HeThl-
pex mogaexya (Cori). B oTHomenuu APyrux yriaesojpoB
M3BECTHO, UTO AMNJIONEKTHH MeHee pPacTBOPHM B BOJIE,
yeM IJIMKOrel H Jaer ¢ HOXOM APYIYI0 OKpAacKy; OH
HMEET B CPEILHEM Gonee JJHHHBIE BETBH, a HNEeKCTPpHH
fojiee PA3BETBJEH, HO €ro BerBH 60/ee KOPOTKH, ueM
y [IHKOreHa.

CunTes ramkoresa npoucxoauT NOYTH BO BCEX Opra-
HaX, OfHAKO TOJBKO B IMEYEHH H MBIIIAX 00pa3syiorcs
ero sHAUMTENLHBIE KoJdudecTBa. B cuHTese yuacTByor
IJI0K03a M ApyrHe rexkcosb: ¢pykrosa, MaHHO3a H ra-
AaKkTo3a. Pasanunbie aMUHOKHCAOTLI, TVIHIEPOIh, MOJOY-
Has W THPOBHHOTPA/HBIE KHCJIQTHE TaKXKe MOTYT NPHHH-




MaTh YyacTHE B CHHTE3¢ INIMKOreHa, Kak 3T0 BHJHO H3
cxeMmbl. Uro Kacaercss ofpasopanus IVIHKOCEHa H3 [VIIO-
KO3LI, TO ITOT CHHTE3 COCTOHT M3 TPEX ITAMOB:

[mugoren +- dochar
thochopuiaza A (ocopnnaaa

o-1,4-1,6-Tpanc-
I amnao-1,4-1,6-Tpanc amuao-1,6-riorkoannasa

TJHIDKO3H LA 33

¥
Yapr — 5 I'mokoao-1-thoctpar ( + rimorosa)
Tpauchepasa A
thocdoramokoMyTasa thocdoraokomyTasa
reKCoKinasa rafokosa-G-gocdarasa
¥ v v

AT® + rmioxosa — > raiokosa-B-thochar
F s

> rumokosa -+ dochar

raokoaa-G-gocpar
Aerupporenasa
tocorexconsomepasa

>6-ocdorackonar

.
AIl® + dochar Dpyrrosa-G-pocar
L A
Y |

B —

Tpuosohocdhar nentosodocdar

>
v A
AMHAORHCIOTE —> IMHPOBHHOTPAAHAT <> MOJOYHAA KHCAOTA
KHCJI0TA

Cxema. [alkozenozeded U 2ANKO2EHOANS 68 hedeHil.

I. ITojg BausiHneMm rJIOKOKWHHA3bl  (PEKCOKHHABbLI) B
MPUCYTCTBHH HOHH3MpOBaHHOro Maruus (Mg*™) AT
orgaer rawokose docQopHLIH pagHKad, TpHuem obpa-
ayercs iioko3sa-6-docedar.

2. Baaronaps netictsHio dochaoraokomyTaszsl (KO-
(hepMeHTOM KOTOpO# sBjasferca rIoKosa-1.6-gudocdar)
raoko3a-6-gochar nepepoauTCs B IVIIOK03y-1-ocdar.
dra peakius obpaTHMA,

3. OGpasopaBiuascs niwokosa-l-pochar npejacras-
JseT co00I0 OCHOBHOR MeTaG0aAHT, HEOOXOAHMBIH A4 10-
CTPOERNR NOAHCAXaPHAOS.

Jlanee B cHHTE3e TIHKOreHa HeoDXOAMMO yuacTHe
ABYX HPYrHX 3H3HMOB, docdopH.iasbl, KOTOpas COEIH-

an




HACT  MOJEKYJAb TVIIOKO3L!, CBA3BIBAA HX B HOJOKEHUH
1—4. Ilpu srOoM 00pasyloTcsi TOJALKO JHHeHblE LEnH.
AKTHBHOCTb 3TOTO 3IH3HMa YCHJIHBaeTCA IJIOKaroHom H
anpenaaunom. Bropoit sH3uUM — 370  amwuao-1,4-1,6-
TpaHCIVIIOKO3HZa3a,  ofecneuxnalonias BETBHCTOCTb
CTPOCHHS MOJHCaXapHIOB, NPH 3TOM CBA3L 1—4 nepeso-
autess B 1—6. B cuHTe3e IiIMKOreHa Y4acTBYeT TakiKe
thepMeHT MevenH, ypHAHHAHOCHOrTIOKO3a-TpaHcdepasa,
KOTOpbI ofjajaer CBOHCTBOM YAJHHATHL BETBH TIMIHKO-
reda. Baarogapa stoMy (pepMEHTY BETBH [VIHKOT'€Ha CO-
aep:ar He Oosee NeBATH OCTATKOB TaIOko3nl. [loa
BJAMSHIEM 3THX Tpex (epventos obpaayercs TIiIHKO-
reH.

Faukoredonuns. Pocdopunasza mnpeacrasiaser coboit
tepment, obaapaomuid M obparneiM aefictsrueM. Ilog
€ro BJAMSIHMeM B0 BHELIHUX BETBAX MOJEKyJbl NOCTEneH-
HO 0CBO0OKJAI0TCH MOMEKYJbl TIOKO3Ll, KOTOPLIE B CO-
e/lliHeHHn ¢ (pocopHON KHCJOTOH NEpPexoisT B IMIOKO3Y-
I-pocpar. s sToit crajmun rauxoresonnsa tpebyercd
npucyrcreHe csobonuuix ocpopuux paaukanos. Orho-
wenne tocharos k riawokoae-1-pocehar onpegenser 8 Ka-
KOM HalnpasJeHuH [OHJeT peaxuHs, B CTOPOHY TJIHKOTre-
Horemnesa HiaH raukorenoausa. Ilpu dochopunupopannn
pacileiJaaiTed TONbKO CBA3SH IVIHKOTEHA B NOJOMEHHH
1—4. Korpa pacmemnsenne QOXOAHT [0 pasBeTBJEHHIl
1—6, nauunaer nefictsoBath aMuJa0-6-1y10K0311a3a, pac-
Hmerisgomnan BOKOBBIE Ierny, nocae 4ero MoxeT NHNpPoHCXOo-
JIuTH jJadbhefiniee (ochopuauposanne, AMuno-6-ra0Ko-
3umasa fABJASCTCS THAPOJHTHYECKHM (QepMeHnToM, OCBO-
GoxjlaomuM cBOGOHYIO IaII0KO3Y. [ ero akTHBHOCTH
He Tpebyercs mpucyrcrBHa (ochatos. Yepenosaunue
BAHAHHS 9THX 3SH3HUMOB OOGyc/aB/iHBdeT 3HAYHTENLHOE
paciienjesie rMMKOreHa, npuueM obGpasyioTcsl IVIOK03a-
1-tbocar, crobonnan raoko3a u gekcTpuHbl [lon Baus-
Huem dochoriiokomyTassl riokoso-1-goedar B opranus-
ME CHOBA NMEPeXOAHT B IVIOK0o3y-6-ocdar, a Iioxosa-6-
thocthar pacnmanaercd Ha TVIOK03y H (ocdaThl Mod BOa-
neiictBieM raoxosn-6-docdarassl. Ilocnemusis npen-
cranaser cobow H3UM GOablIoH cnenupHYHOCTH, ¢ OI-
Tumymom aeicteua pH mexny 6,2 u 6,8. dror sHzum Ha-
XOAMTCA TONBKO B MEUEHH, MOYKAX H, BOZMOMKHO, B CJH-
sucToH Kumweunnka. B Mblmuax rawokosa-6-gocdarasa
OTCYTCTBYET, NMO3TOMY II0KO3a B HHX He oOpasyercs H

Ay




riokoza-6-ocdar nox BAHAHHEM H3OMEpPa3wl MEepexo-
st B (hpykroay-6-gocdar, koropas B AalbHeiemM pac-
HEIISeTest 10 MOJOYHOH H NMUPOBHHOTPALHON KHEJIOT.

3HayuTENbHOE KOMHYECTBO [VIHKOTEHA COAEPIKHTCS
[0JIbKO B Neuenu W Mbimiax. Hopmaabuolit ofmen rin-
KOreHa MJI0X0 NOAAAETCSl y4eTy BBHY €ro HecToHKOCTH.
[Tocne cmeprn on OuicTpo paspymaerca B Teuenue 12—
24 4, Crenenb YNHTAHHOCTH, YCHJIEHHBIE JBHMKEHHS H
ropMOHAaAbHEIe BANSHHHY H3MEHFIOT CONepiKaHnue TIIHKO-
rena. Koanueerso rJIHKOreHa B neueHd pasHo 4—5HY%, B
mbimax — 1%.

Ilpu rnukoreHoszax HMeeTca 4pe3MepHOe HaKolieHHe
HOPMAaJILHOTO HJIM [AaTOJOTHYecKoro riMkorexa. Paznu-
yaior 6 (opM IVIMKOTEHHOH GOJ1e3HH.

Ilepas topma HOCHT HasBanHe renaro-peHagbHoro
ramukorenosa (Gosesnb Gierke). Ona Bo3HHKaeT Be/ef-
CTBHE OTCYTCTBHS HJIH NOHMJKEHHs aKTHBHOCTH I/I0K03a-
6-tocdarassr. CrpykTypa INVIHKOreHa 3I€ch OCTAeTCS
HOPMAJBHOH, HO COJEpxaHHe ero 3HAYHTEJILHO [0Bhi-
maeTcsi B e4eHH H NOYKax.

Bropasi (opma — cepaeuHbifi IVIMKOrEHO3 € nopamxe-
HHeM cepilla, NMeueHd H MBI BCIeACTBHE BO3MOMKHOIO
Je(erra o-rI0K03uAA3LI.

Tperbsi hopMa — 3TO MEYEHOUHBIH TINKOTeHO3 BC/el-
CTBHE OTCYTCTBHSI HJH NOHHMKEHHSl AKTHBHOCTH aMUJjo-
[.6-rmokosunassl. [Tpu atofi dopme monmucaxapujubl Ha-
KanJHBaloTcsd B KauecTse jpexcrpunop. Oraoxkenue rim-
Korena He OTpaHHYHBAeTcsi TOJLKO MedYeHblo, HO Topa-
WAIOTCH TAKIKE CEPANE H MBILIIHL.

IIpn uerpeprofl (opMe HMEeTCH OT/IOKEHHE NaTO/0-
FHYECKOrO TaHKoTela ¢ 0ojee JIAHHHBIMH BeTBHMH.
Crpykrypa noiucaxapHuia NpHOAHIKAeTCS K aMHIOMEK-
tuttam, [lpexnonaraercs, uto sra aHoMajdHs 34BHCHT OT
Jjelpexra 3H3AMA TPANCIVIIOKO3UWLA3bl, ONHAKO NpsSMBIX
[IOKA3aTelbCTE MOHWKEHHS aKTHBHOCTH STOro (epMeHta
noKa He UMEeTCH.

[pu nstofi dhopMe, PAHMKOTEHO3€ MbIMIL, HMEIOTCA H3-
OBLITOMHLIE OTJIOMKEHHS IVIMKOreHa B MbIIUAX H OTCYT-
CTBHE YPE3MEPHOr0 OTIOMNKEHHH ero B NMEUeHH W Cepale.
CrpykTypa TJHKOréHa HODMaJbHA; B MBIULAX OTCYT-
cTBYeT crneuuduyeckuit sn3um dochopunasa,

[Tpu mecroft popme umeeTcs reHepaaH30BaAHHLI [H-
korewos. CTpykrypa riHkorena nopmaasna. Ilpenmnosa-




raercd, UTO CJHKOTEHO3 TeUeHH CBfA34H ¢ YMeHbIIeHHeM
aKTHBHOCTH (ocopHIaskl B 3TOM Oprane, cojgepxaHue
€e B MBIIIAX 0KA3aJ0Ch HOPMAJILHBIM,

Hevenounnii rankorenos,
CENATO-PeRATBUGIE TANKOTE 03,
doxesns I'upre

(1-it Tun vamrorenoza o Cord)

Xota sra hopma TrIUKOTEeH03a BeTpeuaercs y Hoib-
ULIX daule ApYrux, oua jAonxHa OuTh OTHECeHAa X pen-
KHM 3a00JeRaHUAM.

Kaunuuwecxas rapruna. I'enaro-penanpiulii Tagkore-
HO3 MOMKET BLI3BATH THAME/NbIE paccTpoilcTBa y aereil yxe
¢ nepsuix auehn xuznn. Tlpn OoTCYTCTBUH COOTBETCTBYIO-
Hero Jeuenua GoNLHLIM MOKET YTPOKATL CMEPTCALHLIN
HCXOM. B NepHO HOBOPOXKJAEHHOCTH JIHATHO3 YCTaHaBJlH-
Baercsl penko. B ato Bpemsa y aereli oTMEUalOT 3HauH-
TCAbHOE MajeHHe Beca, OALIIKY H VBeJIHYeHHE MCUCHH.
Onucano takie nogpieHpe ¥ 00/IbHEX KeJATYXH H CKJAe-
pemei (Lasfargues). Mnorna ynaercsi BHSACHHTB, 4TO re-
naToMerajnua HOCHT ceMeiuwlit xapakrep. Hame Gonesus
pasBuBaercs nocrenenyo. Pojurenn obpaiiaiorcs K Bpa-
Yy M0 NOBOAY 3alep’kKKH (QH3HYECKOTO pa3BHTHA Aerel
Hau ¢ xkanobaMu Ha VYBE/THUEHHEe JKHBOTA, Hanwune ra-
NOTJANKEMH] M KeTO3a BL3biBaeT y OOabHBIX pan (yux-
uHonaabublx  pacerpoiters. Ouenb uvacto B anampese
HMEIOTCH VKazauud Ha upeaMepHel annerut, Oecnokoii-
cTBO M psory. B OGonee peirux ciyuaax Moryr Haoio-
Aarnei 0OMOPOKH, KOMa, CyAopOrH M OCTA4HOBKA JLixa-
unsi, Tlpu ocmotrpe BOAbHBIX OTMEUAETCH OTCTAJNOCTL B
POCTE NP HOPMaJLHOM BECe, KYKOALHOE ANNO, O0AbIMOH
BEITTAYEHH BT KINEePe/IH KHBOT, DA3BHTadA rpyjHas K/JeTKa,
KOPOTKHE KOHeuHocTH # Oogbluas rojiopa. Mmeerea ua-
OLITOUHOE OTI0MKeHe AKHpa Ha TYJOBHIE H JHIe, B
ocobennocTn B 0dJacTH 1LeK, HO,’IFJOPOILKEI. uied, nJaeu,
TPYIN H GE,‘J,E]J; THOOTOHHS MBI ABASCTCA YacThbiM
cHMITOMOM radkorenHoll 6Goaesnu. [Ipeanaedns n ro-
JIeHH XYAble, ATOAHIbBI CrilarKeHbl, Ha KOXXe HHorga ort-
MeualoTci KcaHToMaTosHele chinH. benosato-kenToma-
TLIE 1anyJOHONO3HLIE SJTEMEHTHl 3TOH CLINH CBA3aHbl ¢
runepxoJecTepureMuent u runepaunemuen. JXKusor pesro
VBEJMHUCH BCJACACTBHE 3HAUMTENLHOH  TernatoMerajiuy
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(puc. 3). Cenesenka, ak fpasunoc, ne ysenuuena, Ha
PEHTreHorpaMMay KOHeUHOCTe{l BHAHLI OCTEONnopos U 3a-
AeprKKa SHH(HIAPHOTD OKOCTEHeHHS.

Buoxumusecxue uccsedosanun. TunorankemMns nato-
iax ObiBaeT BLIpAKEHa B pasinyHol crenend. Yaue xKo-
JAHYECTBO Caxapa B KpPoBH cHumaerca go 50—75 wmef,
HO MOXeT OBITb H HH-
ke — ot 20 no 30 maY.
AbfcontoTHoll 3aBHCHMO-
CTH MeXKAY EAHHHYCCKON
KapTHHOH H YPOBHEM TH-
NOrVIHKeMHH OTMETHTE He
yaaeres.

Keros ofuapyxunpa-
etca nocroanuo, On see-
rpia Gonee 3HaUUTENLH
HATOWMAK, NMOCAe HHBeK-
Uufi anpeHasHHa ¥ poc-
ne yuorpebieHus Kup-
moti nuimm. Muoraa y
G0nbHLIX NoABAfAeTCA
cneunipuyecknit  3anax
aneToHa K30 pra; yacro
HMEETCs KeTOHYpHH, a ¥
HEKOTOPHIX JeTell H Ke-
tonemna. OO6bIYHO mHIe-
JouHoil peseps u pH
HOpMaJLHB!, OAHAKO MO-
KeT HAGJIOMATBCA W HCx =
THHHBIA  annpos. [loc-
JieHHH CBfAI3aH CO 3Ha-
UHTENLHBIM  YBENHUCHU-
©M MOJIQUHQH KHCMOTH 8
KpOBH, @ TaKIKe MOBLIMICHHEM VDOBHA MHPOBHHOIPMLUON
KHUCAOTHL,

Konnyectso ofpiero xupa ypeauueno go 10 ¢ una
. X0JecTepuH B KPOBH TOMKE 3HAUHTENBLHO NOBLIICH.
Kanwnuii, dochpop n (oedarasa B KpOBH HOPMAILILL

Pue, 3. VYpenuyeuue neuenn pH
Gosesun Tupre

13 1957 r. Jeune c¢ corp. nokasanu, 4ro y OOALIIINCTNG
OHOALHLIX TJIHKOrGHO30M HMMEeTCs YBEeJAHUeHHe Mouenoi
KHCAOTH B KPOBH. ¥ GOJABHOrO, KOTOPOra Mbl HAGIGILANM,
i ocalKe MOYH [OCTOSSHHO OTMEUaJHCh KPHETAMIN MO-

ol KHCAO0THl, ¥ GOJABHBIX TJAHKODEHO3OM OTMEUAC T



rakKe runepkoprHuusm. Hurepecno, ure npu aroMm
HMeeTCs IOBLILIEHHE KOPTHKOMIOB B KPOBH Hapsamy ¢
yMeHblIeHueM uX B moue. ['MnepropTHinaM oObACHAETCH
runepdyHKnHeH HaANOYeYHHKOB, BO-IIEPBLIX, BCJIEACTBHE
PUIIOTINKeMUH H, BO-BTOPLIX, BCJAEICTBHE HELOCTATOU-
HOTO paspylleHHs B MEYeHH THAPOKOPTH30HA, KOTOPHIH
BRISHIBACT YBEJHYEHHE KODPTHKOMAOB B KPOBH H mHapa-
LIOKCaJbLHOe YMeHbIIeAHe MX BHIBENEHHS ¢ MOYOil.

[Tpo6a ¢ aapeHasHHOM HMEET pelmalollee AHArHOCTH-
YecKoe 3HaueHHe /A 9Toi GopMbl rHKoreHosa. Beepe-
HHE MNOAKOXKHO aApedajHHa BLI3LIBACT HE3HAUHTEILHOE
IIOBBIIEHHE CaXapa B KPOBH HJIH BOBCE He OTpa)aercs
Ha raukemad. Bmecre ¢ TeM, mocje HHBEKIHH 3HAYH-
TeJLHO MOBLILAETCA KeTo3, H HHOTAA y AeTed Hacrymnaer
peora. [IpoGa ¢ ajuMeHTApHOU TUNeprIuKeMueil paer
pasnHYHBe PE3YJbTaThl Y PasHLIX JHII H HaKe Y OIHOro
u TOro xe 00JbHOrO B pasuble nepuoasl. O6EUHO caxap-
Hafd KpHBasg OBIBACT BLICOKOH M HOpMAaJH3alHsA YPOBHS
IJI0KO3bl mpoucxoauT MmensdenHo. HMuorna nossasercs
TAIOKO3YPUS.

Ilpo6a ¢ BHYTPHMBIIIEUHLIM BBELCHHEM IVIIOKAaroHa
(mo 20 me na | ke peca) He BbLI3BIBaeT HNOBHIIEHHS ca-
Xapa B KPOBH, KaK 310 GBIBACT Yy 3[0pOBbIX JAeTeil; NpH
5TOM Y OOJALHLIX 3HAYHTENBHO YBEIHYHBAETCA KeTo3
{Schulman ¢ corp.).

Harpyska rasakrosoft, speieHion yepes por (3 2 na
1 ke peca) uam pnyrpusenno (0,3—1,0 ¢ na | ke peca),
He BEILIBAET MOBEILIEHHS YPOBHA INIIOKO3L, HO IOBLI-
maer YpPOBeHb MOJIOYHON KHCJaoThl B KpoBu (Schwartz
¢ corp.). CaxapHas kpHBasf Nocje BBeleHHS QPYKTO3bI
TOXKe ocraercs miockod. Bee onucaHHbie GHOXHMHUYCCKHE
M3MeHeHus OOGBACHAIOTCHS GJOKaLOH nepexoga IioKo3a-
6-docthara B ra0Ko3y BCAEACTBHE OTCYTCTBHSI aKTHBHO-
cTi rawkosa-6-hocharassi.

Teuenue rnuKOTeHHOH Go/e3HH NpPH TenaTo-peHalb-
HOH (opme pasuHdHO. ¥ GoabmHHCTBA DOABHBIX MOC/E
ABYX JIET NPHCTYNBI THOOMMIHKEMHH npexpawatores. Pu-
3uYecKOe PA3BHTHE Yy HHUX HIeT saMemienno. ITyGeprar-
HBI mepuoj HacTynaer nosaHo, 8 15—18 Jser, nociie uero
oTMeyaercsl OnarOnpHATHBIE H3MEHEHHss B TeueHun Oo-
aesun. Oxupenue ucuesaer, QusHYecKoe pasBUTHE HOP-
Maausyercs, lleueHb yMEHbUIAGTCSI H HHOTLA CTAHOBHTCS
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nopMannbuofl. B peaknx cayuasx oTrmedaercs JAeOHIb-
Hoers Goasubix (Lamy ¢ coast.). Oanako, HecMOTpSl HA
6JIarONPHATHOE KAMHHYECKOE TEueHHe, y BCeX OOJbHHIX
ocj1e HHBEKIHH ajpenanuna caXapHas KpHpas OCTAETCs
Il B NepHoj peMHCCHH Tartofnoruueckofi. B mpyrux cay-
yasix TeueHHe OOJE3HH 3HAYHTENbHO OoJlee THNKENOe;
OIACAHLI cMEpTeNbHLEIe HCXOAL B palieM JETCTBE BC/AEK-
CTBHE PA3BHTHA TAXKEAOH TMIODAUKEMHH TPH MPHCOeIH-
HeHHH BTOPHYHOH HH(EKIHW, KOTOpas H MpPH JErkom Te-
YEHHH MOKET 3HAYHTEJbHO yXyAllaTh obuiee coCToAHME
GoanbHoro. B panbueiimem, B Gojee no3jiHeM BO3pacTe,
MOTYT Da3BHTLCH HEPBHLIE OC/OMKHEHHA, CBA3aHHBIE C FH-
MONVIHKEMUYECKHMH [PHCTYNAMHE, TSXKEe/ble PAcCTPOHCTRA
MUTAHHSA W MoUYeuHasi aabOYMHHYPHS, OCIOXKHEHHAs Ka-
HaAbLeBol HemocraTounocThio (Fanconi m Bickel). B re-
YEHHH FAHKOTeHHOH OOJIE3HM MOMKET pa3BHTLCS W remMop-
parnuecknil cuugposm. Gabilan oGnapy:xun stor cuuzpoM
y 16 n3 196 Goannwix. Ilpu srom y Goabreix HaGuawopa-
JI0Ch 3HAYKMTEJBHOE YBEJIHUEHHE JJIMTENhHOCTH KPOBOTE-
YEHHS H HOPMAaJbHOE H/IH AaKe IOBLIICHHOE KOJHYECTBO
TpoMOOIHTOB, K O4YeHb peikiM OCHOMKHEHHAM OTHOCATCSA
caxapHblfi 1HabGer, y3eJKOBBI JHCCeMeHHpPOBaHHBIHL JH-
noMaTo3, Thajarpa M 370KauecTBeHHasi renaroma.
Y GoabwnHerBa GOJABHLIX OTAAJEHHBIE TNPOrHo3 Gaaro-
NPHATHBIITL.

[Taroaoecoanaromuteckue uameternus. Ilpu renato-pe-
HAALHOH QopMe CAWKOreH03a NATOAOIHYeCKUE OTAONKe-
HHS TJIMKOTEHA OrPaHHYMBAIOTCA [eveHblo H nodkamu, Ha
npenapatax, OKpPalICHHBEIX TFeMATOKCHJIHHOM H S03HHOM,
BHJ/IHBI TIEUEHOUHbIE KJTKH, YBeJHYEHHLIE B pasMepax H
claBleHHBIE 10 KpaaM. MX KOHWTYPHI XOpOIIO OYEPYEHDI.
UHTOI'I.IIEBME OYeHb CBETJIAsl M B UEHTPE KJAETKH HMEeTcH
okpyraoe sapo. IIpn okpacke kapmuHoM no Becry sun-
HEl KalleJbKH TJUKOreHna B MEYeHOUNBIX KaeTkaXx. B kyn-
¢hepoBbIX KJaeTKax TJHKOreH oTcyTcTByer. K orioxe-
HUAM IVIHKOT€HAa MOMKET IMPHCOCIHMHATLCA B pasnol cre-
neHH xHuposas HHpHABTpanus. Haxonuaenne raumkorena
B IIOYKAX NMPOHCXOJHT B IIPOKCHMAJbLHBIX OTHeJaX H3BH-
THIX KaHanbues. Ko/aHuecTBO rIHKOreHa B TNEYEHH NpH
TJHKOreHHo# GosiesHn yseauveno na 8—15% no cpasue-
HHIO CO 310poBbiMH JeTbMH. CTPYKTypa rimkoreHa Hop-
maJbha, OcHOBHOI 0cO6eHHOCTLIO 3TOH QopMbl siBaRETCA
pe3Koe CHHKEHHE aKTHBHOCTH (hepMeHTa IiIoKosa-6-thoc-
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(arasn, npR HOPMAAbHON AKTHBHOCTH BCEX APYIHX 3H-
3HMOB,

Ilarocernes. Bee nposipiaenusi GOJ€3RA 3aBHCAT, Kak
VK€ YKashiBaJOch, OT HEAOCTaTKA aKTHBHOCTH IVIOKO3a-
G-ocdarasnl. dtum pepMenTaTHBULIM federToM ofBAC-
ugeres: 1) upeamepHoe HaKoIIeHHE NIHKOreHa B NEUeHH
H TouKax, 2) 3HAUHTEALHOE CHHIKCHHE TJAHKOreHoJusa U
3) ranorJimKeMu, passHBaloulascs BTOpHYHO. Heoranko-
reses (obOpazoBaune IVIOK03bl 13 0eJKOB H JKHPOB) TOME
3afiepat, Tak Kax oOpa3opaBuiHecs WHHTepMeNHapHo
dpyKTO338 M rajakTola, Xo1d H MEPeXOAAT B IIIOKO3a-
6-thocdpar, oanako, B anpHelem meradoaname 10 ro-
K036l He J0X0AAT H3-3a (epmentTaTHsHofl Gaokaas. B ka-
yecTee NpUMepa MOXKHO 1pHBecTH OJ0Kagy MeradosHs-
Ma QPyKTO3L:

BpYKTOKUNAZA H30MEpaia

v

DpyxToza ——~£——-—+ pyrroza-G-dochar ——————> r.ioxa-

sa-f-chocgar _II_—_} Baogk.

Hacaedcreennocrs. T'enato-penanpian Gopma KO-
TEHO38 MOMKET BCTPEHATHCH ¥ HECKOJAbKHX fAeTell B OX-
Holt cenbe, BonbHble IeTH POKAAWTCR OT 3LOPOBLIX pPO-
JIHTEAEH. Y 310pOBHIX pPOACTBEHHMKOB Oonbuoro (orew,
MaTh, GpaTbS{) HHorga OTMedalnTes HH3KHe rianxKeMuue-
CKHe KPHBLIE 1Oc/]e HHDBEeKIHH ajpenanHa, oAHAKO OHH
OuBaoT 00muHo OJAH3KH K rpannne wopmbul. Kposuoe
POACTRO BCTpedaeres penko. Hacaeposauume uvocur pe-
LeCCHBIBIH xapakrep.

[lpu dughpeperyuarsnor OuaeHocTURe CARAYET HMETh
B BHOY HapyuleHue xuposoro obmewa. Kuporag Hu-
uabTpalds NeYeHH TOoKEe MOMKeT BOIHHKHYThL € HepBbix
mecsines KusHg. [Teuens Npu 5TOM IHAUKTENBHO YBEAU-
YHUBAETCHA, MOCTENEHHO Pa3BUBALTCA OTCTAJIOCTL (H3HYe-
CKOro pasputusa. B anamHese 0ObLIYHO HMelOTCH yKasa-
HUA Ha cemefnmlt xapaktep 3toro safonepamnga. Ecau
dyHRIHONaMLHbIe TPOGLI TeYeHl HOPMaabHL!, TO 3TO HOf-
TEEpMAdeT Npeanonomsedne o Hapymenu.ﬁ HKHPOBOTO HIIH
yraesofHoro ofmena. B ornuuue OT raAMKOreHosa [pH
HMUPOBOH HHDHILTPALHH MCUCHH OHOXHMMHYECKHE HCCIIe-
AOBaHNA L30T CABLYIONLHE PEe3yaAbTAIL: a) OTCYTCTBYET
KeTo3 (HCKIIouenneM spaserca 1poba ¢ aHApeHaaHHoM),
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§) OTCYTCTBYET JHNEMHA ¥ XOMeCTEPHHEMUA W B) B Moue
00HaPYXHBAIOTCA ABOAKONPEIOMJIS oL ecs Tena,
B xpafiuux cayuasx OpPUXOLHTCS UPHOEraTh K AYVHKUUH
nesenn. Ilpn Jcuposoit HHUALTPALAH HEYEHH XHMHYeE-
CKHE HCCHeOBAHUA 0DHADYXKUBAIOT HEHTPAJLHEIE KHDDL.
Caenyer, ofnaxo, TOMHHTb, STO H NPH TIMIHUKOreno3ax
MOMHO OGHAPYKHTL KHPOBYIO HH(QHILTPAIHIO NCUEHH,
MHOT/AA SHAUMTENbHO BEPAKEHHYIO, NOSTOMY JAAHHLIE
OYHKUHA 3TOFO OpraHa MMeIoT JHIIL OTHOCHTEILHYIO AH-
arHoCTHYCCKYI0 LEeHHOCTD,

«Cepaevnstity rankorenos
(2-1t T romkorenosa o Cori)

B 1933 r. Pompe Brizennn 31y (popmy RIHKOreHosa,
Onucaro okoao 30 GOALHEIX ¢ «CEPACUHBIM TIHKOPEHO-
soMm». Hauano 3a0GoseBanns BO3HNKAEeT paHO, B pasHble
CPOKH — OT HECKOABKHX AHEl 10 HEeCKOJIBKHX Mecaen
nocae poxaenna. B nagvneiimem passurne Goaesny npo-
rpeccupyer. ITosBasiioTes AbIXaTejbHbIe PACCTPOHCTBA B
BHJE OJBINKH ¥ BpeMeHaMH LMaNno3; Kaliedbh BCTpe-
yaetcsi Henoctosupo, OO6pYHO MMEOTCH  BbIpaKeHHAsH
6/eIHOCTD, TUIIOTOHUS, AHOPEKCHE W APYIHE JKelyrlouno-
kamreunele pacerpoitcrsa. Ilpn uceaenopanun cepana o6-
HAPYACHBARTCHA pPacIlUpEeHHe CPaHun, WHOTLA cleBa RHIeH
cepaeunsiii ropd, M3pejiKa CABILIEN HEXKHBI CHCTONHYE-
CKuIl uryM (yHKIHOHAJLHOIO Xapakrepa Ha BepxyliKe
uau Ha ocuopanmu cepana. IToctosnuas cuHycosas Ta-
XHKapAaus. ODJeKTpokapiaHorpaMma vaue OniBaer HOp-
maabioi. Muoraa otmMesalores ypeandenue sy6ua P, Bui-
cokufi BoabraxX QRS u orpunarensusili ayden T po Beex
orsegenunx. Hapyieune npoBORHMOCTH U ABISHHS MUO-
rapjaaTa nabawonaorea peiro. [pn pentresockonny ob-
napyxupaercs waposuiaHas dopma cepaua. Ileuenn
unoraa ysenuuena, Kpome Toro, ormevaercst muimeasas
THTIOTOHHS ¢ CHOEPTPOMQHE! MBI, B YaCTHOCTH, HAGMIO-
Jaercs Maxporaoccusi. TonepauTHoCTL K HHCYAHKY, rio-
Karopy, IJIOKO3e, aApeHaJHHY HE HapyiieHa. YpOBeHb
caxapa Hartomwak toxe mopmaned. Keros orcyrersyer.

Buoncust mMulinn noATBEpIKAAET ANATHOCTHKY, NpHUYEM,
o6Hapy#uBaeTCs NATOJOTHYECKas CTOHKOCTh  [VIMKO-
TeHa,




[Ipoznos naoxon. Buerpo passusaerca cepiednas
HepocratouHocrs. CMepTh HacTynaer Ha nepBoM TOJy
MH3HH, pelKo Ha 2—4-M rony.

[Taronozoanarosmudeckue Mccaen0BaliA: cepale pes-
KO YBEJHUeHO B ofGbeme, OKPYIVION (JOpMBI, CTEHKH TIH-
neprpodupopantl, 0GHApYKHUBAETCA OTIOKEHHE IVIHKO-
rema B Mbiie cepina. Koanuecrso raHkorena B cepiue
MOKer pocrurath !f/3 cyxoro Beca. Orioxenuwe INIHKO-
refa MoKeT HOCHTL KaK Pas/MTON, TaKk U OrpalHyeHHbI
xapakrep. Ilatonornueckoe HakomJeHHe  IMIHKOreHa
HMEeTcsd, KpOMe TOro, B LeHTPaJdbHOH HepBHOI cHCTeme,
MBIOIIAX, MEYeHH, JUM(POY3TaXx H PeTHKY.I0IHAOTE/NHAb-
HelX KjaerkaX. CTpyKTypa IiMKOreHa W (pepMeHTaTHBHAS
cHCTEMA IIPH «CepleyHOM» IVIMKOreHo3e, BHIHMO, HOp-
manphpl. Ilpennomaraercsa jpedexr gepmenrta l-rmokosu-
nasw (Field), Tlpr BropoM TtHne riaukoreHosa B TKaHsIX
HUMeeTesl HaKOIJIEHHe e TOJIbKO MNIHKOTeHa, Ho H JIHNOH-
JLOB.

HacredcraenrocTs  ayTOCOMHO-PENECCABHASA, B HEKO-
TOPLIX CAYHANX OTMEUAEeTCs KPOBHOE POACTBO POAMTENE.

Boaeans Popbea
(3-it T ramrorernosa nmo Cori)

[Teproe onncanne Gonesnn aano 8 1953 r. Forbes.
Kanunyeckan xaptuna Ttakas ke, Kak NPH renaro-pe-
Haiabuot dopme. Kpome Toro, mmeeres Hexoropas runo-
TOWKS MBI, XAPAKTEPHH THHONIUKEMUd HATOWAK U
aueronypus. [locie MHBEKUHH ajlpeHanuHa OTMEYACTCH
THIIE HeGOMLINOH NOALEM YPOBHSA caXapa B KPOBM, HO
caxapuas Harpyska, a TakiKe Harpyska ralakrtosoil u
~dhpyrTosoft galoT HOpMadbHEe caxapHule kpuswe, Ak-
THBHOCTE [0OKO3a-6-hocthatassl npu atoil dopme rau-
KOTEHO32 YMEDPeHHO CHHMKEHA, KaK 3TO GLIBaeT npu Apy-
rux wecneupduueckux zaGoaesanuax neuenu. Oraome-
HHE [JIMKOTeHA He OPraiH4yHBaeTcil INeUeHblo H NOYKAMHE,
HO MPOHCXOAAT TakkKe B Mblunbl, [To mamnsim Cori, Ko-
JIHUECTRO IMIHKoreHa B mbruinax gocruraer 4 %. 3to 06-
CTOATENAbLCTBO MoiKeT ObiTh HCHONb30BANO [JIs JHATHO-
CTHKH TPH GHOMCHH MLIIUN. BHOXHMHYECKOE HCCJIEA0Ba-
HHe OOHADYKHBACT MaTOJOrHYECKYI0 CTPYKTYPY IMHKO-
rena. [Ipouent persucrocty nocruraer 10 nporus 7—8 p
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nopme. CTpyxkTypa HakalIHBaiolerocs NpH 31oil dopme
noJucaxapuia BMeer KOpOTKHE BeTBH H 1pubJiiKaercH
10 CTPOGHUIC ¥ AUMHUT-HexcTpuuaMm. Hamenenue crpyk-
TYPBl MOJHCAXAPHAA 34BHCHT OT HejpocTatka hepMeHTa
aMua0-1,6-rIHKO3HLAa3HI.

HacaedcraenrocTs, J10 CHX NOp HEH3BECTHO, [MMOAB-
asercs au 7a popma ODAE3HH y TETEPO3UTOTOR MM ro-
Moaurotos. Xapakrep Hacled0BaHUSsl, BUAUMOQ, PelLecCcHB-
HBIH.

ITpozroa GaaronpuATHELL.

Boxesns Annepeena
(4-it Tan ramkorenoaa no Cori)

Breppuie saGonenanue onucano B 1956 r. Andersen.
Bosunkaer oHo B rpysHom Bospacte. Ilpu 3rtoit dopme
[JIMKOTeH03a YBeJHYEHHE NevYeHnH COMPOBOMKAALTCS ac-
UHTOM, HHOPA4 OTEKaMH M KeaTyxoil. PyHKIHOHAAbHBIE
npodbl YKa3LIBAT Ha NOpaKeHHe NedeHn, YPosenb 1io-
KO3l B KPOBH HOpMaJeH., AueronypHs orcyTcrsyer. Boi-
paskeHa CKJIOHHOCTb K alujo3y. [lporpecchpyioulee Te-
YeHHEe NEPPO3a NeueHH ¢ (PYHKIHOHATbHEIM NOpaKeHHeM
9TOTO OpTaHa NPHBOIAHT K CMEPTH BOJLHLIX TIPUMEPHO B
Bospacre 1!/ ropa. Hakonnenue riauKorena o0Hapymeno
B NeyeHH, cemeserke H AuMdaTHIeCKHX yanax.

AgruBHoCTh ral0Ko3a-6-hocaTasel B npeseaax Hop-
Mbl. CTpYKTYpa FJIHKOTE€HAa — MATOJOrHYecKass # npHO.IH-
KaeTes 10 CBOEMY COCTaBY K aMulonextusam. Bersu
MpH 3TOM GoJee [NJIHHHbIE, YeM y HOPMAaJbHOTO INIHKO-
rena. Ilpeanonaraercs, uto matorepes npu 4 THne riu-
KOrenosa cpA3aH C HeNOCTATKOM aKTHBHOCTH aMHJIO-],4-
1,6-Tpancrmoxkosniass. 370 3a607eBaHHE OTHOCHTCA K
regoTanugeckuM. Y 6para Gonabporo, onucantoro Ander-
sen, Obl1a JiHarHocTHpoBaHa Gonesnb [HpKe,

Heiipo-MBITIeTHbIT MIAROTEN03
(5-ii Tom ramkorencaa o Cord)
Ota (Qopma IIAKOTEHO3a OTHOCHTCH K reHepasguso-

BAHALIM TVIHKOreHo3aM H BCTpeuaeres oueds peako. Ha
nepsmil NJaH BHICTYlIAeT NOPaXKeHHe MBI, CHMYIHDPYIO-




niee npu  padbHelmem passutun  Oomesnb Bepaupr —
lofmarna. Tleperit OGoando#t ©Onin onucan Gilinter B
1939 r. Boresus BOZHUKAET PANO, B TEPBLIE HEALAH KU3-
nu, [VIaBHBIM CHMIITOMOM SIBJSICTCA [POrpeccHpyolas
MEIIIeYHas CHHOTOHHS. Ecin  pano npHCoepHHSIOTCH
OynnfapHble CHMITOMDI, MOABISETCS DPACCTPONCTBO [J0-
rating., TpeMop pyK ¥ clacTHYECKHE ABJICHHS OpeflIecT-
BYIOT HACTYIUIEHHIO nNapajanyeil. Y non0BHHLI GOJBHBIX
naGaiofaeres mMakporhocensn. Muorna npyu naninuny smu-
KAHTA AETH CTAHOBATCA MOXOMHUMH Ha jerTell ¢ 00Je3Hsio
Hayna. Kpome toro, npu 371ofi dopme n3peika orMe-
Yaercsa yBeJHYCHHE CEpjla, TIeUYeHH ¥ Mbllieynas rumep-
Tpous. PesynbraTel HCCJ€0BaHHIE KPOBH H MOYH HOp-
maabpHbl, Caxap KpoBH M caxapHasi KpHBasi nocie HHBEK-
nuR aapenajgnna Tome Ge3 OTKJIOHEHHIT OT HOpMEL

flaroacZoaHaTomudeckue HCCACLOBAHES OOHAPYIKH-
BAIOT reHepatn3oBAnNLIA ramkorenos. [lpeumyuiecrsen-
HO NMOpaskKeHBl HOMEPeyHONoN0caTHe MBLINLE, OHH Gae/-
Hbl, JKeJTo-KpacHoro nsera. KoawuecTso raukoreHa B
nux moxer mocrurath 10% Beca mpimu. CrpyKrypa rid-
KOTeHa MpH 3TOH (QopMe IMHKOreHoza He H3MEeHeHa.
Ipeanonaraercs, 470 B MBlNNax OTCYTCTBYeT MHOpOC
dopunasa.

Hacaedcraensocte, TO-BHIHMOMY, ayTOCOMHAS, pe-
neccupnas. Muoria ormeuaerca KpoBHOe DOICTBO DOIH-
Tenel.

llpoenos xpaiine Taxensii, CMepTh HacCTynaeT B BO3-
pacte fo AByX Jer or OyabbapHBIX Hapaaudedl WIH OT
BTOPAYHON HH(EKIHH.

Goaesus Hers
(6-ii Tum rapworenosa wo Cori)

Jra ¢opma TJIHKOT€HO32 BO3HHKART BCJEACTBHE Ife-
JIOCTATOUNOI AKTHBHOCTH  (ocopusasyl B NEYEHU,
B mbimax aktusrocrb dochopunass Hopmansaa, [e-
MATOMErAIHIO BCHAELCTBHE MMIHKOM@HO3a MOXNCHO oOHapy-
KHTH YKe B paunem rpyanom sospacre. Kpome toro, B
JanpHeimem Haba10gaercess OTCTanocTb (PH3aHYeCKOro pas-
BHTHA, MEBImeunan cucereMa paseurta HopManasno, Odiee
cocTosiiHe GOJBHLIX OTHOCHTENLHO YAOBIETBOPHTEILHOE,
Fanxkemusa RATOMAK cjerka nommmena. Harpyska rag-
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KO30i M TajakTo30it 00BUHO jAdaer HOpPMaJbHLIE caxap-
nwe kpnpbie. Mspenka mnaGaiofaercs Keromypus, Ypo-
BeHb aJdbl0Aashl H TpaHCAMIHA3L B CBIBOPOTKE KDOBH,
KaK U npH Apyrux GopMax rIHKOreHosa, nopwied. [iio-
koza-6-ocdarasa u amuao-1,6-rauxosunaza HOPMANL-
i, KodHueeTBo rAMKoOreHa B [eYeHH MOBLILEHO, a4 B
MbIILAX — HOPMAJBHO.

Jevenue eauKoeer03os npeicTasineT Goabliue Tpya-
nocrd. ITpu neuenounoii dopme Bonesnn caenyer usbe-
ratb NPHCTYIOB FHOOTIHKEMHH. B panueM rpyaHoM BO3-
pacTe BHYTPHBEHHOE BBEIEHHE IJIOKO3LI clacaer Jereil
OT 3THX oONacHbX npucrynos. B Oonee crapuiem BO3-
pacTe caeAyeT HasHauyaTh COOTBETCTBYIOIYIO AHETY,
ofecrnednBalomylo 60JBHBIM JIOCTATOUHBIH Kanopa u 6o-
Jee 4acTeleé KOpMJIeHHs (BBOAMTCA H06aBOUNOe KOpMJe-
Hue Houbio). OO6LIYHO pekoMmespyeTcs auera, Ooratad
OeJqKaMH ¢ HOPMAaJbHLIM KOJHYECTBOM JKHPOB H YMEpEeH-
HEIM KoamdecTBoM yraesonos. Ilpu sTom uexoadar w3
NPeino/OKeHH:, YTQ YAAETCA TOBBICHThH YPOBEHB TJIIO-
KO3bl B KDOBH 3a cueT HeoriHkorenesa. Onmaxo npu re-
naTo-penajbHoi (opme 0OGpasoBaHHe IVIIOKO3bl 3a cHer
(PPYKTOSHl M raNakTo3hl TOzKE OGJIOKHPOBAHO H NOTOMY
yeusaennas GeqKoBas HeTa He HMEET NpeHMyllecTBa fie-
pen ofpiunofi GusHosornueckon ameroil. Fronlali pexo-
MeHAyer AHeTy, npu Koropoit Genku nokpeipaior 15%
obuIero KaJaopaxa, a COOTHOIIEHHE XKHPOB H yrIeBojiO0B
pasusiercst | : 3. Jleuenne ropmonamu (AKTD w xopru-
30HOM) NPH TVIHKOTeHo3aX HHOTZA YCHJIHBAET NPHCTYNLI
runoraukemun (Lamy c¢ coaBr.), Tak Kak Hepejko y
GONBHBIX HMEETCH THIEPKOPTHUI3M. JIeueHre [II0KaroHoM
Heap(eKTHBHO NPH TenaTo-peHanLuoil gopme, HO MOXKET
OBITh HCNOJb30OBAHO [pH HEKOTOPLIX FeHEPAJIH30BAHHBIX
dopmax B nosuposke 10 0,7 va | x® noeepxuoctn Tesa.
Hexoropule asropnl (Frangois) moayuwiu sddextr ore-
YeHHS TJIMKOTeHO30B npenapataMu tHpeounnna. Oanako
NOJIOKHTEALHEIE PE3yJabTaThl OT TaKOTo JCYCHHH NOaAY-
ualoTcH He Beerfa. Y GOMbHLIX € BBIPAYKEHHBIM KeTO30M
M OT/IOHKEHHEM B NedYeHH KHPA PEKOMENAYRTCH HazHaye-,
HHE JHNOTPONMHLIX CpeacTB (JHMMOKaHHa, METHOHHHA).
[lpu auujo3e nokasaHo HaznauesHwe couut (ot 1 1o 4 e
B CyTKH). PentreHorepanusi neyen# B OTHEIABLHBIX Cay-
yasx flasajia NoNIOKHTEIbHEIH pesyabrar. [Tevedb yMenb-
wajach B pasmepax, yayuwajacda oOMeHn YriaeBoios H




Goablible naBany xopourne npubdaskn pocra (Frontali m
ap.). K comanennio, 1pyrHe apropsl He NOAY4HJIH OT
PENTrenoTepanuy Takux Xopommnx pesyabratos (J1. Pa-
YEeB ¢ COABT.).

# T
$#

B saxmioyenue npoBoauM KpaTkue cpeiedus o 60ab-
HOM C renaTo-peHajJbHBIM IVIHKOTeHO30M,

Bonewowt B, M, 4 ner 10 mec., noctrynus B wauuuky 19 smapra
1963 r. XajoObl Hd GRICTPYIO YTOM/IAEMOCTb, OABIUKY, NOBHINEHHbI
alnneTiT H yBeaHdeHHbl KHBOT. PoauTean H cectpa GoJbHoro, 3 e,
340poBEL Y MaTepH B NHepBOfl nOJ0BHHE OEpEeMEHHOCTH oTMedalics
ToKCcHKO3. BonbHoli B panieM gercrBe nepeHec KOJNT, PAXHT, [HIO-
Tpoguo, dHeMHIo n TYGepkyJes (nepBuuHnfi KoMmmaekc). Ypeanuenne
MHBOTA DOAMTENH 3AMETHAM Y MAJBUMKA B Bo3pacte OAHOMO Foja.
B 3-mernem Bo3apacre Ha JHne TOABHANHCE <«COCYAMCTHIE MAYYKM»,
[lpn ocmMoTpe B KJAHHHKE NOJYYEHH CAeYIOUlHe [aHHLIE: OTCTAJNDCTE
(ranyeckoro pasputhHa. Poer 90 cu (B Hopme 100 cm). Kpyraaa
rojosa, Kopotkaa wmes. Orpomubifi AuBoT (68 cx B OKpyxUOCTIH).
Ha amnne, gagodsx, cnibe H CAHIHCTOH pPTa — «COCYIHCTBIE MAYMIID,
Pacumpenuas peHozHaa cerb Ha rpyAn W xusore. [Toakomuo-mupo-
BOI CJAOH Pa3BHT YMEPeHHO, HecKoJapko H3OblTOMEeH ol Ha JHle o
TYJAOBHIE, uTO MpHAAeT GONBHOMY <KYKOABHLI® Bup. Mutureqnsi
TOHyC SHAYNTENBHO CHH:KeH. [paHHNel cepana HOPMAjbHE!, TOHL
caerka npuraymenw. Hlymos wer. Jlerkme B npenenax nopmm. Yne-
no puxannl yseanueno, 36—38 B 1 mun. Ilyase 100 8 1 mun yno-
BASTBOPUTEALHOID Hanoanedns, [Tevens naorHas, raagkasd, GeaGonea-
Heniag, aHaunTeasuo yoeauwdena, Hukuud xpafi ee cuyckaercs B
Manpil Tas, Cegesenka Mirkas, npoulynuiBaercs Ha 3 oM HiKe pe-
Gepuolt ayrn. CaMouyBCTBHE YIOBJAETBOPHTENBHOE] MAJBUHK MOABH-
wer, no Ooierpo yeraer. Amnernr nosuumled. [Menxuueckoe paasutne
COOTBETCTBYET BodpacTy. (PHIHOJOTHUECKHE OTNP4BJIEHHA B HOpMe.

Honoauurenphue n padopatopHsie Heeaedopanns, Kpopanoe
nasnenne 90/60 mm pr. cr. Tlpr MOPQOJSOTHUECKHX HCCASTOBAHHAX
KpoBu obHapymeHa JefikoneHud, JHMpountos, yckopenHan PO3
(32—55 Mafu) M HesHauHTEJLHAR aHeMHA. B ModYe OTMeYaNHCL Anb-
Gymunypusi — no  1,65%, UHAHHAPL TrHANHHOBHE B 3epHHCTHE
o0 7 B HOJE 3peHHs, KPHCTAAJL MOMEBOH KHCI0TH B G0JBLIOM
KOJHYECTBE BO BCeX HCCJENOBAHMAX, ¥ B HEKOTOPHWX ananusax
smoun Owy oOuapysen aueron. Ilpoba 3Sumnuiikoro 6Ges ocoben-
nocrefi, Ocratounwft aszor B kposu Hopmanen. O6mnii Gesor n
ATLOYMHAHO-rA00YTHHOBKIA HHAEKE HOpMadbHel KoauwecTso xomecte-
puaa B kpoBd 396 me¥. Tloxasarens screpuduKauny — cHHMKEH.
Jlumuas Kposd ysesnuennl — 986 x2%. Aabgosnasa cuiBOpoTKE Kpo-
" BH, NHPOBHHOTPAXHAS K ILMABejesoyKcycHas TpancaMHUashi SHaum-
TeJbHO yBeausens (B 5—12 paa no cpasuennwo ¢ nopmoit). Peakuun
Tarara — Apa, Beartmana » tnmosiosas npofia — naTolornieckue,
Crepru/Baouas cucreMa KpOBH B HDedenaxX HopMbL. PeHTrenockomnusn
Nerguy 1 PeHTreHorpaMMul KOCTel POJdeHH H npeanteubs Ges naro-
sorwvecknx wamenewnfi. Caxapaga Kpupas ¢ ABykpaTHoll uarpyas-

b2




Kofl rmokoaofi mokasama caenyiowiee: Hatouak — 90 me%, uepes
30 mun— 110 m2%, uepea 60 mun— 120m2%, wepes 90 sun —
136 me%, wepea 120 mun — 90me%, uepes 150 mun — B8 m2%. Ca-
NapHas KPHBAA NOCAE NOAKOMHONO BBEIGHHS PACTBOpa dApeHaniHa:
saromak — 66 me%, uepes 40 mun — 63 we%, uepes 60 Mum—
67 me%. CamouypcTsHe OOMBHOTO YXYALWIMJAOCH H gajee GONLHOM He
ncenefiopadies. CaxapHast KpHBas (0CJde NOAKOMHOrO BBefeHHS
4 epunun wHeysuna: Haromaxk — 74 m2%, wepes 30 mun — 54 me%,
uepea 60 mun — 44 nm2%, vepes 90 mun — 36 m2%, uepea 120 mun —
35 me%, uepes 150 mun —45 m2%. CamouyBcTBhne GonbHoro OpH
3TOM HCCME/IOBAHHA TOME YXYAUIHJOCh. ¥poBeHb €axapa B Kposd B
TeueHHe aHAa: B 9 «—74 me%, B 11 «— 195 J{aau. B 14 4—
120 me% uw B 15 0 — 127 me%. Oxpacka maska KpoBH HA TAUKOreH
(mo Xoukucy) BLISBHAA DOBHILIEHHOE COJEpIKaHie TIAHKOreHa B8
KJETKAX KDOBH.

[pn aaextpoxapanorpaduy oOHAPYIKEHBl: CHHYCOBAS TaxHKap-
LHA, CHIMKENAE BOALTAMER H HEKOTOPOE saMelJeHue ATPHO-BEHTPH-
Kyaspuolt npoBoanMocth (PQ = 0,19").

B gamnuke srepBubie GBI YCTAHOBJAGH AHATHO3 TreNaTo-penasib-
nofl dopubl FaukorenHol Goseami I1pn orpadnveHHs NHTAHKHA GOb-
HON CTAHOBHJCH BAJABIM, TOTJHBBIM, YCHANBAJACH OJIBIIKA, TOABJIA-
JNCh 3aMax aLEeTOHa W3 pra H psota, Jlevenwe GOJILHOTO JIMOOTPOI-
HbIMIL CPEACTBAMH, MOJHBHTAMHAAME H G0/ee 4acTeIMH KOPMJIEHHSMH
HE OKa3a/10 CYMECTBEHHOTO B/HAHHA Ha TeuyeHHe raukorenucii 06o-
JiesHi.

TIanaxrozemusn

IMepsoe nabmnwgenne 3toro 3aboneBauHs NpHHAILIE~
wur Reuss (1908). Cemelinan dQopma ralakTo3eMHH
puepeuie onucana B 1917 r. Mo panemm B. II. Bpara-
HOBa ¢ coaBr.,, A0 1957 r. onucano 105 GoJbLHBIX ranax-
TO3EMHEH.

Kaunudeckan xapruna. TanakTo3eMHsi B THIHUHBIX
¢jydasx BO3HHKAET ¢ MepBOfl HELeIH KH3HH, 0ObIMHO Ye-
pe3 HeckKOJbKD ,[],HE]I"[ [ocjie BCKApMJHBAHHA MOJOKOM,
Paubie Bcero nosipasiorcsl KeaygouHO-KHILEUHEIE pac-
CTPOiiCTBA B BHIE aHOPEKCHH, PBOTHI H MOHOCA, KOTOPHIE
He MoAA4I0TCA COOTBETCTRyIOULeMYy Jedenuio. [leuens
VBeNHUUBAETCH M JOCTHTAaeT HHOrZA YPOBHS NyNKa
(puc. 4). Bcxope RKOHCHCTEHUHNS [HEYEHM CTAHOBUTCH
IJIOTHOH W pasBUBAETCA HACTOAIME UMPPO3. YpeauHuu-
BaeTcs Take H ceneseHka. B panpneiimem pasBuBaercs
ACIHT, OTEK HHKHHX KOHEYHOCTEll M KO/JaTepajbHOe
KpPOBOOOpallleHne. YXVAINATeH pesyabTaTel  (QYHKIHO-
HaabaLIX npob neuwend. K 4—10-my anio wapacraer xe.-
TyXa, KOTOPas ACPKHTCA B TEYCHHE HECKOJbKHX HEeb,
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Benencrsne saMelLIeHHs CBEPTLIBANHS KPOBH NOABALIOT-
CA KPOBOWIMAHHA H4 KOMKe H CIAHSHCTHIX 000J0UKaX,
OGmee cocrosune yxymmaercs, Kak npasuao, passu-
BaeTcs OTCTAN0CTL (uanyeckoro passurtha. Bec tpex-
AATEMECAUHOr0 pebenka paBeH Becy HOBOPOMARHHOrO,
Co cTOpoHL! LUEHTPa/NbHOH HEPBHOH CHCTEMBI OTMEUAETCs!
o0man 3aTOPMONEHHOCTS,
noxonamas MHOTAA D KO-
Mmaroanoro cocroaunsi. Ha-
OII0AAeTCA  3HAUHTEALHAS
FHIOTONKA, CHUKEHB CYXO-
mudbHbie pedutexcel. Ecau
HE NPOBOAKTCH COOTBET-
CTByIOUIEE JedeHHe, Ha 4—
T-fi Hejene BOZHHKAET Ka-
T4paKkTa, KOTOpas IOYTH
Beerna OblBaer [BYCTOPOH-
neii. Tpn aerxux ¢opmax
nopa)kaercs TOABKO Kall-
cyaa u ofpasyerca nna-
CTHHUATAA WAH YacTHunan
Karapakra ¢ BO3MOMKHLIM
obpartuam paszsurnem, Tlpu
Gonee TEenbx Qopmax,
KOTfia 3aTpodyT HeHTp Xpy-
cranuka, rpedyerest Xupyp-
[HYECKOE BMeEIaTenbeTso;
OAHAKO 3TO DuBaerT penxo.
B kpoBm ormeuaerca runo-
I HOPMOXpOMHaf ane-
MHS, KOTOpas He BABNCHT
OT TMOBLIUEHHOTO FeMOAKH3A
Pac. 4. Veeawuewie fneuel¥  s5puTPOIHTOB.
BRI R Huarnocruxa sabonesd-
HHA OCHOBAHA Ha KJIRHUYE-
CKUX AAHHBIX W OGHAPYMKEHHH [AJAKTO3YPHH, aibOyMH-
HYDHH M I'HIepaMHHOaLHAY DU,

ITonnoe HekaOUeHHe ralakToO3bl H3 MHTAHHS KOpe-
HEIM 00pasoM Wameusier Teuenne Ooaesnu. Bwicrpo me-
4€3a10T paccTpoiicTBa lHLIeBapenus, HapacTaeT BecoBas
KpHBAasg, Vayymaerca ofuiee COCTOMHUE, HCYE3AI0T Maslak-
T03ypusA, aALOYMHHYPHS i THURepamunoaunnypus. Pymk-
LS IeYeHH YJYullaeTcs Yepes HEeCKoabKO Mecsdlles; Aa-
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Ke LHHPPOTHUECKHE H3MEHEHHH B IEYCHH MOI'YT HHOTA
nperepnesath o6patruoe passurue, flopakeHue rias npo-
xoaaT Goree mepsenHo. I1pH 4acTHYHOH Karapakre HHO-
rla BOCCTANABAMBAETCA TPO3PavHOCTh  XPyCTaluka, a
NpH HeNTpalpHOl KaTapaxTe NOpaMeHnHe Xpycraanka
aepxures crofiko. [Topameuus HepBHOH CHCTEMBl TAKKe
MEAJeHHo mpereplenalor obparHoe paspHtHe. I'asakTo-
3eMHs He BCerja NAeT TaKylo TsuKeayio kaptuny. Ilpu
cpeiHeTs KeBIX  (hopMax paccTpodcTBa NuIeBAapEHNA
nocaT Gonee Jerkuil xapakrep H (QH3IHYECKOe Da3BUTHE
ne cTosh 3ameaneno. C pospacToM, KOrja JnHTande cra-
HOBHTCA Dosiee paznoobpasHmiM, obIlee cocrosHue HoJb-
HEIX YAVYINAETCA, OAHAKO pa3BHBINECs yMCTReHHafi OT-
CTAnoCTh, KATAPAKTA # UUPPO3 nedenu pepmarcs O3
uzmeHeHnil. Ecin B 370 BpeMs MPOXOART aAbGyMUHYDHR
H THNepaMHHOALHIYDPHA, NPABHJALHLIH AHATHOZ MOXHO
VCTAHOBHTEL TOJBKO Ha OCHOBAHMH YMCTBEHHON OTCTANO-
CTH, KaTapakTsl H IHPPO3a INEYCHH, KOTOPLIE Pa3BHANCD
y GOJMLHOTO ¢ paHHero KeTcTna.

Omycana einie Goaee crepras (opma ranakToseMuu.
Durand u Semach naGaionanu aByx GpaThes, y KOTOPHIX
bulna obuapyikena xartapakra b 4 roga u B 7 Jer. Ilpn
xpomatorparuuecKoM HCCAEAOBAHKE MOYH HaliieHa ra-
NaKToRa, 4 NPH HATpYIKE ranaxrtozofl y GoxbHBIX O0Kasa-
Jach MOHHMKEHHAA K Hell ToJepaHTHOCTL. ¥ 3THX HZeTeH
(husuueckoe ® yYMCTBEHHOE Pa3BUTHE GHIJID HOPMAIbHLIM,
OTCYTCTBOBAJIO YBEIHYEHHE HEUEHHA H CeJC3eHKH, He GbLIO
aabObyMAHYPHH H rHnepamuHoanuaypun. Ha nepsom ro-
LY KHU3HH Yy 000HX DOMBHRIX He OTMEUAJOCh KEITYXH I
paccTpolcT NNiieBapeHHs.

JaGoparopusie uccaedoganus. FanaxT1o2ypusa.
Tax kak caxapupll guaber Ha nEPBOM COAY KH3HH
Berpevaeres peiKko, oOHAPYKEHHE B MOYE BOCCTAHORJEH-
HOTO caxapa y [llerell panHero Bo3pacra MOXKeT YKasbi-
Barb Ha najuuue ranaxrosemun. ILas yTouneHus nposo-
JIATCH JONONHATENBHEE QUINKO-XUMHULCKHES, XUMHIECKHE
HIM XpoMaTorpapuueckue necrenopannsg na Gymare, [a-
JNaxTO3yPHA 3aBHCHT OT radakrosemuu. [anaxrosa Obi-
CTPO NOABAAETCH B MO4Ye y COJMBHLIX MOC/AE NpHEMa ¢ [H-
[elf MoJoKa M HMcuesaeT H3 MOWH uepes 24 4 mocsde no-
cleiHero rpuemMa 3Toro npoaykra. [anaxrosypus HH-
Korjla He CONPOBOMKAAETCH KETOHYPHEH.



Anpb6yMHHYpPHSA TNOCTOAHHO 00HAPYKHBAETCH Y
GOJIEHLIX JeTel, BCKapMJHBaeMEIX MOJOKOM. B npoTHBo-
IIOJTOXKHOCTh TAJaKTO3YpHH, annbyMHHYPHH HCUe3aer He
cpasy M AepiKHUTCS B TedeHHe 5—O6 auefl nocie HCK/loue-
HHH MOJOKa H3 MHIIH.

'inepaMHHoOaUHAYypHA Owja YCTaHOBIEHA
npu raxaxkrtozemun B 1952 r. Holzel ¢ coasr. I'unepamu-
HOAUUAYPHS NpH 3ToM 33aboNeBaHMH OTJHYAETCH OT Ta-
KOBOW NpH uuctHHoze # cunapoMe ne Tonu-IleGpe-Pan-
kouu. I1pn ranakrosemMun BLIAEJAAIOTCA B OCHOBHOM aMH-
HOKHCJIOTH ¢ HH3KHM MOJEKYSipHBIM BecoMm (riHLHH, ce-
pHH, TPEOHHH H ajaauuH). IyTraMun, padun, JeHIHH H
THPO3HH TOXKE YBeAWuMBaloTCH B Moue OOAbHLIX, HO HE
B Tako#l BuipaxeHHoi crenenu. Kpome Toro, MoxHo 06-
HapyKHTh B HEGOJBIINX KOJHYECTBAX IHCTEHHOBYIO KHC-
jdory, (heHHaasaHHH ¥ B-aMHHOM30OYTHPOBYI0 KHCJAOTY.
Y pasppix GOJBHEIX MOLYT OTMEYAThCS HEKOTOpBIE pas-
Jauudsg B Boitesennn  amunokuciaor. Bickel w Thursby-
Pelham oBuapyxuiu y OONbHHIX BhijlelleHHe acnaparu-
ILOBOIT H IVIIOTAMHHOBOH KHCJAOT H YMeHblIeHue raloTaMi-
na, OJIHAKO TaKOe pasinude, N0 MHEHHIO JAPYFHX dBTOPOB
(Cusworth ¢ coast,), 3aBHCHT OT YCJAOBHH XpaHeHnus
moun, ITpu oTeyTcTBuM TalakTo3bl B NMUIIE GOJBHLIX Bhi-
jlejedine ¢ MOYOH aMHHOKHCJAOT HopMmaabho. Ecan ke
6oJbHON MOJYUaeT MOJOKO, AMHHOAUHAYPHA YBeJIHYH-
Baercs H NOABASETCH aNbOYMUHYPHs. DTH H3MEHEHHS B
MOue HacTynaiorT uepea 5—6 aHell mocae npHemMa MO-
noKa. Buinenenue ¢ mouol o-aMHHHOTO a30Ta TOMKE MO-
crenesno ypesnnuusaercs. Mexniouenne w3 numgd ranax-
TO3bl BeJeT K MOCTeneHHOMY YMEHbINeHHIO aMHHOALHIY-
pPHH 1 HCYE3HOBEHHIO ee K 7-My JHIO.

TunepaMuHOAaNHAYPHA MOMET CHAYXKUTh NOKA3aTENEM
napymenus pexuma nutanus (Holzel ¢ coasr.). Hsia
¢ coTp. OOHApYXKHIH HOPMAJBHOE COJEPHKAHHE AMMHO-
KHCJOT B KpPOBH npu ranakrtozemun, a Bickel, Turshy-
Pelham n Berger, nanporus, o6uapy:Kuau narojoruaye-
CKOe X MOBLIIeHHe B KPoBH. [10-BHAMMOMY, aMHHOAIIH-
oypHsi HMeer nodeuHoe mnpoucxoxaenne (Komrower,
1958). B nosbay sroro Npeanonoxenus roBopuT pasHbiit
BHI XpOMOTOTpaMM NpH TajJakTo3eMud W npH zabojesa-
HuAX nedenH. [IpH mopa’keHHH MEYEHH BCerga yBeJHYH-
BAa€TCS B KPOBH KOJHYECTBO UHCTHHA, TaypuHa, f-aMHH-
HO-H300YTHPOBOH KHCAOTHI, METHATHCTHANHE, 3TaHOA-




amuna u mMetnonnita (Dent u Walshe). [Ipeanonaraeres,
4TO B HEKOTOPLIX CAyvasx (pH NOpaKeHHsX NMEYEHH mo-
AIBJIAETCS AMHHOALMLYPHSL.

Y G0JabHLIX rajakrozeMHeH Ha MOJOYHOM BCKapMIH-
BaHHH HIEJOUHLI] pe3eps NoOBLILIeH U HabaOJZaeTcd ru-
nornukemusi. Tlpu auere, He codepxanieii raJaakTosbl,
OoH4 B KPOBH GobHbIX He oOHapy:usaercs. Eciu ke B
[WTAHNE BKJIIOYAETCA MOJOKO, YPOBEHL TallakTo3bl B
KPOBH 3HAUHTEJILHO MOBLILIAETCS H JOCTHraer uepes 24 «
3HAYMTEIbHON BeJHYHHLL Yepes HECKOJbKO [HEl ypo-
BEHb rajaxrtossl noebiuaercs go | e #a 1000. Ecau B
JanbHefuIeM MOJIOKO HCKJIOUaercs M3 [HTaHHs, rajak-
TO3a ObICTPO Heuezaer H3 miaasMbl kKposH. [locae narpys-
KM rasaxrtosoii (1,75 2 na | k2 Beca) ypoBeHb €€ B Kpo-
s uepes 90 mun pocturaer ot 1,5 a0 3 2 na 1000. 3a-
TEM YpPOBEHL TalaKToshl MeLJeHHD CHHIKAETCH H uepes
7—9 4 pnocruraer ucxogHoi Beanunnsl. [Ipu runepranak-
TO3eMIH Bcerja naGalopaercs radakrosypusa. Obuiee ko-
JHUYECTBO T'ajlaKTo3bl, BBEIEHHOE B JKENYA0K, HE Tepexo-
IHT NOJAHOCTLI0 B Mouy. To ke pabiwojiaercsi H NPH MO-
JIOYHOM BCKapMJHBaHHM O0JALHOTO. DTH AaHHBIE YKasbl-
BAlOT Ha 4acTHUHYl0 OJ0Kaly MeraboJn3Ma rajakrosbl
npu ranaxrosemuu. Harpyska ¢ rasakrosofl BO3aMoxKHa
TOJBKO MPH HeBhIpaMKeHHLIX GopMax GOJe3HH HIH B Cily-
uasix HeobXoauMocTH AH((epeHIHANIbHON THATHOCTUKH
MEXIY rajJaxroseMueil H BPOKIEHHLIM HHPPO3OM Iie-
uen. [IpH Boipa)KkeHHbIX popMax ralakTo3eMHH Harpys-
Ka rajJakro3oil MoxKeT OhITh ONACHOH BCJIEACTBHE 3HAYH-
TEJABHOrO TMOHHIKEHHS Kaaus, [II0OKo3wl H dochatos B
njiasme KposH. [HINOMIMKEMHS KIMHMYECKH BblpaiKaercd
B GJ€IHOCTH, HOTIHBOCTH H O/BILIKE,

Harpyska raokosoff NpH raiakTo3eMHH JaeT HoOp-
MAaJbHBIE CaxdapHbIE KPHBHIE,

Ypopeus GuIHPYOHHA B KPOBH OOJNBHEIX 3aBHCHT OT
MHTEHCHBHOCTH  ZKEITYXH; OfHAKO (YHKIHOHAMBILIE
npobbl  IeueHH OObLIMHO JaloT HeboJblIHe H3MeHeHHd
paxme y GOAbHBIX ¢ UHppozoM medeHH. B manbHeiiniem
MOMET OTM€uaThesl rHnonporpoMOunemus. Ecanm B nue-
Te OGOJbLHBIX HE COACPIKHTCA  MOJIOKA, pPe3yAnTaThl
(hYHKIHOHAJBHBIX TpO6 [EUYeHH CTAHOBATCA HOPMAJb-
HBIMH,

[Tpu ranakroseMHH MOXET Pa3BHTLCA ¥ AUKAO3; NpPH
9TOM MOBBLILACTCH KOJNMYECTBO XJ0pa # HECKOIbKO rmo-
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HHMaeTes cofepaande Kanust B kponu. Moua crato-
BATCH 1E10UNoi,

flaroceres. ['anaxrosemiin BbiapisaerTes  GuoKauoi
MeraboansmMa, B [polecce KOTOPOro TATaKTosa AoJKid
LEPEATH B TJAIOKO3Y. DTOT MEPEX0A OCYUIECTBASIETCS B
HECKOILKO 3TAN0B,

MeraGonusm rasnaktoss. Ha nepsom srane
ranaxrosa, Oiaaronaps KaraJHTHUECKOMY JEHCTBHIO ra-
JAKTOKKHASH, B [IPHCYTCTBHM  afenoanuTpudochopioil
kueqoret (AT®) nepexoaur 8 ranakrosa-l-gocdar u
anenosunanpocpopnyio kucaory (AJd),

radaKToKipaza

|
9) T'anakroda + AT —————> raﬂjﬁrgaa-l-tboclj)a:r +
4 .

Haree ranakrosza-l-docdar csuspiBaetes ¢o cneundu-
YeCKHM  HyKJeoTHAOM  (ypHAHH-AMochOraoKos30il) u
obpasyer ypuanH-aH$pochoraaakTosy, npuyeMm ocpoboXK-
naercst rawokosa-l-pochar. 14 peaAKUNA  HPOHCKOUHT
opH  BOgneNCcTBHH rajaxrosa-l-pocar-ypuanarpancde-
pasul.

Tanakroaa-
l-dhocdar-

ypeana-
Tpancgepasa

2} Tanaxtosa-1-gochat - ypuasn-nubocharrioroia v >
—> ypiuann-pihochoranakrosa -+ riokoda-L-houhar;

3a7eM NPOHCXOMMT H3OMEPH3AUMS IHAPOKCHABHOU rpyu-
Tibl, CBASAHHON € YeTREPTLIM VIVIEPOAOM CadaKTosul. dTa
HHBEPCHA OCYHIECTBAAETCH SHIUMOM, KOTODHIH HAa3bl:
paerca: Audochoranakrosa-4-snumMepasa.

anoehorararTosa-4-snnvepasa

3

¥

3) Vpagun-audocdoraaaxroza
—» ypuaun-gudachoraokasa,

Ypuaun-audocdorniokosa neobxonuma mia merado-
JH3MA AJaKTO3bl, OHA MOMET 00pas’oBaTLesi H3 YPHIAHH-
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Lpoehara w o rmokoss--hoedara noj BAHARUEM SHIUMA
V- anpocporiiiokozonypodocgopnaass,

ypraan-gudochorao- J
KO30UHpohocho puiiasa

v

>

1) ¥ pnanu-3-goedar 4 raoxosa-1-docdar
<= YpuAHH-AHGOCHONIIOK03a -+ nupohocdar.

Meeaenonanus Kalckar ¢ corp. nokaszang, uto npu
FIJAKTO3EMHH HMEETCS Hej0CTaTOUHAS dKTHBHOCTh 3H-
anma:  raaaxtosa-l-gocdar-ypuaua-rpancdepass. He-
AOCTATOUHAS AKTHBHOCTH radaktosa-l-ochar-ypuana-
rpanceepass MoMKeT OblTb AHATHOCTHPOBAHA OYeHL pa-
110; oflHcaHA HEJO0CTATOYHAH aKTHBHOCTL 3TOr0 3IH3HMA
i KPOBM, B3siTOl H3 NYNOBHHBI HOBOPOXKJAEHHOro pebeH-
ka, 6par xoroporo Gpw1 Goden rajsakroseMHeil. Y 3M0-
POBBIX JAeTell KPOBh M3 NYINORHHBI 0OJajgaer SHAYHTEdb-
iiofl aKTHBHOCTBIO 3TOTO 3n3uMa. B nevenn GoabHbIX ra-
JAKTO3EMHEH TaKMKe OTMEeuYaercd HeaocTaTOK aKTHBHO-
¢crH ragaxrosa-l-gocar-ypuana-rpauncdepazn.  Ilpu
raJakTO3EMEH  yCBauBaercs JaHmb 2—3Y% ranaxTosb,
upansitofi ¢ nuuiei. Cama ranakrosa He obaajaer ToK-
cuueckuM jpeltersueM. [To-BuauMOMY, TOKCHUECKHE $IB-
JIEHHA BHI3LIBAIOT H3OLITOK B KPOBH H BHYTPEMHUX oOpra-
Hax ranakrosa-l-ochara, KoTopeli B HOpME Mepexo-
AMT B ToKo3a-G-ocdar u rauxkoren. Karapakra y
GoAbHEX O0BLACHACTCA OTJIOKEHHEM B Xpycraauke raas
rajgakrosa-l-ocdara,

FumorgukeMust Opd rajgakrozeMuil HAcTyrnaer BCaei-
crBHEe peaeKTopHOTO YBENWUERUS HHCYIHHA B KDORH,
KOTOPLIH CHHMAET VPOBeHb INIOKO3LI H He B/AMAET Ha
VpoBeUb rajakTosn. [UoepaMuROAUNAYPHA, BEPOATHO,
3aBUCHT OT HAPYUIEHWHA Noueunol peabcopbunn aMHHO-
KHCIOT B KaHAJbLAX.

Bamuoe 3HaueHHe UMEET CHHIKEHME NOraouieHus
kucaopoaa spurponuramu Ha 20-—30% Bseaencrpre Ha-
KOIVIGHHST B HEX raJjgakro3a-l-docdara. 3acayikupaer
BHUMAHUS, UTO HapylieHue MeTalonHsMa ralaKro3sl
HHYEM He NpOABJAMercs, ec/ay B [UIIe JeTeHl OTCYTCTByer
ranaxrosa. OCHOBHBIM HCTOUHHKOM Tajaktossl y AeTel
SBASETCH NAKTO3a MOJOKA, KOTOPAd NpH KHUIEYHOM he-
' pepapHBanHH pasiaraercd Ha IVIOKO3Y H radaKiosy.




Orcranocts yMCTBEHHOTO PasBHUTHA, BO3IMOXKHO, CBS3aHa
¢ XPOHHYECKOM IHIOrIHKeMHeH U THnoKcHeil.

ITaroaozoanaromuneckue usmerenus. Ha BekpoiTHH
00HAPYKHBAETCA VBEIHYEHHAfd I[leyeHb ¢ HEPOBHON I0-
BEPXHOCTbIO TAKAs JKE, KaK MPH arpopHUECKOM UHPpPO3IeE.
Ormeyaercss (puOpos u KupoBasi MHOUABTPAUHA BOKPYT
JojeK H nepunoprajibHo. Muorza maGuonaercs Haxom-
JIeHHEe B KJEeTKaX I[VIHKOoreHa. Xapakrep [opaKeHud re-
YeHH Jaike B palHHX CTaZHfX PA3BHTHS [ATOJNOIHYECKO-
ro npomecca Moxer ObITh AHATHOCTHPOBAH NPH NYHK-
LHOHHOH GHOICHH.

HexkoTopuie uaMenenust ormeuanores W B noukax. Ka-
HaJblbl NATONOCHUECKH paclIHpeHbl, SUHTENHAbHBIE
kaetkn oredynsl. Holzel ¢ coasr. naGawonann ruainHos
B AHCTAJBLHLIX OTAedax KaHanabnes. Ha cpesax moasra
MMeeTcsl NMepHBACKyJsipHbIH oTek. B raasax moxHO 006-
HAPYXXUTb JABYCTOPOWHIOIO Kartapaxty. Takue e nopa-
JKEHHA Xpycradkka nabaiogalorTcs y SKCOepHMeHTalb-
HBIX JKHBOTHBIX NpPH Auere, GOraToil ranaktosoi.

Hacaedcrsennocrs. B ocnope 3afoneBanusl rajakro-
3eMHCH JIEHKHT BpOXKeHHOE Hapymenwe Merabonnama,
BC/IE/ICTBHE HENOCTATKA AKTHBHOCTH 3H3HMA rajakTosa-
l-dochar-ypunua-rpanceepass. BoabHbie poxaaoTces y
3lOPOBBIX POAMTEJEH, OIHAKO HHOTHA Y NMOCTeLHNX MOXK-
HO 06HAPYXHTb HeGoJbliHe HapyleHHsi MerTadonusma,
KOTOpble MPOSIBAAIOTCA B MNOHIMKEHHOH TOMepaHTHOCTH
NpH rajakTosHoli Harpyske. B mectu cembax, obenaeno-
Baunpix Holzel ¢ coaBr., sta anomanus Oniia ofHapy-
JKeHa y 00OHX poIHTENEH ABaXKIL H y OJHOTO M3 HHX
TpH pasa. B ogHoH H3 06CIeOBAHHBIX CeMeH DOAHTETH
oxasanuch ABOOpOAHHIMH GpaTtoM H cecrpoft. [lpeano-
Jgaraercsd, 4YTO TaTaKTO3€MHA PasBHBAETCA Y TOMO3HIO-
TOB, a MOHHXXEHHAs TOJNePAaHTHOCTb K rafakTose 0e3 KilH-
FHYECKUX NPOSIBICHAN — y TereposuroroB. B nporuso-
MOJOXHOCTE ITOMY NPENNOJ0KEHHIO HAXOMATCH JaHHbIE
Kalckar ¢ corp., KoTopsle He OOHApyMHJIH B PHUTPOIH-
TaX TeTePO3HIOTHLIX POAHTENCH CHHIKEHHA aKTHBHOCTH
3H3MMa raJjakrosa-l-pocdar-ypunua-rpancdepassl.

Hecomuennnlit nuTepec NpenCTaBAAIOT TeHETHUECKHE
nabmonenus naj Escherichia coli, cpean xoropeix nme-
JOTCA IITAMMBL &TaJlaKTO3aNoJOKHTeAbHEE?, 00/anaio-
1He CMOCOGHOCTLIO JIeTKO MEPEeBONHTHL ranakTo3y B TJio-
KO3y M WITaMMbl «rajlakro3aoTpHIlaTejsbHbie», YTPaTHB«




e sty cnocobHoerb. PaGoramu Morse, Lederberg u
[ederberg nmokasamo, 4TO Hapymeuwe merafonusma g
VX CIyuasix 34BHCHT OT MYTAlHH pas/iHuHbIX TIeHOB,
KOTOpBEIE TECHO CBSI3aHBI MEKJy €000 (Tak HazulBae-
Mule fncepaoandenn), XHMHUECKHE UCCIELOBAHHA 10-
WWOMHAN  PasfednTh 3TH  MyTasTol wa Ape OoJbline
rpynnsl. B neppoit rpynne MOXKHO OOHAPYXHThL JedHOuT
raJAKTOKHHA3E B HOPMATbHOE CcOfepiKaHHe OCTa/lbHLIX
snaumor. Bo propolt rpynne mMeercd CHHMKEHHE aKTHB-
NOCTH  Tajaxrosa-l-gochar-ypuana-tpanchepass, ne-
(pexr, analornyAbi 3H3UMONATHH Y OOABLHLIX TalakTose-
MHeH.

Jevenue. Enuncrsennniy 3pPpeKTHBHEIM METOIOM Je-
YCHHS TaJaKTO3EMHH #BAACTCH BCKAPMJIKHBAHHE O60.b-
HeIX NAmed Gez ranakrozs. [lpu stom GoanHOMY Ha3HA-
yarores GeNKoBble FHAPOJIM3ATLl, MY4YHLIe H3IeTHHA, Alila,
paCTl'ITe.f]hHh[ri Maprapl»m H caxap, 4 TaKkxe COJIH Kadb-
uug W Buramuupl. Ciaesyer OTMETHTb, UTO CHHMKEHHE ra-
JaKTO3Ll B Auere GosbHoro pebenka (a He OTMeHa eg)
He NPHBOJAAT K BLI3JIOPOBJEHUI0, DosesHb npoiomKaercs
B CKPLITOM BHIE€ H MEAJEHHO MPOTPeCcCHPYeT; 3TQ 0Co-
Genno oTHOCHTCA K nepebpanbubeiyv Hapymennam. [paxg-
THYECKOE TIPOBEICHNE YKA3aHHON JWeTHl  BCTpeyaer
HeKkoTOpHe TpyaHoeTH. IlpHMech HeGOMBIIMX KOJHYECTB
rajJaKTo3bl B THIAPOAHIATaX Oesika HIH B MYUYHBIX H3Je-
JIHAX MOJKeT BLI3BATb BpeldHble MOCHEACTBHS IS 310-
posbs Goabnoro ramsaxroszemueil. Coesas MyKa comep-
KUT Terpacaxapu/l CTaxuosy, KOTOPAas COCTOHT W3 ABYX
MOJEKYJ TIajaKkTo3bl H OXHOH MOJEKYAbl TJIIOKO3H H
tpykrossl. [Turanne perell Takoil MyKoi NpH ranaxKTose-
MHH TIPOTHBOTIOKA3aHO.

Holzel pexomennyer ansa oGHapyMeHHs HapyUICHHH
JIHeTh CHCTeMaTHYECKH NpPOBEPSiTh Y OOJBHBIX aJaKTo-
aeMHell aMHHOAIHLYPHIO.

Jleyenne nwetolt 6e3 rasakTo3bl JlaeT OTJHYHBIE pe-
ayaerarel. CuMnTomwm Gosiedny npoxopst. Yaydiaercs
dusnyeckoe passuTHe Aeteil. Kpome mmerHueckoro Je-
yeHHsl, HHOrJ1a [enaecoobpasno HAlRAUATH TPAHCHY3UY
KPOBH HJIM NJasMBbl.

Jlns noJvYeHHS XOPOWIHX PesyabTaTOB HEo6XOMNnMO
HAUUHATL JeueHHe Kak MoMHo paubie. [lo xanuum
Holzel ¢ corp., u3MeHeHHS cO CTOPOHH UEHTpaJbHO
HepBHOM cHCTeMBI He HAOMI04al0TCHA, eCaAH JeueHHe Ha-




uitaeress ¢ nepsbix anedt xusud. IlorpeGhocts B ra-
JlaKTO3€e onpejgenasercd TeM, UTO OHA BXOIHT B COCTaB
1epefpo3niloB; MeXKAy cOAepraHHEM B NHILle MOJOKA U
HaJH4HeM B MO3TY UepcOpPO3HIOB HMEeTcs Ornpenenet-
nast koppeasuua. OgHako B HacTosimee BpeMs MMEETCH
JOCTATOYHOE KOJHYECTBO AaHHLIX, YKA3bIBAIOLIHX HA BO3-
MOMKHOCTE 00pa3oBaHug ralakTosbl B HE0OXOIHMOM KO-
JHYECTBE H3 [JIIOKO3bl M0 BAHAHHEM 3H3MMA! YPHIHH-
nndocdoraoKo3L-4-anuMepassl.

[Tpu neneueHHLIX TAKEILX (popmax ObleTPO HACTy-
maer JeTaJbHblH HCXOA OT AaTpercHH, reMopparndecKux
ABJACHAN HAH OT MPHCOCAHHEHHS BTOPHUHON HHQeKIHU.

Pacemarpusas OTZaJiGHHbIH IPOrHO3 [OpPU raJaKTose-
MHH, cJaelyeT MOMHHTb, YTO V 3HAUHTEJbHOH dacTH Je-
Tell paspHBaercs crofikas neGHabHOCTL, DaaronpHsiTHoe
reuenne Habuawojaercs we Bcerna, CMepTh MOMXeT Ha-
CTYNUTL faxe BO ppemsi ponoB. Lockhart m Roboz cun-
TAWT, YTO MNOPaXKeHHe MAoAa MOKET HacTyNHTh BHYTPH-
yTpoOHO, TaK KaK Ta/nakrTo3a cBOGOAHO NPOXOANT uepes
njauenTapuelii Gapeep. Muorma meratbHblit HCXOA CBS-
34aH ¢ pa3BHTHEM Y OOJNBHBIX THOEPXJAOpPEMHH W THIIOKa-
JHEMHH.

g anaoeTpalui [PUBOAHM KpaTKie CcBeleHHs O
GoJIbHON  rafakTo3eMueil, KOHCYJILTHPOBAHHOI HaMH B
FOPOACKON GONLHHUILE.

Boabnan 0. WI, 1,4 mec., poansace B cpoK, AOHOMEHHON ¢
HOpMadbHLEIM BeCOM, B cembe umeercs ele a.ﬁOPOHhII"I CHIH 7 JeT.
Buin eue pelGenok, kotopuil ymep B Bogpacte 4 mec. or ¢ancTpodui
n mearyxqa». Poaurtenu cumtaor ceGi sgoposeimp. Lo nstoro aas
HH3IHKM neBpoyKa HYBCTBORAA cebn VAOBMETBOPHTEAbHO, HO 3aTeM
MOHU3HACH ANNeTHT, YXYIUTHIOCH obmee COCTOfSIHAE, NOABHJAHCE BSl-
JOCTh, aAHHAMHA, PBOTa B YCHJIMAACH HMeNATyxa. Jleuenue B poanome
AHTHONOTHKAME H FEMOTpEHCltIYSHﬂMH OKasaJoch ﬁeaycneumbm, H
nesoyxa Onsla nepepefiena B GOJbHHIY B Boapacre 12 nued ¢ gmar-
HogoM «cencHer, [Ipn ocmorpe otmedero GecrnokoicTBo, MKeaTo-ce- |
phifi OTTEHOK KOMHLIX NOKPOBOB, runotpodua (mortepsia B Bece
750,0), aHopeKcHs, SKCHKO3, IMIyXHe TOHLI CepiAua, yBeaHdeHHe [e-
ueHn W cenesenku na 8 es. mmotomus mbuon konednocrei. Hacaoe-
nae BTDPH'—!HOﬁ Illl[he[{lllil-l BLIPA3HJIOCE B MHOMCCTBEHHLIX aGeueccax
KOMKH, FHOIHOM MesoTHMnannTe u oMdannre, B kpopm nefikouuros,
neﬁ‘rpnﬁmmha €O CABUTOM BAEBO M TpomGountonenns. Buanpy6naa —
6,2 m2%, npamofi Guanpy6nn — 5,7 sx2%. AxtHBHOCTE MEpOBHHOrpAX-
Hoft TpamcamuHassl — 203 en., anbuonassl —37 en. B BoasHume y
pefenKa MOABHJMCL FeMOppArpuecKan Celllb HA KoMe, KpoBaBasg pBo-
T8 M AerTeobpasnbli criwir.m [Tposoaumas aHTHCENTHYECKAS Tepanus
Guna HesgpextisHod, Ha rpyasom BekapMaHBannu npoioskana
pa3BaBaTLCH .D.HCTPCI[:JH.H, [OABHJAOCE OTCTABanHEe MCHXOMOTOpPHOrQ




paapptng. B 1Y, mecaumom Bospacre Goabpofl Gpuia cnenapd J10-
dO0BHAas NYHKLHA, N B CHHHHOMO3FOBOH MUAKOCTH 0GHAapYKelno
O0ABIIoe KomruecTBo caxapa — 213 we%. B kposy ypopenn caxapa
0 9To Bpema Oui pasew 243 me%, B soue — 62 %. [onoaHuress-
WM LCCAeI0BARNSIME YCTAHORIEHO, 4T Yy Oo/ibHON HMeeTed rajak-
TOAYPHA, 4 He FIIOKO3YpHS.

Ha ocHoBannn xamHHMECKOR KapTHHE 1 ofHapymennda 00.b-
HIOr0 KOJMHYECTEA ranakToskl B Moue # B KPOEH NOCTEBJEH [AHarios
I OJAKTO3EMHH.

Tlocne yeranopnenns AWArHO3A HCKAIOMEND [PYANDE  MOADKO.
|lasnaueno BCKapMJHBAHNE MHHAAJLHLIM MOJOKOM, OPHIOTOBASANLIM
It4 KapoOTHHOBOR cMecn ¢ AoDapaenned TRopora. [Jlenouka 0XoTHO
cheaata o1y oMech. [Monomureasinni sgdert or NepeMeHnt AHETH
ckasanes oueHb Ouietpo. B reuenue Gammafiminx JHel ranakrosa
neueasa B moue, 4 K 10-My nHio caxap KpoBil CTad HOPMAdbHBIM.
PefeHor nauas xopoito (pHGABAATE B Bece, YMeHbLIMJHCH NeYeHb
I ceqeseHKd, o0Llee COCTOHHHE CTAJd0 BIOAHE YIOBJIECTBOPHTE/ILHBIM.
CenTHUECKHE HACJOEHHA TOMEe OLICTPO HpOLIH, M AesOdkd Oua
BLIHCANA T XOpPOWEM COCTOSIHHE B BOIpACTE TpeX Mecsien.

["aprouansn
(Gonesnn ['ypaep)

Brepsuie 06 3TOoM 3abodaesanun coofmua 3 1907 r.
Berkhan. Tlosanee, 8 1917 r., Hunter nozpobuo omucad
KOCTHbIE H3MeHeHHs1 npy raprouausme, B 1919 r. Gertruda
Hurler moxasaaa, uTo Hapsily ¢ KOCTHEIMHA M3MEHEHHAMI
y GOABHLIX HMEIOTCA NCHUXHYECKas OTCTaf0CTh H TOMYTHE-
HHE DOTOBHILbL

B nanpueiimiem s3t1a Gosesyn Oblla onicapa Bo MHO-
rHX CTpaHax [0/ pasiHYHbLIMH HassaHusiMu. B MupoBoi
auTeparype onucaho okoao 300 GOALHBIX APTOHINIMOM.
3aboneBanne nopaxaer 00a 0oda, HOo Hame GoJewT
MaJdb4YHKH.

Kaunuveckan rapruna. OBpYHO NeTH HpHOGperaior
xapakTepunlil a1 3TOr0 3afone€BanHMsl BHI B BO3pACTE
1—2 qer. UepThl Juna CTaHOBATCH rPYOBIMH, J06 BEIOVE-
JbI#, HaaOPOBHbIE AYTH YTO/LIEHb], HOC YIIOLEH, Y KOPHH
MIHPOKHE, HO3APH 8USIOT. [V1asa MAPOKO MOCTABJICHE], Bbi-
nykasie. ['yObl yToduwiensl, s3biK YBeduuen B pa3mepax,
cKAAQuaTHIH, 3yObl MENKHe, M034HO npopesaiotes, Orera-
JOCTh (PH3HUYECKOTO pPaSBHTHS MOMKET AOXOAHTH 10 Ha-
uuama. Ules Toncras, Koporkas. Kuounnsl Belctynaior.
I'pyanas kaerka ygopoueHna. Kudoa B unmkuerpyanoil win
nosicknunoft odjacrax. JKusor Goaviioii, nymounas, a
HHOr/a M naxosas rpeiku. [JeueHb u cenesenxa ymedn-
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uennl. Hepenko cenesenka ypeauuena B OOIbIIEH CT6-
ey, yem neyerb. C BOZPACTOM TieueHb ¥ CEJNe3EHKA YBE-
JAuyuBarTcs Bee Ooabule M Oogblue, PykH KODOTKHE il
TOJICTBIE; MAJBLBl OJIYCOTHYTBI H MOJHOCTHIO HE PaCHpsiM-.
asiores. Horu rakske koporkne. OObIMHO HMEETCS 1BYCTO-
ponnuii genu valgum, XapaxTepHa NoXoAKa 3THX OOJb-
HbIX: OHH XOIAT, HAKJIOHUBUIMCH BIEpPe/l, C COTHYTLIMH KO-
JIEHAIMH M OTBeJCHHLIMH B CTOpoHY Oeapamiu. JIpuKenna
B cycrapax uvacro OblBalT orpannuyentl. OdranabMonoru-
YECKHI OCMOTP 00HAPYKHBACT TOMYTHEHHE POIOBHULI, KO-
Topoe Berpevaercst y 70% Goabubix. OBLIUHO OHO ABYCTO-
pOHHEe H pacrnojaraercss B MyGOKHX CI10SX POrOBHILLL,
ITpn ucenenopanny UeneBoil AaMmoil MOKHO 0GHAPYKHTD
OOoJbIIIOE KOJIMYECTBO CEePbiX WJIM JKeATO-CephiX Touek,
NPHUEM, CTPYKTYpa XpycTaniuKa ne uaMessiercs. Brnepsuie
H3MeneHHs porosoi 0GOJOUKH CTAHOBATCH B34METHBIMH Y
GoanbHbIX B BospacTe |—3 Jier, 3peHue nocTeneHHo yxyi-
H1aercst, BMOTEL A0 HOJHOH CIeNOTH. ¥ HEKOTOPLIX GO/b-
HBIX OTMEUaeTcs TaKiKe yBeJHYeHHe pasMeposn poronuilbl,
Bryrpuriiassoe gapieHne H IiasHoe QHO OCTAIOTCHA BCeraa
HopMmaabhbiMu, ClyX Takxe 49acTo HapyleH, BHIHMO,
BC/AE/ICTBHE aHKHA03a coueHenuil Kocrouek Oapabaunoi
NOJOCTH, HO, BO3MOKHO, UTO HMeEeTCst i NopazkeHle BHYT-
penrero yxa, I'pauiibl cepiaua MoryT ObiTh pacIIHpeHLI
BOPABo U BJAEBO. AYCKY/ALTaTHBHO HHOIZA CABIIEH CHETO-
JIMURCKHH 10YyM BesiefcTBHe cnelnduueckoil pedopmannu
MHTPAJbHOrO Kiaanana. B Jierkux oTkaonenuil or HopMul
He obHapyxuBaercs. Mamenenuss Koxu OTaHIAI0TCH pas-
HooOpaszueM, HAGMIOAAIOTCH Y3eNKH, YTOAUEHHS KOMH A
BUTHAKTO., OOLIYHO OTMEHaloTcs HApYIUEHHS CO CTOPOHLI
UEHTPAABLHEON HepBHOH creremul. HauGonee uacro umeerca
rugpouedanus; ofHaKo HMHOTAAa oHa ¢1abo BhpaxeHa #
s ee BbigBJeHHsT HeoOxomuma sunedaaorpadusa, mpu
KOTCPOH OOHAPYKUBAIOTCS PACHIMPEHHBIE KEJAVA0YKH,
Kpome Toro, y GosbHBIX 4acTo HabJAI0Aal0T MATOJOrHYEH
CKie 3jekTposHuedanorpaMmbl. B teuenue 3abosnepanund
HHOrja MOryr BO3HHKATH KJOHHUECKHE CYA0pori. 0TCT3~
JOCTEL MCHXOMOTOPHOTO Pa3BHTHSA BbIpAXKeHA B PA3JAHYHON
crenenn. B nepsbie Mecsillbl ICHXHYECKOE PA3BHTHE B OC-
HOBHOM KajKeTcsi HOPMaJbHbIM, HO B JQaJbHefillleM Nposs-
JIETCS OTCTAAO0CTh MCHXOMOTOPHOTO Pa3BUTHS, KOTOpas
MOCTENEHHO YCHANBAETCA H MOMKET NPHBECTH K 3HaAYHTe/Tb-
HOM mcHXHuecKoH perpanaiun. Hepenko caenora um ray-
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XoTa OTATOIIAIOT MCHXHUECKHE pacerpoilcTBa ¥y G0NBHEIX
nereii.

Hawe nabaogenne W onucanusa JApPYCHX apTOPOB Mo~
SBOJSIOT NPHATH K 3aKJAI0YEHHWIO, UTO HHOTAA AeTH, Bonb-

HBbIE FAPIOHAHIMOM, NCHXUYECKH HOPMAJbHBL H MOIYT yi-

MEMIHO 3aHHMAaTbC B MIKOJeE.

Penreenoaoeuveckoe uccaedosanue. Yepen ypenuuen
BO BCEX pa3Mepax; uepelHble LIBLI MOTYT 3apacTarth mpe-
AKIEBPEMENHO WaH, Haobopor, caumkoMm nozaHo, Kocrn
NpH 9TOM HCTOHYAIOTCH; B TOH H/HM HHOM CTeNeHH HMeeTcs
rugpouedannga. Ocnoanue uwepena yanuneno. Typeuxoe
CeJ10 9aCTO HEeCKOJIbKO JJilnHee n Gojee VIVIOIIEHO, 1eM
B HopMme. Xapakrepna ponuxouedanusa, 3yoHble OTPOCTRH
HHKHEHl YemocTH paciInpeHbl, a Kpafi Bepxueil uesiocti
cyxked. Hocoesie otBeperust yakue. Ha pertreHorpammax
MO3BOHOYNHKA OMEHbL YAacTO BHIEH KH(O3 MOACHHYHOTO
HJH HHIKHEPPYIHOTO OTAC]A [O3BOHOUHHKA, 3aBHCHULHIT
oT AeOPMALHH OTHOTO HJIH JABYX MO3BOHKOB. Yalle Bcero
nopaxaercsa Il moscuuynbit no3poHOK MAH I nosicHHYHLI
i XII rpynnofi no3BoHOK. ¥ HEKOTOPHIX GOJLHBIX HMEeTcH
fofee pacnpocTpaHeHnoe IoOpakenue IO3BOHOYHHKA, HO
TaKie H3MeHeHHs BeTpedalorest penxo. Hmuxkune pebGpa
GoJee HIWPOKH, HeM B HOPME; OHI HMEIOT POPMY JAOTIaTKH
uan pecsna. KomeunoerH TakmKe HMeEIOT CBOeOGpasHyio
dopmy. duadusnl AJHHELIX KOCTEH PACHIHPEHbl, KOPOTKH
H MacCHBHEI, PaaMepbl Ta3a W JONAaTOK YyMeHbLIEHSI,

Toukn oKkocTeHennsi MOSABAAIOTCS MO3Ke H A0Jr0 Oc-
Tawres neboabmumin. Koety KHCTH B B 0COOEHHOCTH Me-
TaKApPNaJAbHEIE KOCTH HMEIOT K/IHHOOOPA3HBIN BHA Beaem-
CTBHE PACIIHPEHHA MPOKCHMAJLHOrO oraena. KoHeunbie
(hananrn U3OTHYTHI.

Jlaboparopuele uccredosanug, BuoxuMnueckne Hecae«
JIOBAHHS KPOBH He BCErAa AaloT MaTosorHUYSCKHe PEe3yilb-
ratel., Mnorpa orMeyaercst yBennuenue xoJecTepuua, yMme-
peHHas aHeMus H JecHKONeHHs. YpobeHb caxapa H KHpa
B KpoBH HOpMmaJgeH. ¥ !/; GONBALIX rapromiu3aMoM MoMKHO
o6HapyXUTk 3epHHCTOCTL Anbiepa B Jefikountax. [Ipu
oxpacke no Ma#-Tpunsansny-TimMae s1a asypodhuibuasn
3EPHUCTOCTb OKpallmpaeTca B (uogerossill user. [No pe-
JHuMHE OHA MPEBLIIAET 3ePHUCTOCTD 303HHO(PHIOB, 3ep-
HUCTOCTL Aabaepa HaG/aI04aeTcs yalle Beero B rpaHy.io-
LHTaX, HO MOMXKeT ObTh BHAHA B JUMQOUHTAX H MOHOLH-
Tax. B KOCTHOM MO3ry Takike MOXHO 00HapyKHTbL a3y~

9 A M Afgarauva )




POGUALHYIO SEPHUCTOCTL B FPANY/AOUHTAX BIVIOTH 2O TPO-
muenouutos. Buhot onkcan B koetHoMm Mosry GosbHBIX
ocofrle GoJblIHEe THUCTHOUNTApPHbBE H [AasMaTHUecKHe
KNeTKH, KOTOpLIe MM BKJIIOYEHHs B BHAE 3EPHLIIIEK,
nagouer H koneuex, Ullrich n Wiedemann noxasadu, 470
3€PHUCTOCTL PAa3pyllaeTcs rHaadypoOHUL430ll H NOTOMY MO-
et ObITh OTHECEHA K NepHBATaM THAIYPOHOBOH KHCJIOTHL.
Boapumnerso Heeaegosareneli paccMarpuBaeT 3epHHCH
TOCTh AabAepa KaKk pesyibTaT reHepaiH3oBaHHOTO OTJO-
eHHA B KJeTKax Mykonoaucaxapunom. [lpm uccneno-
BaHHH MOYM OOHApYKHBAETCSH NOBLILEHHAS AMUHOAUMLY-
pHA M MYKONQJNCaxapHaypHs. '

Teuenue saGoresanus MOMKeT ObITH PA3NHUHBIM, YalE
raproman3aM pacnossaercs B pospacre 1—2 aer u paxe
nosxe. OBbIuNO OGHAPYKHBAIOT ¥ BOALHBIX OoabIOH Ye-
pen, KHos, usMeHeHHe YePT AHNA 0 3dJepiKKY NCHXOMO-
TOPHOPO PA3BUTHA, KOTOPOE HAYHNHAETCA C HIECTH — ABE-
Haguartuy Mmecaues. B Boapacte OT ABYX [0 YeThlpex et
y GoabuinHcTBa OOMBLHLIX BLIABAACTCA NOMYTHEHHE POro-
BHIIBI; 3peHHEe NOCTeneHno caateer H uepes HECKOJbKO
JieT MOMKET HACTYIHTL MOJHAS CIEenoTd. YMCTBeHHAdA OT-
CTanoCTh GOJBIIEH YACTHIO MOCTENCHHO [IPOrpeccHpyer.
OF]’JEHH'—JEHHE NOABHAHOCTH CYCTABOB NPHBOANT K Xapak-
TePHON HeNpapHIbHON MOXOJIKE.

Huaenos u duppepenyuaavuntii duaernos. Xapakrep-
HBIH BHEMIHHH BR[| OOJBHBIX FaprounsMoM [03BOAAET HX
Jerko orauunth. [lpe guddepenunatbuoll IHATHOCTHKE
¢ fone3nblo MOPKHO CilelyeT NOMHUTL, YTO OpH ITOM 34-
GoNeBAHHN YEPENHO-JIHIEBBE KOCTH HOPMAJLHB, ICHXH-
Yyeckoe pasBHTHE He CTpajlaeT, He ObIBAET MOMYTHEHHS
POrOBHILI M OTCYTCTBYGT VBEJHUEHHE MEUEHH M cede-
aenkHn. Ckenernble geopmatn npu Goaesan Mopkuo 60o-
Jgee Taxkenne. Kudos znauntenbsno BHpaKeH, HMeercs
reNepann3oBannas NJaTHCIOHAWINA. YKOPOueHHE rpya-
HOW KaeTKH H jgedopMalns rpyAiuHbl MPUBOAHT K Jajbe-
BUAHORK (opme TpyaHOll KaAeTKH. TyJOBHILE VKOPOUEHO B
Goabwed crenenn, yvem xoHeunocTH. Lles koporkas u ro-
JoBa kak Obl yXoauT B naeun. [Moxoaka nepesanusaio-
uascH BCAeICTBHE OTPAHANMEHHS HNOABHACHOCTH B TAaso-
Genpenublx cycrapax. Ha pentrenorpammax uwacro orMe-
yaiores B wmera(uaax YYACTKH NHOHIDKEHHON [J0THOCTH
BCJAEACTBHE HAJHUNA XPALIEBLIX CKAOUEHHH @ UMeeTc:d
parmenTanna H HENPABHABHOEC passuTHE  snuQH30B
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LIMHRLX  Kocteil. Kpome Toro, npu Gosmeaun Mopruo
YACTO MOMKHO OOHAPYKUTL DATOMOTHUECKYIO cl1abocTb
cBA304HOrO annapara. Poct y GoabHEIX — HEOOMIBLLION.

Iarosozoanaromuieckue usmererus, Taprounuam xa-
pakTepusyercd H3GLITOUHRIM OTJIOKEHHEM B PasiHuHbiX
MAPEHXHMATO3HBIX OpraHax MeTaloJdHYeCKHX BELIeCTB.
B uentpanbrofl HepBHOH CHCTEME OTMEUAIOTCA SHAYHTE/b-
Hoe paClHl-lpEHPIE‘ ARETYIOUKOB, paclIipeHde nepuBacKy-
JSPHOTO NPOCTPAHCTBA, YTOJIIENHE MATKOH M apaxnof-
naiaptiof o6onouek. ['ueronoruuecki GOIBUINHCTBO Heps-
HEIX KJETOK MMEeT B HuTomlasme 0coboe 3epHHCTOe Be-
eCTBO, COCTOAIIEE H3 FaHTIHO3NI0B. AIpo KNeToK oTTec-
nego K mepudepun, Tenbua Hucens ymensiens. Oruo-
KEeHHT JTHNHL0B 00HapyXKUBAIOTCA B KAETKAX KOPH, B sii-
pax ocHOBaHHA M B MeHbIIeM KoJjinuecTBe B Kaerkax [lyp-
KHHLE, 4 TAKMKE B HEKDTUP[:IX TANO2HBX KaeTkax. Tleuens
yBeqinueHd. B neueHouHbIx 1 KyndepoBCcKHX KJAeTKax
HMeeTcsl CKOMIeHHe upa u raukorena. Ceneienka name-
HEeHa B MeHkmen crenenn. Umeercs BARYONIH3AIHA, TJlap-
HBEIM 06pasoM, JUMQGOHAHBIX H 3HAOTEJHAALHLIX KAETOK
canycop. Mamernenna B KocTaAX oTMeyaloTes B 30HAX XpA-
meporo pocra. Hekoropbie XOHIPOUNTE 0 NEPHOCT TaKxe
copepxar opnomenus Junupon. Ocreorenes asajzepikad.

B cepaeynnix knamadax, B OCOGEHHOCTH B MHTPAaJb-
HBIX, H4CTO ODHAPYKHBAELTCA YTONINEHHE, BHIABAHHOE aJib-
Tepauuell COEIHHHTENLHOH TKAHH, B HHX HMEIOTCA [ABA
THIA KJCTOK € IATONOTHYECKHMH HHTEpMeiHapHbIMH H3-
meHennaMy, OnHE THE COREPMKUT TARKOAHTHIN, APYrof
MyKomoaucaxapuaul. B KopoHapHbIX apTepusix HHOrAa
Haﬁﬂ}DﬂaETCH 3HAUYHTE/IBHOE CYXEeHHE NpocBeTa BCaen-
cTBHe yroawenus nutuMil. Kpome toro, uMmeeress Bakyo-
Ju3annsg KIeTOK COeIHHMTe]LHOH TKaHd M HabyxaHue
KOJJIAreHOBBIX BONOKOH, Hacto ormeuaercs paduuil are-
pomMaTo3 aoptel W Ooqablix cocynoB. B porosuie mopa-
KaeTesl raasneiM o6pasom crpoma. Mexmaacrtusuarsie
KJeTKH BaKyoJqH3HpoBaHk M pacmupensl, Haubonabmue
HOBPEIKACHHT HMETCs Ha ypopHe DoysmeHnosolf Memd-
panbl, KoTopas 4Yacto OHLIBAET HECKOJbLKO paspyllieHa.
Anurenuil U IHLOTEANI POTOBHIL], KK NPABHIO, HE H3-
MEHEHDI.

[Nopaxenust MOryr OLITb OOHADPYKEHD B THMYCE, I'-
noduse u FHUKAX, YTOIUEHHE MepHapTHKYIADHOA TKaHH
NPUBOAUT K Orpanuyenuio apuzKenud B cycrapax. Co cro-
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poHbI oprana cayxa HaGJdI0JlaloTesd CYXKEHHe BHYTPEHHEro
CJIYXOBOrO NPOX0Ja, H3MEHeHHe CAYXOBHX KOCTOYeK H [a-
TOJOTHYECKHE OTVIOXKEeHNS B PaHIVIMO3HLIX KIeTKax BHYT«
PEHHero yxa.

laroeenes. Buauane npeanonarany, 4YTo naTolorpue-
CKHE OTJOKEeHWs B KJeTKax npH raproujHsme OTHOCHTCH
Kk aunugam, Ilo apyrum asropam (Lindsay ¢ coabr.),
KJETOUHBbIE OTJIOMEHH OTHOCATCH K DMIMKOreHaMm WK, BO3-
MOMKHO, K ramkonporempam. ITo manmsiM Brante n ap.,
TaTOAOrHYeckHe OTJI0XKeHHs B K/IeTKax He Be3fe OAHHA-
KOBBI. B HEpPBHBIX K/IeTKaX 3TO BEUECTBO AMIMKHO GBITh
OTHECEHO K TAuTVINO3WAAM, TVIHKOJNIHMAHOMY KOMTIEKCY,
COCTOSIIIEMY H8 JKHPHON KHCAOTHI, C(HHTO3HHOBOH KHC-
JOTHI, HellpaAMHHITEKCO3b U rekcozamuHa. Bo BHyTpennux
OPraHax OT/JIOJKEHHS He COCTOAT M3 JHMHAOB U JOJKHbI
OLITH OTHECEHBI K MyKoOnoJHcaXapuzaaM, mpHOJHXKAI0=
LIHMCS TIO COCTABY K XOHApouTHHCEpHOH Kucaore. [To-pu-
JIEMOMY, NPH raproHauaMe HMeEeTcs Hapyllenwe meraGo-
JusMa MyKonoaumcaxapuaos. Ilpeanosaraercs, uTo 3TH
H3MEHEHHST MOTYT ObITh PA3JHYHBIMH Y Pa3HBIX OOJBHEIX.
Dorfman ¢ coasropamu 06Hapy:KuJIH MyKOMOAHCaXapH/IL]
B Moue y 15 us 16 nccaepoBannux Goapunmx. OnHako xa-
pakTep MOJHCAXAPHAOB He Bcerfa OB OJMH H TOT JKe.
Chenyer pasauuarh, no Menbliel Mepe, ABa THIA [MOJH-
caxapuioB, KOTopsie H3OBITOYHO OTKJIAABIBAIOTCH B TKA-
HAX H BLIAEISIOTCS ¢ MOYON: 3TO cyJb(ar renapuTHia H
cyabtar xonapontnHa B. Lagunoff ¢ coasr. nokasaam,
YTO IIPH TAPTOMIM3ME MOKHO OOHAPYMKHThL ABA THIIA Kie-
TOK C HHTepMeAHapHuMH namenennam. OnHR KAeTK
cojflepKar NIHKOJHIIAB, Jpyriae — MYKONoJHCaxapH/l-
Hble xucaoThl, KomudecTso MyxonommcaxapuioB, OTKJa-
ObIBAWOIEECH B TKAHAX, M KOJHYECTBO, BbIACJAEHHIOE ¢ MO~
yol, TakzKe BapbAPYET y pasanunbix Goabhbix, Kobayashi,
Wiedemann, Lagunoff # mpyrue cumrtaior, 4t0 rapromu-
JIH3M SBJISETCH HACaelcTBeHHbIM 3afo/eBaineM, B OCHOBE
KOTOPOrQ JIeXKaT 3H3Muble Hapyuwenus. Brplckasbipaercs
NPearnoNoKenne, 4T0 B TaTorenese 3a00JeBaHAA JIEKAT
MeTtafonnueckuil 6ok B 061acTH reKco3aMHHHBIX CEA3ed,
KOTOpHIE HMETest V Cyab(aTHBIX MYKONOMAHCAXAPHAOB M
raHrano3unos. B nons3y TOTO, YTO raprOMiaH3M CAelyeT
OTHOCHTH K FeHepadu30BaHHEM MeTaboanueckum zaGoJe-
BAHHAM, roBoput: 1) ycuJeHnse aMHHOAUMLYPHA H MYKO-
moJHcaXapuayprf, 2) HajJHyue B JICHKOLHTAaX albiepos-
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Ciofl 3epHACTOCTH M 3) NATONOTHYECKHe OTJIOMKCHUA B
KACTKAX UEHTPAJNbHON 1 ABTOHOMHOH HEpPBHOH CHCTEMBb
[NHrHO3HAOB, 4 B NedeHH, CeNeacHKe, ajJbLBeoJax Jer-
1%, B KAyGouKax TOueK, B IHA0KApAe, B XPALIEBLIX
KACTRAX H POTOBHIG MYKONOJHCAXAPHIA — FeMapHTHHA,
Ot panuele cOMMKAIOT raproHu3M ¢ MYKONOJAHUcaXapu-
JMO3HMH.

Hacaedcreennocre npu raprouinaMe BHauaje pac-
¢MaTpHUBanachk Kak ayTrocomHo-pencccuBHag, Oanako s
fanpHelinem OBLIO MOKA3aHO, YTO HApPAAY € ayTOCOMHO-
[)UllecCHBHBIM THIIOM BO3MOJKHA TaKiKe peleccHBHad Ie-
penava, cpAs3annast ¢ nojoM. B macroamee spemsa Hay-
YEIO AeBATh CeMelf, B KOTODHIX 2a00JeRBAJIH Fapronsna-
MOM TOJbKO Maipuuku, Bammater n Lamy oGcnenosanu
ITh TOKOMEHHH OfHOH CceMbH € KDOBHLIM pOJACTBOM, B
KOTOPOH OKAa3aJoch WIECTh MAaJbYHKOB, GONBHBIX Tapros
nansmoM. CratHernyeckast o6paboTka pe3yJabTaToB KJd-
HEueckoro obenefoBaHus OOJIBHBIX TPaAPrOWTH3MOM TIDH
AyTOCOMHO-PellecCHBHOA (hopMe u NpH peleccHBHol (op-
Me, CBI3aHHOl ¢ mMoJOM, MOKasana, UTO MNPH NepBoil
(popMe NOMyTHEHHE DOrOBHILLI BCTPEUaeTcs OueHb 4acTo,
4 IPH BTOPOH (hOpME POrOBHIEL OCTAIOTCS HOpMAAbHBIMH,
[Mpu peneccusHoit gopme, cBa3aHnofl ¢ MOJAOM, IMIyXora
i cepjeutsie 3a00/ieBaHHS BCTPEHAOTCH BHAUHTENbHO
yaie, YeM NpH aytocomuo-peneccusHoil. C reneTuueckoi
TOUKH 3PEHHA HECOMHEHHBIH HHTepec npeiacTaBifer pa-
fora Bowman c coasT., KOTOpble MoKasaju, 4T0 B JHM-
dorunTax, BEIIEAECHHBIX B KyJbType OT OOJBHOTO rapro-
HAHBMOM, JJIHTENBHO cOXpansercda aabJepoBcKasn SepHHC-
TOCTD.

Jppexrusroe aeqerue nHenasecTHo. OpromeanuecKoe
Jeyenne neopmanuit obnerdaer cocrosiue GOMbHBIX.

IIpoeno3. CMepTh 06bIuHO HacTynaer B 10—12 ner, Ho
onucanbl 60JbHble, KOTOpBle AoKuBaau 10 20 M gaxe g0
36 mer. JleradbHbf MCXOA 34aBHCHT OT CEpAEUHON HEAO-
CTATOYHOCTH HJAH OT BTOPHUHOH HHMEKILHH [BIXaTeIbHBIX
nyTeit,

TlpuBopuM B KauyecTBe MJLIIOCTpAallil CcoGCTBEHHOE
a6/ o IeHHE,

Boasuoit @. A. (pue. 5), 13 ner, nocrynun B KAHHHKY 4718 06
crepoanna 8 1963 r. Pommnca HenoHoweHHMM ¢ Becom 2100 e
B nanpnedmem paspiBajicA HopmaabHo. B Boapaete aByx ser y
MaNbuHKa LHArHocTHpoBan mopox cepana. [locne gBYX ser mepenec
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KOph, CKapaTHHY, KOKJlOWI, SNHAEMHUecKH napoTHT n JAM3eHTepPHIO.
B 9 per popmreny SaMETHAH Y MaJbunKa Kndos noscHudHoN o6/aas
et v osksodraisum. B [0—I1 ser nossuanck GOJH B HOrax, NOSCHM-
ue, rogaonipie 00.m, ObCTpas YTOMAAEMOCTE I NEPeBAJHBAIOMIASCH
noxoaka. Poantenn Goawtoro u Gpar smopossl. Ilpn obcrepopanum
OOHapYMEeHB CASAyIOWHe [aH-
une. Majapuuk  HENpapRJBHOTD,
HENPONOPUHOHANBHOTD  CHOIKe-
HM5, OTCTAET B (DHIWYECKOM DA3-
BUTHH OT ceeperunron. PoctT —
120 em, poer cuan 67 cm,
Bec — 31 K2, OKpPYMHOCTE TOJO-
BM — 57 CM, OKPYMKHOCTh Ipy-
m—70 cx. [Hmuwa mnneva —
19 ¢m, npennnednns — 23 oa, KBc-
™— [6 cm. [lpu crosunm pyxu
MoeTHCaloT HHKHeli Tpetn Oe-
nep. Popma uepena AoaHXOIE-
thammueckan. l'onosrana yacTs ye-
pena OGogewe auuepoll. Ueprw
auna rpyoue, lppokoe paceTas-
fNennee raaza, skaodTaneM. Ko-
PeHb HOCA YIOUIeH, PaclInpelne
Hoca B ofinacTn kpeinkes, Bepx-
HAA UeJNCTh HecKOMhKG BHICTY-
naer Bnepen. 3v6e  nocamenw
penko, meakne. flamk Goawimnoil,
craaguatai,  Iles  wopoTras.
Kmounum  yronmens, gedopmu-
popantt. Tpanuuu cepina nepry-
TOPHO VBeJH4YeHH BAeBO Ha 1 oM.
Tpyéuit cuctonuueckalt wyM v
BepXYUIKH cepAia. AKUeuT BTO-
poro ToHa Ha Jgeroyunl  apTte-
pun. Kunor mMarrnf. |iynounan
rpeika.  [lewens n  ceneaenxa
NAOTHOR KOUCHCTEHUWM, UPOLLY-
nppaloTea wa 3 oM Huxe pebep-
noft  ayry, Crubavenwnas wou-
TpaKTypa TazofeipeHHKX cyeTa-
rop — 160° Baaeryenoe otkaoue-
Hile EOJEHHLIX CYCTAROB, YMCTBEHHOS PARBWTHE MAnbUUKa COOTBET-
CTBYET BO3pACTy, YUUTCH YAOBJETBOPHUTEJARHO B 7-M Knacce cpeauded
KO b,

JlaGoparopupie W JAONOJHUTEbHbE HCCACAOBAHUS OOHAPYHHIN
crenyione narodoriveckie nanubie. B KpoBH — aelikonenus; adb-
REpPOBCKAR SepHNeTOCTh gefiKonnics, B cuiBopoTEe ¥poBU yBenude-
upe B-rnofysmtnos. Ha penrrenorpapyMax yepena oTMeveHo 3HauM-
TeNblloe YBeJHUEHHE PASMEPOB TYPEIKOTO Cenja; B NOACHHYHOM OT-
nene HO3BOHOYRNKA onpepedsercd kugo3, sejecrne Aedopmauin
ETOPOrO NOSICHHYHOIO 103BONKA, KOTOPEHE YN/omeH, WMeeT Tpaneime-
BHAHYVIO (POPMY B CMELIPH X3aml; TEAa OCTAALHHMX MOACHHOHLIX NO3-
BOHKOB TOMKE YINIOUIEHL; B 0GJacTH TazobenpeHHLIX CYCTABOB HMeer-
cA  HEAOpa3BHTHE KPHIIH BePTAYKHbIX BNAAuH, roaosku Geaep

Puc, 5, Boasnoi . A, c rap-
TOHAHIMOM.
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yiaouensl, GparMeBTHpOBANE, RAPYMKHEE OTAENH HX HAXOJATCA BHE
CYUTARNLYE BHAINE; B o6nacTh MeTAGH20B OCHOBRHIX Haialr KHeTH
aOiapyKensl BAABJEHHA KOPTHKAJABHOTO CJHOf MO THOY XPAULEBHIX
yunon; KoeTH (agadr YKOpPOWEHBL M YTOJUIEHH; OCTEONOpO3 Kocred
yMmepenno soipaxed. [Ipn peArrenocKonsH cepiua oTMeueHa cria-

mennoers taaun Ha 2KI ofdapyskeHb:: OTKIOHEHHA OCH CEpALaE,

s, CHHYCOBAR TaxuKApans, CHUReNHe BOALTARA W HIMeHenns
b MHOKApP.Ie.

[Tpr ofTansmonorndeckoM HCCNeAOBANNH ¥ GoabHOro Luario-
cripoRada  rHNepMeTpoIta. [nasnoe jaHO 1 ﬁpDBpBIII-II:Ie cpensl
IViasza HOpMaJabHBL

B KAdHEKE YCTAHOBAGH IHATHO3: CAPIONANZM, UEAOCTATOYROCTE
MHTpagseHOro Kiaanasa. OcoGeHHOCTLI0 TeyeHHs 3afoJeBaHHA rapro-
HAnIMOM Yy GOaLHOTO  ABASETCS OTCYTCTEHE [OpamMenya PpoOrosHIB
183 1 HOpMajbHOE YMCTBEHHOR Pa3BHTHE.

,J'_l.'IF[ Jedenins nNpHMeHsIICh Jeqebuan FHMHACTHEA, Maccaix, col
0 runcoRo KponaTre, xonsba B KOpoete B MeTWnanjpocTenainuon uo
(101 B nenp; ofmee cocTogHie GOJBHOTO VAYUIINAOCH, MPOLLIN rO-
Jopnsie 6oan # GoaH B NOACHALE H KOHEYHOCTHAX.

laasa IT

KCAHTOMATO3HBIN
I'PAHYJAEMATO3

Mpu saGoiesanusx, OTHOCALUIXCA K KCAHTOMATO3-
HOMY FpaHyJ/eMaTo3y, HapyWIaercs XoJecTepHHOBLI 00-
MEeH, MO3TOMY BHayase 3TH 3a60JieRaHus OTHOCHINCH K
aunonnozam. Oanaxo, Kax nokasaaum JafdbHefiluine wue-
c/aeqoBanus, HapYIIeHHS XOJeCTepHHOBOro oGMeHa TpH
KCAHTOMATO3HOM TpPaHyIeMaTo3e HOCAT BTOPHUHLII Xa-
pakTep, ePBHYHO BO3SHUKAET NOpaKeHHe PeTHKYJI03HI0-
TenHaabHOH (PeTHKYJIOTHCTHONHTAapHOl) cucremul, Ha
3TOM OCHOBAHHH OOJIBIIHHCTBO HCC/AEN0BATENE OTHOCAT
pasHbie OPMEl KCAHTOMATO3a K PEeTHKYJIO3HAOTEIHO3aM.
CHHOHMMAMH KCaHTOMATO3HOTO TPaHy/aeMarTo3a SBJISIOT-
el CaeyiOlUIHe HAa3BaHHA: KCAHTOMATO3, PETHKYJIOKCaH-
TOMATO3, PETHKYJAOTpanynemMaTos, rMCTHOUWTapHan Tpa-
Hynema, JHNOHAHLIH rpany/JeMaTos ¥ rucruountos X,
KcanromaTosHslfl rpanysneMaTos o0bejHHAECT TPH KAHHNHA-
yeckne (opmbl: Gonesnn A6T— Jlerrepep — 3use, Go-
aesub Xana — llioanep — XpuctHana ¥ KOCTHYIO 303H-
nopuashyio rpanyaemy. C. A. PejinGepr n mexoropeie
sapyCeikubie aBTOPLI MNPEANOJAraloT, 4TO BO3MONKCH




fiepexon oHoit GopMel B apyrylo. Cyas no kiHHHIecKoMy
TEUEHNI0 B JETCKOM BO3pacTe, TAKOH INepexof BeTpe-
yaeTcs Heuacto. Boneans A6T — JleTrepep — 3HBe TAXKEN0
MPOTEeKAaeT, MJA0X0 TOAJAETCHA COBPEMEHHOMY Jed4eHHIO H
3dKaHUHBdeTCH JeTaJbHbBIM HCXOLOM 06BIYHO Hepes He-
CKOJIBKO Mecsilles, no ne noske 1—I11/; ger or mavana
Gonesnn. Ilpu Goaesun Xanp — Ilwonnep — Xpucrnana
. Teyenne Gosee GaaronpustHoe, 3abo/eBanne MJIHTCS He-
CKOJIBKO JIET W MOXET 8aKOHYHTLCH TMOJHLIM BEISZOPOB-
aenuem. Kocrraa sosunoduiapHas rpanysiemMa nMeer J0-
OpoxayecTBeHHOe TeyeHHe ¥ MHPH MNPaABUALHOM JeYEHHH
GosbHble BHI3JOpaBAuBaioT. CTOPOHHMKH YHHTADHON Teo-
pPHH OMHPAIOTCSl HA CYIIECTBOBANHe Iepexofa OXHOTO Ba-
puanTa GoJiesHd B APYrofl W Ha CyliecTBOBANHE CMelliaH-
Heix dopm (A. A. Ilpoxopos u JI. M. Jlusnep). Bmecre
C TEM HMEIOTCA H NPOTHBIHKH YHHTapHOH Teopun (Sacrez
c coaBt, # ap.). Ilo ux MHeHHIO, 0GHApYXKeHHe CXOIHBIX
AHATOMPYCCKHX KApPTHH MpPH Pas3anuabix GopMax KcalTo-
MATO3HOIO FpaHyJIeMaTo3a HE JOKA3bIBAET HO30JO0THYE-
CKOro eAMHCTBA 3THX 3abojieBaHufl, TaK KaK BHOJHEe BO3-
MOYKHO, YTO PasJHyHble NMaTOTeHHbIE ATEHTH MOIYT Jid-
BaTh CXOJHEIE OTBETHble PEaKIHH.

Wallgren pnepseie oGpaTi BHHMAHHE Ha TO, 9TO
ueM MoJoKe peGeHoK, TeM TKeace IPOTEKAeT Yy HEro
KCAHTOMAaTO3HHH rpanynemaro3. KcantomMartosueii rpa-
Hy/JaeMaT0o3 BCTpedaercss penxo. Ilo mamneim A, M. Ken-
neas 1 M. JI. Kpacnosoi (1942), 3a 20 sier B MHPOBOM
nuteparype onucaHo ncero 100 GoaBHHIX KCAaHTOMATO-
gom. [lo paunwim H. WM. Moxuno# (1958 r.), B nepuomi-
HeCKOU COBETCKON MEIUUWHCKOH JUTEpaType Onucano
18 Gompuwix ¢ Gosesubio Xpuctuanwa — Hlwonaepa. Sac-
rez ¢ coast. coobmiaior, 9T0 Ha 47 056 GOJabHBIX, TpHHA-
X B CrpacOyprckylo KAMHHKY B Teuenne 11 ger (e
1952 no 1962 r.), GoAbHLIX C pasdIHYHLIMH opMaMu pe-
THRYyJ1e3a Gblio Beero 22.

Boxesns Adr — Jlerrepep — 3use

Bonesus AGr — Jlerrepep — 3uBe (ocTpuli peTHKy-
J03Ha0TeNnH03) Biepsrle onHcan Letterer 3 1924 r. [Tosn-
uee Siwe B 1933 r. noapobHO onHcad KIHHHKY STOTO 34-
boaepanus, Abt B 1936 r, oGo0uHa auTEpaTypHBIe IaH-




lue i cofCTBeHNLIe HCCARNOBAHNS 1O OCTPOMY PeTHKYJIO-
911I0TENHO3Y B JARTCKOM BO3pacTe H ¢ TeX nop saboJjiena-
e omHCcHIBaeTcs mon Hazpauuem Goseann AGT — Jler-
repep — 3HBE.

Kaunuuecxas kapruna. 3aGonesator et TEpHOAA
HOBOPOIKAGHHOCTH H paHHEro rpyamoro soapacra, 3a6o-
JeBAHHE YACTO IPOTEKdeT C BHICOKOH Temnepartypoil —
no 40° wunorna remueparypa — cyb6gebpuabia. Ouens
paHo HosBJseTcs OOHALHOE MOpaxKeHHe KOKH Y3eTKOBOI
HIH FeMOPpPAarH4YeckoH  MakKyJo-NamnyJgesHofi  ChIIbIo.
B panbHedmeM IEHTp yselnka HEKpPOTH3MPYercHd, 4 BoO-
Kpyr y3enka ofpasyercs TEMHO-KOPHUHEBLIH BEHUHK. 3a-
KaHYHBAeTcsl Ipoliecc pybueBaHneM NEHTPa HEKPOTH3H-
poBaHHoro ysedka, OpHoBpemeHHO y OGOJBUIHHCTREA
OOMBLHLIX OTMEYAeTcs yBeauueHnue JHM(aTHYCCKHX NMepH-
(epHYECKHX Y3/J0B H BHIpa:KeHHAs TrenaTo-crjaenHoMmera-
aus. MHorjaa oTMeualoTcs NOAKOMKHBIE KPOBOH3JIUSHES
Ha JIMOE, e H B NOAMBIIEYHLIX objacTaX. XapakrepHo
MHOKECTBEHHOe nopaxKenue wocrel. [lpn moxanmsanuu
KOCTHOIO TpoImecca Ha KOHEeYHOocTsix HabJiopaerca yse-
JHUYEHHE OGBEMB 60.|'IIJHOI:I KOHEYHOCTH BCJIEACTBHE OTeKa
MACKHX TKaneil n 60ab OpH ABHIKEHHH. B Jerkux umorna
OTMEvaloTCa IMGH3eMa M HHOUABTPATHBHLIE H3MeEHe-
uusl. Mspefka Ha peHTreHorpaMmax JerkHx ycTaHaB/H-
BAETCsl fABJEHHE MUJMADU3ANHH, 3aBHCSLIEe OT BBICHIIA-
Hus peruxyJdorpanyied. OGuiee cocrosHue Jereil yxyu-
waercs, OHM GJ€LHEIOT, CTAaHOBATCA  KAalPHIHBIMY,
TEPAIOT aNNeTHT U MI0X0 NpubaBagOT B Bece.

ITpu raboparoprom uccredosanuy KPpOBH OGHAPYHKH-
BaeTcs TAMKEeNas aHeMHusd, ¢ aHH30- H NOHKHJIOIHTO30M
spurponntos. Habuionaercsa TaxKe HOPMO- H 3pHTPO-
oaacros. Ormeuaercs HeHTpPOhHIE3 CO CABHIOM BJIEBO O
MHUEIOUHTOB, HHOTJA MOHOIHTO3, ¥ HEKOTOPhIX GOJbHBIX
p nepuepHuecKod KpOBH TNOSABAAIOTCH EIUHHUHBIE TH-
cruonuTE. B Muemorpamme OGLIUHLIT OOJHMOpQHAM
KOCTHOFO MO3T'a, HO HHOrZA IOBGLIIIEHO COAEp:KaHHE pe-
THKYJIOTHCTHOUMTAPHBEIX KJeToK. IIpwm penTreno/oruue-
CKOM MHCCIETOBAHHH MOMHO OGHAPYXUTh MHOMKECTBEH-
HBIE QUarH JAecTPYKLHH B uepene, TpyGuaThX KOCTAX KO-
neynocreft B pebpax, KAIOUHLAX, JONATKAX M B KOCTHX
raza. B TpyGuaThix KOCTAX HEPELKO OTMEYAIOTCsl HepH-
0CTa/bHEIE H3MEHEHHT,
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[Taroaocoanaromudecky xapakrepia cHCTeMHas NPoOs
JAuepanus PeTHKYJOTHCTHOUHTAPHEIX SJIEMEHTOB; rUnep«
NJIa3Ha ITHX 3JEMEHTOB 49acTO CONPOBOMKAALTCH AUCHJias-
aHefl, MPOMCXOJUT Nepexos K Makpodaram, HTaHTCKHM
MHOTOSIIEPHBIM KJETKaM H H3penka aunogaram (Sacrez
¢ coant.). [1pu GHOmCHE MOKHO ODHAPYZKHATL CKOIJICHHE
MOJMHVK/IEAPHBIX H S03HHO(PHALHBIX KJIETOK. B KOXHBIX
s/1eMenTax HMEIOTCA Y3e/KH, COCTOsIIHE H3 KPYIJBIX PH-
CTHONMTOR M Beperenoodpasnbix pudpodractos. B 1oBo-
06pa3oBaHHBIX KAETKAX MKHUPOBbIE OTAOKEHHS OGHIYHO
OTCYTCTBYIOT, OHAKO NpH GuONcu# o6HApY:KHBaeTcs Ha-
KOIIEHHe B KJAETKRAax XoJecTepHHa, XoTs 1 MaJo Bhpa-
KeHuoe.

Tlpu dupgpeperyuarsron duaenose ¢ neitkosom obpa-
AT BHHMAHHE HA HCCIEAOBAHHE KOCTHOTO Moara. Te-
yeHue Goseann ocrpoe. MHorpa ormeuaercs Hac/loeHue
Bropuusoi OdakTepHadbHOil HHQEKuHH, Jalle Bcero cra-
dusokokkoBoil. druosoeuns Gonesun A6T — Jlerrepep —
3upe okoHuarteaLHO He BhiAcHeHa, OaHH CUHTAIOT, 4TO
sabo/eBaHie HACTYNACT B pe3y/JbTaTe HAPYUIGHHS MeTa-
601M3Ma, CBA3AHHOLO ¢ HAPYIIEHHEM AKTHBHOCTH Kie-
TOUHBIX (PEPMEHTOB, APYrHE MPHAAIOT 9THOJOTHYECKOE
sHavenpe BHpYCHOH wuau OGaxrepHanbHOll HHPEKIHH,
TPeThH Hoaaraiot, 4to OLlCTpOE mnporpeccHpoBanue Bo-
JIE3HH CBS34HO C HEONJAacTHYECKHM XapaKTepoMm 3TOre
PETHKYJI0IHI0TETH03A,

B narocenese 3abo/eBaHHA 3HAYHTENLHYIO POJdb HT-
paer naronornyeckas npoandepaTHBHan peaklHA peTH-
KYJI03HI0TeIHANBHON CHCTEMBI HA KaKOM-TO HeH3BECTHhIH
aredr, Pe3ko BBIpaKEHHYIO TpPOAH(Epanuio PeTHKyI0TH-
CTHOUMNTAPHBIX KJETOK MOMKHO OS'bﬂCHHTb HapyHmeHnem
PeryasiTOpHEX MexXaHH3MOB, OCYUIECTBJAAIOUIHX KONTPOIb
3a POCTOM N pasMHOMKeHnHeM ITHX kaerTok. B nHacrosinee
BPEMA HAKOMKJIOCh MHOrQ [aHHBIX B M0/b3y BPOXKIEH-
noro xapaxrepa Gonesnn A6t — Jlerrepep — 3use. eifi-
CTBUTEJBHO, HaCTO NPH 3TOM 3&60ﬂ€BaHHH MOMHO 0OHA-
PYXKHTb XapaKTEPHYIO Chillb CPasy IOCIAE POKACHHI pe-
Oetka HJAH B NEPHOA HOBOPOMK/ISHHOCTH, Kak 3T0 GLLIO
onHcano y Goapubix A. M. AGesrayzom c coast. (1964),
Schafer, Badson, Shapiro, Christi, Frommer u ap. Kpo-
M€ paniero npoasaenus Gone3nd HocAe POKIAEHHA pe-
OeHKa B 110/b3y BPOMKAEGHHOTO Xapakrtepa salosieBaHus
rosopsar caenyiomue naGmonenusi, Ahnquist 1 Holyoke
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oueaan  Gomesnb A6Gr— Jlerrepep — 3uBe y MepTBO-
(OAICHHOTO MadbuuKka. B amTepatype HMewored onuca-
{11 PAa3BHTHA PacipoCTPaHENHOro PeTHKYIOrHCTHOLHTO-
iy opuosiinessix GanzHenos (Klimt, Lausecker). Bass
¢ coapT. onHcasH B 1963 r. ceMsio, B KOTOPOil noc/aeno-

NuTeILHO yMepao 3 pereit B paHHeM IpYyAHOM Bo3pacre

or Gomesun AGT — Jlerrepep — 3upe, 2TH HaGMIONCHH
NOJTBEPAKAAIOT, YTO 3a00JeBaHHE HOCHT BpPOMKAEHHBIH
NapakTep ®, KPOME TOTO, B HEKOTOPEIX CAyHdasX OHO MO-
jer OBITH OTHECEHO K cemedHbiM 3aboaepanunnm. Ha
(CHOBAHWA pAHHETQ BHYTPHYTPOOHOrO BO3IHUKHOBEHHS
Oo/esHl, 3aboseBaHus OJM3NENOB H CEMEHHOro xapak-
[cpa B HEKOTOPHIX CJAYYAsiX MOMKHO 0OJaraTh, 410 B Ha-
TOrEHe3e BaXKHOE 3HAUCHHE NMPHHALILKHT PeHETHYECKOMY
MyTallHOEHOMY (axTopy.

ITpopusrarrura cBOLUTCS K OXpaHe OepeMenuoll xKe-
UHHBL OT HEGAAronpHATHLIX IK30TEHHLIX BJAHSHHIT BHpYC-
HEIX MHOQEKUHi, HOHH3HpYyIOUlero o6ayYeHHs U APYrux
BPEAHBIX AN IJI0Aa BO3AeHCTBHIL

Jlewenue. Tlpumensiorcs TpanHcyauH KpOBH, peHT-
reHOTEpalus, ropMoHa/bHble npenaparthl (NpeLHU30J0H,
TPHAMCHHONIOH) H CcHMITOMaTHYeckHe cpencrsa. [loa
BJHSIHHEM JeyeHHs yIaeTca [MOJYUHTE PeMPCCHIO, OIHAKO
BBLI3/LOPOB/IEHHE He HACTYIIAer.

Ilpoeros ocraercs HeG1aronpHATHBIM.

B KauecrBe WIOCTPALHM NPUBOAHM: COBCTBEHHOE
HabJaio1cHne.

Bonenas M, B., 2'/; mec, mocTynuiaa B jetckoe orjesenne o6-
JACTHOW KAMHHYecKod GOJBHHIBL B TAMENIOM cocrosuum. Pomuptenn
anoposel, JleBouka or 3-fi GepeMEHHOCTH, CONpoOBoXIaBmelica pau-
HuM ToKcHKO3OM. Poamaacs ¢ secom 3650 e. B nepsmifi nens susnn
Bpau POAHALIOrO AOMa 3AMETHJ HA Tele Y HOBOPOAIEHHOH OOHAL-
HYI0 Y3€JKOBYH CHIb TeMHO-KpacHoro upera. Benuumna yaennos —
¢ npocsiHoe sepyo, Ha Bropoli mens xuanu cuimb npuobpesd remop-
parHdecknil Bua. B nameueRmieM B neHTpe Y3eNKa NOABIsJCH NEKpPO3
¢ nocjenyiolumM pyGneBaHieM, a BOKPYr YaelKa — TeMHO-KopH9He-
el Bengnk. JJeBouka mroxo cefs uyBCTBOBAAA, nobJelHerda W He
npuGabasna B Bece. B Bospacte 16 nmeit oGuapymena na Kowe
ob6uabHAS NanyJesnas Chlllb W yBeJaHUeHHe NeYenH i cenmeseHxn. Mc-
cAeloBAHHE KPOBH BLISBIJIO PE3ko  Bupamennyio anemuio (Hb
40 en., sp. 1600000), neixonennio — 5000 u neiirpodunes — 667%
B soapacre 3 mejens y GoApHON NOABHJACh NPANYXIOCTE B BepxHeil
TpeTn nesoro Geapa, a eume yepes 2 aus ofHApYMKeHO THoeTeueHHe
u3 ducti thyreoglossi. Ilpn ofieslefoBaHnn J€BOUKH B KIHHKe 0BHA-
PyIKeHE: peskast GIefHOCTh KOMH H BHAHMBEIX CAHAHCTHX 060M0ueK;
HA KOMKe JIALa, TyJAOBHUIA i KOHeuHocTell oOHALHAS MAKYJI0-nanynes-
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HAA CLINb, C TogeuHbM pyGUOM B TeHTpe Kamaol namyawl, THolbpuie
BRIedennd 13 couuia na wee, Innorpodua I crenenn. Jluudoysas
Ha 1ee H B NOAMBIIEYHOR 061aCTH YMEPenHo YBeJHYCHLl, a B JEBOMH
NaxoBoil 061aCTH OHM YBeJHMEeHbl L0 paamepos summuu. Jlesas wora
y OoJbHOH coruyta B TasoOelpeHHOM W KoJeHHoM cycraBe. OKpy#s
Hocrh Jesoro Gefpa wa | em Gonbine mpaBoro. ToHm cepina npH-
raymiedtl. [lenens 1 ceneasHka NAOTHH, NAJLNHPYIOTCA Ha 3 oM
Hike peGeproft gyrn. B ocransHoM BHYyTpeHHHe oprainl Gea ocoGeH-
moerefl. Temmeparypa cyGijefpuabHas, HHOTAA NOBHIUEHA 10 8%

Puc. 6. PeHTrenorpaMme
uepena (a), Gepep (6) u
npeannednst (8) aeBOUKH
H. B. (Someanr AGr—

T Jletrepep — 3ume).

B xpopn — sHaunTejbHAS HOPMOXPOMHAA aHEMHS € aHH3ONOf-
KHJIOUHTO30M M noJuxpoMatoguaneit. Koanuectso spHTpoOLuTOB
1 700 000 — 2 520 000, remorno6un 32—50 ex., aefikounToB — 6600—
16 800. B nefixonurapnoii dopmyae obuapy:xen nefitpoduaes (or b9
mo 63%) co capurom BaeBo, Pernkydountos — 289%, HopMmoGracron
8 ma 200, TpomGonntor 136000 B 1 mu® Gemxa 7,27 2%, anpGymu-
HoB 4,93%, raoGyannos 2,34Y%, xonectepnua 221 m2%, Ca—
10,3 me%, P—4,2 me%. IloceBsl XpoBH 1 THOS Ha CBHIIA Ha Inee
BLIABHIN KYJbTYpPY 30J0THCTOTO cradumokoxkka. Ha penrresorpam-
Max KocTell nJjewd, npepnvieduit, Gemep, rojeHell, KJOUHIL, J00ATOK,
pedep, Tasa § 4epena HMEWTCH MHOMKECTBEHHBIE OYarH AECTPYKUM
C HAJHYHEM BLPAKEHHLIX NEPHOCTAALHEIX H3IMEHEHMH Ha GeLpEHHBIX
1 GoskmebepnoBnx Koetax (puc. 6).

[Mox BausHHeM KOMIJeKCHOrO [eueHHsT (peHTreHoTepamus, rop-
MOHA/bHBIE Npenapate, TpaHedyals KPOBH) YAANIOCE NONYUHTL pe-
MHCCHIO, OILHAKO 9epe3 HeCcKoABKO MecAues HacTynmuao ofocTpeHie u
JleBOMKA yMepaa AoMa.
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Boneaus Xaug — Iloanep — Xpuernana
(rcanroMaTos, IMIOMAHBIL IPaHyIeMaTos,
PeTHRYIOrpanyaeMaTos)

Bnepsnsie sro saGosesanue Gwio onucavo B 1893 .
[land. B 1915 r. penckuii penrrenonor Schiiller coofmua
0 JaHAKapToobpasHLix AedekTax dyepena NpH KcaHTOMa-
tose y pereit. B 1919 r. 6ocrosckuit spau Christian onn-
caJl TpHAdy, XapakTepHyio 1Ja 3Toro 3aGojepanus — rno-
paxenue Kocreil, sk3o(pTajJbM H HecaxapHbiii auaber.
B oreuectBenHoll neiHaTPUYECKOH JUTEpaType B IO-
cleHHe ToAL 3TOMY 3a00JeBAHHIO MOCBAUIEHHl co00ILe-
muss E. A. Byxwrata n B. H. Cemenosa, A. H. Boiixo,
3. A. Boansuipesoii # A. M. Kononosa, I'. B. Bopouuno#
u A. C. Mumenko, H. H, CepeGpaxosa, A. M. AGearays,
T. Y. Buurep, M. A. Jlesuroi u ap.

Kaunuveckas kaprura. 3a6osieBaior NpenMyiiecTBeH-
HO AETH OT ABYX /10 1ATH Jer. 3aboseBaHne HAuHHAeTCA
TIocTeNenHo; GONMbLHBIE XAaJayloTcsi Ha HENOMOTraHHe, aHo-
PEKCHIO, NOBBILIEHHYIO TeMnepaTypy. BaiHoe 1narsocTH-
yecKOe 3HaueHHe HMEEeT MHOMKECTBEeHHOEe OuaroBoe nopa-
JeHHe Kocrelt, 3SK30(pTaIAbM U HABJEHHS HECaXapHOIo
auabera. Tlpumepno v /3 GONBHBIX MOMHO OGHApYyXKHTb
ChIMb U3 MJIOTHLIX JKEATOBATLIX H/JAH KOPHYHEBATHIX y3eJ-
KOB BeJHYHHOI ¢ Oy/naBounyild TrONIOBKY, HEPeIKo B
majbHeiilleM 3Ta ceillb NpHoGperaer TreMopparHYecKui
xapakrep. Muorna y GOMBHLIX HMEETCA YBEJIHUEHHE Ie-
UEHH U CeNEe3eHKH, OJHAKO Y JIeTefl 5TOT CUMITOM MOMKET
orcyTcTBOBaTh. KeaHToMaTo3Hble mopameHHs KOCTEH 4ya-
e BCETO JIOKANHIYIOTCA B depene, HHIKHEN uelioetd u
Ta3oBhIX Koctax. Hepeixo mopakaiorcs M Apyrue KOCTH
ckesnera (AauHHble TpyGuaTtbie, peGpa, nossoHku). Ha
PEHTPEHOrpaMMax uepena uepeioBaHHEe OrpPaHAYeHHBIX
KCAHTOMATO3NLIX JepeKTOB ¢ HOpPMAaJbLHOH KOCTHOH
CTPYKTYpOfl HanoMuHaeT TKaHb, HIBEACHHYH) MOJBIO,
uay reorpapmueckyio kapry. Muorma nedextst uepena
ynaerca ob6Hapy:xXuth naiabnartopno. Kaunndeckue cum-
NTOMBl B OCHOBHOM OOYC/OBNEHL JOKaaH3alHell peTHKY-
aapHoit uHpuabTpauun. Tag, ecIH TrpaHyAsIHOHHASA
TKaHb MOpaxKaer BEpPXHIOI CTEHKY opOHUTLI H peTpobyiib-
GapHOe IpOCTPAHCTBO, HACTYNAeT MyuUeryiasue ¢ oJHOM
HJIH C ABYX cTOpoH. IIpH mopaKeuud KCaHTOMATO3HLIM
NpOIECCOM NHpaMUALI BHCOYHON KOCTH PasBHBAeTCsA Xpo-




HHYECKHH THOHHLIT oTHT W Tayxora. Ecanm mnduabTpa-
THBHBI Ipouecc BI3biBAeT cAaB/iedne runodusza 1 runo-
TajlaMHYecKol 001acTH, NOABAMIOTCA CHMNITOMLI Hecas
xapHoro pnabera. ¥ GOJbHBIX Pa3BHBAGTCH MOJHIHICHS,
{IOJIHYPHA, HHAKUI yaeabHbl Bec mouu (Hmxke 1005) u
peakoe noxynanue. Ilpuw nokanwsanun AecTpyKTHBHOTO
npouecca B KOCTHAX YEAIQCTH HRG..‘TI'U,J'L&ETCH A3BEHHDLIA CTO-
MATHT, THHTHBHT H OeabonesHennoe BHNAjeHue 3yO0B.
Paspacranne rpanyasuHOHHOI TKaHH B JIETKMX BHI3bI-
Baer Gponxuril u OporHxonuesmonuu. [lopamenna B jer-
kux opu Gosesnn Xapg — Uloanep — XpHcTHana Moryt
HOCHTb pacnpocTpaHeHnblil XapakTep B BHIE JHHCHHBIX
TSAKEN WM Y3eJKOBBIX CyGNeBpaibHblx H3MEHEHUH, pac-
NONOXKEHHBIX 110 XO0#Y OOALUIIMX COCYAOB, OpPOHXOB H
BOJINEH MEXKanbBEOJAPHBIX NEperopofok. B peayabrare
HHTEPCTHLHANLHON ITHEBMOHHH HacTylaer sMQH3eMaTo3-
HOE pacCIuHpeHue anbBeoJ, npHAdlomee JerKHM BHI mue-
aunbix cor. Pubposuas pasa wacrynaer pano. B nmerknx
pasBHBAETCA MHIHAPHAN HAH CyOMHIMapHAs QHCCEMHHA-
nusa (Karck), kotopyio uporaa TpymHo OTAHYHTBL OT TY-
GepkyaesHon. [Tpu dudgepenyuaivrot duaznocture 00-
pamaioT BHEMaHHe Ha 3TMHACMAYeCKHH awamues, Tydep-
KYJHHOBbIE KOXHLI@ NMPoOBI, MCCAe10BAHHE MOKPOTHI Ha
BK. Kpome toro, mozker naGuiiofaTbCsi H3OTHPOBAHHOE
HJIH MHOMCECTBEHHOE yBequuenue aumdoysaon. [pu xpo-
HHYECKOM TeHeHHH Oo/e3Hn pasBuBaercs (uanueckas H
NCHXHYECKAs OTCTAaJI0CTD.

JaGoparopuoie uccaedosatus. CpaBHHTENBHO HacTO
obuapyxkusaercs manokposue. Mapejika umeerca rumep-
XOJI€CTEPHHEMHUSA, HO OBLIYHO YPOBEHL XOQJECTEpPHHA, [IH-
nuaos # GocoaHNAI0R HAXOMUTCH B Hpeejax BOZpacT-
HOH HopMbl. IlpH nyHKOHH YBEJHYEHHBLIX JHMQOY3/I0B
nan B obnacTH crnenHdHYCCKHX MOpaKeHHi KocTedl Mo-
MHO OOHADYKHTD XAPAKTEPHDIE TMCEBJOKCAHTOMATO3HEIE
(«IEHHCTHIEY ) KJIETKH.

Teuenue Goneany MONOCTPOL HJF XPOHHUECKOE.

ITpu naroaozoaHaToMuU4ecKom ucciedosanuu obuapy-
JKHBAeTCs XapaKTepHas rpaHyideMato3nas HHQHILTpa-
1UA BO MHOTHX Oprasax: B KOCTAX, NMEYEHH, cee3eHke,
NETKAX, JKeayake, KHIUeuHHKe, gum¢oysiax, Noykax,
SHAOKPHHHLIX JKee3ax, Koxe H IPYrHX TKaHax, [ucro-
JIOTHUECKH TPaHyTeMaTosHad TKaHb COCTOMT H3 THCTHO-
LHTOB, NAASMATHYECKHX KJIETOK M 303uHo(uI0B. Kpome




toro, nerpedatorces (puOPOMHTH, KIETKHM AABEHTHUHH H
fUranTcKie KJAETKH, KOTOpPble H3peaKa HMEIOT CXOACTBO
¢ waerkamun bepesosckoro — LltepnGepra, B wenrpe
0Mara OTKNaJbiBAETCSl XOJECTEPHH H XOJECTEPHHOBbIE
seTepE, BCAEACTBHE Yero KJeTKH MpHOGPEeTaloT «IeHH-
cruity Baa, OTanoxenne xonecrepona s HeGOJILIIOM KOJMH-
NCCTBE MOZKET OTMEYaThCsd W IKCTPAUENNIONAPHO B BHJE
fatenb, 061a9K0B H KpHCTAMI0B. B craznn BLI3ROpOBJe-
A XxapakTepHbIM sBasercs obGpasosanue (uGposHoi
tkani. [To durenpbept — XoJbM ¢ COABTOPAMH B TeUeHHH
Gonesnn Xana— llliomnep — Xpucrnana pasanyaiorcs
yeTbipe THCTOJOrnueckHe (assi: 1) rHOepnaIact HIecKH-
npoaudepaTuBHas, Npu KOTOpol uMeercs NpoaHdepanns
KJETOK 9HAOTENHA, JEHKONHTOB H PETHKYJADHBEIX Kie-
ToK; 2) rpaHynemaTosHas, NpH KOTOPOH K NpoIeccy mpo-
audepauun nepsoit gasul npubapaserca 3HaUHTENbHOE
yBeJHUEHUE JO3HHOMHIOB, PETHKYJSPHBLIX KICTOK H MO-
SIBJASIIOTCA HOBblE KAnHAASpB, 3) KCaHToMarosHas, npu
KOTOpPOH MOABAIOTCHA THCTHOUHTApHLIE H aJABEHTHILHAJ/b-
HbEIe K/JIETKH C HAKOIJIEHHEM B HHX XOJecTepo/ia. I'Iepﬁ-
BACKYJIAPHO MOMXKHO OGHApPYKHUTH TaKMKE MOHOHYKJeap-
Hble KAeTKH; 4) pubposnas, npu KOTOPOH MCEBAOKCAHTO-
MaTo3Hbe KJIETKH 3amemtaiorcss (pubpobaacramu, obpa-
3ysl HOBYIO COGAHHATENbLHYIO TKaHb.

Jlns nnarHoCTHKM KcaHToMaTo3a HeoGXOAHMO YHHThI-
BaTb K/JAMHHUECKME, DEHTreHOJIOTHYecKHe JAHHEIe H TH-
CTOJIOTHUECKYIO KapTHHY, NOJAyuaeMyio NpH HccaenoBa-
Huu GuonTHueckoro matepuana. [lpn guddepennnann-
HOHl [HMATHOCTHKE NPHXOJNHTCS HMETb B BHAY JeHKO3,
JuMmdorpanynemaros, Goaesnt [ome W mMeracrasnl 3J0-
KAUECTBEHHLIX ONyXoJeli B KOCTAX.

Jruorceus neussectHa. 3abonepanyue He nepefaercs
no wnacaenacrtsy. [lpeamosaraercs, 410 B OCHOBHOM
HMEETCsl HApPYIIEHHE KIETOUHOro MeraGoauama.

[Tareeeres. [latosornueckuil OpoLece A0KadH3YeTCs
raaeHbiM 06DasoM B KJAGTKAX HHTEPCTHIHAJLHOH TKAHH
MHOPMX OPTaHOB; Clelu(puuecKoe MopaskeHHe KJIeTOK Ha-
XOAAT B JErKHX, Nedeny, JAuM@oyanax, KOCTHOM MO3ry,
cesieaeHke, B TBEPAOH MO3roBOH obfosouke, maespe, Opio-
muHe W nepuocrte. Tpmaga Xpucruana ObiBaeT Bhipa-
JKeHa He Beerja. Peke NpyrHX CHMNITOMOB BCTpevaeTcs
HecaxapHbiit anaber. Avery ¢ coasTopaMu 0GHApPYKUJIH
3TOT CHMUTOM TOAbKO Yy 3 GoabHbX u3 29. H. H. Ulo-
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KHHa, Habaopapinag 7 O0JbHWX KCAHTOMAaTO30M, obHa-
py:KHAa KOCTHLIE H3MEHEHHS Yy BCeX OOAbHBIX, nyyersia-
3He — Y TPeX, a HecaxapHbiii Anaber He Obl1 OOHADYIKEH
ei0 Hi pa3y. DOJBIHHCTBO aBTOPOR CUUTAET, UTO UEp-
Bu4HO npu Gonmesnn Xaupg — Llionnep — Xpucruana pas-
BHBAETCA ICCEHIHANLHBIN PETHKYME: H JUIIbL BTOPHUHO
BCJENCTBHE HAPYUWeHus [NpPOHHUAEMOCTH B K/eTKax OT-
KAaAbIBARTCS B H3OLITEE X0AECTEPHN.

Jlewenue. IHanayumne pesyinbratsl JAeT pPeHTREHOs
repanuA, [Ipn orcyrcTsid sddexra HIH HOABICHAH pe-
UHAHBA DEHTreHoTepanus MoxKer Goirh mosropera. B ma-
cTofllee BpeMsi PEKOMEHAVETCs KOMOMHHPOBATH 3TO Je-
uepHe ¢ ropmMoHoTepandell (npeauusonon no 1—2 me wa
1 k2 mega). [lpu anemusix Ha3HAUalOT TpaHCcQy3HH Kpo-
BH WJH 3PHTpOUMTapHOH Macch. Iluera ¢ orpannyenyem
XOJIECTEPHHA HE YMEHbIIAET KCAHTOMATOSHLIE H3IMEHEHHS
B KOCTAX.

[Ipoenos npu Goaesu Xana — Iommep — Xprerna-
na Gonee GaaronpusTHLIA, yem npu Gosesun A6t — Jler-
tepep — 3use. Gubler ¢ coaBT. NIPHBOAUT CBOAHYIO CTa-
THCTHKY NO JETAIbHOCTH TPH 3TOM 3a00JCBAHHH: U3
b3 Bonpumrx ymepno 13, uro cocraBasier 25% erann-
Hoern, Konmnnueckue nabaiofleHus] II0KA3LIBAIOT, YT0 PO~
rHO3 TeM JAyuiue, yeM B Gojee 103aHeM Bospacre 3alo-
JgesaeT GOJALHOH.

[Tpusonum coBersentoe HaGmojeHue.

Boawnas M. M, 2!/, ner, nocrynina B jleTekoe oTjaenende 06-
NACTHON KAMHHYECKOH OOALMIUL ¢ MajobaMi Ha THHCHBHT § rHOM-
Hble BRIieTeHHs H3 3yOHBIX ayuok., B Bospacre Tpex mecsines nepe-
Hecna KOKMOW # ¢ Tex mop pacrer chabuiM pedenkom, Hacrosuee
sadoneBadie Havagock TPH MecAna Hasag, Craad Benafars sy6w
H passiaca rhaurasur. B sece we npnGapanaa. IMpr upreme 8 Kin-
BHKY OTMedeHu TsKenge OOmee cocToAHMe M BAVIOCTh  pefenKa,
GIeJHOCTE KOMHLIX NOKPOBOB M BHANMBX CAN3HCTHX 000J0YEK, BL-
paxennoe noHmkedue ynurawnoctn. Bec 8970 g, poer 79 cs. Typrop
Komn nonmmen. Mugponomnagennt. Kapuee ay6os, aydsl pacwiara-
not, reurasut. Feorpadmueckuii assik. Ilpw naasnannu uepena ofipe-
nexamwTed AediexThl KOCTHON THand B npapoft JoOHoll o6JacTH, BeaH-
upsoft 1,5 3 1,5 ca, B aepoii picounoil — 2,5 X 1,6 ¢x u 8 temeHHof
oGractn 1,6 3} 1 cm Tlph omynpsansn KOCTHHX AeekToB OTME-
gaercs GosesHennocth, [Jedekrol depena — opajabHOR (GOpMBL ¢ He-
posubisi Kpasgmu. [lpn xofnfe gesouxa mwmaitnr Jaesyo dory. Hag
JECKHMH B MeRaonaroailoM npocTpaucrse weboablnoe yKopoYeHHE
HEPKYTOPHOro TOHA, 3fech Ke MecTkoe Aumxamme, Tpaunmn cepaua
HOPMAJBHES, TONL NPUrAYMERH. [IpomynspacTes na0THOBATEY Kpal
nesenn Ha 1,6 om ummxe pedepuoil ayrm. CeneseHka He Npoumynw- |
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paerea., Cryn Hopmaabnuil. Adopekcus. Bmnupaer aa cytkn 4,5—
=

5 a2 munkoerw, [Toauypusi. Temmepatypa cy6gebpunsnasn, nnoraa
noabemu A0 38,5—39° Heenegosanne kposu: sp. 3710 000, Hb 57 exn.,
a, 6980, 3, 1%, 6. 1%, w©, 1%, o 9,5%, ¢ 64%, mumd. 16,5, mon. 7,
PO2 10 ma/u. Kowmiecrso xonectepuna B Kpopu 166 me%. Moua N,
yn. sec 1008—1010. Ha pentrenorpammax cbofa uepena Jauikapro-
oBpa3Hue gedexthl B JOOHOH, TeMEHHON N 3aThllounoil Koetsax. Ta-
Kiie JKe N3MeHeHud HMEIOTCA B BepxHNX crenxax opGur. Ha pentre-
HOTPAMMAaX HH:KHEH UETOCTH onpejensiores ofWHpHEEe aedexTh
KOCTHOR TKaHim ¢ OO@HX CTOpOoH oBagbholl dopMel ¢ HEPOBHBIMI
kpaamn. Ha penrrenorpamme raza — Goaplriolf nedext B Kpslie Je-
BOll moasspomuoii Kocrw, Ha cunvxe V pefpa cnpama 8 moamcimied-
Hoil ofiacTH HMeeTes paspyliense KocTHOR cTpykrypol, Ilpn pewr-
reHOCKOUMY TrpYyAHON KAeTKH OOHApYMKEHL. oCTATOqHLEe SBJeHuH
GponxomnesMonny, Jlevemne (penTtreHotepanus, aHTHOHOTHKN H
CHMOTOMATHMECKHE  CPe/ICTRA)  OKazanoch manosherTHBHLIM,
B nanenefimem ponnTesu Basan JARBOUKY AOMOf Aaa aMByJ1aTOpHOTO
JQUEHHA.

Roerman soannodmapias
rpanyaema

Brnepssie sro saboaesanne onucano B 1913 r. maro-
noroamatomom H. M. TapartbiHoBbiM, KOTOpHIE yKasalt,
YTO CYHIIECTBYIOT TPaHYJEMHI, CXOAHBIE ¢ TyOepKyses-
HEIMI, HO COCTOSIILHE H3 303HHOGUIO0R.

Kaunuteckas kapruda. DBoneor raasuniM obpasom
wroapHuKE. Koctnaa 303upodHILHaR TpaHyIeMa MOKET
nporexats GeccumnToMHO, 3abonepanue o0HapyHKHBAET-
¢t CaydaiiHo NPH KOUTPOJBHOM PEHTIEHOJOrHYecKoM 06-
CJIeIOBAHHN [0 MOBOAY KAKOW-HHOYAb TpaBMbL ¥ uacru
GONLHLIX B Hayaje GoNe3HH MOXKeT NOABAATLCH HPHIYX-
JIOCTE TKaHell H 00Je3neHHOCTh B 00J4CTH MOpAIKEHHs!
roctd, O6uiue ABIEHHA HHTOKCHKALUHN H TOpaykeHHEe BHY-
TPEHHHX OpraHoB OTcyTcTBYloT. Temnepatrypa HOpMais-
Hasi. B OCHOBHOM [Opa’KaloTCs NJIOCKHE KOCTH uepena u
HHIKHEH YeqI0CTH, HO MOTYT H3MEHSThCS M APYTHE KOCTH.
SoannoduapHana rpanyaeMa o6LMHO GLIBACT OJHHOUHOIM,
HO MOMKET ObiTh H MHOMKECTBEHHAa# JoKaausalus. ecr-
PYKTHBHBIII NIPOLLECC B KOCTH HMEET OBaJIbLHYIO HIH OKpyr-
gy Gopmy; BOKPYT TakHX [Je(exkToB oOBIMHO OTCYT-
CTBYIOT PEaKTHBHBLIH CK/JAEPO3 Kpaee Aedexra H NepH-
ocranpnbie  uaMenenus. C. A. PefinGepr npuaaer
jHauenHe causHuio Aedexros apyr ¢ japyroM. Hepenxo
cTuBLIMECA Oe(eKTH HMEIT SYeHCTHIH XapakTep. ¥ He-
KOTOPBIX OOJALHBIX C 203HHO(PHIBHON rpaHyJeMOH MOXeT




HACTYMHTL nepesoM KoctH. TunuuubiM Asasercs GuleTpulil
POCT KOCTHBIX Ae(eKTOoB W OnicTpoe oGpaTHOE Pa3BHTIE
KOCTHBLIX H3MEHeHW#i moc/e pentrenorepanuu. HMapenka
OMHCHIBAIOTCS H KOMKHLIE MOpazKenus, anaJornunne Keails
TOMATO3HLIM CHIIAM. B HCcnefoBaHUAX KPOBH, Kak mpa-
BHJIO, OTMEYAeTCsl YMEpPeHHO BLIpayKeHHas J03uUHODHINA,
HMHorja KONuuecTBo 303HHOPHIOB B KPOBH [OCTHraer
20%. Ilpn Guoncun oBGHAPYKHBAETCH paspacraHde rpa-
HYAANHOHHOH TKaHH, coflepiKallleli FHCTHOMNMTH H 303U~
HOQUIbHBIE [ONHHYKIeapHble KAeTkH. JlHnaMmuyeckue
FHCTOJIOTMYECKHE HCC/Ie[OBAHUS MOKA3a/H, YTO BHada/le
npeoGaafsaer [ECTPYKIHSA KOCTH, BbI3BaHHasy OCTEOKJa-
craMi; OAHOBPEMEHHO HMeercs ofunbHaa npoaudepauns
rpaHy/1eMaTo3HbIX KJAETOK; MOC/JEAHHE COCTOAT W3 peTH-
KYJIOTHCTHOUHTAPHBIX KJAETOK ¢ P'OMOTEHHOH auHiopuIb-
HOW BaKyoJqusHpoBaHHOH uutomiasmofl. Hapsay ¢ oGu-
nHeM 303uHOPHALHBIX TOJHHYK/A€apOB MOXKHO OOHApY-
KHUTE  31eck cnaepodarn u  aunobarn. B uenrpe
TpaHyJieM 4acro BO3HHKAET HEKPO3 H cpean oOJIOMKOB
(harounTon 3aMEeTHO HEKOTOPOE KOJIHYECTBO KPHCTAMIOB
Ilapko — Jleiinena. B RoHeuHo# crajui KOJHYECTBO
903HHOQHIOB YMEHbILAeTCs, a KOJAHYECTBO DETHKYJsp-
HBLIX KJIETOK Bce Cojlee HapacTaer H HauHHaeTcAd 3aMer-
Hutll puGpos.

Auazrocruxae KOCTHOW 203MHOGUNBHON TrpanyneMul
Gonbmiefl yacTblo He BCTpPewaer TPyAHOcTeH, B 0cOGeHHO-
CTH ECJH OHA EIWHWUHA W PacnOJardercs THOHYHO B
KOcTHOH TKaHW. B COMHHTENBHBIX CAyHasx AMATHO3 MOA-
TBEPAAACTCA THCTOJOTHYCCKHM HCCAEJOBAHMEM NYyHKIH-
OHHOFO MaTepuana.

Jlevenue. Xopoline peayabTarThl AaeT PeHTreHoTEpa-
nis. Pexke npuMensiercss XHpypruueckoe jevyenune (Kiope-
tax). MBorna Hacrynaer crnoHTaHHO BHI3ZOPOBJIEHHE Ge3
BCAIKOTO JICUEHHS.

Ilpoenos Gaaronpusitebiii. Ilo panuniM opHol H3 3a-
pybfexubix cratucruk u3 60 GOMBHLIX ¢ KOCTHON 303MHO-
dbuasHOl rpanynaemMoll ymepao 3, 4to cocrasaser H%.

Jaa wimoeTpauHd NPUBOAHM KPAaTKOE H3JIOMKeHHe
co06CTBeHHOrO HalJI0AeHHUA,

Boawnofi M. B., 6 ner, B paHHEM DeTCTBE pPasBHRANCA HOPMATh-
He Ha BTGpPOM roAy KNH3HH AHATHOCTHPOBAH XPOHHUeCKHH TOH3HA-
mut Tlocnenmee Bpems aurnin Gupaor penko, [lepenec ckapmaruuy
B Bo3pacTe TPeX JeT H RerpaHylo ocny B wmecrb der. Hacrosuuy
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anfogepanmem sadomen » mioge 1959 r., mosmuaace wefoneuras Go-
JiHCHHOCTE B NpaBoll noJoBHEe HJMKHel ueJuocTH, B aBrycre ajech
e NOABHNACE HPHOYRIOCTh, HCUSSHYBNIAA HEPes HECKOJIbKOo JIHEeil.
Bupay noLospeHis HA OCTEOMMENHT HIHeR ueaoeTn Onaa caenaHa
penTrenorpaMma, Ha KOTOPoR oOHADYMKeH KOCTHLIT JedeKT B HUXK-
lefl ge/IIOCTH Cnpapa, OKPYTacH (OpMbLl ¢ YETKHMH DOBHBIMH KpasMiL.
ecoenopanne xposu or (3/VIIL (959 r.: sp. 4620000, Hb 10,9 2%,
lineropoit mokasatenn — 0.7, a1, 7000, s, 20%, c. 31%, mumd. 44%,
mot, 5%, PO 6 uu » | 4. B jansueiiuem xommuectno s03unodin-
aon cunsuaock xo 7.5%, a uepes 4 mec. — o 2%, Camouyscrsie
MOJEYHKA Bee BpeMs xopomiee. BuyTpennne oprans Gea ocofenno-
creit. OT mpeasoiKeHHoli PEHTTEHOTEPANHH  POMHTENH  OTKA3AJHCH.
I lpoBesennoe gepes H JeT KOHTPOALHOE ofCjaeloBanne NOKA3ano, uTo
MaVIBYHE TPAaKTHYECKH 340POB.

I'naea IIT

PEJIRHAE 3ABOJIEBAHHA
INUIMEBAPUTEJIBHOI'O TPAKTA

I{eanarmsa

(6oaeans [Lmn — 'eprepa — LeitGnepa,
KAIEYHBIE MHpanTmimsm,

ITIOTENOBAS SHTEPONATHS)

Brepsuie 3afogeBanue onucano B 1888 r. monpos-
ckum negnarpom Gee, kKorophifl u mas 607e3HH HazpaHHe
neqHakng, 3aTeM [efuaxis Objla NMOAPOOHO HayueHa
Ieprepom u TefiGnepom B nauane XX mexa. 3aGonesa-
HHE OTHOCHTCSI K XPOHHYECKHM sHTeponaTuam. Kapruuna
00JIE3HH THOHYHA JJIS AeTell MiajeHuecKoro BO3pacTa.
3abonesanne OGLIYHO BO3HHKAET B KOHIE NCPBOro roja
JKH3HM, HHOT/lAa HECKOJIBKO NO3Xe, B Bospacre 1—5 aqer.
OnHEM H3 KapAHHAABHEIX CHMNTOMOB OOJIE3HH SBJSETCS
H3MeHenHe Xapaxrepa uHcnpaxuenuit, OZHOBpPEMEHHO
pasBuBaeTCd 3HAUWTENbHAS NOTeps Beca, NOBOASILAf
peGeHKa 10 BblpaxKennoii kaxekcuu. Vicromenue Goubme
3aMETHO HA KOHEYHOCTAX, TYJOBHILE H SCOAHIAX H Me-
Hee Ha jgune. ¥ GOJbHBIX OTMeudaeTcd CKIAOHHOCTh K oTe-
KaM ¥ 3afepiKa NCHXO-(H3UYECKOro PasBHTHS.

B 1950 r. patckuit nmegnatp Dicke m van de Kamer
0OHAPYKHIH, YTO B NATOreHe3e UeJHAKHH JIRKHT Hemne-
PEHOCHMOCTDL OOJILHBIMH KJACHKOBHHBI 3/1aKOB ([UIEHHIIL,
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KU, AuMeHs K oBca). DTHoJOTHA 3abosaeBaHHs HaCTO
uesicia, Muorna oHo pasBuBaercd INocje JII3EHTEPHH H
NPYTHX JKEAYAOUHO-KHIeunsx sabonesannit. Mmeer 3ua-
ueHHE M HEenpaBH/JbHOE NHTaHHEe GOoabHBIX. Broxnmuues
CKHE MCC/AeLOBAHHS IOKA3aJH, 4TO 010K KJAeHKOBHHEI
371aKOB (IJI0TEH) COCTOMT H3 ABYX dYacTeil: BOLOPACTBO-
pHMOl PpaKiKK ¥ Ppakuuy, pacTBOPHMON B CHUPTY, MO~
caennss moayuHdsaa HaspaHue rVuaiHHa, KOTOPLIH COCTOHT
us 47% raoramuna u 13 % npoauna. I'inafinHbl BHISHI-
BaloT y GOJMbHBIX HApPYIWEHHA NepesapHBaHUd U BcachiBa-
HHA B TOHKHX KHOIKAaX.

Kaununeckaa rkapruna. Jetn, fo toro 340pOBLIE H
XOpOLIO HACTPOEHHBIE, CTAHOBATCS Pa3AparKHTeJbHLIMH
H [OCTOSHHO HeaoBoabubl, OuH TEpaIOT annerHT, Nosas-
JISIeTCs MOHOC, HHOrAA PBOTA H IPOHCXOAHT OCTAHOBKA
NCHXOMOTOPHOrO pasBuTHA. B TmKenabix cayuasax B reue-
HHE HECKOJbKHX MECSIeB Pa3BUBACTCH THIHYHAT KJAHHH-
yeckasi kKaprtuha GonesHu, Bpocaercs B riiasza BecbMma
3HAYHATEJILHOE HCXyHaHnue, B Oco0EHHOCTH Ha TpyAHOH
KJIETKE W KOHEYHOCTsiX. KoXa Ha Arofiunax BHCHT Kpyn-
HLIMH CKJIaaKaMH; XuBOT Goabmoil, s3ayruil. Ctyn cser-
JO-KENTHI HJH cepopaThiil, GaecTAlUHiH, Kalnneobpas-
HEIH, TEHHCTHIA, BOHIOUHH W OOBEMHBIN, HO HE BOJIAHH-
CTHH, 3—6 pa3 B HeHb. FBJAenua NCEBAOACHNTA XOPOMIO
BbIpAYKEHbl BCJAENCTBHE CKONJIEHHA JKMAKOCTH B ATOHH-
YECKH pAaCUIMPEHHBIX KHINeuHwx neraax. Ha mgeux
KoHedHOCTAX noasagiorca 6e3benkosuie oTekd. Temmnepa-
Typa HOpMadbHA". THOUUHEL H3MEHEHUA XapakTepa Golb-
HBIX, J€TH CTAHOBATCA YTPIOMBIMH, PasaparkHTEJbHBIMH,
NefanTHUHbIME, KaNnpH3HLIMH H STOHCTHYHBLIMH HEBpONA-
rami. OGBIMHO OHH HENOABHMKHO CHINT B KPOBATH, CKpe-
CTHB HOTH, H CePAHTO, B3NISIAOM HCIOANOOBS CAeJAT 32
okpyxKatomum. [lox Bausnnem nedeHns HEBPONATHIECKHE
YepThH XapakTepa M ApyrHe nposapaeHus Go/€3HH NPOXo-
AT B TeYeHHE HECKONBKHX Heaenab. XapakrepHa is ue-
JHaKuy 3anepikka pocra. Kpome roro, B pasrap szabonae-
BaHUA NOSBAAIOTCS pasHooOpasuble CHMIITOMEI, BLI3BAll-
HbI€ HapYUIEHHEM BCaChiBaHHs M3 KENYNOUHO-KHIIEYHOro
tpakra. Ocreonopos 3aBHCHT OT HENOCTATKA Kaablds H
BUTaMHHa D, aneMHs oT nemocrtaTKa MKeneabl, KPOBOH3-
NuARAA (MeTexHH) N KPOBOTECUEHUA U3 CAUZNCTHIX 000J0-
yek — OT aBHTamMuHO3a K, cromatint u arpoduueckuit
IIOCCHT — 0T Hemoctatka pubGodaasnna. Beaegcrsne
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IJI0XOT0 BCACLIBAHMA KAaJbIHS MOLYT MOSABAATHCH TaKKe
npusnakn cnasmoduaun, [lpu OHOXHMHYECKHX HeCaeo-
BAIHAX KPOBH 00HapyKHBAETCsA THIOCHAEPUHEMHS, THIIO-
(pocpaTeMus, THIOXOJCCTEPHHEMHS H THIONDOTEHHEMHA.

B romporpamme onpejensiercd GOJILIIOE KOJHUECTHEO
JKUPHBIX KHEA0T, HEATpaJbHOrO jKHpa H KajbIHiHbLIE
Mbia. B HOpMe y 3/10pOBBIX JAE€Teil O CTY/IOM eXe/HEBHO
pLaenseTes 1—3 2 XKupa, a npH ueauakus — go 20 2
i peie, Crearoppess ABIfeTCA BaXKHEHITHM CHMITOMOM
GosesHu. Buisenenue co crynoMm Genka, colell B BOJbI
yBennyeHo. ITeHHeTOCTh CTysla 3aBHCHT OT GaKTepHasib-
Horo OpoMEHHs VrJEeBOJOB, HE BCOCABLIMXCA B KHIIEY-
nnxe. DBakrtepmannmas ¢aopa KHIIEYHHKa COCTOHT B
OCHOBHOM M3 anuaodmibuoil naxoukn u b. bifidus.
pa.’-jBHTHe ueJHakui A0 H3BECTHON CTENeHH CRA3AHO
¢ yeaosuamu nuranus. Konnyectso saGoseBanuil yse-
JIHUHBAETCSI BO BpPeM# IJOXOr0 CHaOKEHHS NPOAYKTAMH
NUTAHHA HaceJeHHs (BOHHbL).

Teuenue zabonenanus — poanooGpasnoe. Bo Bpems
060CTpeHHs] YBEJIHYHBAGTCH KOJHYECTBO HCHPAXKHEHHI,
OHH cTanopaTca Gojee BOAAHHCTBIMH H OJECTAIHMH,
JKupor ysennuupaercsd, Hactynmaer 0oJiee peskoe Hexy-
naune. Bes cooTpercrBylollero Jedenus: sabonenanne
TSAHETC MecAlnaMu M rojgami. Yacto NpHCOEIHHSETCH
BTOpHYHAsE HHQeKUd, yxXyaasg obllee COCTOSHHE pe-
Heuxa. 3abonepanme IpPHHUMAeT XPOHHUECKOE TeYUeHHe,
Boabnoii orcraer B QH3HYECKOM PA3BHTHH, 4TO BEIAET K
TAaK HaakiBaemMoMmy KHiledHoMmy wuHpanrTHansmy. Cmeprsb
HACTYIAeT OT HCTOLIEHHS HJH NPHCOELHHEHHS BTOPHYHON
ungexunn. IIpn GraronpHATHOM TEYEHHH MOMKET HACTy-
NHTh CHOHTaHHoe yayuinenue. K mkogbHOMY Boapacty
BCe ABJACHHA NPOXOIAT.

CoBpemMeHHOE JICYCHHE 3HAUMTENBHO YJYUIIHIO ITIPO-
raos. OaHako nepeBojl Ha oOWIME pexHM JAOJKEH Ipo-
BOAHTLCS OCTOPOIKHO, H3-32 OMACHOCTH PElHINBA,

Iennaxus Berpedaercss pexe kucrohubposa NomKe-
JAYLOYHOW JKejessl M caxapHore auabera. [To paHHbIM
Carter ¢ coasT., yacTota sabonesauns B ANrIHE cocras-
ager 1:3000. VeeanueHue ymeia KeayaouHO-KHITCYHEX
sabosieBaliiil cpean POACTBEHHHUKOB OONLHEIX IeNHaKHel
yKasplBaeT Ha 3HaueHHe Hac/encTBeHHoro (akropa He-
uapecTnoil npupoast. Ilpn Heenenopanun causHeroi o6o-
JOYKH KHIIKH MyTeM aclinpaunonnoi 6uoncun McDonald
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¢ CcO4BT, Cpeiu POMCTBEHHUKOB OOJAbLHLIX HEIHAKHEH #
11% o6rapy:Kua H3MeHeHHs, XapakTepuble A1 STOTO
3a601epalHg.

B npexuee Bpems (6e3 COBPEMEHHOIO [AHETETHYEs
CKOro Jedennsi) OGone3nb NIWJAaCh, Kak yiKe yKasLiBa-
Joch, MecailaMu M pAaxKe romam. TsKenwe cuMOTOMBI
LeJHakui TJI0X0 [oAjaBaduch JedeHnio, saboseBaHue
LaBajo pelyAuBLI 1 HepPeIKo Nepexoiuyio B HETPOHHue:
cKy10 hopMy €npy B3pOC/IbIX.

B Hacrosilllee Bpem# IIpU COBPEMEHHO Ha4YaTOM H CO-
OTBETCTBYIOIIEM JeYeHHH npo2Hod — BJaronpHaTHLIL.

Bce cHMITOMBEl 00J€3HH, KAK Y€ YKasblBaI0Ch, 00be
SICHAIOTCA  HEJOCTATOYHBIM  KHIIEYHBIM BCacLIBaHHEM
U, MEHEpPasbHLIX codell © BHTamuuoB. Beposrno,
BCACHIBAHVE BOAL TOXKe Hapyweno. OcobeHHO CHALHO
Hapymeno Bcacupauue kupa, Taxum obpasoM, npu me-
JAHAKHM ~ HMEeTcs THIHUHLIL CHHIPOM HeJ0CTATOUHOrO
pecacupanusi (Malabsorbtion syndrom). Ilatonoroana-
TOMHYECKHE HCC/AeLoBallHa B OOJALIIKHHCTRE CAyYaes He
OGHAPYMHUBAIOT SBHLIX MATONOTHUECKHX WAMEHEHWH B
TOHKOM KHmeunHke. OAHAKO pEeHTreHOJOrHYECKHe H B
0CODEHHOCTH GUONTUIECKHE FHCTOJOMHYECKHE HCCAe/10Ba-
HUSL YKA3HLIBAIOT HA PACHPOCTPAHEHHBIE BOCTIAJHTENLHLIE
H3MEHCHHS TOHKHX KHMIIOK. BHauane oTmeuaercda oTek W
KPYIVIOKJAeTOoYHad HHQHIALTPAUHs CAH3HCTOH 000/104KH,
B ocofenHoctd B ob6aacrn lamina propria, a aarem na-
crynaer atpodua CAH3HCTOH 060J0YKH TOHKON KHIIKH,
Bopcunky ncuesalor Win ykopauusatorcs. ITpomexyriu
MEXAY IHHMH H KPHNTaMH yMmenbllalorca. Knerku smnure-
Jaus ymaoulaloTes, a fAapa pacnonarairest 6azainHo.
Hurepecyo, uTo mocae OTMEHH IVIIOTEHOBLIX HPOAYKTOB
MaToOJOrHYeCKHe H3IMEHEHHs TOHKHX KHINOK INpereplie-
BalT o0paTHOe pasBHTHE H BCachiBaTe/dbHas (GyHKIHA
KHIEYHHKA BOCCTaHABJHBAETCS,

Kak nokaszangu HEKOTOpHIE HCCIAEA0BAHNS, INTHALHH
COMEPIKUTCH B MIIEHHILE, PIKH, OBCE, BEPMHIIENH, MaKa-
poHax, COCHCKaX, Kosbace H MACHBIX CYIaxX; HE COACPHKHUT
TIMAJIHHA PHC, KYKYPY3d, OBOmH, (DPYRTB, MOJO'HLIE
MPOAYKTH, CBEKee MACO, puiba M siiila, caxap, BapeHbe
u mea. Kpome rinaauna, Takoe e NaroJorHueckoe jeii-
CTBUE OKasbipaer Ha OCOABLHBIN LETWAKHeN anenus, Haxo-
pamuiicsa B oBcsiHolt Myke. Ecnn GonpHoMmMy nenuaguei,
Haxoasimemyca na auere Gea kaeHKoBUHB, N00GABHTL B
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(LY THALAH, TO CHOBA MOSIBAAIOTCH BCe MPH3HAKH Ie-
JnaKkHy — pBoOTa, CcTEATOppes, 3adep:KKa pocra, a y 4a-
C1it GOJIBHBIX MOMKET NOABHTLCS Ja)Ke IVIHAaHHOBGLIH LIOK.
[lasnauenne auerw 6e3 ryiHanuna, B 0COOGHHOCTH B pai-
felt cragnd 3aGoNeBAHHS, MOJHOCTBIO H3JEUHBaer
BOABHBIX. '

O Mexanname NOBPEKAIONIEro AEHCTBHA TAHaIHHA
NP HEAMAaKHKE  BhICKAsHiBalOTCA TNIPELNOAOMENnHs, HUTO
HMEeTCsl HELOCTAaTQUHOCTb (PepMEHTATHBHOTO [EHCTBHS
Ha TIHagnd nenTHaas, BHAEJAEMbIX CJIH3HCTOH 0007104-
KON KUIIEYHHKA, fnpuyem o0pasyiorcs TOKCHUECKHE HIIH
AJJIePTH3UPYIOULAe NPOAYKTE pacllenaenis, BL3LIBAIO-
uHe MCHXHYECKHE H3MEHEHHA.

[To ApPYrHM NpeANONOIKEeHUsAM, SHTEPONATHS pa3BH-
BaeTes KaK aJaepruueckuii cHHAPOM ¢ HAKOMJIEHHEM B
opraauzme aururen. OIHaKO 3Ta THNOTE3a HE MOMKET
OOBSICHHTb NCHXMUECKHE H3MEHEeHHsl, XapaKTepHble I/
ueanakud. Hakonen, HexoTopble HCCAELOBATENH CHH-
TAI0T, 4TO HMeeTcA HEOOBLIMHLI WMMYHOJOTHUYECKHH OT-
BET CO CTOPOHLI KHIIEYHHKA Ha TJHAAHH, UHPKYJIHPYIO-
Kl B KPOBH GONBLHBIX.

[Tpu dugpepenyuarvnon OGuazHoze ciaenyer HMETb
B BUOY 3aboseBaHife, 3aBHCALLEE OT HENEPEHOCHMOCTH
KpaxmaJa, fpd KOTOPOM B KOTpOrpaMme Hapsmy ¢ KH-
pOM OINpeeIeTcs MHOTO KpaxMallbHEIX 3€peH, a TaKiKe
NHCMENCHH TPYAHLIX AeTell BCAGACTBHE HEIOCTATOUHOM
aKTHBHOCTH (DEPMEHTOB, pAaCILenasiioluX JAncaxapHibl
(maxTasel, MaJbTassl, WHBepTask). Yame scero npuxo-
autes AH(AQepenuHpoBaTh UETHaKAI0 OT MYKOBHCIMA03A.
[Tpu aromM ciejlyer NOMHUTD, YTO NpH KUCTO(hHOPO3e NOL-
KeayA0UHOH Keaeszbl HMEET MEeCTO nHc(hepMenTaTHBHDL
npollece, a NpH UeJSHAKHH — aKTHBHOCTL (PEPMEHTOB He
H3MeHeHa.

Jlnaruoa ueqHakid B BbIpaKeHHBIX Cay4yasx HE mpea-
CTAR/IsAET 3aTPyAHeHHil, oAHaKo B Hauane saboseBaHus
H NpH JaTeHTHBX GOpMax MOryT norpefoBaThes MOMOJ-
HITENbHBIE 1a00paTOPHLIE HCCIeL0Ba HHS.

Jlnsa onpenenenns 4YBCTBHTENLHOCTH OOJbHBIX K [VIIO-
Teny HCKJAIOYaeTcs W3 MHILH KIeHAKOBHHA 31aKOB B Teye-
HHe Mecslla ¥ 3aTeM HasHauaercs rawaaus no 300 Mz na
1 k2 Beca. ¥ Goawbyblx Mocae HATPY3KH TAHAAHHOM M1O-
SIBASETCS cTeaTopped, YIJVIOLlAeTrcs BecoBas KpUBas H
O/HOBpPEMEHHO yxyawaercs Hacrpoenue. Kpome rtoro,
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npu npoGe ¢ DUIUEBOK HATPY3KOH FIMAAUHOM Yy 3A0pO-
BhIX uepes 3—5 # gposenb riyaguia B maasMme KpoBH
nosuimaercss Ha 40%, a y GoabHbiX — GoJblle ueM Ha
100%,.

ToxazarespsEa TaxkKe KoOporpaMma OpPH USNTHAKHH,
B Kotopoll o6Hapyx)uBaercs 00/blIOe KOJHUYECTBO CBO-
GOnHBLX KUPHBIX KHCJAOT H HEHTpasbHOro KHpa.

Ecan y GONbHEIX € XPOHHUECKOH suTeponaried He
onpeiesasercs MOBLIIEHHAA YYBCTBHTEALHOCTL K IVIHAMH-
HY, CJELYET [MO/AYyMaTh O BPOXKAGHHOH aHOMAaJHH KHIIEY-
HUKa. B Tex cayuasx, KOrja 2To BOIMONKHO, C/eLyeT pad-
JIMUAThH TePBHUHBIE HAHOMATUYECKHE H BTOPHUYHLIC CHM-
nroMaTHueckue (opMBl LENMAKHH, HaNpHMEp, MNOoc/Ae
OCTPLIX HH(PEKNHOHHBIX H KHITeYHLIX 3aboseBanuii.

Jlewenue, Tlpexpe Bcero cieayer Ha3HAYHTh [HETY,
cBOGOANYIO OT KiaefikoBHHbL. [Heta pomxna 66Th N0AHO-
LEeHHONH H COOTBETCTBOBATL BO3pacty pebenra. Myka u
MYyuHule 6010712 3aMPELIAOTCs 0 3aMEHAOTCS MaHCOBLIMH
npenaparaMu (MoHzmamMHuH M Ip.). M3 nuranua HCKIIO-
YaIOTCs TAKiKe OBCSAHBIC XJIONDbH, cOAepiallie apBeHuH,
WHPBl MOXKHO HE OrpaHHuHBaTs. Bo Bpems o6ocTpemus
GoJae3RH CREeAVET HASKAYATH AHTHANCICOTHUSCKYIO AHETY,
COCTOSIILYIO, B OCHOBHOM, M3 KOHLEHTPHPOBAHHOrO PHCO-
BOr0 OTBApa, MOPKOBH, 6anaHoB H GeJKOBOrO MOJOKA.
HeobxonuMo TakKe HaszHauHTh BHTamMuausl A, B u C.
Buramug D Haspayaercs, Koria IeTH HauHHAIOT MNpPH-
6aBasith B Bece, B zanymieHHulx coyuasx y aerefl crap-
HIEro BO3pacTa IPH HEAOCTATOUHOM 3((exTe 0T JIHETe-
THUECKOTO JIEUeHHS MOMHO HA3HAUHTL YMEPeHHLIE A03bI
KOpTHKOCTEpOUJIHLIX npenapatos (1 e npennnsonona
HA | K2 Beca) W OLHOBPEMeHHO He(ObluHe [103L1 AHTH-
B6HOTHROB, HanpHMep, TeTpauHkiInua. Hdanreabnocrs Jje-
yeHnus AMeroil, CRoDONHON OT riaHajiiHa, J0JKHA OBITh
nporosEETenLHOH. Tak Kak 3azep:KKa pocra ABjasercs
NOKA3aTelNemM aKTHBHOCTH GOJe3HH, PEKOMEHAYETCH TIocHe
HA3HAYEHHA [IHETH!, COJlEpXKalIeii KJEHKOBHHY, CJEIHThL
3a pocroM pe6enKa H, €CIH HMeEeTca 3aJepiKKa pocTa,
cJeYeT CHOBA nepeliTH Ha fAuetTy 6es rauajuna.

[pusorum coberpennoe uadimoaenye.

Boasnasa E. M., 2 ner 10 mec,, 03 r. YXThl NOcTYyNnga B rocmu-
TaabHylo karHHRy 25/VIII 1967 r, KanoOw na mioxofi anmernt, mo-
xylaHie, uspenka psorel, Goan v skusore. Cryn obnapHbif, Onects-
mni, NeHHCTH, OYeHb SA0BOHHLUL, 2—3 pasa B genb,

R




Ierouxa pomnaace ¢ secom 3250 2, nammol Tena 50 om. Tlepuon
HOBOPOMKASHTOCTH NPOTEKad HopMaapHo; CHART ¢ 6 wec., Xomur ¢
I0 mec, xopomo rosopur. B sece nsoxo npubasaana u s 1 rox
necina 8400 e

[Mepenecna kInHHYECKYI0 Au3eHTepHIo B O Mec, kopp—B | rog
7 wmec., nHdexkuuoHHLT MOHOHYKaeos B 2 roga 5 mec. [locemaer.
nean ¢ 5 mee. Marepranbno-GuiToBLbe YOIOBHA HEY/IOBJIETROPHTE/bL-
ure, Oren ¢ cemueit me xuser, Jlom Gapadnoro THO4, XOJOAHLIA H
cuipofi, eBouka GouapHa ¢ 1Y ger, craza nJI0xo ecth, HOXyaAena,
NOSIBINCA KUAKHE 3A0BOHHLGL crys [ocnurasusuposana B YXTHH-
CKYI0 JAeTcKylo Oonmumiy, Yyullenne He HACTYNano H ¢ IHArHO30M
XpoHnyeckas [AH3eHTepHs ola HanpapieHa B Jlemuurpaackuii HHCTH-
TyT Aerckux ungexuui, 3ieck OGonbHasn Jewnnace ¢ 24/ mo 20/111
1967 r. [Ouarnos xponideckoll AuzenTepuy He OGbT NOATBEpHAEH.
¥ IeBOYKH YCTaHOBJEHA LEJHAKHs, 10 NOBOLY KOTOPOH NepeBeneHa
B rocudtaseiyio wapnuxky JINEMM, B gannuke Gusio nposeneno ae-
YeHHE UEAHAKHI JHETOH, JHILEHHON KNeHKOBHEHBL 3/aKOB B TeugHHe
70 mue#t (¢ 20/1V no 29/VI) u Goabhas Obiia BoiMucana B YLOB/e-
TEOPHTEJBHOM COCTOSIHHN 10,08 amOysaropHoro Jeuenns, B reuenne
Mecsila COCTOSHUE AEBOUKH GHLTO YAOBJETBOPHTE/ALHBIM, HO TAK Kak
B fladbHelineM auHeta He cof/o0fandck, HACTYMHJIO BHOBL YXy7uie-
HHE BI0pPOBbS, TOABHJICA MKMAKNA TeHHCTHH 3N0BOHHEI cTyn 3—
4 paaa B JeHb H GoaH B JKHBOTe, Peako CHHAUACA ANNETHT, YXYIH-
JOCk HacTpoeHwe, B aTo Ke BpeMs nosiBMACH KAPNONeNATbHBIA cnasM
i JeBouxa CHOBa OuJa TOCTHTANH3APOBAHA B TOCHHTAILHYIO KIH-
HHKY.

ITpu ocmorpe cocrodnue GodbHof cpeanef Tmxecrd. Heoxorno
BeTYTAeT B KOHTAKT, Bsja, kanpnana, [Iutanne peako noHimseno.
Poer 81 cm, Bec 11100 & Koxa n BHINMBIE CIHAHCTHE OGneguui
Koxa cyxas, 9ncras. Ha xoike mupora pacliipena BeHO3nas CeTh.
B yraax pra auryaspusit ctomarur, Cocouri ssvika arpoduubn.
Opraust  rpyauoii  kaerky Ges  ocobemnocredi, JKnporT Gosbiiof,
OKpy®RuocTh ero 56 ca, coerka Godesued npu rayGoOKOH nauabIaium,
TMeuenp npomynusaercs na 2 cu HiKe pebepHol nyrH, wpall negeny
mArKni, GesGogesmennwili, aaocrpenupii. Cenesenka He NPOLYTIbI-
paerca. Crya GeqoBaTbii, OiecTsmHA, Kamineobpasnulil, oDHILHLI,
3710BOHbI.

JlaGopatopusie gandnie. Anaans kposu or 28/VIII: sp. 4 100 000,
Hb 66 en., a 6300, 5. 1, n. 1, c. 36, aumd. 59, mon. 2, na. xa, 1,
PO2 3 mu » 1 4, Ca—92 x2%, P—45 x%, xonecrepun —
169 #2Y%. TlporpomOnsosni uagexe — 105%, XI0pHAR CHIBOpPOTKH —
525 me% . OGmee xonruectno Geqka 5,3 2. AmnBymunor — 48%, rao-
GymuHos: oy —68%, @ —125%, p—15%, y—17,7%. Caxapnan
KpHBAS na0cKas: HaTomak caxapa 63 ae%%. Xiopuawm nora, amuna-
3a KPOBH M JMacTasa mond Hopmanshel. Onpenenesne TPHICHHA B
nenpaxHednax no lsaxmany ¢ peHTIEHONVIEHHOM [800 [OJ0M -
TenLbHLH Pe3yIbTaT.

Ananng Moun HOpMaibHbH, B KonporpaMme MHOTO HEHTpaaLHOrO
aipa (+++).

Jeuenue. Nuera Oea ramaguna; 10% xagopucrsili Kanbiui, kom-
nneke purammion C, By, Ba, Bg, Bya, wueThpe remotpancdyai,
10 suyrpusennnx saupaumit 10% rmoxoss. Maceax, rumnacrika,
nporyaky. Tenmo na kusor. [Top BansHueM JeYeHHS COCTOfiHHE Je-




BOUKRN  sWaunTeNsRO  yaymmmaock. Craza NoABHMHON, HACTpOEHHE
xopowee, kKoutaxtna, B pece mpuGasuya 1500 e, cryn 1 pas, cpermo-
Keatwil, Menee sjaoBonfsi, Bomucana ¢ secon 12600 ¢ pas pucnau-
cepHoro HabMOLEHH.

Myxosuciugos

(racrosuenl pudpos momKenyMOTHOI MHenean,
BPORACHHAA DHTEPO-GpoHXO0-
MaHRPEATHYECRAS NHCIIOPIA)

Kncrodubpos nomxenyaogHoii rxeslesbl — reneTnue-
cku obycaosdennoe 3aGonepanue, HanbBoaee uyacThIMU
NposaBaeHEAMH GOIE3HH ABMAIOTCA HEAOCTATOUHOCTE (ep-
MEHTATHBHON AEATEABHOCTH NOMKEAYLOUHOH IKeses,
fporpeccupyioliee XpoHnueckoe 2a00/CRAHUE JCTKUX W0
yBe/IHYE€HHE XJAOPHIOB mnora. V3 JApyrux BO3IMOMHBIX
nposigjieHili GoJge3HH CAeflyeT OTMETHTh MEKOHHAILHDIH
nieyc, BHNAfGHHE NPAMOH KHIIKM, XpOHUUECKUNl CHHYHT,
ajenoHnble paspacTaHus B HOCY H UHPPO3 NedYeHH.

Passini, Miller n Perkins B 1920 r. nepsule onucasan
ceMelHylo CTeaToppelo ¢ [anKpeaTHYeCKon Hea0CcTaTou-
HOCTBIO, NPH KOTOPOH aHATOMHUECKH HMenach aTpodus
ALHHYCOB [OJKENYA0UHOH Keae3sl W pAaCUIHpPeHHe 3Ke-
Kperopunx mpotokos, B 1935 r. Fanconi u Uehlenger
onucaJi Hac/Ae/[CTEeHHE KHCTOPHOPO3 HOMKENVI0UHOI
XeJesnl, COnpoBoXaasmuics 6poHxosxrazamiu. B 1944 r.
Farber ormMeTHs MosbIMICHHYIO BASKOCTE CEKPETOB CAH3H-
CTHIX ene3 npH kucrogubpose U OPeiIoXuaT AJd 3TOro
saGoneBanus HaspaHHe MYyKoBHcnumo3. CrarucrHueckue
HCCJIE10BaHMS YKasbIBAlOT Ha ayTOCOMHDIH pEleCcCHBHBbII
XapakTep macieaopaHus. MaspuMki H AEBOYKH nopa-
HKawTes ¢ onMHaKosol wacrotol. Kamaui pommrenn pe-
6enKa ¢ KucTopubpo30M sABJSIETCA FeTeposUroToM,

Tlo uccnenopanusam Simankowa mw Varvowa, BeposiT
HOCTb POXKAeHHst BTOporo Godbioro pebeHKa B ceMbe
paBua 27,5 +4,8%. Yacrora saGoseBanusa cpeim Hace-
Jdenusn Konedsercs B npexenax 1 mHa 1000, I:5000 pox-
nennit. [To panwneiv Brusilow, wacrora myTanum rena
uuxke 1:25000. Houstek m Varvowa o6napymunu my-
kosucunmaos B 1,6% cpenu zereft, ymepmmx ao 1 roaa.

[To naunbim Répessé, uacrora zaGosieBanus MYKOBHC-
unnga%}w paepa 1 ; 1000, a sacrora rereposurora 1: 15=
— ,6 Qs
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llatocenes. Tak rar BOJBLIIHHCTRO NATOJOIHUCCKHX
H3MeHeHH npH KucTohubpo3e CBA3AHO € OpraHamu, Cex-
PeTHPYIOWLHMH COH3L, MOXKHO IIpeimnojararth, 4to B re-
ilese 3aboJIepaHusl BaKHYIO POJL HrpaloT MaToJorunue-
cKHe MyKonpoTeuHsl. VcenegoBaine MyKOIpOTEHHOB TPH
kucrahuBpose 3aTpyiHEHO BCISACTBHE HEBO3IMOMKHOCTH
noJiyuenuss wx B uncTOM BHAE. BHOXxuMHuYecKoe Hecaeno-
paHHe TpaxeoGpOHXHAALHOTO CEKPeTa TPYAHO OUEHHTh
BBHAY HaAHuisl BTOpHuHON HH(PEKUHM, a JAYoxeHaJbHASA
HHAKOCTH COCTOMT K3 KOMOMHAUWW KEAYAOUHOrOo, NaH-
KpeaTHuecKoro, :KeaUYHOTO H AYOJeHaJLHOro COKOB.
Dische npu HcenenoBanun AyoaeHaJLHOTO CONEPIKHMOTO
npH KHcToubGpose oOHApPYXHI B HEM PAas/HUYHbIE MYKO-
noJgucaxapuinl, B TOM uHcIe H Takue, KOTOpPhe oT/HYa-
JIICH OT HOPMAJBHEIX 00 CBOefl XHMHKO-(H3HYECKON
crpykType. Bbiin Hafigenn MyKomoJucaxapuibl, Hepac-
TBOPHMBIE B BOJE, B MOJIEKY/JIE KOTOPLIX COlepKanue cHa-
fAoBofl KueaoTel M (pyko3 Obimo uameneno. [Tosromy He-
KOTOPhI€ ABTOPH CHHTAIOT, UYTO VBeJHUYEHNHE BSIZKOCTH
JyoneHa LHON KHJIKOCTH OpH KucrouGpo3e cBA2aHO €
H3MENeHHEM CHANoBON KUCAOTH U HYKO3 B MOJeRyde
MYKOIO/IHCAXAPHIOB.

JonoanuTeabHEIM  OKA3ATEABCTBOM  [ATOTEHETHUR-
CKOr0 3HAYeHHd MOJEKYAAPHOr0 HAMEHEHUST MYKOMOJIH-
caxapuaos npn kucrodunGpose CAy:KHT yMEHLUICHHE HX
KOJHYeCcTRe B MOUe€, 3daBHCALLEE OT HApYIIEHHA CHHTESA
MYKONOAHCAXAPHIOB.

Hacrs KIAHAUECKHYX CHMIITOMOB MOMKHO OOBACHHTH
NOBHILIEHNON BSI3KOCTBIO 3K30TEHHLIX cekperos, Hanuune
BA3KOH CJAH3H B JETKIX MPeJpacnonaraer K 3acTolo, 3a-
KYTOpKe H HH(DHIEPOBAHHIO NBIXATENLHBIX NYTell MHKpPO-
famMu M KJICTOMHBIMEI 0OJO0MKaMH, a 3T0 cosiaer Guaro-
NPUATHYIO NOUBY /IS PA3BHTHS XPOHHUECKON MHeBMOHHN
C aTeJeKTA3aMH.

Haauane wenopmaibHo BA3KOrO cekpera B nogmeny-
NOYHOM JKej1e3e BefleT K 3aKyNOpKe H PaclIHPeHHIO Bbl-
BOAHBIX TPOTOKOB H aTpoduM KenesncTol TKaHm ¢ 06-
pasoBaHHeM KHCTONOAOGHON CTPYKTYPH, OKpPYMKEHHOH
(pubposnofi tRaublo. Ilocrenennast NECTPYKUHA SKCKpe-
TOPHBIX 3J1€MEHTOR JKEMe3pl NPHBOTHT K HEL0CTATOUHOMN
aKTHBHOCTH NPOTEHHA3h H JHINA3bl U K PA3BUTHIO MaH-
KpeaTHYecKoro Hapymenus Bcachipanus (Malabsorbtion-




syndrom). BepoaTtno, nomo6Has 3aKynopkxa BHIBOLHEIX
TIPOTOKOB MOY@T NOBECTH TakiKe K YaCTHUHOMY WJH pac-
NPOCTPAHEHHOMY LUPPO3Y [EYEHH H K YBEJHUYEHHIO CJIOH=
HLIX IKenes.

Kaunuueckaa rxapruna. B 3aBucHMocTi OT BO3pacta
NpoaBIeHHA MyKOBHcnuAosza OwpiBaoT pasanunsl. Onu
MOryT HabJIoflaThcfl yiKe B MNEpHOJ HOBOPOMKIEHHOCTH
HJH 3HAYATEJbHO NO3jHee,

Mexonuaavibill useyc — THNHYHOE MPOSIBJAEHEE MYKO-
BHCIH/1034 Y HOBOpOXKAeHHBIX. [To MaHHBIM rocnurasjs
nast Goabubix peref B [lapuie, gacTora MEKOHHANbLHOTO
naeyca cpend OONBHBLIX MYKOBHCUMAO30M paBHa 3%, a
no npamaem JI. O. Bapansma, B, A. TaGoausa nu
10. E. Beabtnmesa 5—10%. ¥ poausumerocs HOpMab-
BHIM pe6eHka BCKOpe MOABJASIOTCT PaHHHE KJHHHUECKHE
NposiBlienHs 3aBopoTa. B mepBhlfi JleHb KH3HM MEKOHHH
He orxomuT. Ha BTOpO# nEHb peBeHOK OTKasLiBaeTCs OT
IIHTLSA, }KUBOT B3AYBAETCS H MOMKHO BHIEThL uepes §piom-
HYI0 CTEHKY Kullleunyio mepucranstuky. Ha tperuii sens,
a4 HHOP@ W paHblue, NOABAAETCSA PBOTA C IPHMECLI0 Me-
KOHHSI H CUMNTOME 06e3poxkupanus. Ilepucranbruka B
JallbHEHTIeM YMeHbIaercs, TOTla KaK B3AyTHe KUBOTA
TIpONOJKAeT YBEJHUHBATLCS Bce Bpems. Mapenka ynaer-
csl NMpoLLynaTh Yepe3 OpPIOLUIHYIO CTEHKY BechbMa YILIOT-
HEHHOe COAEepP:KUMOEe KHIIEUHbBIX Merenb, PenrtreHonaoru-
Heckoe HecsiefoBaHue GpIoIIHOil noJjocTH, Ge3 npeasapi-
TeJAbHON MOATOTOBKHM, MO3BOJIAET HHONLA MOCTABHTL Mpa-
BHJALHEIH AHATHO3, TaK Kak IpH 3TOM MOXKHO oOHapy-
JHTh pacllipeHHble, COLep:Kaliie BO3AYX IETJH TOHKHX
KHIIOK, YepeAYIOUHecs ¢ KHIICYHEIMH CerMEeHTaMH MeHb-
liero kKanubpa, pacrnojaralollHMucA chpasa B HHXKHCH
YacTH KHBOTA. XapaKkrepHa necTpas KapTHHa CMecH rasa
U MEKOHHA B KHUIGUHHKE, yKasbiBarollas Ha MEKOHHaJb-
HEIll WIeyc, OAHAKO OHA, K cOXajeHuio, Habmwopaercd
TONBKO ¥ !/ Gonphbix. Pasgyrole BO3AYXOM HETJIH TOH-
KHX KHUIOK € HaJMuuMeM FOopH30HTAJbHHIX YPOBHE(l HiH
6e3 HUX NOABJAIOTCS Yepes AEHb WM uepes ABa JAHA OT
HagaJaa 3adoJieBaHus.

Ecan cocrosinne pefeHKka NO3BOJAET, PEKOMEHAYETCH
NOCTaBHTb €MY KJH3MY C KOHTPACTHBIM BEUIECTBOM; NPH
9TOM MOXKHO BHIEThL OTPE30K TOJCTON KHIUKH 10 MecTa
CONPUKOCHOBEHHS KOHTPACTHOrO BENIECTBA ¢ MEKOHHEM,
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Taxk Kar MCTHHHBI MEKOHHAJBHBIH HJeyc 00bIYHO
fiLicTpo NPHBOANT K 3aBOPOTY KHINOK, IOKa3daHo onepa-
[lploe BMeIlaTeqberso.

Iipn manaporoMan MORNO 0OHAPYXKATbL, YTO CErMeH-
I TOHKHX KHIIOK B Ha4a/JbHOM OTpe3Ke HOPMAaJbHbl, B
epesnel yacTd 6oMeE HWAM MEHEe pacHiMpeHsl ¥ comepkar
rycrofi perreo6pasHblil MEKOHNMH, KOTOPHIH NPOCBEUHBAET
Hepe3 CTeHKY KHUIKH, 4 KOWEeuHbllt OTPE30K TOHKHX KH-
OK HAXOAMTCSA B CHABIIEMCS COCTOAHHH. B TOHKOM K-
neunure o6pasyioTes MJAOTHBEIE MEKOHHAJ bHLIe KaMHH,
NPOJBHIKEHHE KOTOPHIX 3ajepKuBaercs GayrHHHECBOH 3a-
cnonkoi. TodeTwie KHIIKH CBOGOOHE! OT COAEPHKHMOTO,
COKpAIEHBl, AHAMETP HX He OoJiblle BeJIUYHHB KapaH-
nawa, 3abonebanne MOXKET OCTONKHATHCS 3aBOPOTOM
KHIIOK HJH ITEPHTOHHTOM, Yallle BCero BTOPHUYHLIM, BLI-
gpaHHLIM nepthopanueli KHIIKH, a TaKKe CerMeHTapHOM
arpesnell KHIIOK, BCACHCTBHE TMEPEHECEeHIOr0 BHYTPH-
YTPOGHOTO NEepPUTOHNTA.

Jleyerie MEKOHHAMBIOTO UACYCa CBOMHTCS K UC0CTO-
muu. IToeseonepannoHHOe JIEYEHHE COCTOMT H3 peaHuMa-
[(HOHHEIX MEepOnpuATHil, AHTHOUOTHKOTEPATIHM 1 acuupa-
M COAEPIKHMOro ABeHaamaTHmepeTHON kuuwku. Kpome
TOro, NOKaszano JEe4YeHHe MNaHKPEeaTHHOM, KOTOPIJ]!:‘I BBO=
ANTCA UEpes 30HA B ABEHA[UATHNEPCTHYIO KUIIKY HIH
Yepes oTBEpeTHE IHTEpPOCTOMLL. [ToaesHn TakKe KIU3IMBI
C 3KCTPAaKTAMH NaHKpPeaTHHA.

[Iporaos npu MEKOHHATLHOM HJEyce HOBOPOMKACHHBIX
cepbesHbii. _

Myxosucyudos epydnux deref. B 95% Gonesnn Ha-
YIHACTCH B TPYAHOM Bo3pacte. Y O0abIHHCTBA BOJLHBIX
HMerTCd HapylieHne oOMIero coeTosHHS, Hex0CTATOY-
nocts epPMeHTATHRHON AeATelNLHOCTH NOLKenyIouHOH
Kemeasl W NopaikenHe OpraHoB Abixanuda. Yarre Bcero
y GoabHLIX Habawojgaercs rHOOTpodus U paccTpoicTso
nimeBapenns, [unorpodua MoXKer pasBHTBLCS ViKe B me-
pHOJL HOBOPOMKJEHHOCTH, HO yallle OHa TIONBJASETcS B Nep-
BEIe MEecAalbl MH3HH; XapakTepHO, YTO THIOTPOGHsA npH
¥TOM Pa3BHBAETCH, HECMOTPA Ha XOPOWIHit anmeTdT pe-
fienka. Pocr ofwiuHo OBIBaeT HOPMA/JbHBIM, 34TO BEC
pe3go cumxked. JInxopanka NOABIACTCS C NEPBLIMH NPH-
snakaMu pecnupatopnoil undexnnu. Temneparypa ko-
ae6aercs mexay 37 u 38°, mnoraa u seie. Co CTOPONE
HKEAYLOYHO-KHIIEUHOrO TPAKTd OTMEYAI0TCA PBOTH W ue-




pejosanne noHocos H 3anopos. Menpaxnends craHo-
BATCS Y4CTHIMU, OOBEMHBIMH H 0OMIbHBIMH. OHH HMERT
CBETJIVIO OKPacky, HHorfa ofeclBeueHnbl, kjaeilkue, GJe-
CTAIIHE, COAepKarT MHOPO HeHTpanbHoro xupa, sJ10BOH-
npie. Takue MCHparKHEHHA MOTYT MNOSBAATbCA € IEPBHIX
Juel Ku3uH, JHO0 DOARJIEHNE HX MOMET coBHajath C
nepexojom pefieHKa OT ECTECTBEHHOTO BCKAPMJIHBAHUA
Ha cMemlapHee uiM HabmIolaThed NOCHe BREIEHUS yrie-
BoaHoro npuxkopma, Muodexkums BepXHHX NBIXATENbHLIX
nyreil nopamaer Aerei, GOAbHEIX MYKOBHCIHIO30M, 0CO-
HEHHO YacTO: MOABJAAETCH CYyXOH, cnasMaTHUecKui, IpH-
cTynoobpasHpiil Kalieab, NOXOKHE Ha Kok/aomubik, Of
MOXKeT AJHTLCA MHOFO HEAeNb H CONPOBOKILATLCH BJax-
HBIMH XpHMaMH. DTH ABACHUA TPOXOAAT YEPE3 HECKOIBLKO
HBEeld OT npuMeHeHusi auTHOHOTHKOB, HO BCKOpe HauH-
HaeTcd peuuAMB, 3aTeM TOABJSETCS OABIUKA; CHauanaa
Hebosbinag, YCHIHBalOWIasgcs NP JIBIDKEHHAX WIH BO
BpEMs €/bl; OJBIIKA [POrpeccupyer Mo Mepe yXyiuie-
HHf Mpolecca B AbIXaTenbHbIX NyTsax. [loBropHLle GpoH-
XHTBI IPUBOAAT B JaJbHefnleM K TAMKEA0d GpPOHXONHEB-
MOHHKH, OT KOTOPO# 60bHOH MOMET HOrHOHYThH. B Apyrux
clydasx TEYeHHE TPHHHMAET UHKJAHYECKHH XapakTtep;
GPOHXOMHEBMOHHA OCTOKHACTCA 3aKYNOPKOH OT/AEJbHbBIX
Gponxos ¢ oOpa3opaHHeM aTejeKkTasoB. Baskas ciAH3H-
erasg WAy ruoiiHas MoKpoTa OTXOINT ¢ TpyloM. Ilocrosn-
pas oawlnka, cyddeOpuabHas TEMNeparypa, najeHue pe-
COBOJ KPHBOH H JHCQOVYHKIHS KeAyN0YHO-KHIeUYHOro
TPAKTa NPUBOAAT OOJABHONO K TAKENOH AHCTPODHH, KO-
TOpas eue BOMbUIE YXYALIART Er0 COCTOSIHAE.
[Tpu o6bexTHBHOM ObGcaenoBanuu obpaumaer Ha cebs
BHEMAaHHe THIOTPOGHUA OGOJLHOrO, cyXas, MOPILUHHCT
3eMJIHCTO-CEPOTro UBeTa KoxKa. OTMeuaercs NOBLINICHKAS
NOTAHBOCTh, UHAHO3 JHIA, OALIUKA H YacThIl MyYHTE/Ibs
HBli Kawess. [pyanas knerxka pacuiupena, NoABHKHOCTh
ee BHAYHTEAbHO YMEHbUICHA. YYacTKH THMOAHHTa vepe:
AYIOTCH € 30HAMH YKOPOYEHHH NEPKYyTOPHOro TOHa. XpHs
nLl 3BYUHLIE, BIAXKHBIE, pacCesnbl B 00OHX JIErKHX: B HE
KOTOpBIX MeCTax MPOCAYIIABAIOTCA MEJIKONY3hpYaThie
apoHKHe xpuib. JKusor Gonbmioit ¢ MyNouHOI rpoizKeil
Tleuenn MHOTAA YBeZHUEHA BCAGHCTBHE OCTPOH pecnHpa
TOPHOH HH(EKIHHE, a 3aTeM OHa MOMKET CTaThb HOpMAJlh:
goit, Ecan e umeerca NOCIOANHEE YBEIHUEHHE NEeyeH
TO 370 06BLACHACTCA XPOHHYECKHM TeueHHeM NHeBMOoHHUN
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i aekoMnescanuell cepaeunoil jpeatejnbmoctH (cor pul-
monale). [Nanbuu umeloT pua Gapabanusix najgoyex. Ha
pEHTreHOorpaMMax TPYAHOH KJIETKH BHIHO, 4TO Mexpe-
GepHble NPOMEXYTKH paculipenbl H Kynoa axadparmbt
ynjoiten, Kpome Toro, HMeeTcs: saTeMHeHHe BOKPYT Knp-
HEH JerkHxX H NepHBACKYJApHad H nepHOpPOHXHAJLHAA
nuduabTpanus. ATesiexrass MOryT OnTh CErMERTAPHEIMU
niH GoJee MaCCHBHEIMH. Im¢uszema OoaplIell YaCThIO
repepaJnsopaiinasn. Teuenue 3a6oNeBaHHss B OCHOBHOM
SABHCHT OT BOBJIEUEHHS B mpolece OpoHXo-Jeroutoil ci-
crembl, Kaxnoe Hosoe nuduuHpOBaHHE NBIXaTEIbHBIX
NyTeil MOMKeT MoBecTH K TAMKeT0ll OpOHXONHEBMOHHH.
IlncceMHHHPOBANHAN [THEBMOHHSI, MAcCHBHLIA aTesexras,
sMduaeMa  CPenoCTenus, NHEBMOTOpaKe, NHONHEBMOTO-
pakc H ocTpas cepjeuHas HELOCTATOMHOCTBH MOryT MpHs
pecTH BOJMBHOrO K CMepTH BeaencrBHe ac(UKCHH, THIIO-
KCHH H anunosa. Hwuormna, onmaxo, Goapnoil obfiaagaer
GoabiIed COMPOTHBAAEMOCTLIO K PecrnupaTtopHol HH(pek-
IHH, TOrAa TeueHHe 00/€3HH NPHHUMAET XPOHHYECKHH
xapakTep ¢ ABJICHUAMHE TECTPYKIHH H paciiupeHus Gpou-
x0B. Hepenako pa3BuBAETCs XPOHUUECKAR CepheuHas He-
nocrarounoets. B 70% cayuaes ganurensinocts 3afonena-
HpH He npesbiiaer | roga. BoabHble MYKOBHCHHLO30M
0cOGEHHO YYBCTBHTEIbHH K BHELIHeMY H30bITOUHOMY-
[eTY; ¥ HEX NOSBAAIOTCA PBOTHl, BHICOKAS TeMIeparypa,
SBJAEHHS JeTHApATAalNl 0 CepACYHO-COCYARCTLIT Koaamne.

Hanuuue NMOBLILEHHOTO YPOBHA 3JIEKTPOJIUTOB B NOTE
HOATBEPICIALT AHATHO3 MYKOBHCIHAO34.

Ciorepyer OTMETHTh, YTO B AaJbHEHUIEM BCJENCTBHE
11eI0CTATOYHOCTH HOMKETYA0UHON Keaesnl Y BGOJbHBIX
MOKET PasBHTbCA TOKCHKO3. ['unoBuramumos A Bejer
K KcepodTaJbMHH, PHIONPOTPOMOHHEMUA — K remMoppa-
'HAM, a TUIONPOTEHHEMHA — K OTEKaM.

YV yacrun Goabhelx (oKoao '/3) Gose3nn HaywHaercs
¢ U3OMHPOBAHHLIX cuMITOMOB. OObiuHO Nepsbie napyuie-
Nl BO3HHKAIOT €O CTOPOHBI JKeIYAOUHO-KHINEYHOro
rpakra. [lpHsHaku nopa:KeHHs ABIXaTEJbHON CHCTEMB
[05BJAAKOTCS BTOPHYHO H Mo3XKe uepes 2 wepend — | rox
flocsie NHINEBAapPHTENbHBIX HapyweHHH. 3HauHTeabHO pe-
e zafosiesanie HAUNHACTCH C PECNHPATOPHBIX CHMITO-
mos. B Hacrosimiee BpeMmsi, 6/1arofiaps XapakTepHLIM H3-
MCHEHHSM SJIeKTPOJHTOB B TOTE, ML HMEEM RO3MONK-
HOCTh AMarHOCTHPOBATL MEAJACHHO NporeKaiouiue (Gopmml
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¢ H30JHPOBAHHEIM HOPaMEHHeM ALIXATEAbHBIX MyTeH HiH
C [OpayKeHHEM TOJLKO MHILEBAPHTEALION CHCTEMBL

Mykopucunao3 HHOrjga MOXeT HauaThcs B DOonee
1I03IHEM BO3pacTe M TOTAa OH PasBUBAETCA ME[JeHHEe,
Y mereii B Bospacre or ofHoro 1o 15 aer Moxno obuapy-
XKHTh KHIIeunyio popmy sabGonepauusi. Mapenka npu k-
medHplX opMax MOTYT BO3HHKATL TPOIHLIC OCIOKHEHHS
B BHAC YACTHUHON HAM NOAHOW 3aKYNOPKW KWAUICYHOTO
npoceeta, TPeOyoliie HeOTNOMKHON ONEPATHBHON no-
mowmu, B 2% caysaes MyKOBHCUHAO3a OTMeJaeTcs LHP-
poz neuenn. Hekoropbie astopst (Sant — Agnese) cum-
TAloT, YTO ¥ !/3 Becex GOAbHBLIX UHPPO3OM NEUEHH MPHUNHA
PasBHTHA STOrC OCAOKHEHHA CBA3ANA € MYKOBHCHHAO-
oM. Ilupposs neuenn npm kucrohuGposze NPOTEKAOT
HHOrAa ¢ CHMNTOMaMHd mopTanbHONH runeprensun. Cnne-
HOMErajHs, acCUHT, KoAdaTepaibHoe BeHO3HOe KPOoBOOG-
paiende H KHIeYHOe KPOBOTEUEHHe XapaKTepHul A/s Ta-
KHX IHPPO30B MEYeHH H MOryT norpefopaTbh XHpypruue-
CKOro emernaTe/ bCTea.

JdabopatopHole uccaedosanun ucnpazknennii obuapy-
AKHBAIOT CTeaTOppelo ¢ npeobragannemM HeHTpanabHOTO
akupa, TpuncHd B AyOAEHAJTLHOM COAEPIKHMOM OTCYT-
CTBYET, & CaM0 CONEDPIKHMOe HMEET INOBBILEHHYIO Bf3-
KOCTh. YPOBEeHL aMHIasbl W KOJHYECTBO BHTaMiHa A B
Kposu oObluHO NoHmKeHbl. Koanuectso anbOyMHIOB CHH-
JKEHO, 8 KOJIHUECTBO op-TAOOYAHNOB yBeauteno. B nore
KOJIHUecTBO XJaopa KogaeGaeres or 60 mo 160 maxs/a,
a y agopopwix B cpeaHeM 32 maxs/a (or 4 mo 80), KoaH-
yecTBO Hatpus Y 60abnHbIX coctaBaser 80—190 wmaks/a,
a y snoposeix 10—120 msxe/a (B cpenneM KOHUeHTpa-
nus xaopa seie 100 maxe/r B moTe XapaxtepHa AJs
GobHEIX MyKoBHCNHA030M). IToBblIeHHE 371€KTPONNTOR
B nore G6oabHbIX BeTpeuaercs B 955% (Lamy ¢ coasrt.).
Ipu npyrux eayLo4HO-KHIIEUHLIX X PECTTHPATOPHLIX 34-
Go/IeBAHHAX NOBLIEHHA SJMCKTPOJNHTOB B HOTY He GhiBaer,

Ilpumenaercs Taxxi(e onpeleseHHe akTHBHOCTH TPH-
IicHila B HCOPAXKHEHHAX ¢ PEHTTCHOBCKOI nuieHkoi (mpo-
6a llpaxmana). [laa onpenencuus akTHBHOCTH NaHKpe-
aTHYECKON JIHOA3Kl TONL3YIOTCA HArpy3koll JIHNONIL0-
JioM, Tpu KoTopoll 00Hapy:KHUBaeTcs pe3Kkoe CHIKEeHHe
BHIBEjleHUS Hoja ¢ mouoll y GoabHbix. Jnddepenunanis-
HBIl HATHO3 MOXKeT NMOoTPebOBATLCS MPH MEKOHHAJBLHOM
uieyce. 3aech CACLYET HCK/IIOYHTE BPOMK/IEHHBIE aHOMA-
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JIHH JKETYOYHO-KHIIEYHOro Tpaxra. das BLIABIEHHA MYy-
KOBHCIHA03HOrO Xapaktepa HJAEYyCca ¥ I-]OHOIJO)KI[BI-H]OFO
clleyer ONpeaenuTh JAEKTPOTHTH [10TA Y POMMTEIEN H
nposecTH nNpoby npenunuTanin Mexouus ¢ 20% Tpu-
XJIOPYKCYCHOH KHCJIOTOM.

YcranopneHue gHaruHosa B TPYAHOM BO3pacTe MOXKeT
0OKa3aThCAd TPYIHBLIM, TAK KakK ONPENeJCHHE 3JCKTPOJIH-
TOB NOTa y JeTefl paHHero BO3pacra He JaeT HaleXHbIX
pesyaLTaTOB, a4 KJIMHIHYeCKas KapTHHAa MOKeT OLIThL BECh-
Ma CXDjiHa ¢ ueanakHeil, rajaxkrozemueil u ap, [Nosesubim
JJI51 JHATHOCTHKH MoOKeT OBbIThb OnpeielenHe 3JeKTpo-
JAHTOB noTta y GauKaiwmx poacrBeHHHKoB. [lpn Buipa-
JKEHHBIX DeClHpPaTOPHEIX ABJEHHAX CHAeNyeT HCKAUHTH
XpOHHYECKHE MHEBMOHMH JPYro 3THOJOTHH, BpPOMAEH-
Hble dHOManHH JerKux, [IOPORH cepjilla, KOKJIONL, HHO-
POJIHBIE Teja ALIXATEJNLHBIX NyTell, reMocHIepo3 U aram-
Mmaraobyannemuto. JLauTeNbHOCTL TEUEHHS pecnHpartop-
HOrD 3a00JeBaHH H CKJAOHHOCTL K PpeuuauBaM Ouedb
xapagrepusl 1aa GoanHbix Kuctohubpozom. B orauuie
OT LeAHaKnH mnpH Kuctopubpose OTCYTCTBYIOT [CHXH-
YecKHe Hapyulenua y GoabHBIX. MHKPOCKONMHUYECKH Iie-
Jesa TNONHOKPOBHA, A0JAbuaTta M 3epHHCTA, HA ONLYyIb —
NAOTHOW KOHCHCTeHUHH. [HCTOMOIHYECKH HMEITes Io-
paKeHuss CJAH3HCTOH H alHHYCOB B BHAE MCEBIOKHCTO3-
HOTO pacuiHpeHus H nocaefywomeil atpodun; paciiipeHsl
TAKXKE BbIBOJHBIE MPOTOKH M OTYETAHBO BHael (udpos
HKedqesucrtolt Tkanu. [lepBuano nopaxkenue JoKajdu3yercd
B alliHycax, a4 KeJe3HcThle [OpaKelunsi pPasBABAIOTCS
BTOPHUHO, BCJIEACTBHE MEXaHHUYCCKOH 3aKyNOpPKH allifuy-
COB H BLIBOJIHLIX NPOTOKOB TI'ycToi, BA3KOW cau3abio. [la-
TOJMOTOAHATOMHYGCKOe HCC/AeNOBalHe NO3BOJRT HCKII0-
YHTb BPOMACHNLIT KHCTO3 M HeNopa3BUTHE [OIKeny10u-
HOH  JKeJE€3sl W NOATBEPIKIAdeT  MYyKOBHCIHO3HbIH
narorenes sabonepanus. Co CTOPOHLI TNHUIEBAPHTEML-
HOTO TPaKTa Y4CTO MOZKHO OTMETHTh TIHIEPCEKPEUHIO
CTH3HCTLIX yKeqle3 H 203HHO(HAbHBIE ckonaenua. Ilato-
JNOrHYECKIE H3IMEHeHHA HacTo MOMKHO OOHADPY/KHThH B NH-
leBole, KHIIEUHNHKE H KeJuHOM nyabipe. B caonubix
Medeszax Takxe HabaI07al0TCA HApPYIIEHHA CANZHETOH H
paciiHpenne BLIBOANLIX [POTOKOB, HO Ges GHOPO3HBIX
H3MEHEHHII.

B neuenw wxorza passuBaercs CUMEPHIA3HsS H 3aKy-
NOpKa JKEeMYHBLIX XOAOB C MOCJACAYIONHM OHINAPHBIM
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HHPPOIOM eHeHi, a4 B§ I{“JH\H{'.H”‘Q'.\" YVUHACTEH CKJAepO3a
PacioIaraloTes noprajibino H nepuiopTaJdsEHO, H])H nop-
TaJALHON CHNEPTEH3NH yBeanuuBaercss u ceaesenxa. Co
CTOPOHB! ABIXATEALALIX TYTEN ONPEAENALTCsl YBEAHUERNE
nuMdoysiior cpenoctenns. IM(PHIEMATO3HBIE YUACTKH
JCTKHX HCpelyloTcsl € aTeJeKTATHYECKHMH Y4YacTKaMH.
B nerkux DDI_]C}IE‘.JIHE’DTCH, KpoMe TOro, YIWIOTHEHMS i abe-
geaupopanue. I'HCTONOTHHECKH HMEeTCA DPETHRYy/AsSpHast
FUTIEPITA3HA, 4 MHOTAA H CKJACPOTHUCCKHE H3IMEHEHI
MeAMacTHHAJbHEIX V3J0B. B TpaxeobpOoHXHANLHOM Jle-
pese onpenenserca NeppHunas THOEPINIasus CIHIHCTBHIX
KENnes, ASCKBAMAnns SMUTeNdis W NoARHYyKIeapHas M-
¢Quabrpauns. Benejcrsue BOBACUEHHS B NATOJNOMHUYECKHIT
fpoiece MBIIEYHON H 37ACTHYECKON TKaHu 6poHxH pac-
wapsores, oOpasys mnnorpga Opouxoskrassl, B napen-
XUMe JEerKHX BCJeIACTBHE YaCcTHUHON W NOJHOH 3aryiop-
ki Oponxos obpasylorca 5M(pH3EMa I aTCICKTasbl; BOC-
DaJuTeNbHbIE U3MEHEHHS COHPOBOXKNAIOTCS OTEKOM, Te-
MOpparHYeckdM aJbBeOJHTOM, a HHOTLA MHOMKECTBEH-
My alGeueccamu. Hacro aGHAPYKIBAIOTCA NAaTOAOTHYE-
CKHE M3MEHEHHS CAM3HCTBIX 000J0YeK sI3blKa, VPeTpH,
IHCHKH MaTKH.

Jevenue. Tnma 6oabHbIX JoaKAa OHTh BEICOKOKANO-
puitnof, Gorata Genxkamu (4,0 na | k2 Beca M BHILE) H
yriepogaMu ¥ ¢ orpanmndeniem xupos. pu nckycersen-
HOM BCKApMJMBAHHM TIpyAHBIX AeTell o0umull Kamopax
pommken Onlth Ha H0% Goaplue, yeM Ha eECTECTBEHHOM
BCKapPMJAHBAHNH, B nuranue BBOJAUTCH IulLa, Gorartast
GeqKoM M YIVIEBOAAMH (IMHADONH3ATHl KaseyHa, OAHAHBL
KOHIEHTPHpOBaHHEIE cMecH, Men). [las nopMamnzauun
Ty TIONE3HB TEepPTasg MOpKoBh W abnounoe mwope. Ha
JKEHCKOM MOJOKe 00JbHBIE MYKOBUCIHMA030M PAa3BHBAIOT-
¢l Gojee yIOBACTBOPHTENLHO, UeM MPH HCKYCCTBEHHOM
BCKAPMAMBAHNN. ¥ CTAPIIHX JeTEl Ha3HAuaeTca BHAuajge
Gosee cTPOruil NHIEBOI PEeKHM, KOTOPLIH 3aTEM paciiy-
pAeTcAs B 3aBHCHMOCTH OT TOJAEPanTHOCTH OGOJLHOND K
name. K nuie go6apasercs 2,0 coiu B JIEHb;, B SKAPKHE
IHY KOJHUYECTBO COMH JOJUKHO VBeanunpatbes. Bemen-
CTBHE MJIOXOr0 RCACHLIBAHHA MHPOPACTROPHMLIX RBHUTAMU-
HOB peKOMeHJyercs BBOAHTh HX B BH/E CHUDTOBLIX HJH
BOAHLIX pactBopos. Kpome TOro, mneoJaesno HasHaAuaTh
NPeNapaTh NOAZKENYA0UHOH ZKenesn B Doablux A03aX.

Mg neneuuss pecnupatropuoit HH(eKUUn NpHMENsIOT-
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¢51 aHTHOMOTHKH IIHPOKOro crexkTpa mreficteud. Jleuenne
JAOTHSHO OLITH MOCTATOUYHO AJHTENBHBIM 10 VAyULIeHH
COCTOAHUA OOJIBHOTO, KPOMG TOro, MoOJe3no BBOIAHTL aH-
THOMOTHEH W B 43P030JsX! NPHMEHAIOTCH TAKKE OTXap-
KMBAIOUIHE MEKCTYpLI, HOAMCTHIT Xaauil, NocTypaibHbli
JpeHa)K W JALIXaTCIbHas THMHAaCTHKa. n[)H HOMBIIHX aTe-
JeRTasdx 1MoKa3aHo OTcacChlBaHpe CAH3H M3 5[)03—]}(08.
B. A. TaGoaun u ApyTHe aBTOPLI PeKOMEHAYIOT MHTAMA-
i npenaparos N-aneTHanHCTEHHA (MYKOMHCT, MYKO-
conpuu, Guonmyuna) 2—>5 pas B gess. Ilpu Jerounom
cepage Haspiavalor Npenapartel AMratanuca H MOUYCrOoH-
unie cpeacrsa. [lpn runonporemnemusix — rtpancdysuu
[IJ1a3MBI.

llpoenoa kucTo@uOPO3HOro NOpaMkenny MOLKETYI0U-
HOM X<eq1e3nl NPH THKEILX (opmax, OCH0KHEHHBIX Je-
FOYHEBIM BOCHaJIelnieM, Heﬁnaronpnﬂrumﬁ. OKxoJsio 1OJI0-
BHHbI OOMBHLIX NoruGaer B rpyaHom Bospacre. Ilpu Go-
Jee JIErKHX @)L’I]T)MB..‘{ OyTeM CHCTEMATHYECKOTIO JeueHHH
yaaercd JAOCTHYL VIOBJACTBOPHTENABLHOIO E]JH3H‘IECK01'D
pPa3BUTHA JETeH H COXPAaHNTL KH3Hb O0dbHLIX a0 14—
15 mer.

ﬂﬂﬂ HATIOCTPAallid  TIPHBOLNM cofcTBEeHHOE HaBMI0-
JIEHHE,

Boaenoft M. JI, 3'/; mec., mOQTYOMA B ACTCKYIO KAHHHUECKYIO
Goasuuny Cymoasnunckoro pafiona Jlennnrpapa 18/X 1970 r. no no-
poay Oponxonuenmonuy, runorpogun Il crenenn n paxnra. Boaen
1 wmecqu, KanoGs na naoxylo OpuGapky Beca © DOMASHHS, HA
YACTRIL MYSHTCABULI Kaliesb 11 cuablylo norausocts. [pa oemorpe
ofiiee cOCTOANNE AOBOILHO TKen10e, AKTHBEH, HHOT/A AamKe yJibl-
Gaercst. Koma cepo-Gaeanasi, peaxoe pexynaane, CHIsHD HCTOHUEH
NOAKOMHO-JKUPOBON O HAa TYJOBMIE 1 KoHeuHocTax. Buipamenn
remenntie Gyrpe. Bonbwodt ponmnvox 3 X 8 ca; kpas nanornoie, OG-
akicenne 3ateiaka, Pefepusie uwetkn nansmupywores. Ia rogose —
rueiic. Typrop Tanelt upabauil. 3es uucr. Hawk reorpaduueckni.
Paciuupeniie BeHoIHOH CeTH Ha rpyad u kusote. HeGoasliofi mepo-
padbHBil  UHANO3;, YCHAMBAOWHHcA npH  Kawde. JInmdaruuecKkui
nepudeprueckuil annapar B npefenax popwmul, [pandus cepiua Hop-
madphpl, Tous orveranen. ITyase 144, moixanwin 80 5 1 sun. Ilpu
Auxanap — pramenne Mexmpetepnit. epkyrtophno tan Jaerkumm onpe-
JensieTcsi KOPOBOUHLEIT OTTEHOK H C/JeRa Nox JOMATKOH YKopouenue
NepKyTOpHOTO TOHA. AYCKYJALTATHEHO Y JIEBOH JMONATEH H B HOLMU-
mwenHol 00JACTH MHOIO MEJIKONYSLIDHATHX BIAKHEX XpHITOB. Anre-
THT Nouumed. JKABOT B3AYT, MArkuf, Geabonesnennurir IMeweds npo-
mynsieaercs Ha 1'Ys cm mmxke peGepuofi ayrn. Kpaft ceneseHku y
peGepuoit ayri. Mownrest penko. CrTya smearsifi, cauzuerbii, new-
CTLll, BOHIOYHI.

B teuenne Gogeany BpoHXONHEBMOHHA AaBaja MHOTOMHCACHHDIE
oBocrpenns. Kamens Ona KOKMOWENOROOHLIE, GHTOHAILHLI, Myuu-
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reasintft, Ilpn orcacumannn Gel1a mogaydena rycras BAsKas CAHaHs
cTo-THoOfian MoKpoTa., Jimxavenwshan hepoctatounoctes I11—111 cres
nesy. Aurponomerpaueckne Aaunsie ot 24/X 1970 r: poer 55 o,
sec 3920 2, sec npy pomaenun 2800 2,

JlaGopatopibe HecredoBanns kpoEm: ap. 3900000, Hb 65 en,
a, 14280, 5. 6, 6. 1, n, 4, c. 28, smmd. 56, M. 5, PO 4 mmfu. Ilo-
ces kpopH crepuned. K cupoporin — 188 sme%, Ca 116 xe%. Xao-
puist cuBoporkn — 273,83 me%, NaCl — 4504 ma%, xonectepun —
130 me%, caxap naromax — 83 me%. AunGymunet 53,6%, raobyiH-
Hhl: tty — 7, oz — 20,6, B— 10, y —9. NaCl nora 70 #xe% S;Iopma
mo 50 w2%). B xonporpamue — MHOrO HefiTpaabHoro Kupa. Hecde-
nopanne Mownm: Genxa chalsie caeapt, Jefikounts 6—I10 B none zpe-
HES, 9PHTPOLATL — EANUHYHbIC, HEeHIMEHEHHbIe, THAAHHOBhIE LHAHHI-
pul —0—1 © nojge spenns. JlabGoparopuuie HCCISLOBAHMS BLISABUIH
nopuienne NaCl porta, yseanuenne HefTPanbLROTO KAPa B HCHDAK-
HEHHSIX; OTMeyadach OTpuuaresnbpas npoGa IIsaxmawa, rumoramaé-
I‘J’[Dﬁr‘f.’ll{IIEMH}I, THNOXOJECTEPHHEMA.

la penrrenorpammax OpraHoB FPYAHON KIETKH ONpeMesuCs
Ha GoOHe HHTepCTIHANLIEK NHEBMORNUECKAX HaMenenait Mectamu
MEAKODUATOBHE TeHW. Tewb xophel Jerkux youaesa, ¢ubposno
ynaotHend, Brupamena amduzema aerknx. Cepiue nm noABHXKHOCTh
Auaparmul B npegesax HopMuel. Temneparypa Goubiuell uacteio cyG-
eOpHabLHAT.

Jlewenune: anTuGHOTHKN, [PEAHAZ0A0H, TANKPEATAH, 3Ta300, aspo-
poqn copcidl, naskpearunom, MHK. Tpascdyssu xposn, dusnorepa-
nan — YBY, saexrpodopes flomnerniM KanHeM, AHOHHUOM, AHMELpO-
noM, y-raofyanH, xoMmngexce sutamunos A, C, By, Bs, D. Maccax,
TUMHACTHRA, NOCTYPANBHEE NpeNaMw § cuMnOToMATHUECKHE CPefcTBi
HNAMl yayulleHie — HCYeadn KaTapaJbHbieé HBAeHHS B JAerKHX, [0-
ABRJCH AlleTHT] B Bece Maabuuk npubasus 3a 2, mecana 1 ke,
Ho ocrasajach Hebodablnas ofwbika, Beinuean 31/XI11 1970 r. pas
ambynaropHoro Jeyeans. B pansneiiem Jevnsca asa mecand s 6o.ib-
HAOe B wecrnMecaguom B 16 mueil 3 BOCLMUMCCAYNOM BO3pACTe 110
HOBOAY OOOCTPEHNA XPOHHYECKOM HEBMOHHHE.

Kanuuuecknft guarfioa: MyROBACHNAO3, JerodHo-Kiileynasn top-
ma, xponpueckas nuneBmonns I cragun, runorpodma [I, paxmr II,
SKCCYAATHBHLIT THATES.

Paasa IV

PE/IRIE TEMOPPATHYECRHUE
3ABOJIEBAHUA

HCEBAOTEMO®IINA BCIEICTBHE
HEJTOCTATHA ®HEPHHOTEHA

(rumothudpaHoTeHeNmA)

T'emopparuueckoe zabosepanne BCAEACTBHE BPOMKICH-
HOTO OTCYTCTBHA B KpoBH (uOpHHOreHa BcTpedaercs
OYeHb pelaKo, B MHpDOBOH JHTEpaType ONHCAHO TOJbLKO
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ICCKONLKO JIeCATKOB GoabHBIX adubpuuorememueir, 1o
ino/eBaHHe XapakTepH3yercs KPoBOTEYEHHEM H3 CJIH-
meTsx  06010UeK, NOAKOKHLIMU  KPOBOUAVIMAHHSMA 1
NoAHLIM HecsepThiBanHeM KposH. Croab Ke pefiko Ha-

0/1101210TCA TEMOpparduecKue sBaeHus y JieTell, BO3HH-

Kaloue BCNEACTBHE BPOKICHHOrO CHHMXKEHHS YPOBHHA
(GuGpuHOTreHa; 3TO Tak Ha3bLIBAEMbIE BPOXKIEHHbLIE THIO-
(pubpHHOreHeMHH.,

Panbme uem I'IBpEI:lTH K KJHHHUECKON KadPTHHE THNO-
(pHOPUHOTEHEMHH CJCIAYET OCTAHOBHTLCA HA HEKOTOPLIX
HOBBIX JaHHBIX, NoJyueHHbX npu usydenun [I1 dasw
cgeproiganus kpopn. Ilepexon ¢wmbGpunorena B (pubpuu
oKa3saJqicsl Gojee CUIQMKHLIM, YeM TpeANoJaraiH palblie,
H npoucxoauT B 3 srTana: 1) npu NnpoTeoHTHIECKOM
posgeitcrsun TpoMGuna Ha Gubpunoren ot HEro oTie-
nasiorest 2 gubpun-nerruga A u B, M3 ocrarmuxes AByX
reMHMosexyn (pubpunoreda obpasyercs MoHomep-GHG-
pitH; 2) najee NPOUCXOAUT arrperaiils MOHOMEepoB (QHO-
pHHA M HX [DOJIHMMEpH3auHs, B pesyisrare uero obpa-
3yercs pacTBOPHMBLIA MoauMep; 3) Ha INOCAeIHEM 3Tane
PACTBOPHMBINL NOJHMEP NEpPexoAUT B HEPacTBOPHMAbIH
hu6pun, CraGuansauns GUOPHHA NPOHCXOAHT NOJA BJAHHA-
nuem (puGpuncrabuanzupyomero dakropa (Gubpuna-
spt)., AxrHpanus (GUOPHHA3EL NPOUCKOAHT NPH BO3JAeH-
CTBHH TPOMOHMHA B NPUCYTCTBHH HOHH3HPOBAHHOIO Kab-
nusg. Pubpunasa opeacraniser coboo GeN0K, B aKTHB-
HBIHl LEHTP KOTOPOro BXOMAT CY/Ab(QrHApPHIBHBIC TDYIIlbi
(SH); moatomy sece pemecrsa, Ga0KHpYIOLIME 3TH TPYyI-
1bl, HHARTHBUPVIOT (hubpuuasy. B naasme u TpomOOIUH-
tTax (uéprnaza HAXOAHTCA B HEAKTHBHOM COCTOSHHH.
B npueyrerein  (uGpuncrabuansupyiomero (axropa
KPOBSIHOM CTYCTOK CTAHOBUTCH [NIQTHBIM.

[lporeonuriuyeckoe gefictsue tpoMOHHa Ha GHOPHHO-
rer ropMosures anturpombuaamn 1, 1T u 1V, a nonume-
pH3auna MoHoMep-buGpHHAa TOPMO3UTCH [REKCTPAHOM,
auTuTpoMGuaoM V 1 VI, Kpome Toro, mmelorcst Hckye-
crBedHesie HHrHOHTOpEl @CP, Hanpumep MonofiogaLeraT
H JIpyrue.

[Mpu znauntessHOM CHHMKEHHH (HOPHHOTEHA B KPOBH
HAH HeHOpMa/bHOM MNOBBILIEHHH AKTHBHOCTH AHTHTPOM-
GnHoB TpoMOGHHHOE BPeMsl B IjasMeé KpPoBH OOdBHOrO
YIVIHHACTCS,



[Tpu ncesgoreMoQHIHM BCJAGACTBHE HEjpocTaTKA (HHO-
pUHOreHa reMopparigeckHe AB/A€HHs BO3HHKAIOT ¥ 00./b-
HBIX MMPH CHIDKCHHH KOHIEHTpauin ubpHHorena B KpoBH
npunmepno a0 100 me. ITpHuMHOR BbIpAMKEHHONH T'HAO-
buOpHHOreHeMHH MOKeT OLlTh HeJoCTaTOUHLII CHHTE3 B
NEUEHOUHBLIX KJABTKAX HJAH MOBBIIUEHHAA JECTPYKIH q:)l*lﬁ
punorena B opranuame. Ilpu Bpomaennoil dopMe rumno-
(hubpuHOreHeMHH AMeeTcA Hapyiiende cunresa Gpubpuio-
reda. JlokasaTenbeTBOM CHAVIKHT HOPMAJdbHAS [POLOJ-
JKHTENLHOCTE MH3HH NepeauToro 60/IbHEIM (HOpHHOreHa
(Larrieu u coast.). Ilas oCTAHOBKH KpOBOTEUEHUA NPH
THOOPUOPUMHOTEHEMHH CJIeJYeT JAOBECTH KOHIEHTPALHIO
hubpunorena 1o vposua spime 100 se%. Ilpu adnbpu-
HOréHeMHMH ¢ II&/Ibl0 TeMOoCTasa TpEﬁ)’ETCﬂ BJIIIBAHHE
4,0 ¢uGpunoresa. B rtex cnyyasx, Korga npu 3TOM Kpo-
BOTEYEHHE HE OCTAHABAMBAGTCHA, HYMKHO NOMHHUThL, 4TO ¥
GosibHBIX MOrYyT oOpasoBarbcd AHTHGUOpPHHOreHHbLIE aH-
THTEAa, KOTOpble MPEensiTCTBYIOT HOPMAaJH3alUHH YPOBHS
dubpunorena b kposu (Bronimann).

Hacaederaennocrs npu rHNO(MPUGPHHOTEHEMHH HOCHT
AOMHHAHTHEL XapaKkTep W He cef3ana ¢ nojoM. B amam-
Heze DOAbHBIX HHOTLa OTMedYawTcd pOﬂ,CTBEHH[ﬂE 6]38}([1.
ITepsbie npostBeHns: KPOBOTOUHBOCTH MOTYT HabIIOAATh-
csl He cpa3y nocae pomaeHHus, a B 60dee MO3AHEM BO3-
pacte. Hepeiko KpoBOTE€UeHHA HOABIAIOTCA 10CTE XHPYP-
THUECKHX ollepallHi.

Boubaoie ¢ Bpoknexnoit GubpuHareHoNeHIe no KiH-
HHUECKOH KapTHHEe H JafopaTOpPHBIM JAAHHLIM CXOMHBLI €
TakoBLIMH npH adudpuuorennn. OgHako cuMnToMul Go-
J€3HH NpH rHHOpDUOPHHOIEHEMHH BHIPAKEHLI B MeHbIIeH
creneHn. Bodabmias yacth reMOpparHyeckux spJeHuil oul-
Baer Nocae TpPaBM, HO WHOTJAa OHH BO3HHEAIOT CHOHTAN-
Ho. Ha koxe dYacro 6GLIBAIOT CHHSKH H KPOBOINOLTEKH.
ITerexuit He ObiBaer. YacTel KpoBoTeuenus U3 noca H
jiecen, B 0COOCHHOCTH Hocae 3KeTpakmmu 3y6os. Kposa-
BBIE PBOTHI HAB/IIOAI0TCS TOC/Ae HOCOBBIX KPOBOTEHEHHI.
B ornunune or reMo(uann remapTposos He Golpaer. Ko-
JIHYECTBO TPOMOOUUTOB HOpPMAaJbHO, HHOILA MHOHIKEHO.
Kosnuectso nporpomGHHa, akKienepHHa, KOHBEPTHHA,
VIII, IX u XI daxkTopoB cBepTHIBAHUSA KPOBH HOPMAJLHO.

Jlewenue cBojuTCA K 3aMECTHTEJNDLHON Tepanuu ao-
HOPCKOH KPOBBLIO, 110 BO3MOXSHOCTH cpexel. ONEIT Noka-
3LlBAeT, 4TO KPOBOTEYEHHE YAAETCA OCTAHOBUTL, KOrLa
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ypoBeHb (ubpuHOTeHa v peuunuenta aocturaer 100 me%
It puine, PeKoMeHayioTest IOBTOPHLIE BHYTPHBEHHLIC BJIH-
BAHHS KPOBH IJs1 CO37aHHsA HEKOTOPOro sanaca (ubpu-
HOT€HA, TaK KaKk B oTHOWICHMM oOpasopanua (ubépuuo-
resa TpaHc(ysHH KpOBH OOBIUHO HE 00Jajalor CTHMYIH-
pyiomuM pgeiictsueM, Pubpuuored nocne rtpaHchysuu
JePIMATCH B KPOBH HEJENH JIBE W 3aTeM Hcuesaer. Kpome
rTpaHedysuil KpOBH, MOMKHO BBOJHTb BHYTPHBEHHO OYH-
weHnsd Gubpunored B TemwIoM (HH3HOJOTHYECKOM pac-
tBope 8 cootHomenun 3,0 : 200,0. Ilonmesno Taxmke Jeue-
HHE XJOPHCTHIM kKajbluueM, suraMuiamu C u P.

IIpu nosbimenHoll GUOPHHOIHTHUECKOH AaKTHBHOCTH
PEKOMEHAYETCs BBOAHTh KPOBb CTPYHHBIM cnocobom.
Kpome TOro, Ha3dHauaercs SMCHIOHAMUHOKANPOHOBAS
KHCJOTa BHYTPHBEHHO H BHYTpb N0 5,0 Ha npuem. Ilpn
AHTH(PHOPHHOTEHHBIX AHTHTEAAX IOJE3HE TOPMOHAIbHBIE
npenaparbl — MpeIHu30J0H H3 pacueta 1,6—2 me na 1 xe
peca GOABHOTO.

ITpncoepnnenne HHQEKIHOHHBIX 3a00aeEannil y 60/b-
HEIX ¢ rHnoGuGpHHOreHeMueH TPeOYeT 3HEPrHUHOTO Je-
YEHHH, TaK KaK Yy HHX MOMKET ObITh CHHMEH HMMYHHTET.
[Mpr stom KejaTenbHO Ha3HauyeHHe AHTHOHOTHKOB
BIYTPD, a HE NapeHTepannLHo.

[Tporuos npu runogubpuHoreHeMns 614rONPHSATHBIL

B 3akarouenue npusopum cobersennoe naGaiofenue.

Boasuoit 10, P. mabmopanca wavi B teuenne 11 ger ¢ G-mer-
HEFQ BO3p4acTa. Ha NPOTHAEHHH 3TOI'O BpPEMEHN MaJbYHK YacTo
CTPARA] HOCOBRIMH KPOBOTEUSHH M. Koanuectno djliﬁ]]l-iIIOI‘ﬁilE KO-
aefueren v nero ot 50 we% npo 125 m2%. Tlocaeniee kposoredenne
3 Hoca no cHiskeHwe duOpuuoreda orMenanoce B 1970 r. nocsae
FpHONE;, KpOMe !“llﬁOﬂJHﬁpI-IHCII‘eHEMHH, B EKoaryJorpamse Apyriax
OTKJOHEHHH OT HOpME He oOHapymeno. JIOPoprama n srayrpenupe
oprantl Ge3 ocobesHoctedl, Taxum oBpasom, y Hamero Soabnoro G
yYeranopjaen gHarHnos HCCBJOFEMUC]JI'[.'{HII BCNEOACTBHEe HENOCTaTKAa

(pubpunorena (pBposcaenuas (opma), Jlewenne CHMITOMAaTHYECKOE,
[Tporuos yaopaeTBopuTeabHbIL.

CHEJITPOM OTJIPHYA
{ennapom Oanpuua — Buerorra)

B 1954 r. Aldrich ¢ coaBt. onucas CHHAPOM, NPH KO-
TOPOM Yy HeTeH paHHEro sospacra HMeercs TpoMOOIHTO-
lleHHuecKas nypnypa, sk3ema, FHOHHBLIL OTHT H KPOBaBLIil

noxoe. Besen 3a sTHM noedesopanu Apyrue cooGuiemnms
(Roberts, Smith, Schaar), noarsepausmne cyuecrposa-
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e cunapoma Onaprua Kax OTeABHON HO30/10THUECK
em{;&gﬂg;memaﬂ nepedada peneccrsHas, CBAIANHAN
qosoM. B pozocaosnoil OIHOIl TOIANCKOH cemga, cén.
cannon Aldrich, Steinbeig n Cambell, u3 40r0 cnog
BaHHBIX POJICTBEHHHKOB B TPEX MOKOJEHAAX 3) quzn
Gonenn cuuapomom Oqapiya W yMEpaH B TeueHue ng
BHIX TPeX JIET KHIHH. Boneor ToAbKO MadbulKH.

Kaunuveckaa Kapruda. Hapamy ¢ XapaKTepHbiM

CHMATOMAMH ¥ GOJLHBIX OTMEHAETCS NOBLILIEHHAS cm;
HOCTL K PILY HHpexuni — HIEBMOHHAM, ceanmu:IeT
M, pei:nuparupumm nopamkeHHsim }.li:lxﬂTEﬂbeléTegaI
m jap. DTH BTOPHUHLIC HHq}eeIm;ﬂ:imi HOoNLHBIX TIP
710 W HEpeLKOo AaloT pelln] )

Tﬂmb(’mﬂoexom%mx GONBHLIX YK€ B NEPBbLIC AHH O'I‘Me’-iaET'
HOBLIIIEHHAR KPOBOTOUHBOCTD, panpumep, B puAe Ha;;)lfi
HOTO KPOBOTEUCHHS (rmocae UHPKYMILH3HH) uji B BE

B oreuecTBEHHOI JauTEpaType A0 CHX NOpP He Obia

wiecan cuiapom OJipHda, NOITOMY 3acTyXHUBAeT BHH-
(4HHS GOMBHOH, KOTOPOro Mbl HABJIIOAA/IH.

Boasuont K. X., 2 mec, nocrynua 8 JITIMH 24 ¢espans 1972 r.
10 HOBOAY KIUIEYHOr0 KPOBOTEveH s,

wireneil. Bepemennocts nportexana Bo |l nonomune c Hegponartied,
4 33-fi memene OwI0 MATOUHOER KpoBoTeueHHe, ManbuMKk poanacs
acUKCHE ¢ TYriM OOBHTHEM NYHNOBHHLL, HPHJIOMEH K IPYAH Ha
-6 CYTKH, cocaj BAJo, NJoXo npuGasasn B sece, C nepnux Aded
H3HH — adrroaupd cromarnt. Crya uakuil ¢ npuMechio KpoBH o
ansn, M3 cemefioro aHaMiesa BLISICHHAOCH, 4TO Y 3aMy:Kue# ce-

TTPLL Hawero GoJLROTO YMEDIO 2 cula B AenaTHMeCsTMHOM BO3pACTE.

lenoepeAcTRENHON NPHUHHON CMePTH 3THX jetelt ABIIHCH CETICHC N
wesMound, Ha nporsmennn GonesHn y OONBHBIN OTMEU4ANuCh ABJe-
iU TeMOpPParHuecKkoro AHaTe3a, TPOMOGOUHTONEHHH, SK3EMbl W THOH-
0ro CpPefHero OTHTA,

[Ipi OCMOTpe MAJLYHKA B KIHHHKE OOMEE coctodlue TAIKenoe.
a Kome rpyad egnunmuneie netexnn. Ha comancroin nogocrn pra

i, DK3eMa CKJAOHHA K 3HAUHTEABHOMY pacnpocTpgbrosisit cromatur. [paniusi cepiua B HOpNe, TOMH NPHTAYIIEHD.
nerexun, JK3e v

Hennio (auno, Ty/JA0BHILE, goneunocti), Hepenko OTMS

yaercs BTOPHUHOE PiH{bHIalOB‘&HHe B BHlE [1HOACDMMH

lyase 182 B | aun cpegnero nanommenusa. Yueno nmxanuit 36
| mun. B ;erkux nepxyTopno Jerounkil aByK, AsXaHHe Ny3pHALHOE,
yunos Her, MHsOT HECKOABKO B3AYT, NPOULYILIBAIOTCA Kpasd MEeYeHH

JPYTHX THOHHBIX ocnoxKnonnil. Hecmotpa na Haaud cenesenxs y pebepiofl ayrd. CTyi ¢ NPOKHIKAMA KPOBH.

TPOMOOLHTONEHHA B nepudyepHUECKOH KPORH, qRcI0 M

rakapHouuTos B KOCTHOM MOsry OKasblBaeTcss Hopmal

B kposi oOHapymkena runoxpomnas asemus (sp. — 3300000,
b 55 en.), TpomGountonerns (or 40000 — 60000 p 1 s no enn-

oo puEeX B Dpenapare), sosunoguana fo 8—8% u Helitpopuabubil
HuM. ARTHTPOMGOUHTAPHEIE aHTHTE1a B KPOBH TakKe

obHapYZKUBAIOTCH.

bitkoluTos, PO3 — 25—32 ma 5 1 «. PeTpakuua KpoBAHOro CrycTia
0%, crycrox puixdwifi, B ocTaneHOM Koaryrorpamma 0ea ocobeHHO-

Benencrsue [OBLILIEHHON CKJIOHHOCTH K ureKiHoyel. TpouGarraoTHUIHOE B KPOBH He obfapyxkeHo. B Kposi oTme-

LM 3a60JeRAHEAM OHIO BHICKA3AHO NPEAIONOMCHH
yro v Goabnbix ¢ canapomom Ouaapuda _}1?:1eeu:s(1:l arlliom
ausi wmmynnrera. M AeficTBUTEALHO, Krivit u Goo 0l
HApYKIIUW OTCYTCTBHE y GOMBHbIX JeTel nan:'irrmoﬂml;r
wos B kposn. OnHaKO BBEJEHNE criennduIecKix amt'5

HoB OO/MbHbIM HE BHABMIO Y HUX Karux-H1no6y}

OTKIOHEHH]l B HMMYHOJOTHYECKHX pearIax.

[Tpn aaGoparopHsty uccaedoganisx KPOBH HapsLy

TpoMOOIHTONEHHEH HEPENKO HaxonAT 303HHOPHIHIO

HelHTPOGHALILI AEHKOUHTO3. B KkpoBH OTCYTCTBYIOT H

myHoraoGyann M. Teuenne XpoHHUECKOE C HACTHIMH @

OCTpPEHHAMH. S dexTunHOe AEUTCHHE OTCYTCTBYET.
CreHsKTOMHS HE yaydiiaeT TpOMOOLHTONEHHH.

iock yBemrierme y-raoSyamios go 32% u cumsense IgM o
m2%_ TlpoBenennan PEKTOPOMAHOCKOIHA He OBHapyKHIa OTKJIO-
BHIIT OT HOPMB
Bhavane B KAHHIKE SaN0Q0speH Buljl CemcHe, HO HalWaHe CTOH-
it TPOMGOUHTONEUHH W CeMeHHOro auamuesa TOABOJII0 MPEIO-
JIKHTD, uTo ¥ GozbHoro myeetesa cuuapoy Ouupnua, B nasdsHefiuem
qeHuH OOJESHH Yy MAAbYHKA OTMEYATOCH HOCOROR KPOBOTEUEHHE H
hOBOH3MANNE B CKIEPY JEBOro raasa.
Jleuenne aHTHOHOTARAMH, TPAHCDYINAME KPOBH U IIA3MLL, AHTH-
o (PHAOKOKKOBRIM FaMMa-ra06yaiHoM, AHMEAPOJOM, MpelHH300-
M, AMHHOKANpPOHOBOI KHCJAOTOMN, XAOPOQIIHHOM, PYTHHOM H
(MIITOMATHUECKUME  CPEACTBAMI  OKa3anock He 3((hexTHBHHM, X
hasnoft mo mpocsbe poanTesiell Ol BLIMUCAN A5 AanbHellIero Je-
buus 110 MecTy MHTe/beTBa B T Taunmm.

POJKTEHHBIE THIOMNACTHYECKIE

Il poenos peBAATONPHSTHBIH, CyepTeablibiii  ACKETAKAPHOIIITAPHBIE TPOMBOIITONEHIT

o6LIUHO HACTYNaeT B paHHeM BO3pacTe A0 5 et KH3

BTOPHUHON HH(EKIHH HITH OT KPOBOH3JIHAHHA B K lemopparaueckne TPOMOONHTONEHHYECKHE IYPIyphl
or

HEHHO BaKHBIE OpPraHLlL.

JISITCA Ha  MerakapHOLMTapHble M aMerakapHouuTap-
je. Tlocaenuue MoryT BulTh NPHOOPETEHHBIMH WIH BpO-

M3 amamuesa uagecTHO, 4TO pEﬁEHDT{ ponuaca Yy MOMHIALIX po-



AennmMu,. HanOosee peixo BCTPeUa®Tcs BPOKALHITASN
runoiiacTiyeckan  Gopma  ameraxapHolHTAPHON 11y~
nypul. dta Gopma TPOMOOUHTONEHAH OTHOCHTEIbHO Ha-
CTO coueraercd ¢ JAPYrAMH BPOKICHHLIMH YPOICTBAMH,
Onno #3 nepeuix onwcawuii sroro sadogaesanua npHHaL- |
aexut Greenwald n Sherman. ¥ 60/bHBIX € THIION]ACTH-
YECKOH aMerakapHouHTapHoH TpoMOOUHTONEHHEH Ha-
OMIDLAIOTCH HEPEAKO KOCTHBIE AaHOMAJHH, 3aC/IyKHBAET
BHHMAHWSA, Y0 TrHllomiacTHdeckasg TPOMOONWTONEHHS
HHOIla cOueTaercH ¢ BPOMKICHHLIM OTCYTCTBHEM JYy4eRoil:
KOCTH. ITO OOBACHALTCA TeM, YTO BHYTPUYTPOOGHOE pas-
BUTHE MerakapHOUHTAPHOTO alnmapaTta d Jy4YyesoH KocTH
NPOKCXOMT B OAHO K TO e ppema (6—8 wenenn). Bpo-
JKAGHHEIE aMerakapHOUHTapHLIE MHIOMIACTHIECKHE TPOM-
GOIHTONEHUH BCTPEYAIOTCH DPEXKe, 4eM BPOKICHHLIE T'H-
HONJACTAYECKNE aHeMHH, NPH KOTOPLIX NMEETCH Mopaxe-
HHE MHEJIQUAHLIX, 3PHTPOHAHNLIX H MErakapuoLHTapHLIX
SJEMEHTOB KOCTHOTO MOSra. B KAHHHYECKOH KapTHHE T'H-
NOMTacTHHECKUX TPOMOOUHTONEHKI NOBLILIEHHAS KPOBO-
TOMHBOCTL MOZKET NPOABAATLCA CPasy TOCIe POXKIEHHA
WJH  HECKOMBLKO I03XKEe, B pPaHHEM IPYJAHOM BO3pacTte.
EciH KpoBOTEUEHHS MPH CHIONJAACTHYECKON TPOMOOLHTO-
NeHHH NOSBAAIOTCA BCKOpe MOCTe POXKJICHHS, ¥ GOMbHLIX
MOMET pasBUTbes gelikemoupnas peaxiws (Emery ¢
coanT.).

B mureparype umelores onmcaHHs aMErakapuolHTo3a
¢ KOCTHEIME dedopMmannsMy y aeTeil H3 JBOHHH, 9TO CBH-
AETRALCTBYET © TeHRTHYCCKON HPHPOAE 3TOTO Peikors
3400/€BAHHA.

I'opmonansuoe gevenne (AKTI, npennnsonon) obuy-
Ho s(pdexra He daer. I1pH NMOJHOM OTCYTCTBHH Merakd-
PHONUTOR B KOCTHOM MO3CY CHAGHIKTOMHS [POTHBONOKA-
3aHa, 1PH 3HAYHTE/IBHOM CHHIKEHHH MerakapHOUHTOR aTa
onepaius J4er JAUlIL BPEMEHHLIE reMocTaTHUYeCKHN s-
tpexr. Tporpos nebaaronpuatTnablii, GOALWHNCTBO GO/bL-
HBIX NOrudaer B [epBule HEXENH HAH MeCAlbl HHIHM,
HECMOTPA Ha HHTEHCHBHYIO Tepanuio (rpancdyann Kporw,
rOpMOHAJIbHOR JedyeHHe, craeHsxkTomus). [lo nanHBIM -
Stefanini 1 Dameshek, npofoaXMuTeabnocTh #Musun ae-
TEH ¢ BPOMKJEHHON aMerakapHoluTapHoi Tpombouutone-
HHEH M KOCTHHIMH JedopMaluHAMH He Npesbiliaer 3—
4 ner. Ot BpoOKIAEHHOH IHNOMIACTHYECKOH TPOMOOUHTO-
NeHHKW  CACAYeT OTAKHYATL TNPEXOASHLYI0 THIONJAZNIQ
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KOCTHOTO MO3ra ¢ réMOpparHuYecKiMu ABAEHHAMH Y HEI0-
HOITEHHBIX feTell, KoTopasa HMeer oGpaTHMBI Xapakrep

Il [IpOrHOCTHUECKH — Oaa-
FOIPHATHA.

JIast MAoCTPALHE NPH-
pojguM cobeTRernoe HabIO-
NeHne.

Boabnas E, H. noerynuaa B
17-10 perekyio Goasunuy Jlewhd-
rpama 8 pospacre 14 auefi, Ha
anaMHe3a W3BECTHO, MTQ OHA OT
nepEoH  GEPEMEHHOCTH MOJONBIX
3noporux  poantenek. Hacnen-
CTBEHHOCTL He oTaroutena, Mathb,
18 aer, o spema GepemeHHocTH
nuueM He Gojesa, Jekapers ie
npumaMana. Poawm B cpok, [le-
BOMKA POANIACE B CHHel acuK-
cun ¢ Becom 3150 2 u pocrom
50 em. Tlpw poiennun oGHapy-
MKEHO YPOLCTBO BePXHHX KOHRY-
HocTell: DTCYTCTBHE JYYEBHIX KO-
CTEH, YKOPOYEHHE JOKTEBLIX KO-
creft H kocopykoets (pue, 7). Ha-
npapaena B GOJLIHLY B CBASH €
yXVAUEHneM 00IIero cocTosums,
naoxoi npuGaBkofi Beca, MACThHI-
MU CPBICHBAHUAMH, OIBIUKON H
nepopaipHLM Eadosom, B cra-
UHOHAPE AHATHIOCTHPOBAHLL: BPO-
WACHHOE YPOACTBO BEPXHHX KO-
HeunocTell, IRYCTOPOHISAS MeIKO-
OUaroRan OPOHXONHEEMOHHS, MH-
nopocnaam w runorpodus 11 cre-
ned. B mccaefoBauHH  KPOBH
ofnapymen Jefikounros — 19 800
¢ uehtpobuaesom — 568 (3/111
1971 r)). Ha peutrenorpayme
rpyaHofl  KNETKH JBYCTODOHHSS
Meqkoouarosas nHeBMomRHa. Ha
PeHTreHorpaMMax npenaeTHil
ONpeleaseTca OTCYTCTRHE Jiyue-
BHX KocTedl H KocopykooTh, He-
OLHOKPATHLIE HCCUIR AOBAT S
tpombouutos » 1971 r. pasaan
TpOMBOINTONEHNIO — OT eAHHAY-
HEX B mpenapare no 30000 s

Pue. 7. Hesoura E. H. ¢ auero-

KaPHONHTAPHON TpOMGOMHTONE-

HHeH H YPOJCTBOM BEPXHHK KO-
HEUHOCTEH.

1 mw?®. Hefirpodmabhbiil neflkounros sce Bpems npefHBaHHA B c1a:
nHonape aepauancs or 19800 go 50800, PO3 or 2 ao 40 um B | «
IToces kposum crepuien, Bpema ceeprbisanng Kposn 8, no Mac-
Marpo. Hauteawiocts kposoreyesus 3', Perpaxuus KpoBsHoro
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CIYOTKA NA0X0 BEHpaxkeia., DupoTennaibiue npobu 0TpHUATENLHL.
B muegorpamMase Merakapuouiitl eRuuiugie B tpenapane, HeLenteab:
HbIE, B OCTAJBHOM KaPTHUA KOCTHOTO MD3ra B Iperesax Boapactioll
nopMul, Ha ociioBainui MuURAOCpaMMbl B YOOPHOH TpoMGoudToneHHi
B KAHUHKE YCTAHOBACH AMAFHO3 BPOISACHHOID aMCeraKapuounTosa B
COURTANNN € BPOMACHHLIMH KOCTHEIMH pmedopmaunamu, [emoppari-
yecKHe spaelns y GoAbHON NPOABIANCHE B KPOBOTRUCHHAX H3 MKeqdy-
AOUHD-KNIIEYHOTO TpakTa. 3a BpeMs npebuisanns p OonbHHIe paseH-
JACh aleMHA — KOJHUECTRO SPHTPOUHTOR crusuaocs mo 3 100000 n
remoraobun a0 53 en. Perugyaouuros b,1%. Obwee cocroaune je-
BOUKH [pOrpeccHBuo yxyiwanock, Jledeiye rtpancdyanaMy KposH,
NPEAHHZ0NOHOM, anTHOHOTHKAMH, E-aMHHOKaNpoHoBON KHCNoTOR M
CUMOTOMATHYECKIMI  CPEICTBAME  OKa3ajoch 1e  (peKTunubLM H
Bonbuasn cHonuanach » Boapacte 3'p mecanes, Cexnuonupi ZBarsos:
BPOACILINAS AMETAKAPHOLUNTAPHAR TPOMOOIMTONEHUA B cOUETANHN
¢ MOPOKOM pPasBuTiHa 006eux BEPXHUX KOHEMHOCTed (OTCyTCTRHe Myue-
BHIX KOCTEMl, YKOPOUEHHE JIOKTEBHYX, ABYCTOPOHHAS KOCOPYKOCTR),
KpynuoToueunbe KpoBOUSNUAHHA B CAHSHCTYIO 000I0NKY eIy 104900
Kuweunoro tpakra. deycropontss Gponxomiesyonus. Heromenne,

Iaaea V

PEJIRUE 3ABOJIEBAHNA
CUCTEMbI KPOBH

BPORIEHHAA HEXTPOIENITA
JETCROI'0 BO3PACTA

(Goaeans Kostmann)

3abo/ieBanye OueHb pEAKOE, ONHCAHO BIIEPBEE B
1956 r. B Uisenun (Kostmann). ITpu Gonesun Kostmann
y GoabnbiX RabMonaeTes 3RAVATEALHOE CRHAKEHHE NI
OTCYTCTRBHE 3peJibix HefiTpoQuiIoB B KPOBH H KOCTHOM
mo3ry. I'pany/onosa cuHiKeH; co3peBaHHe 3ajepiKHBaer-
CA Ha TPOMHEIOHTAPHONR — MIGJOIHTAPHOR CTa/HH, HO
HHOTJIa OHO OCTAHABJIMBACTCS HA MHEJOLHTAPHON ——
MeTaMHeJOUHTapHON craiguH. B KpoBH oTMeuaeTcs we-
KOTOpad 303HHOGHT U MOHOUHTO3. IPUTPONOIZ H TPOM-
OouHTON033 HOpMa/dbHEL OOLUHO HMeETCs THnepraMmma-
riaobynutnemus. ITH GONLHLIE QYEHb CKJIOHHLI K HHTEp-
KyppeHTHbiM  uHdexuusm. Beaegersue  Gioka B
co3pepaHHH HeHTPO(HIOB BOCHAMHTeNILHAS DeaKUHs CO-
NPoBOKAALTCA OTHOCHTEALHLIM JHM(MOIHTO30M, yBeAHYE-
HHEM I1a3MaTHUeCKHX KIeTOK H THCTHOLHTOB. Xapakrep-
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LM AHATHOCTHYECKUM TECTOM SBJAETCH OTCYTCTBHE
neittpopuabHOIT peaklHH B MEPHLIE Yacul MOCae BIYTPH-
KOMHOTO BBeNEeHHS TH(HO3HO-NAPATH(OIBON BAKIHHL B
obnacts npeanaedbss. Ha rucrosorHueckux npenaparax
B MECTax BOCHAJEHHA HeHTPOpUIL OTCYTCTBYIOT, a MO-
HOLHTH NMPHOGPETAIOT NOBLILIEHHYI0 (QAarolHTApHYI0 aK-
THBHOCTL. Eca K KyJabType KOCTHOrO Mo3ra H00aBUTh
CLIBOPOTKY BOILHOrO pebeHKa, CO3peBaHis MHUEJOUHTOB
He NPOHCXOAHT, B TO BpeMs Kak AoDapjenHe ChBOPOTKH
3I0POBOIQ YeJ0BeKa yayuiiaeT 31oT mponecc. Taxkoe ke
_E\Q;ICTBHE Ha CO3PeRAHHE OKA3IBIBAIOT UHCTeHH W BUTA-
mun Bg. Ilpennonaraercs, uto y OONbHLIX HMEETCH BpPO-
AKIACHHBIH JeerT YTHAH3AIHE aMHHOKHCIOT, cojepiKa-
IUX CEpY, # 4TO B MHEI006/1acTaX CHHMKEHBI CYJb(rHj-
PHJABHBIE TPYIMLL

Ilarocenes. Tlo npeanoxoxennio I'. A, Axexkceesa,
naroreHes mefirponeHun npu Oosesnn Kocrman cBA3aH
¢ aedHUUTOM HEH3BECTHOTO (GepMeHTa, OTBETCTBEHHOTO
3a HOpManeuyo Auddepennnannio wedrpoduios, a Mo-
HOLHUTO3 fABJMETCS «IIPOABACHHEM KOMIeHCaTopHOl TH-
nepraasuu 3JeMEHTOB PeTHKYIOrHCTHOUHTADHOH cHeTe-
mbel. HacoejpcrBennocrs ayrocoMHas, pPeueccHBHasy,’

Kaunuueckas xaprusa Bo MHOrOM obyciaoBiefha Ha-
C/I0EHHEM BTOPHYHON HH(EKIHH, YacTO peiu insupyonie
BC/IQICTBHE MOHMKeHHA wuMMyHuTeTa., YacTe O0ABHBIX,
XOpOLIO MoAAaoancs AeHCTBHIO aHTHOHOTHKOB, MOIKET
LOCTHTaTh IoHOmecKoro Bospacta (Kostmann). B teuenne
GOMe3HH npeobiajalor ABJASHHS BBRIPAXEHNOr0 KOMKHOIO
cencuca. [lepsnle nmpospaeHHs HHQHUHPOBANHA KOXH H
NOAKOMKHOH xaerdatku (ncesgodypyHiyies, abeueccsl,
¢1erMoHEl H 1p.) PasBHBAIOTCS B paHlieM rPYLHOM BO3-
pacte H CONPOBOKAATCS MNOBLILICHHEM TEMIEpPATYpPH.
Yacro HaBaiofaloTcs CTOMATHTLI, dJbBEOASPHAS HHOP-
pes, Me3aoTHMOaHuTH H Mactouauntsl, Hepenko ocrtpole
pecnHpatopHble 3a00neBannd, PENHIUBIPYA, NPHBOLAT K
XpOHHuEcKoi nHesmounu. Muoraa na6ionaiores H THOM-
HBle OC/oMHeHHs nueBMouuu (abeuece Jgerkoro). Cep-
AleYHO-COCY/IHCTASl CHCTEMa, opranbl Gpiomuoil mojgocTh
u nepuepruecknit aumpaTHIecKuil anoapat oGLIYHO B
npeaenax Bospactioil nopmel. B nepudepuueckoit kposu
HMEETCH PAa3HOe KOJMHYECTBO JIefiKOUHTOB, OTCYTCTBYIOT
HJIH 3HAYHTENBLHO CHWMKEHH rpaHyiaountsl. Yacro orme-
yaercs monouuros. TpomOGounurapHuli annapar s Hopme.
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B muenorpamme xapakrepen ofpuin cospesalns HeHTpo-
(puABHOrO pAna HA CTAJHH MHEIOIHTOR HIH NPOMHEN0-
uuros. Ilpun nudpepenunanbuoli AHATHOCTHKE ClEAYET
HCKIOUNTL 1) GECCHMIITOMHYIO CeMEHNYIO HEeHTPONEenHnIo,
2) NpOXOASULYID BPOMKIEHHYI0 HEeHTpPONeHHio TIpyAHBIX
neTell H30MMMYHHOTO Xxapakrepa H 3) NepHOAHYECKYIO
HUKAHUECKYIO TPAHYI0LHTONEHIIO.

Jlewerue cpopuTes K BOpbOe ¢ BTOPHUHOR HHQeRIHel.
Hasnavaores auTHOHOTHKH Hanpap/IeHHOTo JeHCTBHI
HNPOTHE [ATOTEHHLIX MHKpOGOB, BLIZBABILINHX HH(I]E[{U,I'IDH-
usif npouece. [Momesnn suramuns C, By, By u Bg.

B ocranbiom MPOBOAHTCH CHMITOMATHUECKOE Jeue-
HHE, TAK KAK B HACTOHALLee BpEeMH HAM He H3BECTHHI
CpeicTBa, CTHMYJHpYIOUIHe CO3peBalue KIerok HeHTpo-
(uabHOro prja.

Haa nnmocrpanun teuenus GonesHn Kocrman npu-
BOAHM coGCTBEHHLIE HAaOMIOLEHH .

Bomppo#t B. T, 7 aer, moctyimua B roCUHTAJILHYI0 KJHHHRY
JIIIMHM 21/1 1970 r, no nopofy 0GOCTpenHs XPOHHYECKOIl IHEBMO-
uny. PeGenox ot BTOpoil GepeMeniocTi, POLMJCA B CPOK € BECOM
3000 . Pogurenn sonpiwe, anopopre. OTell snoynoTpefiiger aiko-
roqem, B aunamuese 6G0JLHOTD NOPAMKAIOT wacThie 3afioqeraingg, Ha-
YABIINECH ¢ mepnoia HopopomAennocTn. B poapacre 2—3 meneqn on
nepeHec GypyHKy.aes, B 26 1gHed — OPOHXOHHEBMOHMIO, B 2 Mec, —
npoLepMit, B 8 Mec, — OPOHXONNEBMONMIO ([OLO3PEBANCH CEICHE),
B 11—12 smec. —naparud Bpecnay, woamaurepnr 0—26 1 oGocrpe-
HEe xponnueckofl nuesMouun. B peayanrare stux sabojesaunii pas-
Baack runorpodua I cremenn. B 1 ron 2 mec. cnoBa HacTynmio
obocrpenne xponnueckoll nuesmomwr B 1 rop 4 wmec. 10 1Yy ner —
croMateT, runotpodus M aveMus. B 3 ropa KepaToOKOWBIOHKTHBIT.
B 3 ropa 9 mec. —4 rofa ANArHOCTHPOBAH arpadynoIuTO3, AHEMIH,
XpOHNUECKad NHEBMOHNS, ANCTPOQHS, NOMYTHEHHE pOroBRub Tmpa-
BOCO Toiaza u JaesocToposHuit cpeusufi orur. B 4/, roga —§& ner
ofiocTpeHie XpOHHYECKOR DHERMOHHI H OTCTAJ0CTh (PH3NYECKOro
passuTHA. VMepeHHas KoMOencuposaupas reiponedania, Bupanen-
HAs AJONSLHI, HENpaBnmiabHLl pocT pecwuy, (TpHxmas), oTCyrCrTBiEe
Gpopeft. [Tomyrmenne POroBHIE NPABOro raasa, ofiocTpenne Xpouu-
YECKOIl MHeBMOHNH, TSMEIHH AIBEHHLI CTOMATHT M CTPENTOAEpMHS.
B kpoBu — nelikonenns, pesrass Hefitponenns jo 7% # MoHOnNTO3
no 52%. B xocTHOM MOSTY MHOFO MHEJOUHTOB H METAMHEJIOUHTOB H
MaA0 3penbix HefiTpohuiIos.

Ha ocloBanif Bcex STHX AaHHLX Yy GOALHOTO yeragonieda B
1967 r. Gonesub Koerman!, B 6 ser # 2 mec. y GoaLNOro AHArHocTH-
posail ocTpufi kount. B 6'; ner (B 1968 r.) cHoma aeumics B roc-
naraneRol kamnuxe JITIMKE no nopogy ofocTpenns xpounueckofi

t Bror Goapuoi onucan M. T. Maomux n B. T. dypcoroft B
MypH, «Bonp. oxp. Mar, ¥ gercrnar, 1969, 9.
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NHEBMOHIN, CTOMATHTA, ANLBEOJIAPHON THOPPER H  3HAYATEILHOI
aerpogun. 12/VITL 1968 r. y Goannoro obuapy:en nepdopaTnBHsi
rAHIPEHOSHLIL ANNeHANTHT 1 oTpaHmienustii nepurodur. Onepupo-
pad. Pama aantesnlio He samuBana. Buinncan pomoft 7/X 1968 r.
Mocaexuee nocrynsedue Badepus I B rOCHHTANBHYIO KIHHHKY
GLi10 CBSIZANO ¢ YXYAllenneM o0LIEero cocToaHus, GOASME B yluax. i
HACTLIM KANIEM; V MajgbeiKa o0HapVIKeMhl NBYCTOPOHHAA XpOHHYE-

cKas NHEBMOHKA B CTaauH O0OCTPeHHd, ABYCTOPOHHME cpeaunit oTHT
¢ NDHIDKEHNEN CAYXS, AUCTPOUVEcKHs WaMeHeHns 3y00B ¢ agkBeo-
JAPHON MHOPPEElt M OCTeOMMeNHTOM HIDKHel 49eMIOCTH, a4 TakKe
(rervona B ofinacti gepoit Aaroxnnusl. B MHemorpamme oGHApVIKeHO
Beero 2% cermenToanepHex Hefitpoduaoe B 747 npoMHenonuToB,
MHEJACLUTOB H MeTaMuenounros. B nepudepuueckoll KpoBH 3peibix
IiEflTpOfH.’IOB B NepHOAL BHe 0OOCTpeHHs BTOPHYHON HU(exunH —
6—8,6%, monounTos 8 kpopn moctaran 24,6—51.6%. Tauma-rac6y-
nunbt ypeqanuens o 24.5—30%. Jlewenne anrubuoTnamu, Tpancdy-
JUAMIE KPOBH, NJasMbl 1 cumiroMatiueckoe, Bumucan uepes 1y me-
CHIla B CPABHATENLHO YAOBAETBOPHTEIRHOM COCTOANNH 0ea npodAsye-
HOf BTOPHYHON HH(ERIHL.

HEPHOTHYECKAA IMIMKJIMYECKAA
HEATPOIHEHUA

(nepuojnueckan 001e3HL)

Donesnns smeppuie Obina onmcana B 1948 r. Reiman u
Bernardinis, Tlpu sTom peakoM 3abosesaniun neprojnde-
CKH HACTYyMaeT 3HauuTe/JbHOE CHHKeHHe JeiKOLUTOB
BOJENACTRIE HCUYEIHOBEHHS M3 HepH(epHUYCCKON KpPOBH
ueirpoduaos. ArpanyaonHTapHbl nepuoj Agaures 7—
10 ppeit H conpoBoXaaeTcs BLICOKOH TeMUepaTypoii, s3-
BEHHKIM CTOMATHTOM, FrHHCHBHTOM H ELHFP[HOI:I; K[)UMC TO-
ro, orMevatorcs O60aH B cycTaBax, B MKHBOTe, KOHBIOHK-
THRUT, JHM(azenH, cnjieHoMerains H HepeaKo NHoRep-
must, [Ipn HacTymienun pemuccnu OOJbHBIE UYBCTBYIOT
cebs XOPOLIO H Kaao0 He NpeALABIAIoT,

Pemuccus o0bluHO pantes 2—3 Henean, a 3aTem cHO-
Ba HacTynaeT arpanyJouHrapHsiil nepHon. Peskoe nage-
HHE YHCaa HeHTPO(MHIOB B KPOBH 3aBHCHT OT IHKIHYC-
CKHX HSMEHEUHIl B KOCTHOM MO3TY. FpaHyﬂOl.I,HTb] H HX
IPeALECTBEHHUKH MOPYT HCUe34Th U3 KOCTHOrO Mo3ra
ele 0 HACTYIIEHHs HEHTPONeHHH B LHPKYJHPYIOULEH
KpOBH; OHH CHOBa INOMRBRJMAIOTCSH B KOCTHOM MO3rY paHblue
HOpMAaaH3aluuy Koanueetsa HefiTpopuaos B nepudepuye-
ckoit kKposH. OaHAaKO valle MOXKHO HaGIIOXaTh APYTyHo
KAPTHHY H3MEHEHHI KOCTHOTO MO3ra, KOTOphle o0bsc-
HAITCA «AeEKTOM co3peBaHus HeATpodHaAoB», B koct-



HOM MO3ry B TAKHX CIydasx yBeJHYEHO KOJAMYECTBO MO-
JNOABX (JOPM TPPAHYJOLUHTAPHOTO pAAa W OTCYTCTBYIOT
apensie HeliTpodnas, Bo Bpemsi NpHCTyla B KpPOBH OT-
Meuaercs NOBBIIEHHLIH pacnajl cepoOTOHHHA H MeHSeTcs
KOJHUeCTBO aneruaxonnda u rucramuna. E. M. Tapees
CUHTAeT, YTO 3TOT CHHJAPOM CJeayeT OTHOCHTb K ajliep-
THYECKNM 3abo/eBankan C ayToarpeCCHBHBIMM 5iBJCHMA-
mu. C 9T0i TOYKH 3peHHs IlepHojHuecKasn HelTporeHHs
O6nH3ka K Koagarenozam. Oxgakienue, neperpesanie,
MOrPelHOCTH B JIHETE cnocoGerByi0T HACTYIIEHHID arpa-
HYJOUHTAPHOTO HPHCTYNA,

Jlevenue KOPTHKOCTEPOMAAMH HE NpeRynpemKaaetr
ArPAHYJOLHTO3a, HO CMATUAET KJAHHHYECKOE TeueHne NpH-
cTyna, cHu:as Temnepatypy no cyOdebpuabhoif. [Toka-
3aHo JeyenHe KOPTHKOCTEPOHAAMH, aHTHOHOTHKAMH H
CHMITOMATHYECKO®.

Hpoeros nonmen CTaBHTbCR € OCTOPOKHOCTLIO, TaK
KaK JJHTEILHOE TedeHHe 3a60MEBAHHA MOMKET OCI0XK-
HHThCA AMH/IOMA030M BHYTPeHHHX opranos, [Ipusogum B
aaKoueHHe coBeTBEHHOE HabaoneHHe.

Boarsoit T. JK., 5 qer, mocrynmi 8 rocnutaishyio kaHanky 4/1
1964 1. Hpiexan ws Owuoro Caxammpa. Pomunca ov propoit Gepe-
mennocty ¢ secom 3800 e m pocrom 52 ¢m. B amyxweseswnoM Boa-
pacre nepeHec JeBOCTOPOHHMK rHOfinmft Mactnt. B 2 mee. Godaen
BOCTIAEHHEN JErKHX, B 7 Mec. — sHTepokoantoM. B rpyasos Bos-
pacre passusaacs HopmassHo. Crapuwwii Opar GojwHorc 34A0pOB.
Hacrosuiee safonesanue Havajoche |1y J6T, MPOTEKAET UHKAHYHO,
MEPHOJARYMECKH BOZHHKAIOT NPHCTYNE (Yeped Kaxisle 14 m{eﬂ}. Cco-
NPOBOKAAIONIHECS MOBKIeHHeM Temnepatypsl xo 39—40° u 03u0-
Gayi, noaBnseTcs adimOsSHUE CTOMATHT # FHHTHBHT, VBENHYHBAKTCH
MO/LIeMOCTHEE JAMAATAUeCKHe Yans, HHOTAA YBEIHUHBATCH TaKKe
WefiHke 1 OKoJOYIUHble JHM{Oyaaul, nospaAwTca GOIH B MKHBOTE,
YBEAHUABACTCA Neuelb W, KaKk NMpaBuio, PASBHBASTCH THOHHLII Meso-
ThMuannT. B nepudeprveckofi KpoBm B 9T0 BPeMA HMEeTcd Bhipa-
JKeHHast JefKoneuns, N0JAHOe OTCYTCTBHE HEATPOGMIOB, ZHAUNTETb-
ubi MoHoETO3 M yckopeuwan PO3 (rabm. 1). MMpuerynwm adarcs
3—35, mapeara 7 gueir. Hacerynaior o perydsipo, HO THXKeCTh HX
pasiHuHa: OT Jerkux /1o Tazmeawx. B nocaenpucrynunif nepuoi Bee
3TH ABNEHHS NPOXOMAT, H COCTAB KpORH HOpMadusyerca. Huxagmx
Man06 B 3TOT neproil GOMbHON He NPebABIAST H OGBERTHBHO HH-
KAKHX OTKJNOHEHHI OT HOPMBL ¥ Hero He oOHAPYMNBAETCS.

B Boapacre nByX 7eT BO BpeMsl OUEPELAHOrO NPHCTYNE Y Malh-
YHKA paspiiachk aGeneinpyloman nHesmolus ¢ abcueccom B Bepx-
Heit jgoJe Jepero Jerikoro. Alcuece onopomMHEICH uepes JeBbifl
Gponx, n Goapuoil nonpaemici. Yepea 'Y roma Bo Bpems HpHETYHA
oGpazosajcs abcuece noaveaiocTHoro Jumpoysaa caesa. B Tpu roxa
1oCTe BREIEHNA Maibiuky NpOTHBOCTONOHANHON CHIBOPOTKH ¥ HEero
pasenncs asaduaakrTHueckud wox, B po3pacre uernipex ser Je-




TABJHLA!L
Avanuam nepugepuyeckoil kposn Goapnoro J. Teoprug

QopMyna KpoaH

Peynccrna

13/11
Pennun
16/111

Pemiann

PeMuccns
7

2/

Peuunun

Pexucens
6f1 1964 r.
161

KonngecTno re-
MOPTOG Ha
en~2% . . .|74—12,3| 55—9,1 | 59—9,8 |65—10,8/70—11,6/72—12,0

Uueso spuTpo-

LATOR, THC..| 4180 2850 3550 3430 4110 4220
Hueno aefikoun-

TOBL & e o f BEOD 3500 6500 3500 7440 2800
Beero uefiTpo-

dunon, % . . 26 | 59 - 71 —-
[Tamoukongep-

BEIE R S 2 - 9 2 4 e
CepMeHTOR 10D~

0o A TR 24 ] K7 — TE —_
Juvdornron % 58 54 30 44 2 53
Mououuros 9% . 12 44 8 53 4 45
Boawnodunon B 3 — 3 1 1 —
Gasopuaon % . — l - I I -
[ThasmaTnuec-

KX Kaerox 1 — - 1 — —
POF GG 17 &3 31 14 13 30

upnca B rocnnTassnoll wambnge JIIMW no nosoay nepuoawueckoit
foaesHn.

[Mpn oGeqerosauuy B KANHIKE B BO3pacre 0HTH J€T B nepHof
PEMHCCHH HHKAKHX CYLLIECTBRNHLIX OTKJIOHEHHH OT HOPME Y Madb-
uHKa He obwapy:xeno. Quspueckoe H NCHXHYECKOE PA3BHTHE COOTBET-
ctRyer Bospacty. OGmmit Gesaox cwmBoporkn 7,9%, ansbymunos
39.7%, raobyannon: oy — 74%, o — 168%, p—11,9%, v—242%.
Koarynorpamma B npenenax Hopmul. [lpamoft n  HenpsMo#t Tecr
Kymbea orpuuarteasel. Iloceswm Kpoem orpuuatexabusie. Peakuus
MauTty nonomutenshan. B Muemorpasme so BpeMsi npucTyna Oblio
5 MHEJOUMTOB, HOJHOCTDLIO OTCYTCTBOBA/AN METAMHENOLHTL], Ha/104KO-
A0EPHLIE H CerMeHToaepitble wedrpodiin., B nepiox pemuccan ob-
1ee HX YHeao Bo3pacTano no 785,

Tlpn anddepenunaisnon ararnocTige GuJH ACKAOYENB cencHe,
TYJAAPEMHs, JHCTEPHO3, TOKCONAa3Mos, Gpynenntes, rHcTONIasMoa
1 MUTOMEraaud. YeTaHOBARH JHATHO3 nepHoindeckoli OonesHnm ¢
uHRAMIecKol Hefiponenneir.

Jleuenne AHTHOMOTHKAMH, TpefHH3onoHoM no |—2 e Ha 1 ke
peca B Teuenne |y mec. M CHMNTOMATHUECKOE HE CMONIO Npeaympe-
ANTh HACTYILIEHHE OUEPEAHLIX NPHCTYIOB neproindeckoil Gojesun,
HO TEHeHHEe KX CTHI0 GOJee JCrKHM.

B 13 ser sanuuuk cHora Obut obcieiosad B kauanke. Xapakrep
NePHOAMNECKH: NPHCTYIIOB M PCMHCCHH OCTAGTCA TeM Ke CaMLIM,



B KpoOBH  UHEJAHYeCKAan .FIEFIKDHEI{KH. l-lEHT]JOHBHI[ﬂ, MOHCHHTO3 N
yexopeunan PO3. Mouwa xopmanpias, OHINNECKOE H [CHXHYECKOE
PA3BUTHE COOTBETCTBYET BOIPACTY,

BPOH{IEHHAA FHIOIIACTHYECRAA
JPHTPORIHAR AHEMHA

(amemun  aiiMomga—Baerbana)

Jra aweMmHs Bhnepswie onucana B 1938 r. u orHOCHTCA
K XPOHHYECKHM [IPOTpecCHpYIOMHUM auemMHaM, o00ycaoB-
JIEHHBIM  [ATOJOIHYECKHM  HapyLUIeHHeM 3IpHTPONO33a,
TPHUEM CO3peRaHue KIASTOK JelikouuTapHoro paga
rpomBonurapioro annapara ue Hapyweno. Kocrubti
MOST XapaKkTepPH3YeTesl NOJHBIM HJAH NOYTH NOJHLIM OT-
CYTCTBHEM K/ACTOK 3PHTPOHIHOIO pAia H HOpPMAaJbHON
nposnepatineii  rpaHyJOLHTOB H  MerakapHOUHTOB.
Benenereine naTolOCHUECKOR AENPECCHH  9PHTPOHAHOrO
pocTEa B KOCTHOM MO3Ly Yy OOJbHBLIX pasBHBaeTcsl [pPO-
rpeccHpyoliasg aHeMHsi, KOTOpas MOXeT NPHBeCTH G0Jb-
HEIX K TROCIH,

3abGosesaHne pa3suBaeTCcH B paHHEM BO3pacTe H OT-
HOCHTCSL K BPOMIEHHEIM.

OTuoA0eHA HenspecTHa, MOKHO CUNTATL BEPOATHLIM,
yro jedexT IPUTPONOIsa CBHA3AH ¢ HOBPeXIeHHeM KOCT-
HOr0 MO3Ta B aHTEHATAJNLHOM NEPHOJE PA3BUTHA NJIONA.
Muorga rufongactudyeckas spHTPpodAHad aueMHsT coue-
Taercsi ¢ JAPYrMMH YPOACTBAMHM, HANpUMep, THIONIAa3HeN
H KHCTO30M MOYEK, KOCTHLIMH alnoMaJHaMH, KapaHKOBLIM
pocroMm u ap. He Hexmiouena BOIMOMKHOCTb, 4TO BHYTPH=
VTPOOHO PpasBHBAIOTCH AHTHTEI4 NPOTHE IPHTPOHIHBIX
3AEMEHTOB, KOTOpHIE NPHBOAAT K AJAUTEALHON WA [10-
CTOSIHHOI ienpeccHd apitponossa. Anemus lafhivoria —
Baexdana MOmeT paccMATPHUBATLCH KaK MMOPOK pasBH-
THA.

Y uacrn O0JBHBIX € BPOM/AEHHOH THIONIACTHYECKOH
spurponanoll anemuelr Altman n Miller nabnionanu na-
pyuienus TpHATO(GAHOBOrO MeraGosH3Ma, BLIpaxKapile-
rocs B YBEJAHUEHHOM BBIAEGJEHHH ¢ MOUOH aHTPaHHIOBON
wnenarol, Onnaxo M. [, I'paneosa u H. M. Woguua u gp.
HEe QOHAPYXKMHIH ¥ OOJBHBIX FHOOMIACTHYECKOH aHEMMEH
Hapywenuii obmena tpunropasa. B nureparype HMeEIOT-
CH TAKKE yKasanusi, 4To NpH 3TOM 3a00NeBaNNN HMEETCH
YBEJHUCHHE IKCKPEIHH C MOYOH KCaHTYPEHOBON KHCIOTH
u kuaypenusa (Smith ¢ coasr.).




Kaunuueckan kaprusa. Tlepuos HOBOPOMKAEHHOCTH
liporekaer BHauage ynos/iersoputensio. C 2—3 wmecs-
0L, a HHOI'Jla H T1032Ke ¥ JIETE‘.I'-:] Pa3BHBACTCH NPOrpeccHu-
pyloitas 6J1e1H0CTh, MaJ0KpOBHe, MI0X0e CcaMOYYBCTBHE,
ISJ10CTh M AHOPEKCHSl, HHOTIA MOBLIEeHHad pasiApaiku-
1¢ALH0CTh. BoesHh MoKeT pasBHTLCA Y 00OMX JeTeH U3
npoiinn, Jinmdatuveckuil nepudepuueckuit annapar, ne-
HCHB H CeJeseHKa Yy OoJMbHHIX He ysenmyensl Mearyxa
i HOBBLILIEHHAS KPOBOTOYHBOCTH OTcyTerByioT. Hekoro-
poie 00JIbHbIC HMEIOT XapaKTepHyi0 BHEIHOCTh; Y HHK
pychle BOJIOCHI, KypPHOCHIH HOC, YTOJUIEHHAS BEpXHAH
ryGa u HHOCAa MUPOKo nocrasaenibie riasa. flegens u
ceseseHga B padpHeleM YBEAHUMBAIOTCA  BCJAENCTBHE
reMocHieposa or ygacrhix rpatcdysuit xkposu. Ilpogon-
MHUTEABHOCTL JKHIHM NEPENHTHIX 3IPUTPOLKHTOB BHauaje
Ovipaer B HPEJeJNax HOPMbL, HO 3aTeM QHA YKOpauMBaer-
CHl, TaK KaK yBe.?IH'-IEH[-IC CeIe3CHKH BelIeT K NOBLIUICHIOI
necTpVKUHN 3puTpountoB. Yacrvie tpancdysunm  Kpobu
IPUBOJIAT TAKIKE K YBEJWUEHHIO MUTMEHTALHA KOMKH, KO-
ropasi 3aBHCHT OT OTJOMKEHHA JKeaesa ¥ ycuaenHoro o6-
pasoBaumg MenauuHa, T'pDaHulEl cepliid pacimpsaoTes,
NOABASIIOTCSH APHTMAH ¥ HapyumieHHe¢ KpopooGpamenus.

V nereil ¢ BPOKAEHHON THION/JAACTHYECKON 3PHTPONIL-
110ff aHeMHMel OHa HepeJKo coueTaeTcss ¢ THMOMOIl (B
6509%). Onyxosib BH/IOYKOBOH KeJe3bI HOCHT A06poOKa-
JECTBEHHBIM XaPaKTep; FHCTONOTHYECKH B OMYXOJH Tpe-
00JalaI0T BEPETEHOOOPA3HBIE KIETKH. JKCIEPHMEHTA b=
HO NOKA3aHo, YTO MPH  THM3KTOMHM Y HOBOPOIKICHHEX
JKHBOTHBIX B JfadbHeiliieM Hapyuiaercs BblpaboTka ry-
vopanbuelx auturen (Arnason u ap.). Mmewores ocnona-
15l TPEANOTaratb, 4T0 B CAYYaAX COUCTAHHA 3PHTPOMIL-
HOH alylacTHYecKOil aHeMHHW ¢ THMOMOH, AHeMH$ BbI3bI-
paerTcs MHIHOHTOPOM 3SPHUTPONO33a, KOTOpPLIT BLIpaGaTh-
Baeres B auMdongnoh tkann. THMIKTOMHS, NIPOBELEHHAS
y 24 GonbHLIX, NpUBETAa K IJIHTEIBHOH peMuccns y 5 u
K Bpemennoil pemnceun y 2 Goabmwix. Hexoropuie as-
ropbl (Roland # ap.) nonaraior, 4T0 B 11aTOTEHE3E apere-
HEpPATOPHLIX aHeMuil Go/bLIYIO POJL HIPAIOT UMMYHONO-
rHuecKie paccrpeoicrba. Brickasuipaerca  npepnonoxie-
HHE, 9TO BbIPaGUT‘i(a AHTHTEJ MpPOTHB NPEeAeCTBEHHHKOB
SPHTPOUNATOR B KOCTHOM MO3rYy IPOHCXOANT B ONYXOaH
THMYCA.
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JaGoparopuste dannste. B MuesorpaMme  OTcyTs
CTBYIOT AALPHBIC HPEAILCTREHANKN 3PHTPOLHTOR (e3 Ka-
KOTo-HAGYAb YrHeTeHHs TPaHyJoLHTOB, TPOMOOLUTOB M
ux npemwecrreunnkos. llserooft nokaszarent nepude-
pHueckoil KpoBu HopMoxpoMunil, Peruxyiaonurh orcyr-
CTBYIOT HJIM YHCJIO HX Pe3Ko cHiKeHno., PeranbHelll remo-
rio0ud Moxker GbiTh yseanuen, Bes rpancdysuil KpoBH
KOJHYECTBO IPHTPOLHTOB M FeMOrJoOHHA NPOrpecCHBHO
CHHIKAETCl, JOCTHran ouelb HU3KHX UHPP. HHcno Jeiiko-
ILHTOB H T[JUMGO!],H'I'UB B KpPOBH HOpMajbHO, OJAHAKO TpH
PA3BUTHH TEMOCHJlepOo3a YBeJHUEHHE CEJe3eHKH MOMKeT
BECTH K THIEPCIVIEHH3MY H COOTBETCTBYIOLIEMY CHHMKE-
HHIO JeiikonuToB M TpombonuTor. Iloa Bausnuem no-
CTOSHHLIX TpaHcysHil KPOBH YPOBEHb KeJe3a B CEIBO-
poOTKE KPOBH NOBEIIAETCA M KOIhhHUHEHT HachllleHnis
CHIBOPOTKH 1IOCJIEHHM OKa3blBaercst nosbinienusin. Kpo-
ME TOTO, OTMEUAETCS TONHOE HACLILEHHE AaTEHTHOH He-
JesoceAsbIBalonieill cnocoGnoetn cuisoporku. Ilatosoro-
aHaTOMHYECKHE H3MEUeHHs CROANTCH X pPaCHpPOCTPAHEH-
HOMY TFeMOCHAEPO3y, a HHOrla H remMoxpomarosy. ¥ ua-
cTH CONbHELIX O0HAPYIKUBAETCH reMocuiepos @ GuGpos
neYenH, HOIKETYAOUHON KeJes3kl 0 UHTOBHARON Keqesbl.
B muokapie BRABIALTEH THIEPTPOdhUA BONOKOH, BAKYO-
JNU34IHS X H OTMeYaeTcs yMepeHHoe cojlepKaHue re-
Mocupepnua. B auddeperunansio-HardocTHIeCKOM OT-
HOLIEHHH CleAyeT HCKAIOYHTL pasiH4Hble (OpMbI reMo-
aurnueckoil anemun, OTaHYHEM CAYAKHT OTCYTCTBHE NpPH
anemun Hlalivonna — Baekdana ciyrenoMerasig, sKed-
TYXH, PETHKYJIOUHTO3a H MOPDOAOTHYECKHX H3MEHEHH
SPUTPOIUTOB.

Jledenye cpoanTes K TpaHcysuaM KpPOBH, KOPTHKO-
CTePOM/IHOI Tepanuu M crsienskroMun. Tpancdysuu gpo-
BH HeoOXOAMMBI JIIS CHATHA TATOCTHEIX NaTOJOrHY€CKHX
CHMNITOMOB, KOTODLle DPasBHBalOTCsl MpPH NPOrpeccHpyio-
L1eM MaJoKPORHH, KOTZa FeMorjdo0iH CHHMKAaeres 10 7—
7.5 2%. Tpancdysuu spurpountiioll Maccw TPEANOYTH-
TeabHEe, ueM nepeadpanue ueasHoll kposu. ITon Baus-
HueM Takoil Tepanuu OuieTPO HacTynaer yayuumeuue o0-
1LIEero cOCTOAHHA H NPOXOAAT BAJNOCTb, AHOPEKCHS H HEXO-
cratouHocTh KposooOpameundg. Oouako cuaenyer no-
MHHTE, UTO 4acTble TpaHC(hyYsHH HPHBOJAT K TeMOCHIE-
po3y, NOSTOMY HX CJAELYeT NPOBOAHTL M0 KAHHHYCCKHM
MoKa3aHuAM H oOLIYHO NPH NafleHHA reMoraobuHa HHMKEe
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M. OpHoBpeMentno HasHavaeTes NPEeaHu3oH, NpeiHH-
J0JI0H, TPHAMCHHOMOH uan Aexcamerazon. Creponpnsie
FOPMONBE LOJEKHLL HasHauyaThes BO3MOXKHO panblie, Tak
KiK MX elcTBie MeHee 9QOEXTUBHO NPH HAJHUHH TeMo-
cugeposa oT uactuX Tpaucysnit. Tlpeanusonon nasna-
waeres no |—2 sme Ha 1 x2 Beca. dra.n03a LEIHTCH HA -
4 nprema B CYTKH.

[Tpu GnaronpusatHoM sddexTe neUeHHa peMHCCHA Ha-
crymaer uepes 3—4 Hegeau, HpUYEM B KOCTHOM MO3ry
OTMeYaercs IPUTPOHAHAs THIEPNIa3Hi, a B KPOBH PeTH-
KYJTOLKTO3 H yBeAHYGHHE KOJHUECTBA 3PUTPOLHTOR H
revorgoGuna. [Mpun wacrynusiuen pemuccun Smith pexo-
MeHIyer HazHauaTb NOAAEPKUBAIOLLYIO Tepanuio — 1o
2,5 me npennuzonona 2 pasa B Hejleqo HIAH 5 a2 1 pas
» nepeqio. Oanako unorpa bBuisaer HeoBXOAMMO JlaBaTh
OOJbIIHE KOJAHYECTBA — [0 O Me NpeanHsonona uepes
JIEHb.

Ecan adext 0T KOpTHKOCTEPOHAHOH TEpPanun OTeyT-
CTBYET, HA3HAUAETCH CTapIIHM JeTAM BHYTPHMbILIEYHO
AKTT no 40 me. INpenapars koGaabra TOXE MOKasaHbl
s negenus anemun Jlaiimonna — Baexdana.

CIileHsKTOMHUI0  OOBIYHO PEKOMEHAYIOT JIPHMEHSTS
NpH OTCYTCTBHH 3(QQEeKTa 0T KOHCEePBATHBHOrO JIEHEHH.
ITocae cuseH3IKTOMHH B CBSIS3H C YVAYHIICHHEM 3PHTPONO-
ga yAaered YMeHplUTh Koauwuectro tpaucdiyaumil. Cae-
IAyeT, OAHAKO, NOMHHTB, YTO OTCYTCTBHE CeJe3eHKH Y
O0JibHBIX cniocobGeTByer GoJiee TAMEJOMY TEUEHHIO Y HHX
HH(pEeKIHOHHbBIX 3a00/eBaHuii.

Il poetos npn BpPOKACHHON SPHUTPOHAHON THIOTIACTH-
UeCKOH aHEeMMH C BBEJIEHHEM KOPTHKOCTEPOMAHON Tepa-
MHM HecKoabKo yayulugcs. C MoMOMWBIO KOMMJZEKCHOTO
JEYEHHA Yy HEKOTOPLIX GONALHBIX yAaercs NOAAEPIKHBATH
YPOBEHb 3PHTPOUHTOB M reMoraobnia Ha HeoOXOIHMBIX
uudpax npu Godee peAkHX nepenuBaHusax Kposd. Omnu-
CaHbl CJAYYAM CHOHTAHHOrC Buaioposienus. IToa pans-
HHeM KOPTHKOCTEPOU/HOH Tepanii PEMHUCCHH Y GONBHLIX
nactynalor dame. Onuaxo yacth 60JMLHLIX OCTAETCH MaJio
UYBCTBHTEILHOM K TOPMOHAJIbHEIM TIpenapartay, B ocoben-
HOCTH, €C/IH B KOCTHOM MOS3ry OTCYTCTBYIOT SPHTPOH/-
Hple KneTkH. CMepTh HacTynaer o0LYHO OT CepAedHO-Co-
CYAHCTBIX HapylleHHH, relaTnTa, BTOPHUHONH HHOEKIHH
i cenicica. HeManoBauyio posib NpH 3TOM HCPAET remo-
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Heenenopanua kpon

. 2
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: : B Pt R
: 1 gl 28] 8 S
= (5] [ o f4 = - £
1/IX 70 000 19 1,0 4350
21X 1 370000 26 1,0 7o 760 | 28
THX 3000 000 42 0,7
21X 3 600 000 59 0,82 6 800 306 000
23/1X 1200000 | 16 0,66 4 400
2/X11 2 500 000 38 0,76 4 650
12/XI1 3100000 40 0,64 5 100

CHJIEPO3 U IeMOXPOMAaTO3, KOTOpLIE pasBHBAIOTCA BCJIEN-
CTBHE 4acTLIX TpaHc(ysui KPoBH.

B kauecTBe WMIOCTpALME OPHBOAMM coGCTBEHHOE
nabaioaenue.

boneroft ¥l T, 13 ner, nocTynua B roCnuTansHylo KAHHHKY
JITIMH 21/XT 1970 r. Maasunk or BTopeix pofoB, Bec npr pompie-
umi 3300 &, poct 50 em. Poabt M meprog HOBOPOMKAEHHOCTH TPO-
TeKaJn nopmadieio., B pospacre 2 mecduer ofilee CoCTOAHMe YXY-
MI0CL, MAJBYHE erTaj OJefubiid, BadbiM, kKanpusiusist [lpn necae-
Nopaiin KpoBH obHapyiena apereneparopuas axemis. B rocrnom
MO3TY SPHTPOHAHLIE 3SMeMEeHTH OTCyTCTBYIOT. YCTANOBJIEH ANATHOZ
apemny  HaiMonna — Baexdgana, Conyrerpyolliie saboneBanns —
rHNOTHPEO3 ® ABYCTOPGHHSA BOAAHKA snvex, B aampweiiuesm wmaJib-
YHK MHOTQ pas rocnutasuanposanca. [lpm ocuorpe 8 1970 r. otme-
ueHa OTCTaNoCTh thHsnueckoro passutuda, poer 114 cx, Bec 225 wxe,
OKpYHHOCTE rpyan B4 cm, oxpyanocts ronoss 50,5 ea. Jlnto wpyr-
Joe, nepeHockua mHpokas. MajabuHKk YrHeTeH, MOJYA/JINB, B KOHTAKT
BeTynaeT HeoXotHo. Otceraer B ncmxmyeckom pasentHi. Bumit ®
canmur xopowo. Koma cyxas, Grexnas; BHAKMBE CJAHZHCTHE 000-
goukit Gaepuet. [loaKosno-mapoBoil caoll pagsuT yAORIeTBORHTE -
no. Orexon wer. Jlumdatugeckne nepudepnueckne wmeTessl He YBe-
Juuens. Tpannner cepiua yeedHYeHnl BjAeBo Ha 2 oM orT cockoBofi
JHHHE, TOHE HPHTAYINEHB, CHCTOMHUECKH wyM Y BepXyumkn. Tlyase
118 B8 1 mun, cpefHero HanoJaHEHHS; KpoBfHoe Aasjenmne 90/60 s
pr. cr. Jlerkne Ges ocoGennocrefl. [leuens yeeandena, HmKuHA Kpaf
nanapnupyerea Ha yposse nynka, Cegesenxa He NPONIYNEIBAETCH.
MepyorpadusM Kpacupill, cTonkui, Ouerpo nosib/miercs. [Isyeropol-
HAA BOAANKA npder. M3 muporowncnennmx neeaeopannii sa muorne
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roaB OPHBOLNM HCCAENO0BAHNS KPOBH, 13 KOTOPHIX XOPOM0 BHAHO
veeMHUenne 3PHTPOLUNTOB H FeéMoraoGiHA NOL BAHAHHEM TeMOTpanc-
hyawit (radn. 2).

Ma tata. 2 suano, uT0 y GOALHOPO NPH MOCTYIVIEHHN B KANHEKY
NEfKOUHTH, Jgefikounrapiad gopmyaa u TpoMOGOUHTH HAXOANJIHCE B
npelenax BO3PACTHON HOPMEl, a4 SPHTPONHTH W TeMoriofHH pesko
citaensn. [posepennsie 8 jgekadpe 1970 r. gonogIHHTeIRHEE HeoTe-
MOBAHNUS Aadl CASLYIOUIHEe PeayJILTaTh: FanTordoGEH Gu pasen —
122 me%, wmeneso cHBopoTkH kpoBn — 126% (B Hopme — 114%),
ofmas  KeaesocBSaMBalIAd  cnocofHOCTE  cHBopoTki — 300%
(p nopme — 340%), nareATHAS IKenesOCEA3LIBAWMAS CHOCOGHOCTD.
cusopotka 176% (nopma).

Koadduuneny Bacenis cunoporiy meseasom —40% (s wop-
me — 33% ), remarokput —8 o06.% (B mopme —33—50). Cpeanee
copepaupe remoraobuna B spurponnrax — 22% (B Hopme — 26—
30%). Cpeansin KOHUEHTPAINS reMoriofnna B aputporaTax — 33%
{8 nopme — 349 ). Cpeannit odven sputpountos 66 uwxy® {8 nop-
me — T7—87 axmi), ofmmlt Gemox chmopoTkH 5 &%, ansbymuiih
51%, rnobyannu: oy —64%, o —11%, p— 11%, v —20,6%. Bu-
APYOHH CHIBOPOTKH Kpobu 10 Baw-gen-bepry — 0,86 m2%, peaxmus
npaMadn, OoleTpad. AHajisel MOUH uopMagbib. Temieparypa B npe-
Jea4X HOPMbL B MHEJIOTDAMME OTCYTCTBOBAJN 3DHTPOUHTEL, HOPMO-
GJacTel ¥ 3PUTPOLAACTEL NPH HOPMAJILHOM KOJNYECTEE MHEEI0KLDHO-
HUTOB H Merakapnonuton. KoanuecTno KAETOK 3PHTPOHIHOrO Psia
koJebagocs or 0 po 5,5%.

Jlevenye CROARTOCE K TEpennBaHHi0  ADPATPOLNTAPHON Macch,
naalauennly TNPEIHN3ON0HA, THPEOMINHA H KOMILVIEKCA BHTAMHHOB
(C, By, By, Bg). Bomucan H3 KANHHEN B YAOBAETBOPHTENBHOM CO-
CTOSTHAN 10/ HAGM0AeHHEe NeAHATD&-TeMATON0T.




BPOMJIEHIAA ATITACTHUECKAN ATEMAA
C BPOK/IEHHBIMIA AHOMAJIITAMN

(Bposjennan naEMmedonarna Pankorn)

Buepgenie 3abonesanue onucano ®ankoun B 1927 1
y [eTell M3 ABONMHH. DTa aHEMHS BCTPEUAETCA PEJKO,
onucano Heckoabko Gomnee 100 cayuaen (JI. O. Bagansn
¢ coanrt.). Ilpn annacruueckoit anemun Panxonu y 60b-
HBbIX HBG.’]IO}I&ETCH NAHIHUTOINEHHA H THNOMIa3HA KOCT-
HOrO MO3Ta B COYETAHHH ¢ APYIHMH BpPOMIEHHLIMH alo-
MaJaHAMH.

Kaunnneckaa kaprura. ¥ G0AbHBIX JIETEH MOMXKET HA-
61107aThesl  KOPUUHEBAs MUTMEHTAIMA KOKH (MenaHo-
JepMus), THIOTEHHTANIH3M, MHKponedaand, HHOAHTH-
JH3M, 3a/IepIKKa YMCTBEHHOrO Pa3BHTHA, MHKPOQTAa/L-
MHf, KOCOTJIa3ue, HUCTATM, NT03, NYX0Td, Y3KHE CIAYXO-
BbIE MPOXOjb, AeopManusa VIIHLIY PAKOBMH H Pa3HoO-
oOpasnpic KoCcTHLIE Ae(opMalun (BpoKACHHBI BLIBHX
Oejipa, CHHIAKTHJANS, aHOMAJHH TAJbIEB H JAy4EBOM
KOCTH), a TaKie BPOXMAECHHLIE [OPOKH Cepjua, THIONIa.
aHH, KHCTO3 No4ek u 1p. B cayuasax oreyTeTBHs BHIHMBIX
aHOM A/l CJIEAYET NPOBECTH NHEJNOrpad o, CKEHHHPOBA-
HHE K JIp. HCCJAEJ0BAHHA TMNOYEK JJIA BLIABJICHHA [10YH€Y-
HOH apoMajuH, Kotopasi MOXKeT ObiThb CAHHCTBEIHBIM
VPOICTBOM NpH BPOMKIEHHON naumueronatid ®anKoHu.

Onncanpt cemelnbie 1 cnopaauyeckue zado/ieBaHus.
OO0LIUHO reMaToNOrHYeCKHe H3MEHEeHHSl DPAasBHBAIOTCS
CPAaBHHTEJLHO TO3/1HO, B BO3paCTe 0KOJ0 4 Jler | mosxe,
ONHAKO HMEIOTCA OonHcanus Oojee paHHEro PasBHTHA
anemun, B Bozpacre 6 u 13 mec.

Anemust 06BIYHO HOPMOLHTAPHAS, OAHAKO HHOTLA HA-
6mofaercd HeBOALIIOH CABHT MAKPOUMTAPHOTO Xapax-
tepa. Konnuecrso peTukynoUHTOB noHumkeno. Kpome
aHeMuH, BCCrIa HMeercsl Jelikonenuss u TpomOGOUHTOME-
HHA. B KOCTHOM MO3ry COAEPIMKHTCHA pPAas3IHYHOE KOJHYE-
CTBO KDOBSIHBIX KJAETOK. B 3puTpOuHTAX MOHHKEHO KO-
amuecrso AT®, menounoit ocharazsl, hochonnnnios 1
NOMHCAXaPHIOB M [OBBILNEHO CONEPIKAHHE MIEIOUHO-
yeroilupporo remoryiobuna. B HOpMoGaacTax KOCTHOrO
MO3Tda KOJHYECTRO IEPOKCcHIasbl yMmenbineno. Hacnener-
BEHHOCTh AyTOCOMHAA, € DA3JHYHOH CTENEeHbIO [eHg-
TPaHTHOCTH.




Jlewenue. Tpanchysun KPOBH U 3PHTPOIMTHOIN Macchi
nioT Bpemenubiit apperr. HaznavaioT Takike KOPTHKO-
crepoujnnie npenapats, AKTE, suramun Bjz. Baaro-
NpHSTHOE BO3AE/iCTBHE OKA3BIBAIOT IpenapaThl TECTOCTe-
pona,. Ilepecafiky KOCTHOrO MOsra VAJHHAIOT PEMHCCHIO.
[[pn Hac/lOeHHH BTOPHYHON HHEQEKIHH — aHTHOHOTHKH.-
[IpH CHABHBIX KPOBOTEHEHHAX, TPYIAHO NOAAAIOIIHXCS
OCTAHOBKE BCJEACTBHE 3HAUHTENLHON TPOMOOLATONEHHH,
puxoAuTes npuberars K cniaexsskroMuu. B cayuasx an-
JIA3MH KOCTHOTO MO3ra CIeHSKTOMHSl MOMKET MPHBECTH
K YXYAIEHUID COCTOSIHIS GOMbHOTO.

Ilpoernog — cepbesnuifl, JIHTETEHOCTS KH3HH OOLIUHIO
e npessigaer natu jger. CMepTh HaCTYNAET T KPOBOU3-
JHANHS B MOST HJAH 0T MKEJAYIOUHO-KHUIEYHBIX Npodys-
nelx KposoreueHui. Mexaouennem apaaiored T€ 60db-
fible ¢ KOCTHBIMH aHOMAJHAMH, Y KOTOPLIX KOCTHBLI MOST
IOBPEKIEH B He3HAUNTEALHON cTenenn.

Jas wmocrpaunn npusoamm cobeteRennoe  Ha6uio-
NeHITE.

Boawnoit C. T., 8 fner, nocTynua noBTOPHO B FOCHHTANBIVIO KH-
miey 28/111 1967 r. Maasunk oT nepmofi GepemeénnocTd, poinica B
cpok, ¢ pecom 3800 2 llpn pomicHnn oTMEUEHO OTCYTCTBAE G0.b-
uroro mandbia na Jdesofi pyxe. Passupasca 10 TPex JeT HOPMAMbHO.
} Bo3pacte Tpex JeT ¥ MadbuHKa HOABHIACE TEMOPPATHEYECKAR CHIlb
na Kome, 3afogepanne pacucunBagock Kak OGojdeans Bepasroda.
B yersipe rofa BOepPBHIE [OCHHTAMAHANPOBAH B TOCHHTAJNLIYI0 KAH-
mwincy JITIMM, rge Guin yoranoBaen jnarnod BPosKACHHOH anaacTn-
qeckol anemud Qaukonn, B aaibHeilueM eXeroino AUmIcsS B MecT-
1oft GONLANLE 00 NOBOAY Tsxenoll anemun,

[Tpn ocmoTpe B KAHHHKE COCTORNME TmmKenoe, GAEAHOCTR KOMKH
I BHAHMBIX CAHZHCTHIX ofogqouek. B oGnacTH KOMKNHX CKIAloOK Me-
danoaepyua, Ha kome rvynopumia kposonsauapksa. Ha roaenax —
cpexkue sKkxumMo3sl. Ha camancrofi Markoro néGa ToUevHBlE TEMoppa-
rin, Oreradoers (usuYeckoro passatus. MHKponedanHa H MHKpO-
(rranemus, Heopmanns yunmx paxosun, Ogens yskHe HapymHble
CAYXOBLE OPOXOALL. 3HAYATELHOE HDNHIMKeHHe CAyXa, 3penHe xopo-
e, Cunorepnraanas. Ppanmims cepana cnpapa yBeJAHYEHH 10 npa-
ROl NapacTepHaipioil JHUAR, BEPXHAN H JEpas rpaunlbl HOPMaib-
e Cocrosnuecknit mym n touke Botgmna. Tlyase 98 8 1 sun, Op-
paltbl AWXARES B npenesax nopwmel. Kusor Gea ocobennocten, Ile-
qelih, CeJe3enka, 4 Takme nepudepuuecknft auMarTauecknt annapat
pe yeeanuensl. Manabuuk Bag, 3aTOPMOMKEH, B KONTAKT BCTYMAer ue-
oxoTHO. Pesyap1atel HCCASLOBAHIH KpOBM npHBemensl B Tadn 3.
Ilpn nccaeiopanin KOCTHOrO MO3ra obuapyXeno p 1 mm® B4 500 ma-
eapkapHounTos, Merakaprountsl eAMHNYHLE B Mazkax. TpomGountbi
cANHHYHbIE H HeGONLIHMH CKOTACHASME, YMEPEHHO CHHIKEHO coucp-
JanHe MannuKoAnepHbiX W cerMenTospeprux welfitpoduaocs. Hanpa-
selae spuTponossa. Cpenn KAeTOK 3PHTPOHANOTO psifa BCTPeNaloTCA
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Peayantatel necaenosan
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25V 2 650 000 42 e.u.,) 0,8 | 2800
(72 %
2/VI 3 870 600 T en 0,0 | 3000141580
{10,9 2 %)

HOPMB MUTOTHYECKOTD 1 AMHTOTHYECKOID JRJCHISN, 331{.110_%11%:
KaDTHPA KOCTHOTO MO3F3 XapaxkiepHa Alf IUnonjAacTHueckod ane-
MIH.

BraupyGun cuBopotn kpopu no Ban-nes-Bepry 066 s2%, pe-
aguust npsaMan aavesaennan. [Ipofa KyumBea ¢ spurpountaMn at-
punareastan. Koarytorpamua 6e3 ocodednocreit. OGUHH Geaok cul-
sopoTin — 7.2%, ams6ymunop — 55%. raedymmior: oy — 4.9%, t—
90, B—115%, v— 19,6%. McenenoBanns Moud HOPMAJILHEL

Jlenenne npopoaAnaock Tpanchy3NAMA KDPOBH H 3PATPOLHTHOM
Macchl, mepecajikoll KocTHoro Modra (B8 a), npeannsogaonoM B TpH-
amMerHoaotoM, BrravuHann By 0 B, nasHavanocs # CHMOTOMATHUE-
ckoe Jeuenne, Buinucan aas aHenancepHoro naGMOJASHHA B CpPABHH-
TEJILHO YAOBASTEOPHTEABHOM COCTOANHH,

FEMOJHTHRO-Y PEMIYECKIA
CHHJTPOM

Bnepesle cunapom onucan (Gasser ¢ coast. B 1955 r.
3alonenranue penkoe. B mupopoft aurepartype ONUCAHO
copime 200 naGmonennii. HanbGonee xapaxtepnmm s
3TOTO CHHAPOMA ABASIOTCH OCTPAsi FeMAIHTHUECKAs ane-
MHA ¢ reMoraoOunypueir, nedposonePpHT C NOYEUHOMH
HEJZOCTATOYHOCTLIO B TpomGountonenns. ITatomopdoao-
THUECKH HMMEeTCSl PACIPOCTPAHEHHOE NOPameHe METKHX
aprepHil B Kanuaaapos ¢ ofpasopaniem B wux (Gubpun-
HBIX TPOMOOB.
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[Mopaxaores raapHuM olpasom netu. [{se Tpern
HOAbHBIX Ta4aeT HA BO3pPACT AO OAHOTO rojfa ¥ TOALKO
pjana AecsiTast Ha merefl crapiie 4 ger. Manbumkm u jae-
poukn 3a60/EBAOT ¢ OAMHAKOBoOi wactoroh. 3aboiena-
npe oOBYHO pasBaBaercs y Aeredl, (PU3HYCCKH KPENKHX
It MaJg0 DOJCIOMIHX.

Kaunuyeckas kapture. B 1euendd DOMe3HH MOMCHO
BLIIEIATE TPU MepHofa. HauadbHbli IPOTEKAET KAK oc-
Tpoe pecnupatopHoe 3aboeBaHHE HAH KAk KHlIeyHas
uueKIUs; OH JJUTCS OT OAHOIO JH# 10 ABYX HEIeb.
3arem cJaeayer nepuoa saruxanns (5—10 ameit) n na-
crynaer, HaKoOHell, TPeTHH HepHOXN, Korda pasBHBaercs
reMouTHKO-ypemuueckuit cunjgpom. Haunnaercs sabo-
JqeBaHHe OCTPO, CPeay MOJHOIO 3/A0POBbSI IIOBBILAETCS
TEMOEpPATYPa, OTMeYaloTes HeDOoJLIINe KaTapaabHbie sB-
NeHU, NOBTOPHbBIE PROTH, GOJIH B XKHBOTE, MIUAKHIL CTVIL.
Murokcuxauna Hapacraer Guictpo. danee momer Hacry-
NUTh YAYUIIEHHE, 4 ¥ HEKOTOPHIX GOJBLHLIX Aame Kamy-
i1eecsl BLI3AOPORACHKE, HO NPH 3TOM MHOrAA COXPaHseT-
ol KEAKER erya. B Tperbem nepuoge y GOABHBIX TOsSIB-
aAfeTcsl peaKas ca1adbocTb, GALAHOCTL W CYyOMKTEPHIHOCTD
Kok, yenaenne Gonefi B aupore. uypes pesko cun-
JKAeTcs, HepeAKo A0 aHnypuH, aprepHaibHOe JapjeHue
NOBBIIACTCA, Hapacraer asoremus. Iloseasiores remop-



parui na Teje, a Takike KHIIEUHbe KPOBOTEURHHA, HHO-
ria yBeJAHYHBACTCHA CENE3CHKA, W PA3BHBAIOTCH CHMII-
TOMBl HapacTaHHA CepledyHOll HeloCTAaTOUYHOCTH.

B kposn onpesensiercs BbpaMKeHHas aHEMHA, pPeTH-

KYJOUHTO3 H l-lU[JMOBDHT]JUGJ!ElCTOS. [Tolikuaouuros "

(parmMesTanus 3PHTPOUHTOR Pe3Ko BhlpazkeHnnl. MexaHH-
yeckasg M OCMOTHUeCKas CTONKOCTL 3IPHTPOUHTOB  HOD-
ManbHbl, PepMeHTHHIe CHCTeMLI SPUTPOIUTOS B Ipeaesax
wopmbl. Peaxuuss KymGca, Kak npasuio, OTpHIATENLHA,
lanTorao6un 3 CLIBOPOTKH KpoBHu Hcuesaer, 'emoaunay
[OJBEPraloTCs He TOJbKO IPHTPOLUTH BOMLHOrO, HO H
LOHOPCKHE 3PHTPOUHMTEI, €CJAH OHH MEePenuBalnTCs C Je-
yeGHofi meaplo. [lpuunHa remonusa oOLACHAETCA KOH-
TAKTOM 3PUTPOILUTOR C NMOBPEMKAEHHBIM SHAOTEIHANBHBIM
c/I0eM aprepuod W Kaouaaapos, [IlpomoaurennHOCTh
JKM3HH 3DHTPOLMTOB HOpMaJdbHa. Ha oCHOBaEWMH  3THX
JaHHBIX H OTpHUaTesnbHOM peaknun KymGea ycranasiau-
BaeTcA HEHMMYHHBIl NaToreHne3 INOBLIIEHHOTD TeMOJH3a
NpH reMOJUTHKO-ypemuueckom cunapome. TpomGounuto-
newna obnapymupaercs y GoablinHersa GoapHbix. Op-
HaKO B IATOTEHE3e KPOBOTOUHBOCTH 0OJLIIAA POJbL MpH-
HanJeHT M Bazonartnu. B mumemorpamme oTMmeunaercs
SPHTPOHIHASA THHEPITAZHA, CEKJOHHOCTE K MEI"HKEII]HDII,PI'
TO3y H 3amejienyioe tpombonuToobpasonanue.

B Mouye — aqbOYMHHYpPHS, 4YacTO CeMOrI0o0HHYpHS,
SPHTPOLUTYPUA, JEHKOUHTYDHA, WHAHHAPYPHA, OJHTYPHA
H THOoH3ocTenypHa. B kpopu npH 5TOM HapacTaer ocra-
TOYHBIH A30T, KpeaTHHHH, uHAuKaH, Gocdop, nHoraa no-
BBILIEH H YPOBEHb KaJlus.

Bakrepuonorudeckne mccnenopanus  AajdH OTpHIA-
TeAbHDBI PEIYIALTAT. HEKG'[‘GPME HCCJ/AelOBATEIH Ipeano-
Jaralot, 4To yuacTHe B BO3HHKHOBEHHH 3TOro CHHApPOMA
npunnmaior supyen, lanteabnocrts saGonesanus 00bIY-
HO MEHee YeThpex Mecfiles. B cayuasix BLI3JOPOBJIEHUS
peLuIHBOB He HalJaI01aeTcsl, H B MOYKaX HE BHIIBIACTCA
OCTATOUHDBIX H3MEHEHHI,

JleTasbHBIA HCXOJ HACTYNAET NPH SIBIEHUTX CEpeu-
HO-COCYIHCTON HEIOCTATOYHOCTH, OTEKa JAETKHX H MO3ra.
Huorpa cMepTh HacTyNder oT rHIEPTOHHYECKOi sHueda-
aonathu. JlerasbHoCTb NPH  FeMOJHTHKO-YPEMHYECKOM
cuni{pgfme puicokas. ITo cBonmoll craTHCTHKE OHa pas-
Ha 43%.
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Jlewenye cBOANTCA K NPHMEHEHMIO TeMoTpaHcdyauii,
KOPTHKOCTEPOHIOB, TenapHHa, CepledHO-COCYAHCTHIX U
CHMIITOMATHYECKHX cpejcTB. B TaXenablx cayuasix nmoka-
01O HajloxeHHne Hekycersennofi noukd. flpu naroaoeo-
(UHATOMUMECKOM UCCAeAOBANLY ONPEACIATOTCH TAKEIbE
NHopaxeHnd Nouek.

[To Crarepoii pasaudalor TpH THna nopakenus. [Tep-
puifl THIT 6/1H30K K Oosesnn MoluKoBHUIE, IDH HEM HMeeT-
¢ pacnpocTpaHeHHas TpPOMOOTHUECKAsT MHKPOAHTHOMA-
riust. Bropol THn XapaxTepH3yeTcs ABYCTOPOHHUM HEKPO-
JOM KODKOBOTO CJI0 [IOUEK H [IPH TPETHEM THIE HMEeeTcs
FJ1OMEPYAOHRMPHT M KANHMIAPHT CO CKIAEPO3HPOBAHHEM
K1y OOUKOB.

[Taroeernes CcOBCTBEHHO — TeMOMHTHKO-YPEMHYECKOrO
CHHApOMA 00YCJIOBJeH IHIepepruueckoil cocyancroi pe-
aAKnuell, NPHBOAAUIEH K TOBPEMHKIEHHIO 3PHTPOLUTOB H
TPOMOOUHTONCHHN. DTa THNEpepruueckas peakuns awa-
dorndna enomeny sapumana — Canapenn.

B sakmwuenue npusoauM coberBennoe nabaiofeHHe.

Boaknoit B, O,, 8 aer, nocrynua s Jlenuurpagcxkywo obaactiyio
kanHuueckyio Gonwpuny 28/11 1966 r. PoanTeanm azopoBhie, MoJo-
nute. Matepmaneio-GbiToBREe yeiaoua Xopomwe, Popuwacs or nepeofl
Gepemennoctn ¢ necom 2750 e. Paspusancs xopome, [lepenee kopw,
KOKJIOW H snugemuneckull maporur. [locaeinue TpH rola HECKOabKO
paz Gonen anruuofi. B cepenuwe despans 1966 r. nepenec nerkoe
«PHONIO3N0E» 3a00JCBAIHE, CAMOYYBCTENE ObIID BNOJHE YIOBAETRO-
PHTRALHEIM, JKEJYIOUHO-KHIUGHBIX PaccTpoficTs ne orMmeuanock, Ha-
yauo HacTosulero saboneBanus maTh OTHOCHT K 22 (espans, KOTAA
peGEHOR OTKa3ancs BOTATL C KpoBarTh u3-3a caaboctd. [Tossuaach
oouibHas psota. Koxka pesxo poGaefnesna H K cepefMue Aug NpH-
nipena OTUETAHBEIT KenTymuufi orrenok. IMoapnauck Goan B MEH-
nore. Ciyn ue Onn oGeclupeyel, MOMA RUTCHCHBHO TEMHOFO ngera,

[Mpn ocmoTpe; ofillee cocToaune KpafHe Tamkenoe, alHHaMHYeH,
ila BONPOCH OTEedaeT ¢ TPYAOM, Muorokpatnas peora. ITpasmuisuoro
TeJAOCTOMERHS, YIOBJASTBOPHTeNLUGH  yuHTaumoer. Koxka peako
faeAHas ¢ NHMOHHO-KeNTHIM OTTEHKOM. JKXHMOZH Ha KOMKe rpyim,
fienep H roaexei. [TacrossocTs KoMy B 0GI3aCTH €TON U FOJEHOCTOR-
nex cyerapos, CoHsucThe sesa wHeTHe, OaeaHble. HakK 06M0MKeH ce-
posathiM - Hajeroym. Muuianuss runeprpodHpoBans;, Il cremenn,
tnennvle, Jlumparuyeckull nepudepndeckult annapar Gea ocoBenHo-
crefl. Tpaupus cepgua pacuiupennl baeso Ha | oM, TOHL OTYET-
JIHBL], CHCTOJHYECKANH IIYM Y BeDXYWIKH Cepaund, akued? BTOPOro To-
na ua aopre. Aprepuanvhoe Aapgsende 130/95 ma pr. cr. Tlyase
92 1 Muw, yIOBAETBOPHTENBHOrO HANOJHENHA. B JCTKHX OTKAO-
nenadt OT HOpMEL He ofnapyxeno. JKnpoT OGomesnen npH NAALOALNH,
Goakme B npapom noapeBepre. [lewens npomynusaercs na 4 o
nike pefepHoli AyrH, YnaoTHena, Goaesnenna. Ceae3enka BHCTY-
naeT Ha 2 ¢M Hume peGepuoit ayry, OesGonesnenna, IMaapnania of-



JACTH l1ovuek — Goaesuennd. Crya kalnneoGpasnoil  KOHCHCTEHIHI,
okpaten, Cyrounoe koauuecrso moud 210 ma, user Moun HHTEH-
cuBHo Gyphiil.

B xpomu 3p. 2170000, Hh 50 2%, a, 19000, 5. 2, m.— L0,
1. 2, n. 19, c. 45, nuvd. — 23, mon. 7, perux. kaer. 1, nopmofinacton
52200, Peruryaounton 64%. B spurpomutax peako Bhipamenisifl
DOMKMAONNTO3 H anuzowdrosd. PO3 —61 uu » | # TpomGouuros
105820 = 1 mua®. Koaryaorpamma B npejenax nopusl. JAHTEALHOCTS
kpopotevenun 7 sun. OcmorHueckas crolfixoers spurpounren (,54—
0,34. Cpeanuit auamerp sputpountos 7,70 mra. Peawuun KymGea
npaMans # Henpamasg oTpuuatensusie. JlakraTgernaporenasd, rioKo-
30-6-Gocdarierniporeiaga, Thauckerodasa SPHTPOLHTOR B Opefesax
wopmpr.  O6mmit  Geqox  cumopoTkn kposu 827 2%, anuGymmnnt
48,9%, rao6ymune: oy —4,8%, 02— 12,8%, p—14,2%, y—19.3%.
Ocrarounstft  asor 1263 m2%, xaopuam 321 m2%, xXonecrepun
360 m2%, xaamit 16,8 meS%. Buanpybuu ofmui no Bau-nen-Bepry
3,7 m2%, voHormoxkypouua 2,1 meth, crofomumit 1,6 m2%. Peayan-
TATH HCCARNOBAHHA Mouu: Genok 3,3%, aefikountos 3—5H B nose ape-
HES, IpUTPOUHTOR 1—3 B noae spenus, ya. sec 1007; caxapa, ane-
TOHA, MEIUHLIX MHTMEHTOB HET. SHAYATEILHOE KOJHUecTBO TeMOorio-
Guia B Moue. B uenpamuenunx peakuds Iperepcena NONOMKHTEIbs
Haf.

Ha 9KI — nuddyaniie wamenenns B MHOKapAe,

Jleuenne TpanedyanaMy KPOBH N HPEIHHIONCHOM HE VIYHLIHAG
cocTonuus  pefeiKa, JANYpes yMeHbUIMACH, HAPOCAD APTepHAILHOE
napjenne H YBENHUMACH octaToanwii asanT. Haswauenne ceprednsx u
CHMITTOMATHUECKAX CPeNCTR BHAUHTENLHO YAYIUHAD 0bUee CocTonHe
fonenoro. Yepes 2 menean Magwuug cran Gojpee, HCUEINH OTeKH,
noMypes yheaHuHacs 40 1 4, HO GOAM B IKHBOTE NMPOAOIKAIMCH H
OCTATOUNBIN #30T O0CTABAJCH BLICOKHM. Y1, BEC MOUH HE TPEBHINAT
1011, Jeatylinocts KOMKHEX TOKPOBOB HCHEa A, dAHEMHS MPONLIA.
FemornoOmiypist npexparuiacs, Cocrodune OTHOCHTENLHOTO 6Aaro-
NOJYUHA JEPYKAnoch 0Koa0 3 Heledb, 3aTeéM  HACTYNIAO  PEeskoe
YAYIULENHe: NOBLICHIACH TeMIEpaTypd, NOSBHACH repnec na rybag,
paspiica OCTPHIH 3UTepHT, BO3oSHOBWANCL peoTh. Yepes neremo co- |
crosinue CTano ele Gofiee TAMEBIM, MHYPed CHUSHACH 10 Hl—
110 ma B CYTKH, HAPOCIO KPOBAHOE IABJSHAE, NOABHIHCE OTEKH.
Jas Haq0Renna HCKYCCTBRHNOR mowky GOomenoit Obl nepesegen s
cHeunanu3npOBAHNOR OT/leneHne, TAe OH Morub depes 4 aun.

KapHuecknit AHATHO3: TEMOMNTHKO-ypeMuuecknit cuugpom, Ila-
TONOTOAHATOMUYECKHH ANArHo3: NOAOCTPHE HUTepKanH/LIADHEI He-
pHT ¢ HEDPOTHUCCKHM KOMIIOHEHTOM, AHCMIS, YPEMAsH, MAPRHXHMA-
To3Has AHCTpOgUA medenn n MHoKapaa. OTek Mo3ra § JErknx.

OCTPAH I'EMOJUTHYECRAA
AYTOUMMYHHAH AHEMHA
C TEMOT TOBUTY PUEN

Bnepsbie remoraobunypus onucana HYapascom Crioap-
aom B 1794 r. Pasanyalor cHMNTOMAaTHYECKHE, OLHOKPAT-
Hble H [MaPOKCH3IMAJMbHBIE, NEPHOAHUECKHE IeMOIJIOGHHY:
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pui. FemoryioGurypus gsidercst NOCASACTBHEM BHYTPU-
COCYRHCTOTO reModqusa. [ToukH HauHHAIOT BHIACIATL re-
MOr1o0HH, KOrjga ero cso0OAHOe KOJHYECTBO B KPOBH
nocruraer 12 e (2% obmero remorno6una opranusMa ue-
JOBEKa) HJIH MPH COMEPIKAHHM TEMOIVIOOHHA B [WIa3Me
KpoBu OT 3 g0 & Me%. 100 Ma maasMbl CBA3LIBAET OKOJ0
125 me remoraoOuna. IemorvioGHNYypHs HACTyNaeT, Korja
FanTorJOOHH HE B COCTOAHHH CBA3BIBATL BECh MeMOrJa06un
ninasmpl, Toraa reMoryioGHH HAYHHAET BLILEAATLCH uepes
SUNTeNH HIBUTHIX KaHaabues n nertau Lenge.

Ilarozene3. Paublue BCEr0 MOHMUKACTCH PEIHCTEHT-
I10CTb 3PHTPOLIHTOB BeJleCTBHe OHOXHMUYECKIX CTPYKTYp-
noix u Omopuanueckux usmenerufi, Ciona OTHOCHTCA
nonuzKeHne GepMenTaTHBHON aKTHBHOCTH TWI0K030-6-hoe-
(paTmeruaporenassl, NHPYBATKHHA3LI, PEIYKTA3E IJIOTA-
rora. B pesyabrate Takux H3MeHeHull nosisasercd ro-
UpllIeHHash YYBCTBUTEABHOCTD 3PHTPOUMTOB K TPOMOHIY,
NpONepAnHYy W aHTHTeJMaM HJIH K 0oJee KHCIOH cpexe
naaamel. [1pu octpo macrynalomei reMosinTHIECKOl aHe-
MIH D0JIbIIOE 3HAYeHHEe UMeIOT ayTOHMMMYHHBIE MPOLeCcChl.
Buewmnie pasgpaxkuresn: XoJoi, JeKapeTBeniible Belle-
CTBA M IP. BEIBLIBAIOT H3MCHEHHS GEIKOB Njias3Mbi, KOTO-
phie B COEAMHEHHH ¢ SPUTPOIHTAMH MOTyT 0GPA30BRIBATH
NOJHBIE AHTHIEH; B OTBET Ha MOCACAHMI B Oprauusme
ofipasyloTesl ayroanrurena. B GoJblIHHCTEE ¢AYUAEB TPH
5TOM NATONOTHYECKAS PeaKllHd daHTHIeH — AHTHTENO WIET
apyxdasno. PaspemaiomnM MOMEHTOM ABJIAETCS KOMILIe-
MenT 1aasMel. TTpH ayTonMMyHHBIX NIPOlieccax pasnnyaor
«XOJI0JLOBBIE» H «TeINJOBLIE» aHTUTENa, KOTOPLIE B PaBHOII
CTerneHH MPpHBOANT K Dﬁpa'jOBaHHH) FEMOJIHEUHOB, Pacrio-
pAIOUIMX H paspywatomux 3spurpouurs. Mackensi u
Schubote cumrator, uto A48 (PUKCAUHH FeMOJHIHHOB AO-
cratouna remnepartypa or 10 no 20° B Teuenne Tpmina-
THMHHYTHOTO KOHTAaKT4,

Jaa KAuruweckot KapTiuksl XapaKTepHbl MPHCTYIIE 03-
nota, Belcokas remneparypa no 39—40° pseora, Goin B
JKUBOTE 1 HOSCHHLE, HMEJTYIIHOCT CKAEP H KOMKH, YBeJIH-
NEHHE ITEYEHH, peXke ceqaedenkH, KpoMe Toro, MOTYT oTMe-
uaThCA OJBIIIKA, TAXUKapaud, 60N B KOCTSX M moMpaue-
ie codHanusi. B KpoBH BpIpaxennas aneMus, PeTHKYJO-
1LHTO8, MOBBINIEHHE HEMPAMOro OHANPYOIHA 1 OCTaTOUHOrD
asota. B mMoue — remoraotunypus. Oauro- u anypus.
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Hecaepopanue Kpon

Hara remo:f'ﬁ“' BPETPOLRHTH n‘;}z:;gi:ﬁb Jlefikoun

2/X1 54 272 000 1,0 7000

9/X1 36 1 900 000 1,0 6 100
27/X1 53 2 980 000 0.9 5 800

Ocaoscxetiua; TpaBMaTH3IAUNAA MOYEBHIX TYTEH H ypo-
Celncuc.

[Tpu nuddepennuanbuofi AHATHOCTHKE CaejlyeT Hc-
KAIOYHUTE BPOMKAEHHLIe H XPOHHYECKHe l;)Oprl reMoJiuTH-
yeckoil aHeMMuH.

Jewenue. TToCTeNbHbIN DEXHM, IPeJIKH, NMOJHOLEHHOS
BHTAMHHH3HPOBAHHOE MHTaAHHE. KOPTHKOCTEPOHHHEH TG
panusi, 1—1,6 me npeanusonosa uHa | ke seca. 3amecTH-
TeJbHaa Tepanus BOIMOMHA TOJBKO OTMBITHIMH 3SPHTPO-
uutami, C Ueablo NOBLIIMIEHHS dHype3aa U CBA3bIBAHHA
nponepianHa peKOMEHAYETCH KalleabHOE BHYTDPHBEHHOE
paupanye 5% raOKO3Bl 1 PHHIEPOBCKOTO PACTBOPA WM
JAeKcTpana. I"Ipu ONacHoOCTH TpOMﬁOSOB—aIITHKOﬁFY‘
JSAHTHI,

Ipoeros y GosbuiscTBa GOABHLIX GACONPUSTEH; TPH
nepexone B XpOHHYECKYIO Ei)O[JMy NPOrHo3 yxyauaeTrcs.

B sakmiouenue npupoium cobeTBedHOe HaGI0JEHHC:

Boapnas H. B, 6 Jer, nocTymuna B roCORTAALIYIO KAHIHKY
6/X1 1964 r. Popunace B cpok. [lepuon wHopopomaenuoctn 6Be3
ocoBennocreil. [lepenecna BeTpanyio ociy, GPOHXONHEBMOHHIO, Ud-
¢TO Gomena MPOCTYIHBIMH sabonesanusvu. Jleunnach cyasdasniaa-
MHIHEIMA Tpenapatams n terpanskaunoM, [locnepnne Jecuth Mecsd-
nep 1964 r. upuem we Gojeda ¥ NpoHAAKTHUSCKHX DPHBHBOK B
1964 r. we penaan. B 1963 r. caenada BakRuuuaups npoTHB KOPH.
Hacroswee saGoaepanue npavanoch 29 okraGpa 1964 r. Hesouxa B
9T0T jeHL uacto suberana na yauuy B ofoM naaree. Temnepatypa
Hapyxuoro Bodiyxa Owna 6,77, oTHocHTenwpas baaxuocts 97% H
atMmocdepnoe nasaenie — 7750, Yepea 8—10 « nocae oxnamaesnns
TeMmepaTypa noananacs go 38° 1 IeBoMKa noiKaaoBadiach Ha [OJ0B-
Hyl0 Goak. Boanwas momyunaa 'z Tabmetkm cyanannMessna uyT-

pod 30/X —opny TaGieTky TeTpauMKAHpa. Temnepatypa oOCTaBa-
nack noselensoil o 38,2° 30/X mBamnm 6Guna psorta. Beuepom
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TABJAHILA 4
Wann B. » 1964 r
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temneparypa noguasack go 39,9°% Torpa ke Bnepsnie M0ABHIACK
qepHas mMova, Yr1pom 3/X temneparypa cumsmmack go 37,2, nossa-
Jack BoMesfenEocTy AKABOTA 1 OTMEUEHA KEATYIHOCTE cKaep. Bruay
noa0spedss Ha SNUABMUMECKHT Tematut rocnutaansuposana s lart-
annexyio uadernponnylo Gomutiuy. CocTosuue npH npueme B Goab-
UAIYY TSKENOB! TOKCHKO3, OJedHOCTh, JMEATYHINOCTh KOMH I CKAED.
lemopparni #a kowe. Temmas Moua, Crya HOPMAnNLUOR OKpPACKH,
Iuem 1/X1 nesouke caenana TpaHcdysua 150 a4 cyxoii niaasme,
NOCAE Hero NOABHIHCD 03HOO, NOBLINEHHE TeMUEPATYpPLl U HEPHOILH-
yecKH noMmpaueHue cosmauus. B rteuenne 2—6/X1 nesouxa cawmo-
CTOATEJALHO He Modngack, OTMEYAJNNCH OTEKH H cBODOAHAR MKIAKOCTDH
B xuBOTE, BBHAY Aautenpnofi auypum nepeseicna B 4-10 rocmnradib-
uylo kapauky IMegnatprueckoro Meuuuickoro guerutyra. ITpu no-
CTYIIEHHH B KAHHHKY COCTOsuHe Tsumence. Bamocrs. BaernocTs KosK-
IIBIX NOKPOBOB H BHAMMELX CJAMSHCTRIX © MKENTYMHAEM oTTenkom, [Ta-
cTO3HOCTL Jauna u poneneir. Ceobognan #OaKocTe B Gpompoil moao-
cri. Tyase 126 ynapos B 1 mun, amxannit 46. B aerknx neGoasiioe
KOTHIECTBO CYXHX XPHTOB, MepKyTOpHEdl TOH — merounufi. I'panuis
cepilia HOPMATBHB, TOHB npuiayweds. Koporkuit cueroauyeckuil
wym vy eepxyiugy, [Teuers sweryoaer wa 4 oM wume pefeproil nyru.
Cesesenka He npomynuisaercs. [Tynok craamen, B Opompofi noao-
CTH — CROBOANAR MUAKOCTL, Kpopanoe xasaenue 110/60 mam pr. cr.
Cosnanne noasoe, B mous na 7/X1 apamiam smouunacs. B nocae-
nviomne ari anypes Hapactaa. C 10/XI yMenslinaics oTexd H Ked-
TymHoeTh, CaMouyBeTBHE YayylnHIoch, cTana akTHpnee,
TpomGountoz 5/XI—06000, 9/XT—224000 n | mx’ Bpeus
cpepToiBanna kposn 9 mun no Mac-Marpo. Jlanteannocts Kposo-
reqennn no [lioke — 1 mux, Pernrynonuros 21—28%;. OcmortHueckan
crofixoets MAnRvaasnan 0.6, maxcumanenan 0,36, 11/X1 Geaxu wpo-

pu: obmmi 6,1, ampbymuns 2,66, raobyarnn 3,44—#-=U,8. Xoae-

crepun — 175 ae%. Xnopuael — 650 a2, BuaapyGun  2/XI1—
1,68 me%, nempamof; 10/X] — 0.45 me%, ocrarsauwlit azor H/X]1 —
191,3 me%, 7/X1 — 2038 me%, 8/XI— 168 Me%, |1/XI —78 me% n
16/X1 —35 me%. 6/XI caxap 74 wme%, wenoqumi peseps
65 moke/a (uopma 85—I100 make/a). K cusoporkn — 14 me%, K
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sparpounTos —308,2 me%. Na—267 m2%, Ca— 10,6 me%. Kpea-
tupun kposn 89 me%. Kpearnumn moun 706 me2%. Xaopuam
421 me%, 10/XI—660 me%. Tmonrosa-6-pochar-nerniaporenasa
82 en ua | Ma spurpouuron (mopma 30—34). Boccranor/aeH bl
raioTaTtHon B osparponutax 64 me% na 100 ma spurponuTos (Hopma
60—80 me%). Ipoba na TemJOBRE TEMOMHSHHBI MOJOMHTEAbHAR,
gpoba na XOJOAOBHIS reMoNHaHu oTpuinateabuan, AT®-a3gan aRTHB-
foeth 10/X1 — 420y dochopa (sopua 100—120y docdopa), 17/XKl—
320y docdiopa, 24/X1—217y docdopa. RP, RM n RW — orpuna-
TenbHsl. PenTreHoCKONHA OpradoB rpyiHoll KJeTKH B npelenax Hop-
MH. B MHETOrpavMMe MHOTO MHeJOKapHOILNTOB, npeobialaloT HOPMO-
6.‘!3(:‘“:3. METAKADPHOUNTOR AOCTATOMHOC KOAKURCTEO,

PeayibTaTel HCCACAOBENHA KPOBH npHBefenn B Tada, 4, nmccae-
josaguit moun B Ta6a. B

TABAHUA §
Peayantare mceregopangit moun Haxu B. » 1964 r.

Lnanuaps

BeJdok %,
JAeflkonuT
DpETRORATE
SnHTE-
AMHoHnHbe
reMoran-
GunaLe
3epHHCTHE
BOCKDBHA-

Hata

3/X1

/X1

&
(=}

0,033

Cronnenns
H eauia-
nule

4—6 B noJe
3pennA

Crexne
& IHHATHE 2
B moJge
apenuq
Briemonen-
nele N

3—4 n
noue
apeHns

—

I B
noJae
apenns

CRENIHE
2—3 B noae
3peHns
Crexne
1—2 B noae
apenus
Her

20/X1 2—4 p noxe

apesns

Chenpl

28/XI | Her |1—2 s noae

apeitns

ITpnmenanue ITpofa 3umupngoro: awenuoll gnypea 60Jb~
me pougoro. ¥aeanundi gec or 1010 xo 1020,

Jlewenne, Cron ana noveunrx GoasHmx, | meéns caxapHo-hpyk-
rosutil. Ilpy noerymaenun 5% raioko3da KaneibHo — BHYTPHBEHHO
2000,0 n per rectum—400,0. llpexnusonon 1,0 me na 1 xe peca.
Pyrin, komnaexc sutamunos. Cepaeunme cpeaersa, € yayumepuenm
CocToAHHS  (NpekpallenHe [eMOonH3a, yBefnuenye jAuypeaa) Aosa
NpPeIHA30/I0Ha CHIIKeHa 20 | Me na K¢ Beca, 4 aatem no 0.5.
C 23/XI remoctumyann. Bumicana ns wmnuukn 28/X1 1964 r. n xo-
pomes cOCTOARNH. D aanpnefimem Jepouka passubajiach mOpMaibno.
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HACTEJICTBEHHAS HECOEPOIIMTAPHAS
PEMOARTHYECKAS AHEMUS
BCJIEACTBHE DH3MMHON
HEZOCTATOYHOCTH

(RpoikaenHan HecepouUTapHas AHCMIIL,
ocrpan remoanTHuecEan anemna JIejepepa)

Hacnencrpennbie nec)epOUHTAPHbIE TeMOJHTHIECKI(E
4HEeMHH YaeTo HOCAT ceMelHBI Xapakrep, nepeaalorcs Mo
HACACACTBY MAOMHHAHTHO, JPUTPONMTEL BONLHLIX HMEIOT
SHAOTEHHBIH JehexT, HO MOP(DOJOrHUeCKH He HIMEHEHBI,
ITHM OHH OTJHYAIOTCS OT CEPOUHTOB MPH HACAEACTBEH-
HOM C(hepolnTo3e, OBAJOIHTOR NPH OBAJOINTO3€, IPUTPO-
IWHTOB [pH CEePHOBHAHOKICTOUHON aHeMHn 1 TaJacemuu,
MPH KOTOPBIX IHJIOTeHHLI NeeKT COueTaercs ¢ Hamene-
fnem GopMbl IpuTpouATApHBEIX Kaertok, Ocmornueckas 1
MexaHHuecKasl CTOMKOCTh SPUTPOUHTOB HOPMAABHL, O/
HaKo MPOAOMMHTEALHOCTD MHIHH IPUTPOLUTOR NP 1e-
cheponuTapHoil reMOJHTHYECKON aHeMuil yKopouena /1o
12—70 puefi. CTpoenue remoroduna nopMasbio. Xapak-
TepHOH 0COGEHHOCTBI ITOH rEMOMUTHUECKON AHEMUU k-
asgercs oreyreTpHe sdekTa oT CHAeHIKTOMHH. Anemis
0OBIYHO HOCHT HOPMOUUTAPHLIR XapaKTep, HO UMEETCH ue-
KOTOpas CKAOHHOCTL K MAXKPOIHTO3Y.

Kaunttieckas KAPTUHG BKIIOYACT [ETKYIO IKeNTyXy,
HeBoAbIIoe HAH YMEpeHHO BhIpaXKeHHOe YBeluueHue Ie-
YeHW W HHOTAA cenesenxky. BO BpeMs reMOMUTHYECKOrO
KpH3a oblee COCTOIHHE TsyKesoe, NOBLIIIeHHAA TeMIepa-
Typa, peskas oibiliKa, rofopHas Ooib, Moua uepHasn
BCJIEACTBHE TeMOINIOGHHYDPHH H TFeMOCHIePHHYPHH, OTMe-
uaeTcsl YpOOUIHHYPHA, OJHTYPHSA, HHOTAA aHYDHUA, @ TaK-
ke npepypemuueckoe cocrosnue, CogepmaHie KeJuHblX
[MATMEHTOB B COKEe ABEHAAUATHIEPCTHOH KHILKH R Kaje
yBesqnyeHo. 'eMonuTHYeCKad eaTyXa HAYHHAETCA uepes
2—3 u OT HayaJa KpH3a M JOCTHraeT MakcHMyMa uepes
15—20 ¢ (I'. A. Anexcees).

To ganunm Doxiadis ¢ coasr., mecheponurapuas re-
MOJIHTHUECKAS! aHeMMS MOKET HPOSIBUTBCA B [EepHOA HO-
BOPOMKAGHHOCTH U CHMYJHPOBaTh IeMOJHTH4ECKYI0 6o-
JIE3Hb BCJGACTBHE PE3YC-KOH(PAHKTA HAH HECOBMECTH-
moeri 1o cicremam ABO. B Ipeunn y !'/3 HoBopoxueH-
HBIX € TAMKEJI0A XeJTyXoH MOmKHO 0OHAPYKHTD HEJLOCTH -
TOK TJI0KO03a-6-ocpariernaporenassl npu  OTCYTCTBUH
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uMMyHoaoruueckoro Koudauxra. [unepbunupybuuemus
OLlBAET NPH 3TOM HACTONBKO BEMHKA, UTO BO Uzbemanue
AEPHON HEATYXH NPHXOAUTCS npuberars K 3aMeHHOMY
nepeapsanuio xposyd. B muenorpamme npu stom 3aGone-
BAHUKH OTMeMaercs 3HayuTeNbHaR SPUTPOHLHAS TrHmep-
143u8 KOCTHOrO Mo03ra u spurpodarouures, B nepude-
PHYECKOH KPOBH HMEETCA PETHKY/JIOUHTO3, HOpMOOaacTos,
runepOmAupyOHHEMHS 33 CUeT HenpaMOoro CuamupyGuHa i
Gasodbunbuas OYHKTALES SPUTPOHUTOR (Tensua [efin-
He), KOTOpas CBUAETENLCTBYET O ACHATYPALHY reMOrao-
ouna, KoauuecTso ypoOuanHOreHa B Kaje ypednueno, Pe-
axuya KymGca (npamas # HeNpsiMas) OTPHLATEALHA.
Ocmornueckas CTORKOCTE SPUTPOLUTOB 1PH MHKYGaiun
B Tevyenue 24 « (npu Temneparype 37°) caerka nosblliena
I OCTABTCsl HOPMafAbHOM,

Hacaencrsennasn seceponuTapnas reMoJHTHUECKARA
anemusn, oByCHOBIEHHAN 3H3UMHON HEAOCTATOUHOCTLIO, Iie
ABafeTes oAHopoanoit rpynnoifl. B nacrosiee spems onu-
CaH TOBBIIEHHBIN TeMEAM3 TPH HEAOCTATKE TJIKo3a-6-
docdar-nernaporedassl, NHPYBATKHHA3L), TAOTATHOH —
penykrass, 2,3-anpochornniuepoMyTassl, aieHO3HHTPH-
(pocharasnt u ap.; Hojsee yYacro BeTpeyaeTcs Hecpepo-
LHTapHAs reMOJHTHYECKas aHeMHsl H3-3a HeJocTaTkKa
raokosa-b-ochar-gernaporenassl, B COUCTAHHH €O CHI-
JKEHHEeM YPOBHS BOCCTAHORJIEHHOIO TIIOTATHOHA,

Sruoaceus u naroeexes. Tlpu waauuup HedOCTATKA
rokosa-6-gochar-Aernaporesassl pAja JEeKapeTB U Apy-
I'HX CPEACTB MOIYT BLI3BATh reMOJHTHYecKHH Kpu3. K Ta-
KHM BeulectsaMm oTHocaTcA: 1) mMpHMAaxHH, XHHHH H NpPO-
H3BOJIHBIE XWHHHA; 2) MHOTHe cyabhasunaMuasl; 3) au-
THOHOTHKH M AHTHMHKpOOHbIe BemlecTBa: XJopamdgeHH-
KoJ1, neanttianns, pypagonus, ¢pypasonnmon, NACK, me-
THAEHOBBI CHHMA, & Takxe Ha(TajuH; 4) aHTUNOHpe-
THKH — acoHpuH, (enaueTHd, aMHIONHPHH, AHTHIHPHH
#Jip.; B) réeMOJIHTHKH — (PeHHATHAPASHH H ero NpoH3BoL-
nple; 6) cuHTernyeckue BHTaMEHpl K, B TOM uHcle H BO-
nopacrBoprmble; 7) OGo6oBple THnMa vicia fava w mx
nBlIbIa NpH 1BeTeHHH 1 8) OakrepranibHblie H BHPYCHEIC
HupexUnH,

Hednunr susuma raiokosa-6-doctar-nerugporenass
B SPUTPOIHTAX BhI3pIBAET 00K 0GMeHa IMIoKo3za-6-¢oc-
thata B nento3no-QocaTHOM HHKAE, MAPHUEM YMEHL-
IIAETCSE KOJAHYECTBO HMKOTHH-AMU/-aAeHHH-1HHYKJICOTH -
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(pocthata Boceranosaennoro (HAJL®-Hs) u nukorud-ame-
HuH-THHEYKAeoTHAa BoccTranosaenroro (HAI-Hs), asamio-
HHxes neo0XoAHMBIMH KodepMeHTaMy A5 BOCCTaHOBJIE-
i TJAIOTATHOHA; BOCCTAHOBJEHHBIH TVIIOTATHOH HIpaer
BAMKHYIO DOJIL B MeTalo/H3Me 3PHTPOLUHUTOB U HX 3aLIHTH
0T npexaespementoro reModansa (10, P. Kosasges, Smith
1 1p.). BoceranoBneHHBI MIIOTATHOH NPENSTCTBYET HHAK-
THBALMH THOJIOBHIX (DEPMEHTOB, a TakKiKe CYJb(OTHAPHIL-
nplx rpynn riaobuna u MemOpaust spurpountos (Ldhr,
JI. B, pman u ap.). Mmeer 3uavenue H OOJBUIAS POJb
BOCCTAHOBJEHHOTO TJIOTATHOHA B YCTPAHECHUH NepeKHCH
ponopoaa, o0pasyiollleiica B npolleccax MeTadoau3Ma
IPUTPOIUTOB. [Jl0TaTHOH B Opranu3Me CyulecTByer B pe-
NYVIHPOBAHAOH U oKkucaennoil Gopmax. Ilepexon us oaunoi
il}Oth! B APYTYIO KAaTaAH3UPYETCA SH3UMOM TIHTATHOH-
peLyKTasoH.

Ilpn pedunute riiokosa-6-dgocdar-gerugaporenasnt wii
NPH JAPYrHX HAPYUIEHHSIX 3TOFO LHKJAZ YMEHbIIAETCH KO-
JHYECTBO BOCCTAHOBJIEHHOTO IVIOTATHONA M YMEHbIIACTCH
NPOLOJKHTENLHOCTh  JKH3HH  3PUTPOIHTOB  BCJELCTBHE
AYTOreMoJin3a.

B HOpMaabHBIX 9PHTPOUHTAPHBIX KJETKAX aKTHBHOCTh
ralokoza-6-ocar-1ernIporenassl CHUMKASTEH ME/IEHHD,
p teyepne 120 nweil, & B KJETKaX ¢ Je(HUHTOM 3TOro
IU3UMa aKTHBHOCTL ero Hcyedaer Oonee OBICTPO M Mpo-
JOAAATENBHOCTD 2KH3HH EI)HTPOL[.HTOB paBHa 90 AHAM HPH
HOPMAJbHLLX VCIOBHAX H FOPA3A0 MeHblle MOL BAHAHUEM
YKa3aHHLIX BLIIE NEeKapCTBEHHLIX CPEJACTB H HEKOTOPHIX
nudeKHOHHLIX arentos, OObLIMHO He YBeJHYEHHas NPH
5TOM 3a00J€BAHHN CeNe3eHKa HAUHHAET YBEJHYHBATHCS
RCMEACTBHE YPEIMEPHOTO reMOaM3a M TOrAd MOLYT BO3-
HHKATH BTOPHYHO SBIEHHS runepcrieHuama. ¥ GoJpHBIX
¢ HEeZOCTATKOM rMoKo3a-6-docdar-meruaporenassl ayro-
reMoain3 MOXKeT YMCHBIIATHCHA MPH J004BIEHHH K KPOBi
TI0KO3Bl, OAHAKO 3T YMEHbIIEHHE HE CTOML BEAHKO, Kak
B HOpMaJbHOH KposH. Kpome Toro, npu stoil dopme ane-
MUM  KOJNWHECTBO  a[eHO3UHTPHAOCHOPHON  KHCJAQTH
(AT®) ne ymenslleno. B npoTHBONONIOXKHOCTL S5TOMY Mpu
reMOoJuTHYeCKOH aneMHuR BCAE/CTBHE HEAQOCTATKA 3H3UMA
nupyBarkiHassl ypopenh AT® B 3pHTPOUUTAX CHHIKAETCS
W He VTUIH3UPYETCH TI0Ko3a.

Hedexr KOHUEHTpalHu rawKosa-6-gocdar-gernapore-
a3kl paCHpepe/IAercs B 3PUTPOLMTAX HepaBHOMEpHO.



B monoapx monyasuMgx PUTPOLHTOR, B TOM YHCJE K B
PETHKYJIOUUTAX, AOCTATOUHO S5TONG SH3HMA, N OHN HE
CKJIOHHBI K F€MOJIH3Y, B TO BpeMs, KaK B CTAPHIX NOMyad-
UpSAX SPHTPOUNTOB Hanbolee BHpaKen TedeKT B MeTado-

JusMe raokoaa-6-hoedara u raOTATHOHA. 5

Kaxk yxe ykasnlBajaoch, NpH 3ToM s3afo/esaHun HMeer-
€51  CKJIOHHOCTL 3PHTPOLUATOB 00pPasoBLIBATL TEAbLA
[eftaie, [To muennio Smith, onu noasasoTes BesegcTeHe
OKHCAHTENBHBIX HOBPEKAEHNA FeMOrao6HHA HIH CTPOMBI
spuTpouuTon. I1pH renerHuecKHx Hccne 0BaHHAX oOnapy-
JKeHO, 4TO CPeld aMepHKaHCKHX HErpoB TecT cTabuib-
HOCTH TJIOTATHOHA O0KAa3aJcsi oTpHuATeIbHEIM Yy 14%
MyMUHH B Beero Jintuk y 29 Kenuia. DTu NaHHBIE YKA-
3LIBAIOT, UTO HACJIEACTBEHHas Nepejaua uepes X-reH CBf-
3aHa ¢ TONOM H HMEeT XapaKTep HelOJHOH JOMHHaHT-
rocri. Hepocrarok rawokosa-6-tocat-nerujporeyass
Mo:ker OHITL OOHApYKeH H CPEeIH POACTREHHHKOB Goib-
HOrO. ¥ JKEeHIIHH-TETePO3HTOTOB IHIUMHAA HeLOCTAaTOu-
HOCTh MOXKET OBITh HE BRIpaKeHa HJIH MMEeTCH HEeCKOJbKO
CHIIKENHAA AKTHBHOCTL raloxo3da-G-thochart-zerunpore-
HA3bl, OHAKO M3PE/iKa M Yy HHX MOMHO 0GHApPYKHTE B
KPOBH 3HAUNTENLHYIO HEJ0CTATOMHOCTL 3TOrO SHIHMA.

Moxye, orsercrennblit 3a cunTed riiokosa-6-goedar-
Aernjiporetdasbl, nHaxogurcs B X—XPOMGCOME Ha paccros-
HHH O MOPramuT OT JIOKyca, [NOBPEXIAEMOro MpH Aajb-
TOHH3ME M Ha |2 MopraHuT OT JIOKyca, HoBpexiailie-
rocst mpH remopuang A,

Henasno Ramot u coast. coo6unan, 4To y HEKOTOPHIX
JqUl, ¢ HEJOCTATKOM B 3PHTPONHTAX LiwkKo3a-b-fpocdar-
JIernjporesass, B JeHKOUNTAX TOXe OTMeuaJcH 1e0-
CTATOK 9TOrO 3H3HMa. Y 3AOPOBBIX VPOBEHb IJIIOKO34~
6-oedar perwnporenasnt xaodebaercs or 1,5 no 3 em

Caenyer HMeTh B BHAY, YTO Y HEKOTOPBIX JIHIL C HEAO~
CTATOUHOCTEIO  T/IOK03a-6-hocdar-aeruiporeHassl  npi
OBLIYHONH (aPMaKOJOrHUECKOH NO3HPOBKE JeKapeTha re-
MOJTHTHYSCKHH KPH3 HEe HACTYIIAeT; MeMONH3 Y HHX [OfBs
JSIeTCS TOJIBKO TIPH TMOBHILIEHHONM [03HPOBKE JeKapeTsy
Hanpumep, Aad cyabdannnamuaos — ppiue 3,6 Ha Kyp
Jgeuenns. Bmecre € TemM y ApyruxX GOMbHBIX PeMOIHZ Ha-
cTymaeT H mpH OOLIMHOM BO3PACTHON A03HPOBKE JeKapCeTs.
MakciuManbHell reMoan3 ormegaeres udepes |—I1 1; me-
JeaH nocile NpHeMa JeKapcTBa, Korjga NPOHUCXOAMT JH3H
cTAPLIX MONyJaAuui, sareM THOeMb KICTOK OCTAHABJAH=



paercd, W uJeT yBeNHYeHHe SPUTPOLMTOB 3a CUeT MOoJAOo-
ik nonyssiunf, Jlaya nosropHo JAekapcTBa B 3TOT Ie-
pHoa HapacTAHHA SPHTPOLUTOB HEe BHI3LIBACT YCHJCHUS
reMosansa, Kak 970 GbIBAeT MPH HMMYHOJOTHYECKHX TeMo-
JHTHUECKHX 4HeMHAX, TaK KaK MOJOAble 3PHTPOLHUTH CO-
JlepxaT JOCTATOYHOE KOJHYECTBO naiokosa-6-gocdar-ne-
IApOreHasbl 1l BOCCTAHOBJEHHOrO TVIIOTATHOHA [PH He-
chepountapHoli reMmoautTnueckolt anemuu. Oasako uepes
4—6 nejpenb, KOTAa MOJOAbIe MONYJSAUKMH 3PHUTPOLHTOB
yCIeBaloT COCTAPHTLCSA, HA3HAUEHUE JIeKAPCTBA BbI3hiBaer
[IOBTOPHBI FeMOJHTHYECKHH KpPH3,

DAeKTPOHHOMHKPOCKONHYECKHE HCCAEA0BaHs 3PHTPO-
IIHTOB [0KA3a/JH, 4TO NpH HechepouuTapHoH reMOJHTHYE-
CKOIl aHeMMH HMeIOTCs H3MEHEeHHS MeMOpAHBE 3PHTPOIH-
TOB, KOTOpasg HMEET 3epPHHCTYIO CTPYKTYpPY B TO BpeMs
KaKk HOpMaJ/ibHbie SPUTPOLUTHE HMEOT GecCTpyKTypHYIO
raaakyo memGpany (Danon n coast.).

[lpu narosceoaHaromudeckux uccaedoBatuAx OTMe-
HAETCH KENTYIIHOCTh KOXKHM, CAH3HCTBIX 060/1049€K H BHYT-
peatux opraHoB, [leuens W cesleseHka yBEAHYEHBI, [M0JI-
HOKPOBHB, MEKDOCKOINHUECKH B IIOUKAX HMEIOTCS SIBJIEHHS
nedpockieposa, a KaHajbllbl MOYEK COXEPIKAT OOJbLIOE
KOJHUYECTRO TEMOTrJIOOHHOBLIX M 3EDHHCTLIX LHAHHAPOS.
B neyenn, cejeseHKe u KOCTHOM MO3ry 3HauHTeJLHOE yBe-
Jnyenne MakpodaroB, comepKallix reMaTHH H TeMocH-
IEPHH,

Kaunuweckud Ouaero3 yeTaHaBAUBAETCS HA OCHOBA-
HHY THIHYHOTO BHYTPHCOCYAHCTOTO MeMOJH34d, OTCYTCTBHA
MOpQOJOrHUECKHX H3MEHeHHl IPHTPOLUMTOB, HOPMAJbHOIl
OCMOTHUYECKOH CTOHKOCTH 3PHTPOLUTOB H PETHKYJIOLHTO34,
Xapaxrepno HacTynJIeHHe reMo/i3a nocae 1auy JeKkapers
WM mpueMa KoHCKHX 6oGoB ((haBH3M) M oOGHapyMeHH
HegocTaTka riokosa-6-hocthat-gernaporenasbl H BOCCTa-
TOBJEHHOroO TVIIOTATHOHA B SPUTPOIHTAX,

Teuenne 0OJME3HU 3ABHCHT OT CTENEHH TEMOJH3A, CO-
CTOSHHS TTOYEK H CBOEBPEMEHHOCTH NAaTOreHeTHuecKoll 1e-
panui. B cayuaax 6J1aronpHATHOrO HCXOLA BLI3A0POBJE-
e jeteil Hacrynaer yepes 3—4 nepean, Hebunaronpusr-
ipifl Mporuo3 AalT (QOPMEl, CONPOBOMKAAIOUIHECH IIOKOM
i aHOKCcHel, a Take OOJLHLIE ¢ TANKENbIMH NOpaNKe-
HHAMH NOYeK H ypemueil.

Jlevernue. Meronom BbiGopa sBasioTed TpaHchysin
kKposu. PexoMeHayercs TakuM cnoco6oM AOBECTH YPOBEHb
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remornobuHa KpoeH Goasuoro npumepro a0 7 2%. CrreH-
3KTOMHS HE ToKasaHa, HO [PH BTOPHYHO Pa3BUBILEMCH
PHNEPCIZIEHU3ME ONeparusi MOKer GbTh 1OIe3na, OAHAKO
cienyer MHOMHHTb, UYTO OCHOBHOM TIeMOJHTHUECKHH TPO-
1ecc, CBA3aHHbIH ¢ HEAOCTATKOM SH3HMOB B 3PUTPOLHTAX,
3TUM He ycrpansercs. Jlajsee nasHayalorcsi BHYTPUBEHHbIC
KamnejpHble [epPeHBAHNS H30TOHUYECKHX PACTBOPOB IVIK)-
KO3bI, KPOBE3dMEeINAIOmiX KHAKOCTEH H HHIKOMOTEKY-
JISIPHBIX TOJAHBUHOMOB C LeJ1bI0 BHIBEIEHHS 13 KPOBAHOTO
pyciia KPOBSIHBIX MHTMEHTOB H BHIMBIBAHHA HX H3 KaHalb-
nes noyek., OaHoBpeMeHHO HA3HAYAIOTCSH CTEPOH/IHBIE
ropMoHbl (13 pacuera | me npeiHusonoHa Ha 1 K2 Beca).
BBuay pa3puBliefics THIOKCHY NOJe3HBI KHCJAOPOJ H Cep-
AeuHble cpeicTBa. B TaiKenblx ciyyasx NopameHus nouex
MOKAa3aHbl 34 MEHHBIE TIepeauBaHHi KPpOBH H B Kpaﬁunx
cayyasix onepauHf TeMoiHalH3a ¢ [OMOILbI anfapara
<M CKYCCTBEHHOI moykH», BellecTso, BEI3BaBILEe TeMOJINS,
HCKJIIOUAETCA W3 JevueHHs WJAH MHTaHHA 60.|'IbH01'0; [IpH
Ji060M 3abodiepaniy OHO AOJACHO ObITh 3aNpEIIeHO.

Js WAJIoCTpauny NPUBOAMM KPATKOe OnHcaHne 60Jb-
HOTO, OBIBINETO M0j HAOMOACHHEM Hallell KIHHHKH,

Boasuoit C. M, |1 aer, B anpese 1969 r. newnncsa no noBoLy
OCTPOro  pecHHpatopioro  3afoqeBaHHA MAPEHTEPANbLHBIMA HIFBEK-
nAMHE pepnunaauna, Ha 7-% jlens oT Hauana JeueH#ns y Hero pas-
BUdack Kearyxa. Mansung mofinennes, MKaTopanses Ha Heaomora-
HHe, OJBIKY M O FOCTHTATHAHDOBAH B OOJ4CTHYIO  GOJBHHLY.
3nech MpH HCCAELOBAHMN KPOBH Y Hero okasanock 2 642 200 spurpo-
uHTOB, remornoluna 48 en, peTHKYJIOUHTOB — G50, JellKounTOB
17800, n. 11, ¢, 72, ammd. 10, mon. 5, 3. 2, PO 20 mmu B | u. Bu-
aupyoun 1,9 m2%, peanuns senpamas. B moue — caenn Genxa, pe-
aKuMn 1ma ypobuany nonomureabuasn, OcMoTHUeCKas CTOfKOCTL 3pH-
TpounTon 0,38—03 ¥V manwunka ycTapopaena hecepounTapnas re-
MOoaHTHUeCKAN anemus. Jleuvenne TpancyaHaMn KpoBH yCnemmoe, shi-
nucal JOMOIE BO BmoAne YAOBIETBOPHTEARnOM cocTosuin. C Tex nop
MAJBUNE HHUEM He Goned, ¥ MeHNIHIIHH Jad JeUeHis He NpHMEenscs,
B mapre 1972 r., no memawuio poAHTENeH, MAIBMHK TOCTHTAAHIHPO-
Bal B rocnaTadbayio kaxnuky JITIMH s remaroaoraueckoro o6-
caenopanns. Cocrosuue NpH NpHEME B KIHHHKY YIOBJCTBODHTENb-
noe. Tenocaomenye npasuaence. Koxa H BHIHMBIE CIH3HCTHE 000-
JOYKIT PO3OBOTO TiBeTa. YNHTAHHOCTL YAOBAETBEOpHTE LA, Ha Bep-
XYHUIKE CEPAIA — HEMHBIT CHCTOMUIeCKHA  (yHKUHOHAABHLITL myM.
I'papnusl cepiua wopManbasl. B nerxux 6es oTkAOHEHHE OT HOPMEL
Ilevens W ceneseiika He MPOMYNBIBAIOTES. (DAZHOAOMHYECKHE OTOPAB-
JEHHA HOPMAJLHLI,

Heeneponanue kposn 29/11T 1972 r.: ap. — 4 700000, Hb 83 ex.,
perakynountos — 12%,, 1. 5100, 3. 3, n. 5, c¢. 57, numd 28, mon. 7,
PO3 6 ma » 1 4 Tpowmbountos 366000 B | mm® Bpema crepruina-
us kposit no Mac-Marpo — 8 mun 30 ¢, JanteqbHocTs KpoBOTeugs
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nng 45 ¢. OcMotudeckan crofikoctb sputpouuTos no Jlumbexy —
0,48—0,26. Peakuun KymGta npavMad # HENpAMas OTPHLETENbLHL,
Cpeannft gsamerp sperpountos — 7,1 mxam. Koarynorpamma Ges oco-
Genpocrell, DHOXHMHYCCKHE HCCARJOBalMA  KPORH: ofmun Oeqok
6,6 2%, anuOymunw — 564%, roofymaun: o — b6, o — 10,7, p—
5,6, y—20,7. C-peaxruspuii Genox -, cHanosne KucaoThl — 20 en.,
xonectepun 127 me%. TTIT —25 ex., 6uanpyGun 1,04 #2%, peakuns
npsiMas, saMefnenHang.

JpUTPONATH MATRUHEA GLUTH NOLBEPTHYTH IHIUMOJOTHULCKOMY
HCCAENAOBAHMIO. DTH HCCASTOBAHHS MOKASAMH, HTO AKTHBHOCTH TJIO-
Ko3a-6-thocdat-1eruaporeHassl B SPUIPOUUTAX OTCYICTBYE1, a4 ypo-
senp HAHI®-Hp; — romoraTnon penykrasal pared 2,3 en, (npn Hopme
1,18 = 0,0b). :

Ha ocnoBanun 37X HCCARAOBARNE Y MaNbYHKA YCTAaHOBAEH ANa-
rHO3: HecdepoLUTAPHON FeMOJHTHICCKON aHEeMHH BCJeACTBHE Heldo-
cratka nAlokoza-6-poctar-rernaporenass B octagun pemuccun. Po-
JINTenn ﬂpE}l}']’[PE}KIL&]IbI o TOM, 49TO ﬁO.’lblTOMy JanpenieHo npn 3abo-
JEBAHUAX MPHMEHATH TMPenapaThl NEeHHUHANHHA 7 cyanannIaMHoB.
Bunncan B X0poiieM cocToani,

noreUrau

IlpH HeTHHHBIX NOP(MHPHAX HMeeTcH BPOXKALHHOE Ha+
pyuenne obMeHa BeUlecTs, MPH KOTOPOM He TMPOHCXOAHT
HopManbHOrO CcHiTe3a npotonopdupuna IX, ocHoBHOrO
BEIIECTBA, HeOOXOAMMOTO UIsl 00PA30BAHKSA reMory1ofHHa,
mMuorsiobuHa H remdepMenTor (Karasgasbl, INepoKcHIa3bl
H uuToxpomMor). B opramusme cunresnpyiorcsd o6hIYHO
l3omepsl nopgupuHa, obozHauaemeie uudpoi IIT (ypo-
nopupun 111, konponopdupun I1I). B nopmanbHbix ye-
JOBHAX 00pasyloTes 3TH H3oMepsl, a nophupuna | cunre-
3Upyercs oueHb Maso, MoKHO BRIJLENNTH [1BE Pa3iHYHbIE
rpynnosl nopdupuit. B neppoil nMeercsa napyulenue CHH-
reza reMorJio0nHa B 3pUTpOGIACTaX — TO IPHTPONOITH-
yeckne nopdupuy; BO BTOPOH HMeeTcs HapylueHne obpa-
soBaHus nopdupHHAa B MEYEHH — 3TO TeYyeHOYHEle MOp-
(hupHE.

[lpu neuenounoil nopGUPHN HAPYLIEHB! MPOUECCH je-
KapOoKeHAHPOBAHHA M JErHAPHPOBAHHA YPONOPQUPHHOB
IIpu nepexofe B npotonopdupunel. Hapymenue nopdupu-
HOBOTO O6MEHa BeleT K 00pa30BaHHI0 He(H3HONOTHIECKIIX
CoeAMHEeRHH MHPOANOBOTO pAaa: HepacTBOPUMOro B adupe
yvponopdupuna | wiu ero npeauecTBeHHHUKOB — nopgo-
GunnHorena, JeHkonoppupuua, AeJbTa-aMHHOJEBYIHHO-
poft kueaotol. [lopdupun obwiyno obpasyercs u3 rdin-
IHia HJIH W3 NIMKOKOJIA H M3 AepHuBaTOoB, GJIH3KHX K VK-
CYCHOH KHGIOTE, HMEIOIIUX NHpoAJaoBoe a1po. B uenose-
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YECKOM OpranusMe o0HapyXKHBAETCS MHOTO pasuuHLIX
nopdupuHOBLIX coeaunenuit (fnymkesuuyc). B uopme
NOPMUPHH COLCPIKHTCA B Kaje H MOUE B HEe3HAUHTENALHOM
rgoanuectse, Bosbmoe gHaueHHe HMEIOT MKENE30CONEpIKa-
e nopupHAbl HAK TEMbI, KOTOPble BXOAAT B COCTAB
reMorJo6HHa M ApYrHX rem-pemiects. B KocTHOM Mo3ry
obpaayercs 3a cyTkn okoao 300 me nporonopdupuna IX,
KOTOPLI MOUTH UeTUKOM HAET Ha 00pasoBaHue rema B
npouecce GHOCHHTE3a remorao6HHA, Y 310pPOBOrO uelo-
BeKa B 3PHTPOLNTAX COJEPHHTCA KONponoppupHHa Uo
2 mke B 100 ma 3puTpoIrtuTOB M cBOGOAHOrD Nporonopdn-
puHa ot 15 go 60 mke ga 100 ma KpacHbIX KPOBSHEIX LIa-
PHKOB.

B nepnarpuueckoit npakTHKe HMEIOT 3HAYEHHE CJe-
aytome Gopmbl nophupuil: 1) BpoKAeHHAs 3PHTPONOT-
rTugeckas nopdupua, 2) ocTpas HHTEPMHTTHPYIOLLAS MOp-
dupusi ¥ 3) cUMIOTOMATHUECKHe (BTOpHUHBIE] HOPGHPHY,

[Ipn BpoMpeHHOR 3SpPUTPONOITHUECKOH  mOpdUPHE
uMeetesl 3HagHTeAbNOe YBETHUCHHE B 3pHTPOUHTAX OpO-
ronophupuia u Konpomopgupuua, daropecunpyoutasn
MHKPOCKONHS 110KAa3aJa, YTO B KOCTHOM MO3TY IIDH 3TOM
3afi0NeBAHNN HMEETC HHTEHCHBHOE CBeueHde HOPMO- M
apuTpobaacToB (riaBunim ofipasom, B sigpax). [lpenmo-
JaraeTcs, yTo f1pa STHX KJeToK o0pasyinT Goabline Ko-
JudecTBa nopgupuia, KOTOplil 3aTeM MOCTYNAET B M1a3-
MY KpOBH.

Cymnoers 3a6oieBanns 3aKMOUACTCd B HAPYIUICHHH
CHHTE3a reMa reMorjiobuHa B npeaeCTBEHHHMKAX 3PHT-
POLHTOB, BCJEACTBHE 4Ero B opraHusme H3GBITOMHO Ha-
Kamrusaores yponopgupun I, konponopduprs I u mop-
(hoOHIHHOrEH.

Bpoxaennan nopdupns ouesb peikoe sabojiepaHue.
Buepssie noppotno onucauna Ciinter B 1912 r. Ipenno-
Jaraercsl peLeccHBHBIH XapakTep HACIENOBAHHSA 3TOro
zafoneBaHus, OLHAKO B HEKOTODPBIX CEMBAX onucana Hno-
MuHanTHas nacaencrsendocT (Haeger — Aronson).

Kaunuveckaa kapruna, XapakrepHbiM siBAsSeTcs 4yp-
CTBUTEABHOCTb KOMH K comneunoMmy ceety. Ha Koxe Bo3-
HHKAIOT BE3NKYJbl M TMY3BIpH. JNHASPMHC NOKPLIBAETCH
KODKaMH Ha MecTax TOBpexieHHiH B o0JacTH Juua #
APYTHX HesaLHUIeHHBIX OT CosHila yuactkax. Ha wmecre
BHICHIIAHKH OTMEYaeTcsl 3y[A, NOKPACHGHUE W OTEUHOCTh
koucH, [Ty3bIpbKH COfepXKAT CRPO3HYIO, CePOIHO~TeMOppa-




FHUeckyIo Hdu CeposHO-THONHYIO KiuikocTe, B nanbueii-
em nactynaer GponHsosas MUIMEHTAINS, aTpoduuecKue
naMenenna # neboapmme pyduw. ImcTomorsuecky B lum-
NOBUIHOM CJI0€ KOXKH HMEeTcs MEeXKACTOYHblil  oTek,
MHOFO MeJanupa, NpeaMyliecTEeHHO B DaszaapHOM Cioe,
It My3bipy B cy63nuaepmannbHoM caoe. Koxuble namenenus
OOBACHSIOTCSA TEM, UT0 HOPMUPHHEl SBJA10TCH (OTOCEHCH-
OUIU3ATOPAMH H NOTOMY [PU H3GBITOUHOM HX HAKOTJIEHHH
I OPranu3Me peako YCHJAMBAeTCs YYBCTBUTRALHOCTL KOXKH
K jgeiicTBHIo cBeToBbIX ayuefl. Tlpn wceneposannn 6oiib-
Horo OBHAPYMUBAIOT, NOMMMO KOMHBIX H3MEHeHHH Ha
JIHILe, HeKPOTH3HpYIOlLHe YY4aeTKH B 006JaCTH HOTTEBBIX
Gbasadr naasleB pyK H civieHomerannwo, Muorna orme-
yaeTCs MypHNypHO-KOpHuHepas rnonoca Ha 3yfax u remo-
anrnveckasn anemus. Hepeaxo wabmionaetcs THPCYTHIM
i ocreonopos Kocreit. Moua MoxKeT OBITE KPacHOro upera
BONEACTBIIE SHAYHTEJILHOTO BLACIEHHS ¢ MOYOH yponop-
(pupuna u Komponophupuna. Oanako KpacHaa moda Obi-
paer y GOAbHBIX HEe Beerja, Tak Kak H3DLITOK yponopgu-
pHHA B KOUPONopQHPHHA MOIKET BhLIAeJISThCS He ¢ MOYoll,
a ¢ kajgom (Magnus c coast.),

Hapany ¢ ToxensiMi  GopMamu GosaesHd  HaGJ10-
paiores n o Godee Jerkme sabojepaHMs, IpH  KOTOPLIX
HMEIOTCS KOJKHbIE H3MEHEHNH H UIIoopecunpyolae SpuT-
[y0B1aCTEl, HO HET NOBLHILIEHHOTO BLIAE/NeHNS NOP(UPHHOB
€ MOYOH.

2TH (opMBl HEKDTOPEIE aBTOPhLI BLIJBASIOT B 0coboe
gaboaesante MOoL HA3BAHWEM «BPOMKACHHAS SPUTPONOITH-
neckast nporonopthupua» (Magnus ¢ coanr., J1. M, Mnens-
coH M Jp.). B SpHTpPOIMTAX M MOUe 3HAUMTENBHO YBeJsu-
HeHO KOJIHYECTBO nporonopupnuos. HacaeiacrseHnocrh
NPH  9PUTPONOITHYECKOH nporonopdupHd — foMHHAHT-
nag. Ocnosnoit Suoxumuuecknit s¢dexr, no-spRAMOMY,
3aKJIOYAETCH B HapyIIeNHH nepexona yponopbupuua I,
KOTOPHIl HaKAIIMBAETCH B H3DBLITOUHOM KOJHYECTBe, B
gonponopdupuu (Smith). Benencrsue nakonnenust ypo-
noppupuna 1 B KoXe, JeHTHHe H KOCTHX OHH CTAHOBATCA
MOBBILIEHHO YYBCTBUTENbHLl H HHPMeHTHDPYIoTCA, OOBIUIIG
npH BPpOMAEHHON NOPQHUPHE MOXKHO OGHAPYMHTL NORL
HIEHHOE KOJHUYECTBO NPOTONOpPGHPHHA B 3IPUTPOUUTAX |
nopdupnna B neveny. Caesyer oTMETHTb, W10 HPH DPONK -
ACHHOH nopgupun MeraGoJHuyecKHe Hapymenns JoKaii-
3yI0TCS B 9PHTPOBIACTAX H HOPMODBJIACTAX, & NPt Apyrix
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dopmax mopdupun 3TOT HeeKT B KOCTHOM MO3TY HE

nabamopaerces. B audipepeninanbiion OTHOLIEHHH HMEeT
3HAUEHUE TAKMKE TO, UTO [PH BPOMKACHHOH SPUTPONOSTH<

yeckoil NMoppHPHH B MoyYe HHKOrAa He OOHAPYZKUBACTCHA

nopgobuanHoren.

Ouenb xapakTepHble CHMITOMBI OCTPOM HHTEPMHTTI-
pytomeit nophupuy — Goan B KUBOTE W NATONOTHUCCKHE
H3MEHEHUA HEPBHOH CHCTEMBI NMPH BPOXKAEHHOH 3IPUTPO-
noaTuueckoil nophupun e perpeuaiorcsa. Octpas HuTep-
MHUTTHPYIomAA nopgupua uan Goneans Watson — nomi-
HaHTHO Hacaepyemoe sabosnesanne. Ona Goable 1acTbIO
BIIEPBLIE MPOSIBJASETCA B MEPHOL N0Cde NOJ0BOIO pa3pH-
THs, Dogeads oTHOCATCA % NeYyeHounbim nopdHpHsiM,
B neuenn nponexoaut nzGhiTouHoe o6pasopanue JenabTa-
aMHHOJIEBYTHHOBON KHCAOTLL U nophobuannorend, KoTo-
peie BLIBOAATCA B GoJiblioM KoJHuyecTse ¢ mouoH. B ri-
HHYeCKOfl KapTHHe OTMeYaloTesl CHJARHBIe Gosin B JKHBOTE,
MOABJASIONHECS MePHOLNYeCKH, PBOTA, 3aNOPLl H HEBPO-
JIOrHUECKHe HAPYIIEeHUs (napesbl, napajuuy KoHeuHoCTel,
nepueputeckne 00JI), 4 TAKKe SNHJCOTHICCKHE Ipi-
najgkH, acTeHHYecKHe paccTpolcTBA M TCHXHYECKHE
Hapyuenns, Bo BpeMa KPHU3OB MOBLUIIAETCA TeMIepatypa
no 38%. HMuorfa y OOJMbHBIX OTMeuaeTcs aprepuanbHad
runepronns. Bo Bpems npucryna Goseli Moxker nosn-
JATbES KpacHas Moua, 3aBHcAlllas, B OCHOBHOM, OT ypo-
noppupuna, Ilpn noapaennn Kpacuoil MOUM CJEAyeT Hc-
K/IIOUHTD ApYrHe MPHYHHLI H3MEHEeNHs ee upera (mpuMech
KpoBH, remorJobuna u muoraotuna). ITpu croaHun moun
Ha CBeTYy oTmeuaercs ee moTemHenue. [lpu ocrpofi uaTep-
MHTTHDYOLEH nopdupun y GONBHLIX He HMEeTcsl MOBbI-
UIEHHON 4YYRCTBHTEABHOCTH K cosHeuHomy cpery. Ilpu-
CTYNbl 3TOH OOJe3HH HepeiKo BLISHIBAIOTCA JeKapcTBeH-
HBIMH cpeacTBaMu, B ocobeHHOCTH, GapGuTypaTtaMu
cyabpanpnamuaamu. OTpuuarensHoe aeicreie 6apOuTy-
paToB 0OBLACHACTCA UX TOPMOSAILIHM BJAUAHHEM Ha CHHTE3
AlIETHAXOAHHA H HOCACAYIOUIHM YBCAHYCHHEM ﬂOpCl)OGIl'
JIHHOTEHA H AedbTd-aMHHONEBYJIHHOBOH KHC/IOTH, 8 CYJb-
anuaaMiabl ABAAIOTCA aKUeNTOPaMH ANeTH/LHLIX PPy
H OKasuiBdiT Takoe xe geficreue (JI. A, Bajanaun
¢ coapr.). Teuenne MokeT ObITE OUEHbL TAMKEABIM H 3a-
KOHUHTLCA CMEPTLIO BO BpeMs MEPBOTO MPUCTYMA, B APy«
PHX CAYHASX MOMKET HACTYNHTL PEMHCCHS H/AM BHI3J0PO3-
Jgenye fnaxe 6e3 neueHus.




Cumnromaruseckue popmer mophpupnn passuBa0TCs
ITOPHYHO TPH PasiHuHbIX 3a00J€BAHHAX MEUEHH, alKo-
roJH3Me, OTPaBJACHHH CBHHLOM W NPH OTPAaB/ACHHH HEKO-
TOPLIMH JlekapeTsaMu (denauerud, ageprud u ap.). [pu
CHMITOMATHUECKOH (opMe KOJHYeCTBO NPOTOHOP(pHPHHA
I [J1a3Me He YBeJAHUEHO,

Jlewenue BPOKAEHHON SPHTPONOSTHUECKOI NOPHHPHH
CHOANTCS K galtuTe GOJLHBIX OT COJTHEUHBIX ayuei, CnneH-
JKTOMHS NMoKazaHa MpH ABJCHHAX THTUePCHNAeHn3Ma, Koria
lIMeeTes MOBHILICHHOE paspylierie KaeTok Kposu. Cnae-
HIKTOMHA 4YacTO YMeHbUIdeT KOHLEHTpAauuio ypomopdu-
pHHA H KOHNPONODPOMUPHHA B SPHTPOIHTAX, MAa3me, Moue
i xane, [MophUpHBsl MIa3MB [IPEXIE A0 CIIEH3KTOMMH,
BepOATHO, 00PA30BBIBAJIICH H3 PA3PYUICHHBIX 3PHTPOILU-
T0B, copepmamux 3TH Bemectsa. [locne cnaeHIKTOMHH
llJOTD‘]yBCTBHTeﬂbHOCTb KOKH MOMKET YMEUBIHHTLCH HJH
ocrarbes npe:Hed. [Tpu neuenouusx nOpQUPHAX MOJNE3HD
HasHauenue MeTHOHHHA, BHramuuos C u rpynnu B, Bap-
(HTYpaTh B CyAbQanuIaMuaibl 3anpeianTcs,

[Tpupopum HabuwojeHne 604bHON ¢ BPOKIEHHON 9PHT-
pomosTHueckoil mopupHel, KoTopas Haxoauaach Ha Je-
UeHHH B Koxguol kiannuke JITTMH.

Boavsas M. A, 8 mec, noctynuaa  gawnugy 14/VII [970 r. no
NoBOAY mopo3pends na hotoxepmaros. Aanolm marepu pa nopa-
JKeiHe KoM y JCBOYKH, 4ACTHE PBOTH, BAJAOCTH, anopexci. Bec
npu poxxaennu 3450 2, nmuna Tena 51 cm. Poautenn agopoew, Gepe-
MENHDCTh H POIBL MPOTEKANR HOpMmanmbho, [lesouka 1o 4 wee. passy-
panack Xopoillo, Hu4em He Gosena. B mapra 1970 r. s nepron noBbi-
WEHHON HHCOAALHN Y DOALHON NOABHAOCH PO30BOE MATHO HA MPABOi
ulexe, Ha (IOHE KOTOPOrQ NpPOCBEMHBAJAH MEJKHE KPOBEHOCHHIE CO-
cyanl, Bekope b IToll 06GaacTH BOIUHKJAH TeMOpPPACHYECKHE ROPKH,
nocae yaasenns KoTopmx ofpaxanacs pyOULOBOHIMEHEHHAS NOBEpPX-
HOCTB, JaTeM aHAMOTHYHBIE H3MEHeNHA NOABWANCL 14 JCRQH UleKe.
M3aMenennn pa ROMe YUACTKOBHHI Bpad OGBACHAT NposBACHHEM Ka-
TAPAbI0-3KCCYAATHBHOTO [HATE3d M HAIHAMNT [ JeueHHs Kype
YO, Tlocne mecroro ceanca CTanf MOABAATHECS HOBEE IJEMENTH
HA Npeimaeubsx, KOJEHHLIX CYCTABAX M HA THUIBAOA MOBEPXHOCTH
wicTeli, C 31oro BPeMeiid CaMOYyBCYBUE pedenka yxymmnaocs, He-
BOUKA €Taja KanpH3Hol, pasapamuTe]chofl, NOABHJIHCE PBOTH, Ha-
pacTaja THNOTOHHA, AHOPeKcHH, NMADXO Npubapiasna B Bece,

[Tpu ocmorpe B KARNHEE cocTostnue cpeanell Tsikeerd. Orera-
AocTe B dnsngeckom passutnn. Bec 6300 o Mesouke 8 mec., Ho oila
NA0X0 (I0A2AET, HE CHANT, HE NEPEROPAUHBAETCS CO CHHHDBI H4 HHEBOT,
MI10Xo AepxuT rodopy. Buipamenunaa runotomms. Oprapel rpyiHoi
KAETKN B Npefensax nopmsl JKusor murgnfl, teatonesnennuil. [le-
YeRR H CeJeseiKa YBRJANYEHB, HIKHEH Kpalt nx Ha 2 cM nime pe-
Geprolt nyrn Kodkuple nopakenns B OCHOBHOM cuMmerTpuunute, Ha




ekax ocTatouine Angenus B spge pybuos. TManuisl pyk yrommensl,
B ocobennoetr 11 u IV. 3pech, umeiores KPOBOHIMHANHS W MACCHH
HBIE HACIOEHHS TeMOPPAriueckdy KOpok, no yAaleiHio KOTopuix 0f:
HamKasacs pyononoHaMennas mosepxpocth, Hortepwe npiactanky nes
dopMapoRanL, «1yHoukay e Bhpaxena. Ha mpeannessax u n o6nas
CTH KOMGHHHX CycTaBoB — metexun. Mecaegioeanme  Kposm:  Sp.
4700 000, Hb 77 en., userosodt nokasatens 0,82, a. 10 200, n. 1, c. 35,
auvd. 56, mow. 8, POD 9 mu B 1 « TpomGounros 211500 B 1 ma,
Bpems crepruipanug kpopn no Mac-Marpo 10 aus. Ocmornuccxan
cTofikocrs spuTpounTos — 0,62—0,28, Ofuifi GenoK ClBOPOTKH KPO-
Bi— 7,1 2%. AnuGymunos — 55%, raobyanus: o — 3.9, oe— 11,5,
p—103, y—19.3. Xonecrepun 101 xe%, GuanpyGun no Ban-nes-
Bepry 0,8 wme%, peaxunn wenpsmas, Caxap CHIBOPOTKH KpOBH
126 me%, xaauit cusoporkn — 19,5 wmel. Komponopdupun s moue
ve obnapymet, Tlporonopdpuua p KPoBE He BLIABJIEHO,

PeayanTaTel aHaAA30B MOUH HOPMAJSbHBL JHAOTEIHAALHBE PO~
OB OTpHILATEALHEL

Jlepouka meMxuueckH we orcTaeT o7 chepernukon, [latoaoraues
ckue pediekcH OTCYTCTBYIT. Bpionmsie peduiekchl mOmMKensL.

Paunee moABaenne 3af0JeBaniin, KaWHMYECKas KapTiuma, YXyis
HIEHHEe KOMHBIX SBJASHHA OPH OGAVYEHHN CONHEUHEIME JYUaMH, 13-
MeHeHHe HOTTeBHX TJIACTHHOK (HEeT «JIVHOK®), OTCYTCTRBHe KOmpomnop-
(hupHHA B MOYE, BCE ITO TOBOPHT B MOJB3Y BPOMKICHHON SPHTPONO-
STHUCCKOH nopupui.

TTpoGa Puwmnurrona y JAenouki otpuuarenbia.  Onpemencnne
npotonopdupiia ¥ konponopupiia B SPHTPOUHTAX N0 TEXHHYLCKHM
IPHYHEAM [POH3DeLeHo ue OblIo,

Jleuenue TPHAMCHHANONOM, [IOAHBHTAMHHAMY, PYTHHOM, Hepa-
fioaom, kypeon ATO, purTamuaom D, KagbiHerM HECKOJILKO YayHInNIo
cocTofiue Goanuodfl. YaAydumaca annernT, npekpaTHiNch PBOTH, CTé-
na akteeuee. Onnako 5/1X 1970 r. nocae xpaTkoRpeMenHoro nped-
BANHT HA COARNE BHOBL ObLIO oTMeueHo oboctpenwe. Ha auue no-
SBUTHCE CBEMKHE NY3BIPLKOBEE ITEMEHTH H YeHanIack THOEPeMUs B
ouATax TOPAMEHHA.

Taagsa VI

PEJIKME 3ABOJEBAHII
MOYEKR

O/IHOCTOPOHHAA I'IITOIVIAZHA NOYER
C APTEPHAJILHON THIEPTOHMEI

(cmnppom TomnpénaTa)

3afogesanue nouyek y Jereil asageTca nauboee ya-
croit mpuunHOil runeprodun, IMopaxenue nouek, Benymieg
K THMEPTOHHH, MOMKET JIOKA/H30BATLCSA B caMoli movuke, B
NOYEMHON APTEPHH WM B MOUEBLIBOASIIMX NyTsAX. Bomb«



el yacTelo NMOpazKeHHe [oueK OblBaeT ABYCTOPOHHHM,
110 H3peaKa THIEPTOHHS MOXKeT GhITh 00YCJIOBJAEHA OJIHO-
CTOPOHHEM NOpaykeHHeM nmouku. B sTux ciayuasx neo6xo-
/11Ma TOYHAsT AHArHOCTHKA, TaK Kak HedpIKTOMHA MOMKeT
(jBECTH K MOJHOMY BBISAOPOBJIEHHIO GOABHOTO. _
Hacrora 0AHOCTOPOHHEH MOYEUHOH THIOMAA3HH 110 CeK-
mionnsM aanasiM pasHa 1:500. deBoukn nopakatorcd
yalle MajpyuKoB. lak, no panaeiM Ekstrom, uwa 179
OoNbHbIX — eHuul 6s10 141, Ecau vy Gonbnoro pebenxa
IIMeeTCA aprepHalbHafd THIEPTOHHA HAR OHYPHA, pexe
reMaTypusi, oH godKed ObITh HOAPOGHO OOCHENOBAH KiH-
IHUECKH H YPOJOTHUECKH C LI€]bI0 BhIABJEHHS, HET JH Y
Hero opHocToponeil runoliiasui nouky. Muorna Gonbrble
HANYIOTCH Ha Gosn B NOACHHILE, OJHAKO 4Ydalllg BCero oja-«
HOCTOPCHHSSA TUIAONAA3NA [OYKH HPOTEKAET OECcHMI-
trompo. I'mmomsasud nouek MOMKeT KOMOHHHPOBATBHCS C
JIPYTHMH aHOMAJIHSIMH MOYENoJ0BOro Tpakra,
Kaunugecku aprepuasibHaf PHOEPTOHHS Y AeTell Mo-
JKET TIPOABJIATLCA TFOJOBHBIMH OOJSIMH, BO3HHKAIOMHMU
ne yTpaMm H NOCTeNEHHO YTHXAIMMMH, YETaJocThblo, Do-.
JMH B JKHBOTE, PACCTPOMCTBAMM 3peHHs, mephdepuue-
CKHM TapajudyoM JHIeBoro Heppa H sxunedasnonarueir ¢
"JI'IHJIEITTH(IJOPMHBIMII HPHHBRKBMH. Buecre ¢ TeM HHOTHA
Jla)<e BEIPAJKEHHAs! apTepHasbHaf rUNepTOHHA Y aeTell o
NOIPOCTKOB MOXET npoTexarts Oeccumnromuo, Hapsny
C M3MEpPEHHMEM KPOBSIHOTO [ABJeHHS TaKUM OoJIbHBEIM
HYHHO HCCJAEAOBATL MOUY, ONpenenaTh OCTATOUHLIR a30T,
KOHIIEHTPAIHOHHAYIO CNOCOGHOCTb NOYEK W KANPEHC Mo 3H~
JoregHoMy Kpeatnnuny. OGHYHO TaKHM 00pa3oM ynaercs
NoJyuHTh NpeacTapienye o (pyHKIHOHAILHON CiocoBHoCTH
novek, PentreHonoruueckoe uccienoBanne noyeKk coCToMT
13 oD30pHOre CHUMKA MKHBOTA W BHYTPHBEHNHOH yporpa-
tuu, [danee, B HEOOXOAHMBIX Caydadx, MPOBOAHTCA H30-
TOnmHAN PeHOTpa(us U CKeHHNpOBaHie mouek, Iunonnasus
MOYKH MOKEeT ObITh TeHepasH30BAHHON HIH YaCTHYHOMH,
Korjia CMOpDIIMBAHHE 3aHHMAET Kakylo-HHOYAL wacTb
nouxn, Muorna mMomuo, KpoMe TOro, OTMETHTh AMCTOMHIO.
Ecan oTcyTCTBYeT raaBHa#d uamieuka, GOKOBBIE YalleuKi
HagMHaloTed HemocPeACTBeHHO 0T JoXanku, Boisenenue
KOHTPACTHOTO Benlectea GwuiBaer aamepnennmm. Wuorna
Ha FHNOON1A3HI0 NOYKH YKA3bIBAGT OUelb TOHKHI MOYETOY-
HHK Ha Tnopaenuoil cropone. B cpeanem Hopmasbnan
BeJAHYIHA BBICOTEl TEHH NMOYKH pasnd no gopmyne Hod-
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son: h = 0,057 X una pauny tena B cM - 2,646. [lono-
3pEHHE HA TUMOMIA3UI0 NOYKH BOIHUKAET TOCAE, KOraa
PA3HHILA MEX/Y ITOH BeJHUHHON U BBICOTON TeHH LAHHOH
nouku Goabuie ueMm 1,5 cm. B Hopme mpaBas nouka HG-
CKOJILKO MeHblre, uem Jepas, Msoronuas penorpadus n
CKEHHHPOBAHHE AAIOT BO3MOMKHOCTD ONPeAe/NHTh MOJ0He-
HHE M BENHUHHY KaxnoH NMOYKH ¥ ee (yHKuHOHaAbHOE |
cocTosinne. Royer ¢ coTp. pEKOMeHAYeT B HeOOXOAMMEIX
chyuyasix IPOBOANTL TaKie aHrHOTPathio NOUKM ¢ UeAbIO
HCKMOYeH s TpoMmO03a HAH CYXeHHs NOveyHONl apTepHi.
[Tpu runoniasny NOUKH HOYeyHas apTepud oObIYHO pad-
HoMepHO cyxKena. [1py ofHOCTOpOHHEH PHAONNA3KNE NOYEK
QyHKupoHaAbHEIE NPOGH (HanpuMep, KAHPEHC N0 IHAO-
PeHHOMY KPeaTHHUHY W AD.) CACAYeT AeNaTh PasielbHo,
TAK KaK OHHM MOTYT Bbilafath HOPMAJLHEIMH, HOTOMY
4rQ 2[0pORAf NOUKA rHneprpodupoBada U B QYHKIHO-
HaabHOM OTHOWeHHK Gonee aktusHa, Oanocropounue ru-
NOMJA3HH TIOYeK MOTYT ObiTh 00yciaoBIensl: 1) nepBuYHbIM
runoreHe3oM, 2) nuenoHePPUTOM € NOCHACAVIOIHM CMQp-
. U[MBAHMEM MOYKM, 3) BTOPHUHBIM BOCHAJEHHEM [HIIOreHe-
THYECKHX MOYEK, BECbMA CKIAOHHBIX K HHTEPCTHLUHAILHEIM
pocnanenHaM u 4) npeamecTsoBapuinM TpoMOC3oM No-
yeyHhX BEH, KOTODPbIH B KOHEYHON CTAIHH BEe1eT K CMOp-
UIMBAHHIO MOYKH,

Zollinger cunraer nandonaee uwacto NpHYMHONA ORHO-
CTOPOHBEH THIONAA3ZHN I[0YeK C THOEPTOHHEH — nHeno-
He(PHUT, DO3HMKIINH B TPYAHOM BO3pacTe, a HHOTLA N
puyTpuyTpobHo. luddysubifi raomepyaonedpur ue Mmo-
JKeT ABMTLCH NPHUBHONR THIONAA3WY ORHOH MOYKH, npH
sroM 3alo/eBaHuu apodece nopamaer obe nouku, [las
OGBACHEHUS THIEPTORUN TPH OAHOCTOPOHHEH THMONAAZUK
nogex Bock npepnaraer cneayouine mpeanonokenus:

1. AprepuanbHas THOEPTOHHA OOYCAOBJAEHA BHYTPH-
CEKPETOPHLIM — MEXAHHIMOM — PEHHH — AHTHOTEU3HH —
A0bJI0CTEPOH.

2. Orcyrereue noueunoro (Gakropa, NOHHKAIOMEDO
KpoBsiHOe JaB/eHne, BeJeT K THIePTOHHH, IPHYeM 3T0 MO-
JKET 34BHCEThb OT TIIOXOro o0pasoBaHusi JernpeccOpHOro
(pagTOpa HMAM OT HHAKTHBHPOBAHHA SKCTPAPEHANBHOTO
IIPeCCOpPHOTO MEXaHu3Ma,

ITo muenuio Wisser ¢ coabr., ofe 3TH XKOHLENUHH
HMEIOT KJIMHHUECKHME W 3KCAEPHMEHTANbHbLIE J0Ka3aTeib-
CrBa; OANAKO B CAYYAAX BHIPAMEHHOTO CMOPILIMBAHUA NHO-
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YeK BTOPOE Npeanosoxenue (OTCYTCTBHE HAempeccopHoll
(pYHKIHK foYeK) Kawercs Go/lee BEPOATHLIM, UeM HEpBOe
(nopellenye IHAOKPUHHOH aKTHBHOCTH).

Meine ¢ noMomelo CTaTHCTHYECKHX  HCCAeLoBaHuil
(10000 cexumonnbix mabmiofenuil) nokas’as, yro Mexay
rUneproHuell U OLHOCTOPOHHEeH CMOPIEHHOR OOouKoll cy-
LIECTBYET ONpeJe/]eHan NpuYHHHAas 3aBHCHMOCTD,

Jeverye. Bricokoe aprepuajgbpnoe HapjieHke mpu Of-

HOCTOPOHHEM 3a00/IeBAHHH [OYeK MQOKHO Jdedutsh nedp-
SKTOMHeH HJIH IWIACTHYECKOH onepaliell KPOBEHOCHBIX
cocynos. Ecan nopaxenus JoKanusyorcs B NOAOCE NOY-
KH, MO¥HO OrpanyuuThen yactuuyoll nedipakromueit, Mpu
nepBHYHON rUNONIacTHYECKOMN TToYKe, eciy ona (GyHKILHo-
HAJABHO JOCTATOUHO AKTHBHA, HE(PIKTOMIA He NOKasana.
Hocrarounas akTHBHOCTD MOUKE ONPENCAAETCH TEM, 4TO
oHa obsnagaer 20—25% oynkuuy obeux nodex. B 9THX
CAYHanX MOMKHO OIPAHHYATHECH ANTHHHDEKUHOHHLIM Je-
YeHHEM M MEIHKaMEHTAMMU, CHHIKAIOUUMY LaBJIeHHEe B To-
qeHHe JAJHTeJbHOr0 BpeMend. Ecam st cpeactsa oka-
3bIBAIOTCA HE3(D(MEKTHBHEIMA W XPOHHYECKOE BOCHAJeHHE
MOUYEBLIBOASILMX TMyTell NPOrpeccupyer HiH KpoBsHOe
laBlenne AEPHMTCS HA OUeHb BHICOKHX WH(pax, noka-
34HO yJlan€HHe THNONJIacTHUecKon noukw, Ilpn Beicokom
KPOBAHOM HABJICHHH, KOTOPOe AepKHTCA Gofee ABYX Jer,
COCYAMCTBIE MAMEHEHHS HACTYNAIOT M HA 310POBOH CTO-
pore. Tosromy nokasauus AJs HEQPIKTOMHH CACLYeT
cTapuTh BO3MOIKHO paubine (Rockstroh, Kalicinski),

Hauayyume pesyabratbl nocie HePIKTOMUH MOJY-
Y3IOTCH Y MOJOABX BOJBHEX € KOPOTKMM CPOKOM Cymie-
CTBOBAHHS THOEPTOHHH ¥ HH3KAM YPOBHEM OCTATOYHOI'O
azora. TlpoTuBonokasaueM JJIsi ONEPAIHH  ABJSIOTCA
ypoBeHb OcTaTousoro asora sbiwie 50 me¥ u nuskui
KMIPEHC N0 IHAOTEHHOMY KpeaTHHHHY (HH#e 50 ma B Mmu-
uyry Ha 1,73 x?). Ecan umelores jnannble 3a nopakenne
KaHaiblleB, Onmepauust He noxasana, [o onepauyun peko-
MEeHIYIOT MPOBECTH KYPC JEYEHHST mpefaparaMH AHCHTA-
Jauca, ¥ Aerell NporHos Jyulle, uemM y B3POCARX; 3(hext
OT ONepalHH PACUEHUBACTCH NOMOKUTENBHO, €CAH MOCHe
onepalud KPOBAHOE JaBJEHHE JJHTeNBHO HE MNOAHH-
maetcs spime 140/90 mm pr. cr. Yenex oT onepaiin mMo-
Ker ObIThH VIyulleH HasHaueHHeM HMMYHOAENPECCHBHLIX
CPELCTB.



Ecay aprepua/ibHas THIEPTOHHA HE CHHAMKAETCH [OCAe
onepaudy, TO DpUYMHAM¥ MOTYT OHITL CAeAylOHEe Mo-
MEHTHI: 1) uMesicsl ABYCTOPOHHHI npolecc ¢ 0OZHOCTOPOH-
HHM npecfafnanyeM (B TAKHX cayuasX olepauus e rno-
Kda3aH4); 2) NOBbLILIEHHOE KPOBAHOE 1aBJeHHE NOANEPIKH-
BaeTcA OcTapllefica noukol, B KOTOPOH HMEWOTCS cocy-
JHCTLIE u3MeHeHuA; 3) nMeeTcn nelporensas (puxcanus
apTepHanbHON MMNePTOHHN, BbI3BAHHAA BHAYaJe OJIHOCTO-
ponHHM 3afodeBaHHeM NOUYKH.

I'unonaaszus noYkHm ¢ THOEPTOHNeEH MOMKeT OhTh O0YyC-
JOBJAEHA BPOMICHHLIM YPOACTBOM, HOCASHACTBHEM MHED-
Hegpura H TpomMOGo30M JNloueunbix BeH. [1pu HadaHuul ocr-
polt HH(eRIUY MOYCBHIX NyTell Tpefyeres AAUTEABHOE Jes
yeHHe aHTHOHOTHKAMH H MeAMKaMeHTAMH HHTPOQYpaHO-
BOTO PANA, C LEeAbI0 NPOPUNAKTHKY CMOPUIKBAHAS MNOUKH.
Taxum geram caenyer usberath oXJaxnenus, meperpepa-
BAHNA, COOPTHBHOH HATPY3KH H T. A,

Jlasi wanocTpanuu NpHBOAHM coBeTBenHOE Habualo-

LeHune,

Boasyaa A. A, 7 feT, nocTynHia B TOCOHTAIBLHYIO KJIHHARY
28/1X 1969 r. ¢ manoGamn Ha roA0BHYKD 600b H CTA00CTH.

Qtett cTpanaeT aTKOTOAHIMOM, MaTe 3zopoma. B pamuem pet-
cTBe passfBanack nopmamsuo. [lepenecaa rpunn, awruny. [oenen-
pHE ABA roaa 0BCnOKOAT FOJOBHEE Goan H Goan B remore, 1/XI
1969 r. nosemancky cuapHble roJdosabie 60.H, pBOTA, A 3aTeMm OpH-
eryn eynopor. Ha caepyiomuit gens 2/X1 cynoporn nostopuanch, H
neBodKka Obla TOCONTAJTHANPOBAHA B MeCTHy© Ooasuuny r. Apxan-
renhekd, vAe waxoanaacs na aeuwenuy ¢ | ome 27/XT 1969 o 3gecs
00 OOHapykeno Oouenbh BLICOKO® apTepHAbNOe  Japieuie —
230/180 mu pr. er., GoAn B WPABON NOALBHHE JHBOTA H HATOAGTHA
npn wecaegonannu Mot Getor 0,65%,, cpemne sputponnT fo 6 B
Hnoje 3pelds M BBEULLEIOYEHHpe IPHTPOUNTE CAHHAYHLE B NoJe 3pe-
mus, JefikounTte 4—6 B poje dpenis M CHANBHOBBIE UHAHHAPLL BAH-
HpuEee B noge 3peudn. Ocratounsiil azot Oui noseiwen 10 50 ae%.
Ha ocnosapuy 37HX AsHHMX ¥ ACROYKY 3anOfA03pHAH ocTpuill mug-
(pysnuilt raomepynonedpur, Jleuenue THNOTEHARBHLIMN  CPEACTBAMN
CHH3NJIO apTepHasbnoe pantenve no 180/140 mm pr. er. Tlpu ocmor-
pe riastore JQHa onpeiendnocs HeGoawuioce pacumppenne Ben. Ha
YporpaMse ¢ KOHTPACTHHIM BewlecTsoM ObI0O BHSBICHO XODOEe
Janondenue npasofi aO¥awkn H njoxoe — jgesoli, [Mas pansuefimero
Aeuens Goasyas Gplia nanpasaeua B Jleungrpaickult nefuarphue-
CKMI mMeaBumniexkufi unerutyr, IIpH pocTYnaeHEM CoCTOsMRHe THYKE-
qaoe, TenotioMenne NPapHIbROE, YNHTAHHOCTE NOHMKeRa, Poer
119 em, sec 19600 o Komuume nokpoba Gaeaubie. Orexos ner. Jle-
Bas rpanHua OTHOCHTEIBHON TynocTH cepaua wa | ea KHApyMmH OT
CPeAMHAO-KUOTAMHON JHHNN, TOHBl OTHeTJHBE. AKIEHT BTOporo rona
ua aopre, ApTepHamLpos  SABASHEE HA  BEPXHUX  KOWCUHOCTHX
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220/170 ma pr. €7, ta WIDREKK Kobedroerss 2007170, B ottatuion
BHYTPEHHHE Opraubl 663 OTKIOHEHHI OT HOPMBL.

ApanHakl KpomH B npefenax mospactioil wopmu. POS 10w u
1 # B Geaxosnx (paknuax xpoRy npeofaataior raoGyani, Hik
GyniroB 45%. Xonecrepnua 164 #2%, ocraronumit azor — 17 sl
xaopias 341 me%, wamuit 189 ma%. B awammae moun or [4/XI1]
1969 r. ya. sec 1023, Geaka 13,2%, achxountos 10—15 n noje apes
ung, spurpountos go 100 B nose spenns, rHATHHOBBIX LNIAPON
1—2 B poae spenna, cansn muoro. Iloces monn or 31/XI1 crepun
dep, TipoBa Apanca — Kakoscroro: aefikountos 600000, sputpoin
Top | DOC000; 26/XI1 1969 r. nponspeisedo CHEHHUPOBANHE NONCK,
KOTOPOR 10KA3aN0, YTO §ynkiiist Jepofl NONKNH YAOBASTBOPHTCALINN,
a npapofi nourn oreytersyer. 61 1970 p, npopesena NpaseeroOpul-
uaa nedpIkTOMUA. YIameunas MOUKA OKAIANACH OUGHDL MAACHLKOH,
NAOTHONH, B BEPXHEM TOMIOCE €€ UMESTCR IKeATOBATHH, WAOTHL (ec
CTPYRTYPHuI, KauHoBumubid  widaprr. Mouetounuk npapoit nodKs
paBHOMEPHO CyMen. Bec yaansenwolf moukn 25 e, pasmeput 5,8 X
X 3,6 X2 em Cocyancras Cers noukd peikad, yuacToxk Hudapkti
anuuted cocynos, Ilocne onepanun KpossiHOE NABAEHHE CHHZHAOCH A0
126/85, oxmaxo mnocme 4/111 1970 r. oWo mopHddocs N0
145/100 ma pr. cr. CocrosHHe [HCBOUKH CTajgo YIOBAETBOPHTCML:
HEM, rojopusie Ooin B cnaoeth npowaa. B HCelelmoBAHHM Mo
or 14/111 1970 r, cnenm Geaxa, aeimonntet D—1 5 noae apenns,
sprTpounTon N unanuapos net, HpoBa BpmMHEAKOrO HOPMAJdLIAH,
Tipoba Petepra: xaybounonan OuavTpauns 142 aa p | M, Kanain-
uesan peabeopbuug 994, Hesouxa punvcana LOMOH Ang pHCHANCED-
norg HAGHOASIRY,

CHHAPOM JIUHLBAK—IE TOHU—TEBPE—DAUKONH

(mowewnsiii HaHNSM,
BHTAMEHOpesneTenTusil runodocharemnyecknii paxuar,
patoxo-anuno-ocdar-gnader)

B 1924 u 1926 r. Jiupbax onncan Tpex HAGHTHYHLIX
OOTLHBIX H OXapaKTepH3IOBAJ KJAMHHYECKYIO KapTHHY
CHHAPOMA KaHaabueBol ancipyHkunn novek, JTaasnefinine
yraybnenuste pa6orhl npunajnexkar ge Toni (1933),
Debré u Marie (1934) u Fanconi (1931—1936). Beero
B HACTOSUIEE BPEMA B MUPOBOIl JauTepartype omKCano
cppitiie 40 Taxux OGonbuetX. TIpy "s7oM CHEZApOMe oTMe-
yaeTcH BHpaMeHabill nanusMm, runogochareMuuecknii -
TAMHHOPESHCTEHTHBI PAXUT, aJb0yMUHYPHA, TIIOKO3YPHS
0 AMHHOAUHAVPHI,

Pazanyaior GopMbl THIHUHBIE H aTHNHYHLE, HPH KOTO-
PEIX T€ WAH HUHBIE CHMOTOMBLL OTCYTCTBVIOT. Tummuupie
hopmsl wadaonalores v aerelt u sapocautx, Oun, Kpome
NO3JIHET0 PaxuTa WAH OCreofiaT™y M HaHH3Ma, UPOsN-
JgioTess ocho-rmoKke-aMHHoannAEM  anabetoM. B ia-



crosilee BpeMs ycraHosjaeHo, 4to cuuapom de Toni—
Debré — Fanconi posaukaer npu HapyurenHoll QyHKmuH
MPOKCHMAJNBLHOTO OTAeNd KaHajbles noyek. Pasanunbie
MaTONOrHIeCKHE MPHUMHEL BEAYT K HApylleHHio peabcoph-
i cocdara, rIOKO3b H aMHHOKHCJIOT B KaHaJAbLAX M0+
yek. Pagnnuaor BpoxienHsie (oOpMbl cHHApOMA H NMpH-
obperennsie. K ppoxiaennsiM (OpMAM OTHOCSTCH BPOMK-
JICHHBIE aHOMAJHW KaHaJbleB [MOYeK H MOUeBLIBOASIIHX
nyTei, a TakxKe HapyueHus o6MeHa BEIIeCTB MPH [VIHKO-
reHosax, rajakrosemnn, onesnn BunbcoHa n mpcTHHO3ZE,
K npuobperennniM oTHOCHTCA KaHaablesas AHChYHKIHA
BCJAEJACTBHE THEJOHe()PHTAa H TOKCHUECKOTO Hedppura, Ha-
[pUMED, NPH OTPABACHUAX PTYTHIO, CBUHLUOM H JID.

Hanusm, ocreonarus u runopocdareMus sBJAAIOTCA
OGIIHMH CHMITOMAMH, XApPakTepHbIMH JJA BeeX (opm
cupapoma de Toni— Debré — Fanconi; kpome uux, Mo-
ryr Habmwaarses rannuadsie, pocdoamunube, (ocdo-
rmokoaMuinsie Gopmel. Hanuuie 17I0K03YPHH  MOMKeT
HOCHTL HHTEPMHTTHPYIOWIHH XapakTep, a aMHHOaUHAY-
pH#A HCHesaeT nofd BJAHAHHEM JEHEHHA paxuTa GOJbIIHMHU
Aosamu Butamuna D m murpartom. Imnodocdaremns 3a-
BHCHT OT Hapyuenus peabecopbunu docdara.

HaroaveoanaromudecKue u3MeHerus nouex XapaxTep-
HBl JJ151 HHTEPCTHUHAALHOro HedpHTa co CMOPUIHBAHHEM
MOYKH, HHOria e UGIIRII}"H(HBQBTCFT KHCTO3HAA, MHIONJAa-
supoBaHuas nouka. [lpegnonaraercs, 410 B OCHOBe CHH/-
poMa JIEKHT HELOCTATOUHOCTL (epMeHTHBIX CHCTEM, yya-
CTBYIOILHX B peabGcopOuun ¢ochaTtoB B NMPOKCHMAJILHOM
oTaedne KanaJblieB, HacaenacrBeHHOCTh [JIH ATHOIHUHBIX
GopM HOCHT peueccuBHuiit xapakrtep. Ina THTHYHBIX
(pD[JM HACAEACTBEHHOCTh HEBBIHCHENA.

Kaunuveckasn xapruna, I1pn ocMoTpe OTMeuaerca Ha-
HH3M, ABJCHHS pPaxHTHYeCKOH octeonatun. Ecau st #AB-
JeHHS NOSIBAAIOTCH pano, GoJbHON MJI0X0 CHIAHT U HE XO-
aut. On uenmBITHIBAeT KocTHO-cycTapHbie Goan. [pu Gomee
noajHeM MPOABJACHHH CHHAPOMA JETH XKaayloTcs Ha Gosu
B Horax npu xonsbe, Hepeiko oTMeuaerea acresus u -
crpodua. Muorza obGuapy:Kupaercda [CHXHYECKOe OTCTA-
sanue. Koxa n supumble cangucrsie Saennsl. 'anotonna
mbii,  Jedopmanua KOCTHOR CcHCTeMBl, XapakTepHad
aag no3amero paxura. FIHoraa oTMedaercss aHeMHYECKHT
wyM y BepXywku cepauna. OOBYHO HMEeTCsl CKAOHHOCTb
K sanopaM, Hepeako noauyphd, TsaKecTs cocTosHus M




BpeMs MosBAeHns cHuapoMa pasanyun, OHM MOTYT MOSB-
JSATLCS MO3AHO H OLITh YMEPEHHO BBIpAXKEHLI B TeuyeHue
JUIHTENLHOrO BPpEeMeHH, a4 HHOrJda OHM HHTEHCHBHBEL W DBpO-
TEKAWT ¢ GOJBLIIMMH KOCTHBIME H3MeHEeHHIMH.

[Tpu HCCAENOBAHMH MOYH, €CJH CHHAPOM BO3HUKAET
Ha 1oyse nuejonedpHTa, OTMedaercs anbOyMHHYpuUs,
JEHKOUHTYPHSL H SPHTPOUHMTYPHA, ¢a1ab0 WA YMEpEHio
Beipaxennsie. HMuorga ofniunbie HCCIeLOBaHHS MOUH Bbi-
najgtator 6es nartonorud. Ilpn nporpeccupoBanin mnurep-
CTHIIHAJBHOTO HEe()pUTA OCTATOYHBIH a30T B KPOBH BO3-
pacraeT M pa3BHBaeTCA XpOHHYeckas ypeMmus, B 310
BpeMd Onpejessiercs THIIOHZ0CTEHYPHA, MOJHYDHS, Kalib-
uuypua (nmonoxurenvuas npoba CynbkoBuua) u docda-
Typusi. B THNHUHBIX CIydasix HMEETCs TaKKe rHnepaMu-
HOALMIYPHA, TVIOKO3YPHA M IOYEUHO-KAHAJNBUEBBIl alu-
103, Kosbduuuenr xasanbuepoit peabeopbunn ocdopa
Pe3KO CHHMXKEeH, B KpOBM OTMEUaeTCs YMEPEeHHO Bbipazen-
nast anemus, runodocharemMus, HOpPMaAbLHEIH YPOBEHbL,
KaJblHA H HeCKOJALKO TMoBbiOIeHHas uienodnas (oceda-
taza. Ha peHrredorpamMax TpyGuaTbiX KOCTEeH MeTa-
(pH3bl pasayTsl © MX CTPYKTypa mojBepraach nepecrpoi-
Ke. Jnudusapuan AHHHA AeOpMHPOBAHA, pacllUpeHa,
gajlepiKa A4ep OKOCTEHEHHS.

Huorga nva QoHe KOCTHOH AECTPYKUHH BHIHBI [1CEB-
JOTIepesioMbl ¥ HCTHHHbIE TepenoMel, B sHXOHApAALHGIX
30HAX HMEIOTCA INONEPeqHLIE TMOJOChI, CBHIETE/IbCTBYIO-
IHe O PeuHJUBHPOBAHHN PAXHTA.

Teuenue b6osesnu OLIBAET TAKEALIM ¢ KOPOTKHM He-
GaaronpuATHLIM ucxofom. Mapenxa moxker npucoenn-
HATBCST LHPPO3 MedeHd. ¥ Apyrux GonbHBIX Npoiece mpe-
Kpautaercdl K pospacty 14—16 ser mocae meuenus, of-
HaKo BO Bpemsi OEPEMEHHOCTH H B NOXHJIOM BO3pacTe
cHoBa OTMeuaercsi o0oCTpenune mpouecca, CONPOBOKIAIO-
meecs nopaxenueM H jpedopmaiuell Kocreil, Goaamu B
KOHEUHOCTAX H YXyAmenuem oDUIIEro CoCTosHuA,

Hugpepenyuarvroiy dyuaznod NPOBOAHTCA €O CXOI-
HBIMH COCTOSHHAMH, KOTOpBIC MOTYT pa3BHTBCH [pH OT-
paBJleHudaX, raJlakTo3eMuH, IMIHKOreHo3e, [HCTHIIO3e I 9H-
naoxpunonatun  (aapaocreponusme). OTMETHM TOJbKO,
YTO NPU IHCTHHO3E MOMKHO OOGHADYIKHTH KDPHCTA/IBI IfH-
CTHHA B KOCTHOM MO3rY, B KPOBH W DOroBulle IMa3a (cpe-
1060513Hb), @ MPH aJbAOCTEPOHI3NME IKCKPEIHs anblocTe-
pOHA 3HAYMTENLHO CHHZKeHA (MpH TUI0a/b/LOCTEPOHH3ME)




AW OUeHbL BEICOKAs fPH  NCEBLOTHNOANSAOCTEPORNSME
(J1, O. Baganau, B, A. Tadoaun u 10, E. Beabruuies).

Jlewenue 0OLIYNO HANpaBIeHO Ha HMelOIHecd y 00/b-
HBIX PaxuT, ALHA03, aHEMUIO, NOYEYHBIE NOPAKEHHA M
THNOKAaJHeMHIO, ecyld oHa umeercs, JleuenHe GOJALLIMMH
jpozamMu sutTamMHpa D—or 0,5 o | e B cyTkn cnocol-
CTBYET YJVYILIEHHIO paxHTHYeckoro npouecea, Nocaenyio-
LiHe L03Ll BHTaMuHa D Ha3HaualoTcs B 3ABHCHMOCTH OT
TOJAYYEHHBIX pe3yabTaToB, ITpu HazsaveHun GOJbIIHX 103
BHTaMuHa D crheayer yuHTBIBATH, 4TO HaCTyHaomas npu
53TOM THNEPKaNbUHYPHs MOMKET MOBpPexnaTb MOYKH, MO-
STOMY HEOOXO0/HMO THIATENbHO CIEJUTh 38 YPOBHEM Kalb-
K51 B CHIBOPOTKE KpoBH i Moye, Jl1st GopbObl ¢ auun030M
peKoMeHayercs IIea0YHas JAHeTa ¢ HeKOTOPLIM Orpaiuye-
HUEM COJAW W DACTBOPHI HUTPATA:

Acidum eitricum 6,0
Natrium citricum 10,0
Aqua destillata ad 100,0

[Tposo/mKuTENbHOE JIeYeHHE LHTPATOM YMEHLLUIAET HJH
MOJHOCTLIO NHKBHAUPYET THOEPAMMHOALHAYPHIO H INIIO-
Kosypuio. Ilpi Hajauumd THIOKAAHEMHMH K BEHILIEyKasa-
Ho#t mukcrype caeayer pobGasurs 5,0 Kalium citricum.
Goaraomy nasnauaior 10—40 ma mukerypol B cyTku. [Tpn
MOpaXKeHuH CepALUNHO-COCYAHCTON CHCTEMB! MOJIE3Hbl NMpe-
naparbl aururanuca, Tlpn uwactuunbix (opMax JeyeHue
CBOJHUTCA K Tepanun BHTamMuHoM D.

TipuBoaum cobeTBEHHOE HADMIOLEHHE,

Boawuoit A. I, 5 ner, nocTynHA B TOCOMTAILHYIO KAHHHKY
28/X11 1968 r. no NOBOAY BOSAHETD paxuTa. Poantean aropostl, Ho
Tpu GpaTa oTHa B NETCTBe cTpAjlamH paxutoM. B pepeyio noaosuuy
fepeMeniocTH Y MartepH pasBuacH TOKCHKOS. Peferok poanacd 10
HOMWEHHBIM, ¥ Ma/JbYAKa OTMEUAJOCH M03AHEE NPOpeshlBatue 3yGoB —
¢ | roga | mec. Cuaut ¢ 5 Mec, CTOMT ¢ 7 méc., X0aHuT ¢ 10 mec
HckyeeTBennoe sexapmansauiie ¢ 7 aec. IMepeHec kops, ckapaaTnny,
BETPAHYIO OCNY H KPACHYXY.

Hacroamee safojesanne HA¥an0Ch €O BIOPOro roja mmami, I'o-
Jopa npuobpena Keampartnyio Qopmy, AehOpMHPOBAMNCE rpyilHAan
KJEeTKa, BepxXuue ¥ Humuue koweynocrn, Hecmorps Ha HHTeHCHBHYIO
TEpanyio BATAMANOM Dwu npebuiBapieM HA 10Te B TEYeHHE [§TH Me-
canes fedopManis KowewpocTell yemmiack. Jleguacs amSysratopuo
W B OPTOREAMYECKOM cTaumonape Ges spdexra. Tlps ocvorpe orTme-
ueHa OTCTANOCTH (uanueckoro passwtis. Pocr 100 oa, sec 17 xe
Oxpyxkuocts rpyas 61 exm. Typrop Tamefi nomuKeH, THmoTOHHMA
MBIIEYHOH CHCTEMEl. YBeanueHube nobpee W tememnsie Gyrper. Jle-
dopMalHs rpyAHON KAeTKN (BOPOHKOOGPASHOE Brasnupaume), papyc-
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HO®  UCKPUBMEHHE HHMMHUHX KOHeuaocTef. BuyrpennHe opraun Gea
puaunbix  Bavenenuit. Ilenxudeckoe paspyuTHE COOTBETCTBYRT BO3-
pacry.

Mop(oaoraueckoe HCcaegOBaNNe KPOBH H HCCAGAQORAHHE MOYH —
n npegefax mopmil. Kanwumit » cusopotke kposu 11 me%, docdop
248 me%, ranuit 22 wm2Y%, xnopuam 486 ma%, ocrarounwii asor
289 mefh, xonectepnn 155 m2%. O6mpit Genok CHREOPOTKH KpoBI
6,7 2%, aanbymunnt 47%, rAo6yIRHE — yRETHUEHH o # B-DpaKuiu.
Peaepenan wenouuocts 83 makala. Ilenounas dgoctaraza 32,2 en.
Ouenusan 371 GHOXMMHYECKNC NOKA3ATENN, CNEAYET OTMETHTH 3Ha-
unteasbHy runodocdaremio, Hecrenosanne eyroudore KoapuecTsa
moun  obnapymuniao runepdochartypuio — 750 me  (npn  mopMe
340 M2} u ymepenmylo kaaeunypmio 272 se. Peaxuun Cynbkopu-
da -+, Kpome T0T0, OTMEUEHO VCHACHHOE BLIBEISHHE MOHYOM HEKO-
TOPLIX aMHHOKHCAOT, Hanpumep rtHposuua 30 me (npu HOpme A0
5 me), muzuna 384 me (mpn wopMe o 20 me).

Pentregonoriueckoe ucerejopanie obHapykuao achopmatitio
BEPXUAX KOHEMIOCTER, B AMETANABLNHIX OTHenaX o0eMx kocTeli npena-
MAeULA HMBIOTEA CKAGPOTHUECKHE mnONocH H [efoAkIHE yuacTKR
paspelkKenrs B AHCTANLHEIX OTIEnay MAedeBKX KOCTell co CKaepo3om
BOKpyr Aux. Koctn nmpeimmeubs # KHCTH HECKOJALKO YKOPOUeHn! 0
pacmHpenst B Adamerpe. Ha wmuHX KOHEUHOCTAX OMpejeansTca Ba-
pycuas ZediopManus KoCTeH ToJeHH H AHCTaNAbHHIX OTIEJ0B GempeH-
dplx Koctell ¢ medopmannefi MeTasnudui0E B KOJCHHBX H rojeHo-
CTOMHBIX CYCTaBax H BHAHLI CKJICPOTHUECKHE MNOJOCKH.

Ha ochosandi KIHOHKO-PEHTIEHOMOCHYECKON KADTHHEL, OCTeond-
THY, XapakTepHoli LI NO3AHEro paxurta, runcdoctdaTeMHn H ranep-
tocarypin B aMEHOALMIYPHH, MOCTABJEH IHATHO3 CHHLPOMA Ka-
nansuesoll pucdyarany novex tiuna de Toni — Debré — Fanconi.,

Jleuenpe Butamunom D; 3a meean w 3 wegesau noayuua 3 Man.
400 rteic. BATAMHRA D ¥ IATPATHYIO MHKCTYPY, 4 TaKmke CHMOTOMA-
THUeCKOE Jevenne, BHmHcancs ¢ yayunIeues.

IOBEHHJIBbHBIN HED®POHODTH3
DAHROHM

3aboneBanue, No CBOEMY maToreHesy GJH3KOE K CHH-
APOMY KaHaJbIeRoil auehynxinun mouek. Kak mogassi-
paer Haspauue pedpouodrusa, nopamxenue nedpona Ho-
cur sjaecs Gojdee resepafHsobanuelii xapakrep. 3aboJe-
BAHHE PeIKOe; B MHPOBOH [IHTEpaType ONUCAHO OKOJO
40 cayuaes Gonesun (J1. O. Banaaau, B. A. TaGomun,
0. E. Beapruuien), [lTo muenunio MankOHH, CYUIHOCTh
3aboneBalus CBOMNTCS K NpeKAeBpeMeHioMy H3HalIpa-
niio He(pona. [lponece HauwHaeTea ¢ HCTAJBHBIX OTHE-
J0B KAWASbIER W Aajiee saxsaTusaer pech Hedpou. Ila-
TOJIOTOAHATOMHYECKHE HAMEHEHHs XapaKTepHbl [J1f Xpo-
HI4eCKOTa HHTepCTHIRAaAbLROro Hedpura. Hekoropeie as-
TOPEI YKa3blBAIOT Ha NEPBHYHOE NopaxeHHe neru Ien-
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ne, rae obHapyxKuBaloTes KHeTodHble Hamenenus. Ortwme-
yaercsa ruajgHHHu3ainua 6asabHOl MeMOpaHbl, KPYIJIOK/Ie-
TOYHas HHOHILTPALHS B HHTEPCTALHAAbHOM ¢l10e. ATpo-
(us snHTeNIMS KaHaJdbLeB ¢ nocaeayromuM (puéposom.

HacaederaennocTs ayTOCOMHO-PeLlEeCCHBHAS.

Kaunuueckan kaprusna. Ha nepsuil mian BoiCTYNAET
OTCTAJIOCTh (PH3HYECKOr0 PA3BHTHA (MO4edHHIH HH(pAHTH-
au3M K nanuam), O6GLuno B Bo3pacte 4—5 JIeT, HHO-
Flia HEeCKOIbKO panbllie, 3aMeiRfercs WIH BOBCe npe-
Kpautaercss poct pereil. On Goabllell 4acTbl0 COOTBET-
cTByer 5—0-7eTHemy Boapacrty. Tenocnozenue ocraercd
nponopuHokanbibiM. JLoBonbHO wacTo aMeloTes ocTeona-
THH, HAallOMHHAIOLLNe NO3AHHA paXuT. ¥ HeKOTOPHX 60Jb-
HBIX OTMEUAETcsl cyXas cMOpLIeHHas M Kearopatast KO-
ska, SlpaeHusg Hedpura ObIBAIOT BBIPAMKEHBI B PASJIHYHOI
crenend. HYacTo on OcTaercs JaTEHTHLIM H BBISIBJSETCS
TOMLKO TIPH CHCTEMATHYECKOM HCCJACIOBAHHH MOYH.
B panpuefiieM paspHBAercs XpoHMUECKAas MoYeuHas He-
JOCTATOYHOCTS, MOJMHAHICHS, MNOJHYPHA, THIOH30CTEHY-
pust 1 asoremHs. DBOJIOLHA Npolecca MeLJeHHAad H MO-
JKeT OpoaoiKaThes A0 nydeprarnoro nepuoga. Ha ayro-
NCHH YALIE BCETO HAXOAAT AMasHIO MOYEK, FHCTOMOrHYe-
cku-pudrbysunit cxnepos, HOALUIE COCPEAOTOUEHHBIR  BO-
KPYT COCYLOB, KOTOPble NOPaKenhbl 3040- U NepHapTepHH-
TOM; HMEIOTCH TAKME paspbiBbl KaHaJbUER H METKHE KH-
eThl. YacTo MOKHO KOHCTATHPOBATL 3aJEPKKY TOJOBOFO
passutus. IIpouece naunnaercsa p 1—G6-1eTuemM Bospacre
U He COMpoBONAaeTca aprepHaabloil runeprouxefl. B pe-
3y/JbTaTe IJUTENLHOTO TEUEHHS MOMKET PasBHTbCH aHe-
MHS.

Jeuenue cumnromarnueckoe. Boasuine 103s BUTAMU-
Ha D MOryT yXyAIIHTH COCTOAHHE I[OUeYHON (QYHKUHH,

llpoenoa weGnaronpuatusiil, Jderu morubaior oGLIUHO
B NepHO/, M0JI0BOr0 PasBHTHS.

[Ipusoanm coBeTBenHoe Habuonenue.

Boaenas H. B, 11,5 met nocTynuaa B KAHHHYECKYIO GOABHEILY
no nosoay runofmsapnoro pawusma. Jlemouka ©T 3nopoBEMX pOnH-
tedel, poARiack B CPOK OT mepeoft GepeMenpocTH, AOHOUWICHNAS.
Bec npu pomgenny 2850 e, nauna rema 50 cm, I'pynnoe BekapMaupa-
uge go § wmec. I'onopy nep:xut ¢ 1 mec, xoaur ¢ 11 mec. [Tepsnie
aybm npopesanick B 9 Mec. B Bece orcrasana co IHA POMKIEHHS.

epenecna nHesyMoudlo B 4 wMec, racrposateput B 1 rog B mec,
TMocae nocaegdero 3a6o/ieBaHHA NOABHAOCL HCKPHUBJIEHHE KOHEUHO-
crefl, nepecrana XOXWTL W YXYLwWuaca anpevuy, B ssa rona sevps-
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HAf OCMA, B UeThIpE FONA — KOph, SMHAEMHUYCCKHA mapoTuT H KOK-
monr. Jepouka u3 xopommx GHTOBRIX YCTOBHA; yuures B 4 Kjacce
XOpOMo,

3alboneBanne Hauanoch nocreneswo. C ueTwpex JeT MaTh 3ame-
TH/14, YTO XEBOUYKA OTCTART B pOCTE OT CBOErD MJajmero Opata, Ko-
Topuifi Moiome ee Ha 2'p roga. IMocsemnne Tpu roja nprbaska
pocta we npespimaer 1—2 cm B roa. flpefinBsanne na jore He yayu- -
nano obmera coctosuda. AmnetHt pesxo cummen. Jhobuvoe B0
no — kaprofeas. [lpn HeejegoBannax  Mouw obuapymen Oemnok.
Beuay fpedopmaunn miokunx komeduoctell GhicTpas xoasba n Ger
HEBO3MOKHEL

AnTponomeTpuueckie manuble: poct 105 cm, sec 15600, oxpyx-
HOCTB TOJOBBE 51 cM, OXPYIKHOCTL TPYAH B8 (M, OKPYIKHOLTH MKHBOTA
51 eam Tlpn ocmorpe OTMedEHA OTCTANOCTL (JH3UUECKOrO pasBHTHS,
COQTBETCTRYIONEr0 NATHAETHEMY pefedky. Bropuunuie nonopsie mpu-
JHEKH OTCYTCTBYWOT. B JerKHX H cepaue OTKIOHEHH OT HOpMBL He
ofrapy#eno, Kusor nanpnatopuo Ges ocobemiocreil. Mecaenosanue
kposn B 1958 p, sp. 4200000, Hb 70%, a. 7300, 3. 2, m. 6, c. 38,
aumd. 47, mon, 7, PO2 4 mmfu. Awanus mouu: yu, pec 1002, Ge-
noK 0,66%0, nesikountor no 10 B moje 3pemns, IPHTPONKHTL! CRewKHe
0—2 B moae spenmst, snuTennit naockuil 1—2 8 none apeunns. nmo-
naoeTenypua — ya. sec. 1002—1005. Tlopmmieno KoauuecTpo moue-
BB B CHBOpoTke Kposn — 1852 me% ® nannkana 0,198 w29
(ropma 0,012 xe%). Vposens XJNOpHAOB B npeneaax HOPME —
485 me%h. O6muft Geaok cusopotkH xposn 9,14 2%. Kaabnui
8,6 2%, docdop 7.2 me%h. lankbe GHOXHMHUECKOTD HCCAEIOBAHUS
VKA3HBAT Ha nannune «THXofl ypemun» y Goavtofi, Kpoesmoe nas-
Jepne B npegenax Hopmbl. [Tossienne (pochopa B CHIBOPOTKE KPOBH
OODLACHACTCS HAJNNYHEM XPOHHUCCKOH ypemud Yy OojuwHofi, [nasnoe
A0 Oe3 matogormueckHy uaMmesenuii, Pentrenofornueckan KaprHHA
VKA3LIBAET Ha HaJIHYHe peUHAHBHpYyloutero nosaxero paxuta 111 B
UBETYIIeM NepHofe,

Ha ocnosanun peex AaunuX NOCTABACH AHATHOZ: I0BEHHILHOTO
uepporrodTisa Pankonu. Ilo HMEIOMIHMCS KATAMHECTHUCCKHM CBe-
nenuaAM nepouxa uepes ')y roma ywmepaa or ypemuu, Ha cexumu oG-
HAPYKEHB CMOpIIEHHEIE THOOMIACTHYECKHE MOUKH.

Taasa VIT

PEJIKHUE 3ABOJIEBAHUA
KOCTHOW CUCTEMBI

APAXHOTAKTHINA
(Gonesue Mapdana)

B 1896 rogy Marfan Bnepsuie onncan csoeoGpasnoe
zabonepanne, Ha3BaHHOE HM JIOJIHXGCTEHOMe.I[Heﬁ, nposB-
JISIOMeecs HeHopMaJbHOM IJHIOM KOCTEH KoneuHocrell M
HX HeMHbIM CTPOEHHEM B COYETAHHH C HEKOTODBIMH ApY-
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rHMH NOPOKAMH pa3BuTHS. Bhiau NpeinoKeHs u japyrue
CHHOHHMbI: aKpOMaKDHf, THNEPXOHAPONJasHs, apaxHo-
Aaktaans ¥ Gonesup Mapdana.

B uacrosiniee spemsi onHcaHo oxono 500 cayuaes 3a-
Gonepanna (JI. O. Banaaan ¢ coast.). B oreuecTsennoil
Jurepartype apaxnofaxtuaus onucwsanack [1, E. Tuxo-
muposei, M. C. Mockosoii, K. B. TpyrHesofi. Orae/b-
npie cayuan mabmoganu . I'. Poxaun, b. C. Bponcksi,
C. A. Peiinbepr, A. B. Kaunenbcon u ap.

Kaunuuecky apaxnofakTHANA NPOABIARTCH HeXHLIM
CTpOEHHEM YIJIHHEHHLIX KocTell Koneunocreii. OcoGenHo
oOpamalor Ha ce0s BHHMa@HHE JJIHHHLIE KHCTH H CTOIBL
OTH H3MEHEHHA OTMevYaloTcsl ¢ MOMEHTa pOXKAEHHS, HO
yapaKTepHbll BHCUHHA BHJ O0abHOH npHobGperaer K 3—
4 ropam. nuHa Tena HOBOPOMK/EHHOrO 3HAUHTEJLHO
npesuiaer obblunbie nokasatend. [auHHEE ToHKHE
flafblltl KHCTH M CTON uacTo OblBAIOT NPHUYIAHBO He-
KPHBJIEHE B B COUETAHHH C YKOPOUEHHBIMH CYXOMHINAMH
[aloT MOBOA TOBOPHTH O Kortucro# Jgane. KoHeunocTH
JUINHHBL H TOHKH 3a CYET YBEJHYEHHA Npeanaedynit m ro-
neuel, HajKodenHas uauieyka BLICOKO PAcCloIOKeHa.
2710 NPUBOAUT K Pe3KOMY HapyLIeHHIO OOLIYHEIX Nponop-
UM Tesa, BCJIECTBHE UEro TalHs OKaablBAeTrcs 3aMerHo
Buiwe HopMbl, Hepeldko y GOJbHBIX HaXOAAT BPOXKIEH-
HEH BuBHX Oefipa, NPUBHLIMNLI BHIBIX Njeyenol KOCTH,
Ha/KOJIEHHO! yYalleuKkH, pajHo-yJbHapHOro cycraBa, fe-
dopMauno MATOMHOH KOCTH, Pasju4Hble OCTeODHTH H
T. N. B OGoabluinHCTBE cayyaes rpysaHas KiaeTKa yskad,
IJIMHHAS, claBjeda ¢ OOKOB B BHIE <«Kypuyoilt» rpyan
HIH BOpOHKOOOpasHO BiaaBaeHa. Kak npasuiao, HMeercs
ckoJIHO3 HaH kupockonnos. Yepen y3kuit W AJAHHHBII
(nonuxonedanuyecknil), H3MEHEHHs JHUEBOro yepena
npigalor 60JLHOMY XapaKTepHLIH crapdeckuil BHL.

CBoeoGpasHbl 110PaKEHHA MBIIIEUHO-CBS30YHOTQ all-
napata. CycTaBbl YpespeMalHO MOABHIKHLI, CYXOMHJIHS
W CyCTABHLIE CYMKH MepepacTsaiyThl, YTo NPHBOIHT K pas-
AnuHBIM  JleopManiAM cycTaroB. MblUbL HCTOHUEHH,
rouyc Hx moumken. ITOAKOKHO-KHPOBOM c/0H OUYEHB
caabo BuIpaKen.

XapaxTepHbiME AA8 aPAXHOAAKTHAMU 5BAKIOTCH 1O-
POKH Da3BUTHS BHYTPEHHHX oprauos, Sinclair npu wusy-
uenun 40 cayvaes GonesHn OOHapy:HJ cepjeYHO-CcOCy-
aucrhie zabogesanus y 14 GonbHbix. Bpomzaenusle ano-
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MaJIH cepjlia BCTPeHalOTCA B BUJAe AedexkToB nepero-
POIOK, KOapKraluu aopThl, aHeBPHIMLI aopThl, He3apa-
wenna Goranaosa nporoka u 1. A. CUHIpOMY HHOTIa co-
MYTCTBYET BPOIKACHHAS THIOMIA3us Jerkux (oAHO- M
JABYX/0/I€BOE JIETKOE).

Oco6eHHO uacThbl TOPaXKEHHS I71a3, HX HAXOAHAT V I10<
JIOBHHBL BCEX OOMLHBLIX — ITO HHCTArM, KOCOIJIa3He, 3Ha-
uuTe/MbHAR OJM30PYKOCTh, KONoDOMa, KaTtapakra, FHApo-
dranbmusa. HaubBonmee ussectHo npu Ooaesnw Mapdana
nopaX<eHHe Xpycraduka B BHJAe NOABLIBHXa H BbIBHXa,
3aBHCHAILEE OT HEJOCTATOUHOCTH MOLEpPKHBAIONIErO art-
mapaTta, HelOpa3BHTHS UHHHOBHIX CBsI30K. Peiko Berpe-
yaerest nopaXKeHnue ceTyaTKy.

TaxecTs sabonepanust OOMbHBIX 3aBHCHT OT CTENEHH
H o6bema nopaxkennit. Camu no cebe H3IMEHEHHS CKenera
3AMETHO HE BIMSOT Ha JKH3HEIeATeNLHOCTh OGOABHBIX,
OHH MOPYT MOMKHTL A0 CTApoOCTH, BIoJHE paboTocnocob-
Hbl, XOPOINO yMcTBEHHO passuThl, IIpH coderaHHH Koct-
HBIX M3MEHEHHH ¢ [OPOKaMH DAa3BHTHA CEpAla, Kpym-
HBIX COCYAOB H JIerKHX MPOTHO3 ONpeAeNseTcd CTemeHbIo
9THX t0poKoB, Muoraa GoJabHEIX NPHBOAHT K HHBAINIHO-
CTH mporpeccupyiomas 6JH30PYKOCTb,

Jruosoeun sabojesanns HewssecrHa. [Ipeanonaraer-
csl BHYTPHYTPOOHOE MNOpajKeHHe SHAOKPHHHOH CHCTeMBI.
ITo muennio Brissaud, apaxmogaktHiua cBf3aHa ¢ JHc-
(yukuuel runoduza, KoTopas y B3POCALIX 00YCIOB/IH-
BAGT AKPOMErafuio, y HeTell — MTaHTH3M, a NPH BHY-
TPHYTPOGHOM MOpaMeHHH — apaxHOMAaKTH/IHIO.

[To muenunio Wiedemann, apaxHOLAKTHINA MOMKET
CJYIKUTL MPUMEPOM NOpPaXKeHHs cpeHero 3apojBIIesoro
aucrka. [To-sugumomy, uMeer Mecto GHOXHMHUYECKHE je-
(deKT B OCHOBHOM BelleCTBE COCJHHHTENbHOH, B 4aCTHO-
cTH snacruueckoft tkanu. [lpu apaxHomakTHiaHM OTMeE-
yaercs I‘DMOLLHCTPI!-IYPHH, [IOBLILIEHHOE BhLIAEJEHHE ¢ MO-
Yo THAPOKCHOPOJHHA M TVIHKO3aMHHOIVIHKAHOB,

Boaeaus Mapdana HOCHT HACAICTBEHAHbLE AYTOCOAM-
Hoitt domunanTHbtl xaperrep. Onucannl 3a00JeBaHUS B
oanoH ceMbe gena, MartepH, 6para u cectpel. To Xe ga-
6101411 H MBl B OHOM H3 ONHCHIBAEMBIX caydaes, Che-
JIyeT DOMYCTHTL BO3MOMKHOCTb H CIOPAJHYECKHX CAVYaEn
aabonepanus. Tax, Ganther, npocrenusuinit y Goassoro
apaxHOLAKTHIHEH HACAEJCTBEHHOCTh 10 YETBEPTOrO MO-
KoJenus, He HaweJ nonobuuix sabosesanuil
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ITepexoaum K onHcauwilo HaBMIOTABIIErocs HAMHE
60JaBLHOTO,

Bamsuoit Q. IT, 13,6 aer, nanpasxen 30/1 1964 r. wa KOHCY b=
Taimo B OBaacTuyio IETCKYi0 MOMAKIHHNKY 10 HOBOAY BHICOKOTO
pocra, jgedopMmauny rpyaHofft xaetkn
i NOHHXKEHHOTO nuTanus (pue, 8).

Manpunk w3 MuorogerHoll ceMbH,
OT IIECTHX PONOB H OT BOCLMON HOP-
MaABHO [pOTeKaBuiefi OGEpeMeHHOCTH.
Ponnteian g octaneible AeTH 310POBLI,
Poc u pasBuBaicA yIOBAETROPHTENLHO,
Marn  oTMewaer, yTo mnO CpaBHEHHIO
CO CTAPUIUMH AETBMH CbiH C POMIEHHA
0YeKb AMHHELIL ¥ XYAOH, Haval XOAHTh
TONLKO B BO3pacte asyx Jer, B no-
CIEAHHE TOAB OKpYRaloutue crajiy o0-
PAllATH BHHUMAHHE HA I{E‘t)GM‘HLU BEICO-
Kuil poct, xyacby M aguunee Kopey-
HOCTH MaJbuiKa. YMCTBeHHOE Pa3BHTHE
HOpManbHOE, YuMTtes B 7 Kracce, yene-
BAEMOCTL BHOJIE YADBJETBOPHTEILHAS,
B nocpepnee spemsa Goaeer penxo.

Ilpn  ofcresosanmit B KJAHHHKe:
TEAOCAOMEeH e HeNPABHALHOS, POCT Bbi-
CORMI, KOHEMHOCTH PesKko ViJaHUendl,
0CoBeHHO KMCTH W CTONBI, JIeBAf CTONA
LeOpMUPORAHA H YROPOUEHA MO CPaB-
HEHHIO ¢ npaBofl, ¢ o6Genx CTOPOH BLI-
COKHH cBOL cTomel. ['pynwas waeTka
cpapieiia ¢ DOKOB, TPYAHHA KHASBHAHO
BLnfyeHa. JIonaTkH OTCTAIOT, MO3BO-
HOMAHK HCKPUBJel BOPaBO, HMeeTCs
pebepunifi rub6yc B  BepXHErpyaHoM
oraene cnpasa. IMoakoxno-3KHPOBOI
ciolt peako wWCTOHWeN, Typrop TKaHel
apabant, Menmeunsiit Tonye nommxen,
MBEINOL  cnabo  paseuThl, HCTONMEHLI,
B nerkux — 6ea ocolennocteit. Mepky-
TOPHO TpaHHlLL Ceplllla He Onpenens-
Juck  BBHLY  1edOpMalHH  TPYAHOMI
KaeTki, Toisl cepaita HeCKONBKO NPHTAYIIEHL], Ha BepXylike cepAua
HexKIbH CHCTOMHUSCKNI IIYMOK MeHawmefics HHTEHCHBHOCTH,

AurponometpiueckHe Jan#aeie — poct cros 176 em, cmgs —
86 cs, Bec— 41700 2, oxpymxuocth rpyan — 735 ca. Jauna py-
ki — 76 cm, naeua — 30 cu, npeannedbs — 46 cm. flanpa norm —
97 ca, Genpa—42 cm, roiaeHH —BB esm. llupura nmeu — 34 cu.
Jymnaa cron —25 cx (38 pasmep oOysu). Ouesga antTponoMerpu-
YeCKHUX JAHHBIX TOBOPHT O pPE3KON AHOMANHH TENOCTOKENHA, THHA
KaXeKTHIECKOTO THTAHTHIME,

Inexrpodionoraparorpadinyeckoe  HeeaenosBaHne  ofmapymuao
HH3KOAMTIIITYIHDIA, CPEeNHell HacToThl, HeNOCTOAHHLIL CHCTONHYECKHI
mMyM Ha BepXyWIKe cepiua, Jeroyoll aprepuum u aopre. Pentreno-
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rpamMMa wepena Ges ocofoll matonorun. PesymsTaThl aHaJAH30B KPOBH
1 Moun uHopnaabube, Ca— 102 sxe%, P—4,7 2%, xonectepun —
200 2%, nporpomOunosufi muzexe — 70%. Caxap naTtomag HONH-
e — 76 #e%. Caxapuan kpupas natosnorsueckasn. Tlpn odransmo-
AOTHUECKOM OOCAEN0BANNH Y MalbyiKa OGHAPYMKEH NOABHIBHX Xpy-
CTAANKE W MHONHYECKHH acTUrMaTuay o6ouX rias.

ApaxHoTakTHIHE B ceMbe GOJLIOTO He OBHAPYMKEHo, -

Jlegenne — nonpouennan anera (3200—3500 kas), neuetnas pu-
JuYecKas KYARTYDA € BKIOUSHHEM 3JEMEHTOR KOPPEKUMH NoaBOHOY-
IKa, Npegnn30IonoTepanus, BuTamunorepanud. Iloa mauanmem Ta-
KOro JMEMEHH MalbUNK TpHGaBHA B Bece, W YAYIIIHIANCHE HEKOTOpPHIE
PyEKUHOHANLHEE NOKA3ATENH CEPUeUHO-COCYANCTON M ABXaTelhHOH
CHCTEM,

BPORTEHHAA MPAMOPHA{ BOJIE3HD

(Oomeans Annbepe — Ilendepra,

0CTEONET0R, FEHAPATNA0BAHHEIN OCTEONETPOS,
BPOAJIEHHRITT CHCTeMHRIT 0eTeonmeTpoa

AR 0CTENCKISPnz)

Bnepsuie 6oaesun onucana B 1904 r. penrrenosorom
AnbGepe — IllenGeprom. 3abonesanne pejaxoe. B mupo-
BOl JHTEpaType onucano seero okoao 300 GonbHBIX,

Cymaocrh 3ab0JeBalis 3aKJI0YAETCH B HApPYUIEHHM
OKOCTEHEHHS, DBbIPaMmKAaloulerocss B YReJWYEHHH KoJauue-
CTBA KOMIAKTHOTO KocTHOro Bemectsa. [lepsuunoe ry6-
YATOE BEILIECTBD KOCTH CTAHOBHTCH NJAOTHRIM, }'BE‘..TIH'-IH-
BaeTCA ero MuHepaaHsalnus H oDEIHAETCS CTPYKTYpa.
[MTogwiiieHHOE TIPOH3BOJCTBO KOCTH HAET B OCHOBHOM 34
CHET SHAOCTAJNBHOIO M OTYACTH 3SHXOHAPAILHOIO POCTA.
Konuuectso octecbaacToR HOPMaJdLHO WIH YBEIHYEHO, B
TO BpEMH KaK OCTeORJacThl, CHOCO&CTB}'[GU{HE paccacm-
BAHHIO KOCTH, pe3li0 CHHM{ENR B KOJHUeCTBe BIJOTE IO
MosiHoTo MX orcyrersuda. Kopkosoe Bemiectso y GOJbHBIX
B HECKOJBKO pa3 Tojale, ueM Yy 3A0pPOBONO  UEJTOBeKa.
YToanmenne KOPKOBOTO BELECTHA HAMPABAEHO B CTOPOHY
KOCTHOMOSTOBOTO [POCTPAHCTRA, KOTOPOE PE3KO CyKH-
Baercs. Beaencreue runepexiiepoTHIEcKOro npomecea mo-
HHKAETCs KPOBOCHAGKEHHE H MHHEPBAIHa KOCTHON TKa-
HH. [HCTOIOrHYeCKH BHIHO OeccHcTeMHoe, HelpaBH/IbLHOE
CTPOEHHE KOCTHOTO BELIECTBRA.

3abonepanne HaAcAedCTBEHHOS, HOCHT JOMHHAHTHBI
xapakrep. Y MOJOBHHBI GOJBHBIX BHISIBASETCS KPOBHOE
poncTBo poanrenel. Popmul 60ae3HH, pasBHBAIONLIHECH B
paHHeM JercTBe, MOrYT II€PelaBaThCd H PELEecCHBHO.
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Nmerores onucanns MpamopHoii 60/1€3HH Y IJI0[a, HOBO=
POKIEHHLIX M Y JeTell paHHero W crapliero BOspacTa.
Bonelor B paBHOi CTENCHH MAanbLYUKH H 1eBOYKH, B ua-
CTH ejyyaes DOyIe3sHb MOMET HacTynartb W CHOHTaHHO.
ITHOJIOrHS BPOMAECHHOH MpaMOpHOH Gone3HH HeuspecT-
na, B mnaroremese uMeer 3xadenue npeoGJajaline pa-
6OTHl OCTEO00JACTOB MPH PE3KOM CHHIKEHUM AKTHBHOCTH
ocTeoxaacToB. DoablIMHCTBO HCCIeAOBaTENef CUMTAIOT,
UTO HEMAJMOBAMHASA POJb MPHHAMLIEKHT BPOKIEHHON HE-
HOCTATOYHOCTH ME3CHXHMMBI, KOTOpaa cBA3biBaeT HabH-
TOYHO KaueCTBEHHO HAMEHEHHLIE MHHepabHble Belie-
cTBa xocrel. Boneanb moayuuia cpoe HaspaHue B CBH3H
¢ Grenno-cepoll okpacKoH KOCTH, HallOMHHaOIIEH omaHO-
poAHBIE Mpamop. Ha Mecrax 3HXOH/JpaJpHOTO pocTa
XpALL M36BITOUHO MPONUTHIBAETCS H3BECTHIO, H 30HA peji-
BAPHTE/ILHOrO OOBI3BECTBACHHA PACIIHpSETCS.
Kaunuueckas kapruna ouenb pasnooOpasHa. Mueior-
csl QOpMBL, TIPH KOTOPBLIX HaGMIOAA0TCA TOMLKO Noparke-
HEA cKejera. ItH (OPMBI YaCTO K/AHHMUECKH He [aloT
HHKAKHX CHMITOMOB H Pacno3HaloTcsl TOJILKO PEHTIEHO-
JIOTHUECKH [pH caydyaidiom obcaenosanun. B nporuso-
[ONOAKHOCTE ITOMY HMETcs (hopMbl GONE3HH € MHOLO-
YHCIEHHLIMH TaTOJOTHYCCKHMH CHMITOMaMH, KOTOpPhIE
NATOrEHETHUECKH TECHO CBSI3AHBl C HACAEICTBEHHLIMH
anoMajausiMi Koctuoft TkaHu, [1py BhIpamenusx dopmax
G0abHBIE O0LIYHO OTCTAIOT B POCTE, OHH — MNOHHMXKEHHOH
VIOHTAHHOCTH, OoTMedaercs OJeJHOCTh KOMKHLIX TOKPOBOB
B BEINMBIX CIH3HCTHIX oboaouek. Muorna naGmonaercs
ruapouedanns. BenencTsie mpoOrpecCHpyIoNIero THNEPO-
cTo3a H (UHOPO3HO-CKAEPOTHUECKHX H3MEHEHHH KOCTHO-
MO3TOBOrO Kanaja pasBHBaercsd TfHKenas aHeMus ¢ o0-
pasopaHueM MHEJOHJIHON MeTanjasuy B [eueHH, ceje-
3eHKe H JuMpaTHYECKHX Yy3nax. Pazmepst meuenu m ce-
JIE3EHKH 3HAUNTeJSbHO yBenuuupatorcs. Paspacraunue oc-
TEOHAHOH TKaHM B 06JACTH OTBEPCTHH uepena MoxKer
ClaBJHBATEL FJa3nble HEPBLI ¥ BBIBLIBATHL CACTIOTY, a4 TaK-
JK€ HUCTarM U Napajiud [ViasHelx MBI, [Tpu cnasnenni
Heppa B o6mactH ¢ajtonyesa KaHaga BO3HHKAOT mMa-
peant quuesoro nepsa. HabGmionaerca takike nopaxenue
BHyTpennero yxa. Mworna ynaercs nansnaTopHO onpene-
AuTh KoJAGo06GpaszHoe VTOMUIEHHE IHCTAJNBHBIX OKOHYA-
Hif Tpybuathix Kocreil. Xota KOCTb yronmieHa, Goaee
MJIOTHA H € TPYAOM MOMKeT ObITh pacnujieHa, oHa BCJae-
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CTBHH YMEHLIIEHNA 3JaCTHINOCTH CKIONHA K NepesoMam.
OGuiuno npu nepejoMax B fagabHeiimem oOpasyercd
KOCTHAfA MO30Jb H 3aKHBJIEHHE, HCKAIOUEHHE COCTABIANT
nepeiompl wefikn Gegpa, KOTOPLIe INIOX0 NOAXAIOTCT Je-
qennlo. BoskHbie MpaMOPHO# GOME3HLIO CKJIOHHLI K Ka-
pHecy 3yGOB H OCTEOMMEJIHTAM HIDKHeH 4YesIlocTH,

PentrenoBexkas xkapTHia Mpamopuoli 6oae3nd odenb
ceoeobpasna. Bousiue BCere nopaxKaercs OCHOBAHHE ye-
pella, Mo3BOHKH, pefpa, NPOKCHMaJbuble KOHULI GeapeH-
HBIX KocTel H jucradbible 6epronblx Kocreil, MeHnee n3-
MEHEHBl Mjeuepble Kocru u axanrn. dMuUabl HECKOIb-
Ko yromuens. Meradussl Gonee BCEro H3MEHEHBLI H
umeioT Oymnasosuanyio Gopmy. Koern — njotn H me-
npospautinl, KoCTHOMO3rOBOH KaHa/J BHJAEH pPesKo Cy-
meHHelM., Muorga na ¢one njaoTHOH MpaMoOpHOH KOCTH
HMElTe WHPOKHE MONePeYHbIe CBeTJAbIE MOJ0CH HOP-
maabHoro crpoenus koctu (C. A. PefinGepr). ITosoctn
U Oasyxum yepema moJHOCThIO 3apamendl. Typeuxoe cen-
N0 VILIOUIeHOS 3ajHsid ero creHkKa 6}0’]8[508]’1[[[&0 B3AyTA.
B Tenax no3BOHKOB TeMHBIE MOJOCH HAYT BAOJb M0MLA-
JLOK, 9T0 0COBEHHO XOPOIO BHAHO Ha GOKOBBIX CHHMKax
nospoHounuka, Hankoernuua oOBUHO HE H3MeHEHa,

Jaboparopueie uccaedoganus. YpobBenb KaJbLHA U
¢dochopa B KpoBH, KAK NPaBHJIO, B Npefeaax HOPMBL.
Hecmenopanue Kpopn o0HAPYIKABAET NPOTPECCHPYIOUIVIO
aHeMHIo, KOTopasi 4acTO CONPOBOXKIAeTCS MeHKOIPUTPO-
Gsiacrosom. HopmoGuacTsl # MHEJIOHAHbIE KAETKH TNOSB-
JSIIOTCS B nepHdeprueckoll KpoBu, ¥ HeKOTOPLIX Goib-
HEIX B KapTHHE KPOBH MOAB/IACTCS CXOLCTBO ¢ MHETOH/-
no#t Jgeikemuefi. TpomGouuronenus Moxer ObiTb BHIpa-
KEHHOU U BHI3HIBATL MACCHBHLIe KpomoTeuenus, Aunemus
BBI3bIBAGTCH OTPAHHUEHHON MPOAYKIHEH KOCTHOrO MO3ra
U MOKer ObITh OTHECEHA K THIONJACTHUECKHM aHeMUAM,
oaHaxko uMeercss pan coobmenuir (Gamsu c¢ coanr., Zet-
terstrém u ap.) o TOM, YTO reMolMTHUECKHE npouece
rakike umeer mecro. OrcyrersHe rantornod0HHa, YKOpo-
UEHHE MOMYKUIHH 3PHTPONHTOR H PETHKYJIOUHTOZ [M10J-
TBEPIKAAIOT YCHIACHHYIO ACCTPYKIHIO KPACHBIX KPOBSIHBIX
HIaPHKOB,

[Tpoussonumas y TaKHX OOJAbHBIX  CIJICHSKTOMHS
yMEHbINAET AHEMHIO, YBEJIHUHBAET IPOLOJAMKHTENLHOCTS
KH3HH SPHTPOUUTOB H HOPMAJN3YeT KOAHYECTBO TPOM-
BGOIHTOB B KPOBH,
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[Tpr anddepeHunansHoOn AMAPHOCTHKE NPHXOIUTCH
HMETh B BHAY MHEA0(HOPO3, NPH KOTOPOM HepernHbe Ko-
CTH OBLIBAIOT HOPMAaJLHLIMH WM HE3HAUHTEJLHO BOBAE-
UEHbl B MpPOLECC; B AETCKOM BO3pacTe CXONIHbIE SfBJICHHS
¢ MpamopHo#i Gosesnpi0 MOryT HaGaiogarbes IPH THIEP-
puramMuuose D u A. I8 npaBusibHOl JHATHOCTHKYE HMeeT
JHayeHHe aHamHe3s (Nepejlo3HpoOBKAa BUTAMHHA) M paH-
uuit Boapact Goabroro. dudpepennnanun tpedyer Tax-
Ke BPOKACHHBIT cupuiie, HpH KOTOPOM, KPOME KOCTHBIX
u3MeHeHnll, HMeloTcsl M APYrHe NpH3HAKH CHOHIHCA.

lIpoguraktura u redenue, bpaku Mexay pPoACTBEH-
HHKaMi ocobenHo He KeaareqasHbl. [Tpn mpamopHo# 60-
JIE3HH CNOPTHBHBIE UTPBI, THMHACTHKA Ha cHapfalax, eszia
Ha BEJOCHNEAE, e31la BepXomM H Ap. A0aAHb! ObiTh CTPOro
sanpemenbl. Cananun 3y60B ROJIKHO OBITH YIE/leHo oco-
Ooe BHHMANHE, TaK KaK GoJdpHble CKAOHHLI K OJOHTOrEH-
Hoit urthexkuuu. He caenyer GoabHbIM HazHavaTh JeKap-
CTBa, CHOCOOCTBYIOUIHE OTVIOXKEHHI0O H3BECTH B KOCTAX
(Buramun D, poibuil xup, Kaapuuit v gp.). [pn nanuuuu
y OOJIbHBIX TeMOJHTHUECKOH aHeMHH HJIH TpOMOOLHMTO-
MeHUH ¢ MACCHBHBLIMH KPOBOTEUEHHSIMU [OKazaHa CrHeH-
skromis. Cnennduueckas Tepanus MpamMopHoil Goae3nu
orcyrcrByer. OObYHO NPHUMEHAETCH CHMITOMATHUECKOE
jgegepgue, [lpnm Tsienwmx opmax adHeMHH [OKasaHbl
rTpadedysni KPOBH HJAN SPHTPOUMTAPHON MACCHI.

ITpornos sasueut or dopmu donaesun;, npu godbpoxa-
UECTBEHHOI — NPOrHo3 CPABHHTEALHO YAOBJCTBOPHTE/b-
HBLA, NPH 3J10KA4YECTBEHHLIX (opmax jaerH norubamoT oT
CEMCHCa, OCTeOMHEeNHTa HHMKHEH uenlocTH HJAH OT Mpo-
rpeccrpylomiei anemMu#. Ilpornos tem aydme, yem B 60-
JIee Mo3jAHeM Bo3pacre BOIHUKAeT 3a00/eBaHue.

Jna wamocTpauny NpHBoAHM colGeTBenHoe nabiione-
HHE,

Boawnoit B. K. 3 wmec, nocrymua n waumuky 21/I11 1967 r.
¢ IHaTHO30M OCTPOrC 3PHTPOMHEN03a, paxHTa | cTemeHH, THIOTPO-
duK § BpOKIEHHOIO CTPUAODAE.

PeGenok ot sropuix pogon. Hs-zsa npeanemanna 0DAaUEHTH —
Kecapepo cetdenne. Bec npu pompennn 3600 e, Poaurenw 310pOBLL
C 1'/y mec. cran Gneanviv, NIOX0 cocan rpyis. B 2 Mec. rocnutau-
auposan s nodexiuonnyio GOALHALY NU HOBOAY €rPHINA H FPHINO3-
Holl nuesMoHHH». B Gofbnune Gl BHIABIEHL H3MEHEHHT KPOBH, H
Goneann Gmaa pacmenena, Kak sputpomuencs. DBonwuoil Gwia nepe-
Be/leH B TOCMATAIBHYIO NexnaTpuueckyio kaunnky. Ilpm ocmorpe
sjech ofulee cocTosHHe THKenne, pefienok Ban, pesko netomen. Typ-
rop TRadeld nonmmed. TOHYC MBILI HHKHHX KOHEUHOCTEH MOBHILIEH,
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BueinocTh KOXHEIX NOKPOROB H CAN3ACTHIX oGoaouex. Boabwoi pod-
vigoK: 2,6 38 cm Co CTOpoHB JEIKHX ¥ CEpAud OTKJIQHEHHA oT
nopMst ge obuapymeno. Kupor smarkuli, Oeadomeanenuni. [Teuens
NAOTHAH, yBeaHueHs Ha 3,0 cM uEme peGepHON AyrH, CeseseHKd —
na 1 cm nnme pedep. Bec 4390 2, poer 56 cat. Mupexe ynaransocTH
Uyanukofi 7 (mopma — 25). Hecaenonanne kposu or 22/11 1967 r:
5p, 2 380000, Hb 44 en., neerosoll noxazatens 0,88 n, 17 700, 6. 3,5,
M. 2, MHKpoMHenoGaacTn 3, mapammenobaacta 2, 100 0,5, n. 3, e 15,
aumd. 56,5, mon. — 9, an. ki — 1, mamd.-per. 4.5, spurpotnactsl 6.5,
nopmobaactet 6,5. Anusountos, noauxpomasua, PO 3 am 8 | u
Perukyaonuros 52%e. Komuuecrso rtpomGountos 27 700 5 1 awd
Bpema coepreiBanna KpoBY HOpMaabio, [LanTenbHOCTL KpoBOTEYEHNHs
15 mun. O6iuit Genor cus. Kp. 6,0 2%, anebymunos 62,4%, raobyau-
nos: o —58, aa—94, p—130, y—94, RW — orpunartensuas.
Ca 92 xe%, P— 3.8 su2%. Crepnanbunii MyHKTAT TOAYUATE He yna-
adock, B Moue BpeMfi 0T BpeMeHH NOABAANOCH HefOMLIIOe KOJH-
vecrBo OGenka, no 10 JeHKOUHTOB H spurTpounTOoB, [aa3Hoe AuO
HOPMAALHO.

Ha cepun peurreHorpaMum KOCTHOro cKeleTa OGHAPYMKEHD: SHA-
YATEABHDE YIVIOTHEHHE KOCTeH OCHOBAHHA YEpEna, HOBLILCHHAA MJI0T-
HOCTh KOCTEH Tasa, HHMEHX KOHedHocTed, wnwoudl o pefep. Habwi-
TOUHOE PA3PACTAHHE OCTEOHIHON TKAHH B OGJNACTH DOCTKOBHIX 30H
Il HADYIIEHHE KOCTEOGpA30BAHHA B 3THX OTAenax. 3axkmoueHHe DeHt-
TEHOJIOra — MpamMopHas Go7eans,

Teuenne Gomesun anokasecTsenHoe. TemnepaTypa reKTHUCCKAS
PeOHAHBHPYIONIAE OTUT, GPONXONHEBMONHSA, Pe3KAsd THIOTPOpHA, NHY-
pusa. Pebenox cxomgaaca 17/1V — 1967 1.

ITartonoroanaroMuyuecknil 1Haruos; Mpamopuas Go/ie3s, OCnom-
nemnd: Magoxpopne. Ouars KCTPAMEAYMIAPHOTO KPOBETBOpeHHS B
TREPACH MOBroBod o6oaouke, NoA OepHocToM TPYGUATHIX KooTefi o
HO BHyTpennnx opramax. [sycropounss ouaropas nnesmonns. Cy6-
MAKCHJIHT, HCTOIEHHE,

ROPTHRAJIBHBIA THITEPOCTO3
JNETCROTO BO3PACTA

(boaesns Kedpm m Cmarpepmena,
perpeccupyioman aedopuapyroman
nomuocreonaTas de Toni,

MHOMRECTREHHBN KOPTHKAALHBLE rHIEPOCTOos
MAAEHYECKOTO BOZPACTA)

Brepseie Gonesup onucana Roske B 1930 r. B mupo-
BOH JHTEpaATypC ONHCAHO BCEro HECKOJNbLKO COT O0MBHBEIX
KOPTHKAJ/IbHBIM T'HIIEPOCTO30M. C)’I.U.HDCTB 3aboseBanus
CBOIHUTCS K CYONepHOCTAIbHOMY H3OLITOUHOMY 06pazoBa-
HHIO KOCTHOTO BEUIeCTBa BO MHOTHX KOCTHX CKeqaeTra, npH-
Hep Hnpouecc naroyorpiuecroro KOC’]'@OﬁpE}.!BOBaH}Iﬂ Hampa-
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BA€H HE B CTOPOHY KOCTHOMOSIOBOTO KaHafja, a B Cro-
pony nepHocra.

STUOJIOCH.H HE BLISICHEHA, 1O OOBILHHCTED HCCARL0~
Bartejell OTHOCAT KOPTHKAJBHLIH THIMEPOCTO3 K HH(pEeK-
puoHnmyM 60aesuam, xXora posdbyanrens sabonebanna ne
obnapyxen. Ilpeanonaranocs, 4To B [ATOrEHE3e HMEIOT
3HAYCHHE TeHeTHYecKHe Ne(eKThl, aaneprus, cocyiucThe
WA KOoJAJarenosbie mopaxenud. Ho joxasartenbeTs
B NOJL3Y 3ITHX NPEANONOMKeHHH NpPHBOAHTCA HEXOCTA-
TOYHO.

ITaroaocoanaromuueckue uccaedosanus NOKA3alM,
4TO NopakeHHbIe KOCTH YTOJALLAIOTCH BCAENCTBHE TOrO,
UTO B HHUX OTKJA4JBIBAIOTCH HOBbIE HEe3peinle KOCTHHIe
IAaCTHHKH, Y HEKOTOPLIX GONBHBIX MOMKHO 06HAPYKHTb
KJIETOUHYIO HH(HILTPALHIO, CBHAETENILCTBYIOWLYIO O BOC-
naanTeabnoM nponecce. B ocrpom mepuojie Gode3HN ne-
PHOCT 3HAYATENLHO YTOJALLACTCA H HMEET JKeaaTHHO3HYIo
KOHCHCTEHO IO, CJ’IHS[‘ICTI:IE YTONMIEe s nepuocrta OOBIUHO
CNAaHBAaIoTC € COCEAHHMH CYXOKHANAMH, (aciuasaMu H
HHTEPMYCKY/ISPHBIMH  IEPeropojiKaMH; [POXOIHT He-
CKOJILKO HEARNL, MOKa 0OLIMDHLIE HEeKPO3hl MblLEuHOR
TKanu 3amematores (Gubposuoi Tkaupio (Caffey).

Kaunuseckan rsapruia. BosHuknosenne 0O0Je3HH B
paineM BO3pACTe SIBJAAETCA BaXKHBIM JMATHOCTHUECKHM
npugnakom. OGbiuno 3abosesanne o0OHapyKHBACTCS Y
NATH-IIECTHMECAYNLIX jgerell. Mamenenus, posnuKamoiue
BHYTPHYTPOOGHO, MOTYT OBITh BBIABJIEHBl Y7Ke B HEPHOL
HOBOPOMKACHHOCTH. DTH HAGMIONEHHST YKasLBaloT Ha BO3-
MOAHOCTb [PEHATANbHOrO pasBHTHA Goaesun. Oamaxo
nepeaxo sabodepanue guarnoctHpyerca B 1!/,—2 rona
uspexka jaxe nozjHee. He uckiniouena npu 310M BO3-
MOMKHOCTb, 4T0 3abojeBanHe B paHHEM BO3pacTe mpo-
TeKano JateHTHo. Bosesnp BosHukaer o6LIUNO BHE3AIHO
y pedenka, KOTOPBIA 0 TOro OLIT 3[0POB 0 XOPOIIO pas-
suBaJsicst, [lepBeiM cHMOTOMOM GOJE€3HH HBJSETCH NPH-
nyxJgocTh B 06GJ4CTH HHKNEH UYeTIOCTH HA OAHOH HiH
JByxX croponax. Hepeako Takne npHIYXA0CTH MOXKHO 06-
HAPYHUTE B 00acTh KAOYNL, pefep, MONaTOK Hau [UIKH-
nuix Tpy6uarsix kocrefi. OSpaszopaBiiasics NPHIYXI0CTH
CTOHKO HepmuTest, oHa ciabo oTrpaHHUEHa OT OKPYHKAlo-
niefl TKaHH, Kak Obl HeNoJBMKHO (uKcHpoBana M Goges-
HenHa npH naasnanud. IIpn democtHom runepocrose JH-
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1o Goabuoro mpuobperaer aynonogodnyio Gopmy. Ilpa-
NyxJ0cTh B 0OsacTH HIDKHEH KOHEUHOCTH HMEET Bepere-
noobpasuylo gopmy, ne (uokryapyer, pHKCHpoBaHd Ha
Kocrd, Boiumenexkanias KoiKa HaTATHBaercA N OJIECTHT.
OH.'d He ropada Ha OYNb 0 Chierka KOPHYHEBOTO 1BeTa.
Pernonapuwie numdoysap ne ypeanuenul. Bmecre ¢ 06-
pasoBaHHenr MPHIYXJA0CTH y OOMbHBIX BO3HHKAET JTUXO-
pamka, OTMEYAETCA NOTEPA anmnetnrta, GJAEAHOCTH KOXK-
HLIX NMOKDPOBOB H aJo6bl la G0JH B HOrax # NpH XOdb-
Ge. B kpoBH nospasercs HelTpoMRALHLIL NelKOUATO3 H
yckopennaa PO3.

[IpuMepHO yepes mecsll 0T KJIHHHUECKOro Hauaia 6o-
JMe3HH Ha PEHTIeHOrpaMMax KOCTHOrO CKeJdeTa MOXHO
00HADYIKHTL OCTEOCK/IEPO3 H BBHIPAMEHHLIl NEPHOCTAT B
pasnmuHbIX KocTsax. He BoBaekalotes B npouece csoj, ve-
perna, MO3BOHOUHMK, Tas, MEJKHE KOCTH KHCTeH H CTOfm.
B Tpy6uaThiX KOCTHX NEPHOCTHTH HMEKT BepeTeHoos-
paazuylo qopmy. Ecin uMeercs nopa)kenue pebep, nies-
pa MOXEeT OTBeTHTb Ha 3TO 3SKCCYAATHBHON peakuuei.
Penrrenonornueckoe ofc/efoBanne HEKOTOPHIX KOCTEN,
Kam yUIHXCA KAHNHYECKH 3R0pOBLIMH, 00napyKHBaerT, 410
OHH MOpazkeHLl TeM ke caMbiM OcTeonepuoctHToM. Bro-
oksaller u Miller o6caenoranu 11 6oabHLIX KOPTHKAML-
HBIM THMEPOCTO30M H Hamau y Hux 36 mecrt, nopaiex-
HBIX 3THM NartojJorpueckum npouneccom. ITo ux ganHbiM, °
yamie IPYrHX nopakaercd HHKHAA vemoctn. Ilopaien-
HEIE KOCTH yBeiuuuBaloTca B o6beme B 2—3 pasa. Teue-
Hue BoJesHH pasiauyHoe. Y HEKOTOPLIX GOMLHBIX OPHIYX-
JOCTE HCUE3aeT Uepes HeCKOIbKO Heflesb, HO Yy O0MbIIHH-
CTBa — HUepe3 HeckoaALKo Mecsuen. Mnorga 6onesus LIHT-
csi peckodibko per. P. C. Jlesun waliiofian BOCLMHIIETHEE
Teyenne GOJIE3NH Y OAHOre BOALHOIC. ¥ HEKOTOPLIX He-
Teil HabGaIofaeTes HHTEPMHTTHPYIONICE TeuenHe GOJe3HH;
NPUIYXJ0CTh N JHXOPAiKa BPEMEHHO HCUE3dloT, a 3aTEM
cHoBa nopTopsioTcs. Pemuccenn u ofocTpeHHs mpolecca
C/EAYIOT OIHQ 3a APYIHM uYepe3 OIpellefeHHLle NMpome-
JKYTKH BPEMEHH.

llpoeroa Gnaronpuatukii. OGpaTHoe pa3BHTHE KJH-
HHYECKUX CHMIITOMOB TPOHCXOAMT OLICTpEE, Y9eM HOpMA-
JIH3A1UA PEeHTreHoBCKON xapruaub. ITo HabawjeHupsM
C. A. Peiin6epra, na paccacbiBalie OCTEOHNEpPHOCTHTOR
YXOAUT MHOTO MECAlEes, HO 3aTO K TPeM-uernipeM rofgam
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mnann pebelka «,, .HHKTO MO pPeHTreHOrpaMMe H He CKa-
JKeT, 4TO KOCTH GBIAM CTONE CHIbHO MNOPAXKEHb M NOoj-
BEPIVIMChL TAKOH 3mauuTenbHOH mepectpoiike» !. Muoraa,
o/iHaKo, 3ab0/eBaHie OCJNOMHACTCH CTORKHMH KOCTHBIMH
JaecdopmManHamu.

lIpu dudppeperyuarvriol duazHocTuke cielyer HMeTh
B BUAY BPOMKICHHBIH CH(pUINC, reMaTOTeHHLIH ocTeoMue-
JHT, KOTOPHIH 0BbIYHO TNOpaKaer OLHY KOCTh (IpH KOp-
THKAJBHOM THIIEPOCTO3e MOPAMKeHus KOCTEH — MHOMKECT-
BEHHBI), TpH OH(GhepeHIHPOBAHHN ¢ PAXHTOM 00panalor
BHHMAHHe Ha Ounoxummudeckue uamenesns dochopa
Kaldbllust B KPOBH M Ha KJIHHHYECKHE CAMNTOMBI, Xapak-
Tepuble mis paxura, [lpu uuHre merell paHHera BO3pa-
cra (Bonesun Menaep — Bapiosa) B KPOBH CHUIKEH Ypo-
BENL acKopOHHOBON KHCJIOTH, XapakTepHbl NnaTojJorsye-
CKHe lepeaoMbl, cybnepHOCTA/IbHEIE TeMATOMEl H JApYrHe
COCYLUCTHIC NOPATKEHNs.

B ornuune or MpamopHoil fosesnH NPH KOPTHKAb-
HOM FHIEPOCTO3€ He pPa3BHBAeTCs NOpAMKEeHud rias, yxa
H TSKEToH AHEMHH H He NOpakaloTess KOCTH OCHOBANHA
yepena, NO3BOHOYHUKA H TA3a.

Jevenue., CynvpannaaMuab, anHTHOHOTHKH W BHTA-
MHHLI HE OKa3blBAalOT HHKAKOTO HEHCTBHS Ha TeueHue
KO[}'I‘HKa.-’IhHUT‘O THOEpoCcTO3a. BDI!EBIlb cama no cebe 1npo-
X0aHT nocrenenno B reyenne 3—20 mec. PassuTHe aeredt
He cTpajaer, n pebeHox Bm3ziopasipaer, Baaronpuar-
Hoe jeiicTBHe Ha TedendHe OOME3HH OKA3LIBAIOT KOPTHKO-
crepounbl (1 ae/ke nmpenHusosoHa WAH 5 me/Ke KOPTH-
30Ha).

Kypc JieueHusi HOPOBOAHTCA B TedeHHe HECKOJbKHX
Heznedb M 3aTeM J03UPOBKA CHHIKAETCS B TEUeHHE Me-
csitla. JlnutenbHOcTh 3af0oNeBaHHA 3apaHee MPeacKas3arthb
He ynaercs.

B saxniouenne npuBodHM coGeTReHHOE HabJI0AeHHE,

Boawnas C. T. 4 mec, nocrynuna wa 1 jgeTcKoe oTaenenne me-
aezuonopomnefi Goasunus um. dsepmunckoro 21 asryera 1968 r.
C IMATHO30M ®CENCHCH, OCTEOMHEINT NpaBoil DoAbLIEGEPIIOROf KOCTHS.
PeGenok or tperwefi GepemennocTh. B nepeoil nonornme 6Gepemen-
HOCTH Yy MAaTepH otMeualcs YMEPEHHO BHIDAXCHIBI TOKcHKo3. Po-

I Peimnfepr C. A, PesTtrenoanardocTurka sabojeBaHHii xocTefl
H cycrapos. Hax, 4-e, 7, 1, M, 1964, c. 343.
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jnnach  Aotolennoir, B nepHon HOBOPOMKACHHOCTH — BEaHKyn0-ny-
Clynes, KOTOpHI OuicTpo upoiuen Ges ocaokmenmil. Mo 1 mec.
e pe Gojena. Paspupanack xopomro, Guia 3loposa, 3arem
¢Tana Gecnokofita W MaTh 3aMeTHJIA, YTO MEBOYKA JEMHHT C NpH-
TANYTRIME K JKHBOTY Homkamu. B IpyxMecsuHoM Boapacte Ha npa-
BOK TOMEHN TNOABHMACH NJOTHAN NPHOYXJAOCT, Gondestennas npy
naabmanpH. B Tpu MmecAua mno-
JOOHEE OAOTHEE OPHIYXI0CTH
HoABHARCD B 0OJACTH Openie-
qiit ¢ obenx cropon. Boawnan
Ouia POCHHTANH3HPOBALA B MECT-
1y10 GOABHBIY, TAe Ha OCHOBA-
HHH  OTpHOATENbHOR  peakuun
Baccepmana y [1eBOYKH H POAR-
Tejaell B OTCYTCTBAA  KANHHE-
CKHX CHMITOMOB GBI HCEAIOUEH
cuduane, u OoncHas Opia mepe-
peieHa A Aanbhefimero Jede
una B Jlenpurpajckyio Menesno-
AOPOIKHYIO GOABHHIILY,

[lpu ofcnenopanun eBOYKH
NATOMOTAH BHYTPEHHHX OPTaHOB
ne ofmapymeno. Ileaxomorop-
o  pasBHTHE  COOTBETCTBYET
sozpacry, Ormesawren  Gones-
NeHNbIe [IOTHLIE NPHIYXIOCTH
B ofinacTi npeanaeunit u npapoii
rofieHH, He CMellanuinecs H 0o-
KpBITEIR HOPMAJbHOH Koxkell, Dnu-
SHOMOTHYECKHE OTHPABIEHHA B
HOPME.

Ha pentreiorpammax roge-

uefl # npejmiewnit obnapyKensl:
My@PTOODPA3HO  PACHOJOKEHHBIE
nepHocTanbiible HACTOBHHA HAa Pue, 9. HE]JHOCTB.TILHHE HACTOR~
ypoBiie nua(usos ¢ GYTPHCTHIMA  pug y Goasuoii C. I'. ¢ xoprH-
HAPYKHBIMH KOHTYpaMu B 06- KAJMBHEIM THIEPOCTOA0M.
aaeTH GosbmieGeplOBHX H Yik-
uapublX kocreit (pue. 9). B xpo-
BY DIMevAnack FHNOXpomHas amemps (remornobuna 55 en.), weirtpo-
(uabibi elikountos (13 300 neiikonntos) u PO2 —25 mu 3 1 4.
Ca cusopatea &pag 11 x#2%, P—56 #e%. Koauwectss Gemxa
76%, ansGymuuos 58,3%, raobyanum: oy u cg— 10%, p— 11,6%,
y— 20,1

Ha ocHoBaHun KAuHAYECKol KapTHHBL H  PEHTIEHONOTHUECKHX
HAHHBIX YCTAHUBJIEH AH4THO3 KOPTHKAJLHOrO THIOEPOCTO34 JETCKOro
BO3pacTa.

Hasnasennwii npeaunzonon no | me #a 1 ke Beca okasan xo-
pownii sgipekT; OCTEONEPHOCTHT YMEHLLIHJICH, HO B AajabHeiimem
npouece pennguenposan, KonrpomuHoe ofcnenosadue uepea 3 roana
Obutee  nenxo-guaKucckoe pasouTHe COOTHETCTBYeT Bospacty. Ha
PEHTTEHOTPaMMaX KOCTel #BJCHHA OCTeONePHOCTHTZ He ODHAPYIKEHO.
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Faaea VIIT

PEJIKME 3ABOJIEBAHUHA
NOJAROION RJIAETYATKHI

VYHHUBEPCAJLHBIN KAJLITHHO3

(RaTBUIHOR KOMH ¥ TOJKORHON RAETYATHA,
YHHBepCAIbHMIl HETePeTHIAAALIENI KaabIHa03,
JUTORATBIITHOS,

nporpeccHpyomgii JuNoRANBIEOr pAHY IeMaT03)

Bonesnp Bnepsuie onucana B XIX Bexe Teissier.
B oresecrsennoill suteparype mneppoe onucapueé ynuBep-
caJbHOro Kageunnosa npusamiaexur C. M. Tumamosy u
®. U. Pomanosy. 3aGonesanue peakoe. o cux nop B
Jureparype umeercs nemuorum Goqee 100 onucaunii yHH-
BEPCaNbHOTO KaJbIHHO3A.

Cymnocrs Gomesnn saxiiouaercs B renepatHzoBan-
HOM OTJIOXMSEHHM COJeH KadbUuil B KOXKEe W IOAKOKHOM
kaeruatke. [lpeanonaraeres, 49To KaJbLHHO3Y Tpealie-
CTBYIOT H3MEHEHHSl JHNOHIOB B MNOAKOMKHO-’KHPOBOH
kaetuatke. [llenounas peaxius noBpexIeHHOH TKAHH
criocoGerpyer oTioKenno (GocGopHOKHCILX H YriaeKHe-
JLIX conell Kajabuua,

Jruoaceus 3abosesanus re phifciena, Ormeuaercs
aHauyenue nepeHecennnlx HH(QEKUHOHHEIX 3aboneBanuf,
TpaBM uepena, noppexuenne AusHuedansHoll obaacri,
HACAEACTBEHHOTO  MPEApaciofOMKenns, TOPMOHAIbHBIX
paccTpoiicTs — NapauluTOBHANLIX, MOJOBLIX ZKeIes H Apy-
rux. OjlHAKO JOCTATOUHBIX JOKA34TEJbCTB 3THOJOTHYE-
CKOTO 3HaueHnfa 3Tux GaxTopos He HMeeTcd, To ke MOK-
HO CcKazaTb H O Teopuu Kanbuupunaxcuu Selye. [Tpu-
MEpHO B '/a cayuaes reHepann3oBaHHBIN KaJblHHO3Z pas-
puBaercst v OOMLHBLIX XEPMAaTOMHO3ZHTOM H CKJIepoaep-
Ml“]el:l, MpHueM IMpH JepMaToMHO3HTE OTJOXKEeHHE KaJb-
IJHs HOCHT DEHEPAIN30BaHHbIl XapaKkTep.

Kaunuvecxan rkaprune. Beaymum cnvutoMoM Goses-
HH ABJACTCA MHOMKeCTBeHIoe OTNoMelne conell Kaibuus
B RKOMKe M T!OJJ,KO)KHU]I-II KJETHATKE B BHAE TJIOTHRIX Y3elKOB
BEIHYUHON OT MEJKOTO ropoxa o CIUBLI, KOTOPBIE JErko




MOIKHO NpOUyNaTh B Mectax Wx Aokanusauun., Yame
BCErQ Y3eNKH paclogaraiorcd B 06JacTH CYCTABOB KO-
HeyHocTel H Ha fArofnnax, chnumne, xKusore H june. as-
JeHHe NJAOTHBIX Y3JI0B Kalblus Ha NpHJIeraiouine TKany
OPUBOJKT K HX Hexposy # o0pasopBanHio CBHILEH, uepes
KOTOpHIE BBULEJASIETCH KpowKooOpaanas Oenas Macea,
cocTosiiiasg M3 cosel kadabuua. B jganpHeiiniem na mMeere
cBHuUIel oOpasylorcs naorapte pydun. Ecam muomecr-
BeHHKIe pyOILl HaxonsiTea B 0DJacTH cycTaBOB, OHH MO-
I'YT MOBECTH K OrpannyYeHdIo JBHIKCHHS COOTBETCTBYIO-
mero cycrasa. boabnbie jKanyloTes Ha NoXyaaHHe, cia-
focte U 6o/l B nOpaxenHbx KoHeunocTsix. Bo BRyTpEH-
HHX OpraHax OTKJOHEHHH OT HOpPMBEI He HabJa107aeTcs.
Temneparypa momxer Gnith cyGdebpuannoi. Teuenne Go-
JNeaHy AJAHTeNbLHOe, B TEYeHHE HECKoabKHX Jer. Muorga
y AeTell HacTynaer HaJevenue; 4acTh KaJbUHHATOB Bbljle-
nfercs 4epes cpHinM, a apyrue fojee Meakne paccachl-
palorcs. TsmKenoe reuenue GONE3HH OCAOMKHSICTCH HCTO-
EHHeM H HACJIOEHHEM BTOPHYHOH HH(EKIUH,

Pentrenoaorngecexoe ueeneaonanne nosponaer obua-
PYZKHTBL CKOIJIEHHE cojiel KaJbUUA B KOXKe H NOMAKOK-
HOM RJETYATKe, NOATBEPHIAS KIAHHHYECKHN JIHATHOS.
[Tpn auddepenunanbHoil AHATHOCTHKE CJACHYET HCKJIO-
uUuTh XpoHHUecKHe HH(pekunH (Tybepkynes, cuduiuc,
defimiManuio). B HeACHLIX ¢Aydasx NPUXOAHTCH TPOBO-
JHTh JHATHOCTHYECKYIO OHOMCHIO OHOrO M3 Y3enKOB.

Ilpu FHCTOIOTHYECKOM HCCIEOBAHHH ONpe/ensioTes
Macchl COJIEH Kallbllid, OKPYMEHHBIE MHTAHTCKHMH KIET-
KaMH HHOPOJHBIX Tel., B TpyOOBOIOKHHCTON COELHIH-
TeILHOH TKaHH ONPEAeAfiorci TaKKe MXUPOBbE CKOIIE-
HHA H TFHaJHHH3HpPOBAHHBIE BOJOKHA, MEAJLY KOTOPbLIMH
HAXOAATCS KajbIHeBEe cOAH B BHIE IMILIOOK pasiauyHOH
pesnunibl. Co CTOPOHLI BHYTPEHHHX OPraHOB OTKJAOHE-
HHil OT HOPMB! He GbiBaer,

JAaboparopuoie uccaedosanus, Muorna ormeuaercs
303uHODHANA B KpoBH. Moryr Obith c/erka HOBGHIIEeHBI
ypoBeHb Kajbuus, Gochopa wind xonecrepuna. H. B. ITo-
TAHHH OTMEUAeT MOBBLILeHHE cfy- W y-TVIOOVJIHHOB B KpO-
BH OMHCAHHOTO UM GOJBHOrO.

Jeqenue. B auere Gosbublx meaecooGpasuo orpapu-
YHTh THILY ¢ OOJBIIAM KOJHYECTBOM KaJbiHf (MOJOKO,
OBOLIH, ChIPL). OO6LIYHO HA3HAYAKTCH XJAOPHCTLIL aM-
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Monuil, fiopuerniit kaanit, Nag 9ATA, onnako spdexrus-
Hocth HX sdemepna. PusHOTEPANHA H PEHTreHOTEPaTHs
OHsHedaaboil 06JacTH He OKasLIBaiT GJaronpHsaTHOrO
atpderra. Hanayuumum Meromom JeueHHA CAEAYET HpH-
8HaTh ropMoiadbHylo tepannio. Hasznadaior npeannso-
Jgon B cpeanux aozax — 1,0—1,5 2 na 1 ke seca. Cre-
POHJIHBEIE T'OPMOHBL UPENSTCTBYIOT 00Pa30BAHMI0 HOBBIX
0YaroB Ka/jbllKHO3a.

ITpoznoa B CBSI3W C JIeUEHHEM CTEPOHIHBIMH TOPMO-
HaMH yayuiingacs. Mol naGuatogaan oGpaTHOe DasBHTHE
VHHBEDPCAILHOIO KaJblHHO3a B CBASH ¢ MOBTOPHLIMH KYpPs
caMu Jedenns npegHusonosoM. [IpuBomum sro Habm10-
Jenne.

Boapwoit C. Il, & ser, moctynua no NOBOAY YHHBEPCAJLHOTO
RaAblKHO34 B 00/MACTHYIO KanHHyecKylo OGombnuny 26/V 1969
uetTpepTril pas. Ponntenn spoposr. Bec npu pomnennn 4200 e Pan-
Hee JIETCTRO MPOTEKAN0 Hopmanwspo. [lepenec KOKIOm, BETPRUYVIO
OCTy H HECKOJbKO pas OcTphle pecnMpaTopuee 3adoaesauna. Ha-

- cronuiee 3abonepanne Hauamoch B8 1 rog 10 mec. B naxosoit obnacti
ofpazopanock onyxonesnjroe ofpazopamde, KoTopoe OLIIO YAANERO
B Mectnoit Goannune, Bexope vaeamumancs JuMQOY3aL Ha mee o B
Naxopoil obaacti 1 GOALHON ¢ NOZoIpeHHEM Ha JHM(OrpanyaeMaTos
Gma rocngrasusuposan I17/TV 1963 r. 8 sospacre 2'/y Jger B o0-
JACTHYIO KAHHAYECKYIO Goabanuy. [1pn npHeMe B TO BPEMs OTMEUEHO
VAOBAETBOPHTEABHOE cocTostiue GoasHoro. HopmankHoe nenxo-gHIu-
ugckoe paseHTHE. JINM(OY3Abl HA IIee YBEJIHYEHHW 10 DPA3MEPOB IO~
poxa u B nmaxosoit ofaacti 10 (acoan, Kpome taro, mpomynssantich
MUOKECTBENNBIE Y3AH DJIOTHON KOHCHCTENIHH B NOJKOIKHON KJeT-
"ATKEe MHBOTA, Arofni, Genep, rogeneil n mied. BuyTpenune opranst
A TeMnepaTypa OHAn Hopmaabibl, Ia penrrenorpaMsax BepXuHX H
HHEPHX KOoHedHocTell of0HAPYMKEHE MHOMECTREHNbe OOK3RECTRISHHA -
B TMOJKOXKHON KAeTuatke Tasa, Oexep, roaenedl, miew u npesnseynf,
Tlpr natogoTOARATOMHYECKOM HCCTELOBANAH OLHOTO H3 Y3108 OTME-
YeH HEKPO3 JKHPOBOM KJEGTYATKH M OTHNOMEeHHE B Hell codefl Kaab-
nus !, Jleuenne npoBOAHJOCH NPEAHH3OJMOHOM. B HaabHefimem npu
K&3K/10M NOCTYINEHHE B GOJLHHILY MAJLUHK TOME JCHHJICH CTEpOHIs
HBIMH FOPMOHAMU.

ITpu oemorpe Goawworo 5 1969 r. (wepes 6 ser nocae nepsoro
NOCTYIJCHHS B GOJBHANY) OTMEYaeTCH BIOJHE YAOBACTBOPATEALIOR
oGmee cocrognue, JKamotn na pedopmannio ¥ 6oab B 06J4cTH Je-
poro xonennoro cycrara. IlcHxo-thuanieckoe passuTHE COOTBETCTBYET
Bo3pacTuhiM HOpMam. Mmeerca kapuec asyx syGos. [logrkomusie
KAJBIHHATH NAJBITHPYIOTCS TOMBKO B BepXHefl TpeTH romend H B

! BonpiioAd B TO Bpema 6na omucan H., B. Toraunnmim a
M. H. @onapesnm B JKypHate «Bonpoch OXpaHL MAaTepHHCTBA H
smaanenvectsas, 1965, 6, c. 80, pasdle S
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o6IacTH JIEBOTO KOMEHHOrO cycTaBa, Benmyuina onyxoaesHAHOrO o0-
pasopanua y JAenoro Kougewuoro cycrasa 4 X 5 cu. B uextpe ony-
xonn useercs pasmsrdenne. Koma pa neil ue namenena. Buyrpennne
opratp Ges natojoran, PUIHOAOTHUECKNE OTNPABACHHA HOPMAALHEL

Hecnenosamne kponu: 3p. 4 000 000, remoraobnu 69 en., a. 7000,
5. 5,n 5 ¢ 55 4 30, M. 5. PO3 6 su n ] 4. Ca—972 m2%, P—
5,14 m2%. Moua nopmanuna, -

Puc. 10. PenrtrenorpaMma KpJeHHOTO cy-
crana GoasHoro C. I ¢ yHumepcadsHEM
KaJAbIHHOIOM,

Ha penTrengrpaMmax /AeBoro KOJEHHOro cyeraBa oTMeTaeTca
yuactTkH OOBI3BECTBACHAS, PACNONOIKENNEE B MITKHX TKaHAX BOKpYT
HOJEHHOrD CYCTapa M B Bepxued Tpetd gepofi ronewn (pue. 10).

Jleuenwe npepnuaogonom. HOBHX KATLIHHATOR HE MOSBHAOCH.
Tlo cpaBHERWIo ¢ OpPeABAYIHM npedbBalieM MalbunKa B GOJbHHIE
OTMEYARTCA HCUEINOREHHE MHOMKECTBEHHLIX KaNbUNHATOB, BO WMHO-
THX 94CTAX TeJa W Ha KoneuHoctax. [lpornos B pandom caydae Gaa-
TONPHATHLHL

7 A. M. Abexraya 169



Paasa IX

PEAHRHE 3ABOJEBAHNAA
OT YRYCA M IAPAINMH
JEKMBOTHDBIX

BOJNE3HbB COJTORY

Boseane comoky — ocrpoe nngieKuuonnoe sabovieBa-
HUE, BOSHHKAIOIIEE MOC/]e YKYCa KPhIC H HEKOTOPBIX [Py«
rux HDOTHBIX, Marybawonuntit neprHol obLIVHO He npe-
putiaer 3 Hefedb. [pn sroit GoAesHn BOZHHKACT NEPBHU=
BB KOMILIEKC M ODUIHe CUMOTOMBL JHXOpajKa, MaKyJo-
namyJesnas ChHlb H APYTHe ABJACHHST HUTOKCHKALHH.

Brnepsoie Goaesns noseniaack na Bocroxe (HMuaua,
Anonusn). Haspaune Gosesnn saumcrsopano ua Snonun,
«Co» no-ATIONCKH KpBICa, «IOKY» — 5. YcHilenyie 5KOHO-
MHUECKHX cBa3ell mexay Hnonmefi w pgpyrumu rocyaap-
CTBAMH CIOCODCTBOBAVIO 3aHECEHHIO 3TOTO 3aboJeBaHuA B
crpanbl Amepnxu n Egponsl. B nacrosmee spems ciyyan
5TOH DONE3HH 3aperHcTPHPOBAHE BO BCeX CTPaHax MUpa.
B menuunuckoli amreparype onybanxkosano csmme 500
ciiyuaer Oonesnu conory. Handoauvimee xonnuectso 3abn-
JIeBAHNH HPHXOLNTCH Ha azuatckue crpanbl. Ha BropoM
MecTe 1o 3aboaenaeMoCcTH CTONT AMepHKa, Ha TPETheM —
Espona.

B CCCP nepeute ABa ciydasn GOAe3HH COAOKY Obian
onyGuukosanst B 1922 r. B. B, Kocmauescknm. C Tex nop
onuncano eme 53 cayuas 37ofi CoNe3nW B pasAUUHMLIX TO-
ponax Cosercrkoro Cowoza.

[lo crarucruxe Ruge u3 262 GoNbHBIX COAOKY BO3-
pacr 58 (229 ) xonebanca B npeaenax or 4 go [4 ger.

Pesepsyapom Bo30YAMTENR U NIepeHOCUHKAMH GojesHu
COMOKY SIBJASIOTCA [VIABHBIM OGPA30M KpHICH: DOMAIIHAN
u Opopsvasn. B peakux cayuaax saGonesanne MOXKET Ha-
CTYIIUTE nocae yKycd OeqKH, KOWIKH, IOJeBOH MbILIH, Ky-
HUILbI, TOpHOCTAs, XopbKa, cofakn H obespans, He Beg-
KHI YKYC XHBOTHBIX MPHBOIHT K (OJE3INH COTOKY Y 4e-
gopeka. [las 3apaxkenus HeoGXOAHMO, uTOOL MKHBOTHLIE
Gbiid HOCHTEAMH Boa0yauTens GoAeann COgORY B UTOOL!
B MOMEHT yKyca TocheIHuii Haxoawiacd B POTOBOH no-
aoctu. O uacrore BOSHUKHOBEHIA OOMe3HH COLOKY HOCAE
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VKYCa KPbIC MOXKHO CYAHTh MO CTATHCTHUECKHM NAHHBIM,
ony6aukopannsim 8 Basrumope. 3a 4 roga B 3Tom ropoae
KPBICHI HeKycas 93 uenopeka, U3 KOTOphx 3aGoseno J0,
yro cocrasasier 10,7% (Richter).

Hsyuenie 3apaxeHHOCTH KPHICHHBIX cTaj Bo3GyuTe-
JeM Go/esHH COAOKY Nokasano, uro s Kaaskyrre n Jlon-
JlOHe CPaBHUTE/IbHO HEIaBHO HMeda MecTo GONBIAS 3a-
pameHHoCcTh Kpbic—23—25%, a 8 Amcrepgame n Mo-
CKBE SapayieHHOCTb Hebouaburas — 1,2—1,369% !,

Pue. 11. Crapuara Kaprepa.

BosGyaurenb Goneanu comoky suepesie 6L onmcan
B 1887 r. unmmiickum spauom Carter y kpbic u R AR
Haspanne spirilla minus wam spirilla morsus muris.
B 1915 rony Futaki, Takaki, Taniguschi u Osumi Beige-
JuJE OT OGOALHBIX CONOKY Cnupoxery. B mansueiimem
GBIJIO YCTAHOBACHO, 4TO cnHpoxeTa DyTaku HAHTHUNA CO
cnupuaioin Kaprepa,

Mopponornuecky cnupuaab  {paue. 11) umeior pe-
anyuny ot 1.5 po 5 mim, gocruras mmorga 9—I10 sk

B mexoTophix ciyuasx GonesHu OT yikyca Kphic BO3-
Gynutenem okaselpaerca He cnupuana Kaprepa, a crpen-
Torpuic (Streptobacillus moniliformis). Bnepawe crpern-
TOTPAKE OBUI BHACAEH OT GONLHOrO, YKYHICHHOTO Kpol-

! Hngekitonnte Gonesnn B JeTCKoM Bo3pacte. — MuOroToM-
Hoe PYKOBOACTBO no nepnarpus, . VI, M., 1964, ¢, 528,

Tt 171



coff, Schottmiiller B 1914 r, B Coberckom Cooae
b. 11. 36eprom 8 1924 r. CrpentorpHKe HpeIcTapiser
coboil rpaMHeraTUBHylo nanouky. [Hauna ee 2—5 mKm.
B kyabrype nnmua pocruraer 30—40 mxm. Ilepenocun-
KaMH 386D.HEBHHI-1H, BBI3BAHHOrO CTPEOTOTPHKCOM, S§B-
afoTes  Kpeickl, Geaxn, mgacku. HMndexnua nepeaaercs
B OCHOBHOM Yepes YKycul Kpric. Kpome Toro, sapakexue
MOJKET BOBHUKHYTbH BCJEICTBHE 3arpASHEHHA Bhijeses
HHUSIMH KPBIC BOJBI, MOJOKA, MOPOMKEHOro H IPYrHX Opo-
oykroB, B atux cayuaax saGonepanue MPUHUMALT 3nuae-
MHHECKHIl XapaxTep.

Bonesub or yKyca kpbichl, ofychaosaenuast Spirilla
minus, moayuuaa Haspauue Godesnn CoHOKy, Hau 6o-
Je3HH KpbICHHOTO yKyca A, Oosesus, BbidBannas Streplo-
bacillus moniliformis, nasupaerca G0I€3HBI0 KPBICHIORO
ykyca B nan rapepxuiabCKON auXopaikoi.

Maasuukn gaGonesalor (0/e3HLI0 OT YKyca KpBIC
gaue aesouek. [Ipeobaananne MalbLulKoB B OCOGEHHOCTH
3aMeTHO cpejlH CcTaplnX AeTeH, 410 oObicHAeTcs] HX
Ooqbliell akTHBHOCTbIO B 3TOM Boapacre. [lo suteparyp-
HEIM OaHHBIM, 25% nmerefi, GOMBHBIX COAOKY, NPHXOAHTCH
na rpyanod sospact, 35% —wua Bospacr or 1 roga a0
7 ner n 40% — na sospacr or 7 go 14 aer.

Kpeichl KycaloT aereif yaimie Bcero HOYbIO BO Bpems
cHa, B 84% cayuaes Mecro yKyca Haxolutcs Ha pyke
WJIH HA rOJIOBe, TAK KaK 9TH YacTH Tesaa y aerel Goaee
AOCTYIHBLL A7 YKyCa.

Kaunuveckan kapruna, MakyGaunonusiit nepuos y ae-
Tell Kopoue, yeM v B3pocasix. B 709 cayuaes sabogena-
HHE B JETCKOM BO3PAacTe HACTYyNaer B TCUEHHE MEpPBBIX
2 nenens nocae ykyca kpeic, B 209% cayuaes unkyGauns
paBua 14 gnaM. YKopouennslfi HHKYOALHOHHBIH nepuoxn
natmofacTea NPeHMYUISCTBERNO y gerell 10 2 Jjer u npn
JoKaJu3alul ykyca B o6nacru rosossl. B rakum cayuasix
HHKyGAaUua pe npesbiniaer 5—8 amueil.

Paunkn ot ykyca Kpbichl Guialor HeGosblIMe, HO TJay-
Gokue, 4acTo ¢ OOMJIbHBIM KposoTeueniem. Mecto ykyca
OOHIYHO OBICTPO W M1AAKO 3a)kuBaer. MHorma npu Ko-
poTkoM HHKYOAalUHOHHOM MNEPHOJIE HA MecTe YKyca Mo-
KET ocraThesi GoJesHeHHasi npunyxJaocts. Mecro ykyca,
Kak npasmio, ne narmausaerca. [lpw paspesax, mpowus-
BOAHMLIX 1O NMOBOAY NCEBIOMIIOKTYALNH, THOA HE OBHA-
pyxupaerca. B GouablupHeTBe ciyuaep Nocie OKOHYAHHA
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HHKYGalNOHHOTO MepHoia 3aXKHBIIEe MECTO YKYCa Mpumy-«
Xaer, MNOABAAIOTEA OO0JC3NEHNOCTE [PH Nadblanud W
KPACHOTA C CHHEBATBIM OTTEHKOM,

Pernonapurle numpaTHyeckHe yaasl MOUTH Beeria
VBEAHUHBAIOTCA B pa3Mepax, HHOTZLA BECbMa 3HAUYMTEIb:
Ho. Hacto perunonapHele JuM(paTHUECKHE V3Bl He TOJNbKO
yBeJHYeHbl, HO U 00Je3HEHHBI, B OCOGEHHOCTH [PH OMIY-
neiBanun. OfHAKO y oTAeNbHBX OONBHBIX OHH MOTYT H HE
YBeJIHYHBATBLCA NOC/1e YKyca, B THIHUHBIX cIy4asX MOMKHO
OTMETHTEL JuM@aHruT OT MecTa yKyca A0 pErHoHapHBIX
JuMpaTHYeCKHX Y308 B Bife KPACHBIX M0J0C HJAH OTe-
noctd, Muorpa numdanurur GuIBAET He BULSH, HO HMEETCH
6one3HeNHOCTL NpPH NaJbNalul TKaHell, npuaeraminx
K MecTy yKyca.

XapakrepuslM, HO He 0Df3aTeNbHBIM CHMOTOMOM SfB-
JISIETCST CHHXPOHHOCTH MECTHBIX ABMeHHil ¢ snuxopaaxoil.
[Tpu noBbleHHH TeMneparypbl MPUOYXI0CTh, KpacHOTa
H 60/1e3HEHHOCTh MeCTd YKyca YCHJIHBAIOTCSH, 4 B MEPHOI
AMMPEKCHN 3TH SABJALHIA TPOXOAAT HAN CTHXAIOT.

[Tuanornueckas okpacka MECTa yKyca MOMKET [0/ro
AepKaThca (B HEKOTOPLIX cayyasix mo | roma). Mapeaka
Ha MecTe yKyca ofpa3syercs f3Ba € 4HMCTOH [MOBepXx-
HOCTBIO HHAVPHPOBAHHBIMH KPASIMU H CEPO3HLIM OT/Ae/ge~
MBIM, B KOTOPOM HacTQ YA4eTcs HAaHTH CIHPH/ILI COLOKY.
[Mocsie okoHuaTeaLHOro 3aXXKHBJACHHA paHKn U obpa3oBa-
HHSL pyOLOB pa MecTe yKyca HHorfa Habawogaerca mnja-
CTHHUATOR lienyienHe M nurmentauns woxu., Ilpu muo-
JKECTEEeHHBIX YKycax o6BIun0 ofpasyeresl OfAHH NepBHUHLI
KoMmmaexe. [emepanuganua npouecca NPOABJISETCS PaHb-
HIe Beero Juxopaakofl; B GOJNBIIHHCTBE CAY4aeB OHA HO-
CHT WHTEPMHTTHPYIOmuUN Xapaktep (puc. 12),

[Mocaenylotmie NPUCTYNBL JHXOPAIKH 00bYHO OLIBAIOT
MeHee HHTEHCHBHBIMH, UeM B Hauasde zaboseBanus. Tem-
mepaTypHas KpHBas HE Bcerja HOCHT HHTepMUTTHPYIO-
muit xapaxrep, ¥ HEKOTOPhIX GOJbHBIX, B OCOGEHHOCTH
B FPY/AHOM BO3pacre, TeMmuoeparypa OniBaer BOAHOOGPA3-
HOfi ¢ HenpoAO/KHTeNbHBIMH ANHPEKTHICCKHMH NEPHO-
namu B 12—24 «.

IMpuctynel AuXopankH y neTell crapuiero Bo3pacra
HAUMHAIOTCSA € 03HO0A H KOHUAIOTCHA NpOo(y3HEIM HIH yMes
peHHbIM MOTOM. [1pOLOJIKHTENBHOCTL JAHXOPAAOYHOIO
npucryna pasanuyna. Ona xgonebnerca or 1 no 10 nueft.
B GoJbIIMHCTEE CAyuaeB Temuepatypa Aepxkurcs 2—5H
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nueft, [Tpomo/KHTeNLHOCTS aMUPeKTHIECKOro Mepuoaa B
cpenreM cocrasager 2—7 nueii. [locne newenusn npema-
paraMu caabBapcaHa M NeHHIHATHHA NepHOAB anHpek-
cHm yaaunsiorcs. [Ipoponxnrensnocts G0ae3Hu y Hese-
yeHHBIX OONBHBIX Beanka, ¥ GOAbLHOTO pedenkd, orHcaH-
woro K. SI. KopoGuneiusim, saGoneBaune npoaoamkKasoch
CBEIIIE TIONIYTOAA H 3aKOHUYHAOCE CMEPTEIO,

Bropem  BadkHBIM CHMNTOMOM reHepanusalnn  60-
JEe3HH ABJAFIOTCH KOMKHBle n3venenusi. HanGoaee Tunuy-
HBIM CJEAYET CUHTATh MAaKyJ0-3pHTCMATO3HLI HAH Ma-
KyJo-nanyJae3nniii Xapakrep cwinn. OOLIUHO OTHEALHBIE

| Uroms Abeyem
Yigeno| 2 617 12 17 Y i
IIIJI'IIIIllIlIIIIIIIlFIIIIIIIIIII_
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Puc. 12, Temnepatypa n0ph GodestHH COI0KY.

HATHA CHIMHE HMEIOT OKPYRayl (popMy M ClerKa BO3BH-
mailorcs Hax ypoeneMm koxu. OKpacka naTeH KpacHoparas
HJAH CHHEBETD'KpﬁCHaH. Onn XOPO].LID OTTPpaHHYEHbl OT OK-
pyxaionieil 6nennoil koxu. Ipu HcueaHoBeHH NaTHA HAa-
YHHAQT GACANETs B WeHTPe U GGPasyiorT KOMbUERHIHAE
opmbl emnn, Muorna nsatHa causaoTes Memuy coolt,
ofGpasaysa rupasuis. Ha auie nourn peerfa MomHO ofHA-
PYXKHTb eIMHHUHbIC NATHA CHINK. JlajoHu, NOAOILIBH 1 BO~
JIOCHCTAA YacTh FOJOBLI HE MMEOT cbiid. B oTaenbHblX
cyyanx KOXKHEIE SIBJEHHS MOTrYT GuiTh c1afio BHIpaXKEHH,
HO Yaule CeiNb of6HALHO NOKPBIBAET MANLO W TeJo GOJdb-
Horo, noaumopdra, Gesbonesnenna, OTiaenbHBIE NATHA
MOTYT OBITH Bequuunol oT OGynaBounofl rojJoBKy A0 0X-
pysuocTH anamerpom 2—3 ca. TunnunbiM ABAAETCA CHIL-
XPOHHOCTb KOXKHLIX MPOABMCHHI € HPHCTYyIaMi JIHXO-
paaku. IIpu noBbiLIEHHH TEMMEPATypLl Chillb CTAHOBHTCA
sipue, MpH CHIHKeHHN oHa OJeJleeT HAN COBCeM HEueaaer.
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Y HeroTOPHX OOABHHX B NEPHON BLIBAOPOBAEHNS MaKy-
Jo-nanydae3nas chllb CMCHSETCA 3yAsulell ypTHKapHOI,
Muorna cbiiib NpuHiMaeT KOpenofaoGHBbiil, CKApIaTHHO-
noAoGHEI WAH Besduxyneaubiii xapakrep, Cuinb npu 6o-
JIE3HH COAOKY OTCYTCTBYET OUeHb PeIKO. ¥ 4acTH GOJbHBIX
OTMEUAeTCS OPUrHHANBHBIN  (DEHOMEH — OrpaHHueHHasn
Kpacuora Bex npu obuieft GJeIHOCTH JMLA, YTO CO3AAeT
Beyatyienne «reatpagbnoro rpuma» (A. M. AGesrays,
1964). 2vor cHMNTOM 3acay:KHBAET BHHMAHHA, TAK KaK
OH He BCTpeuaercs npH Apyrux sabosesanusx, Orpanu-
yeHHas KpacHoTa BeK, MO-BHAHMOMY, 3aBHCHT OT CKOI-
Jenust B ytux obaacrax cnupuwin Kaprepa. Ha cansu-
CTBIX 00010YKAX MHOTAA OTMEYAlOTCSl BOCHAJUTEbHBIE
H3MeHeNN B BHIE KOHBIOHKTUBUTOB H 3HAHTEM, KOTOpLIE
MOT'YT AepKathes Heckonbko Aneil. Mapeaka y perefl pan-
HEro BO3pacta npu O0Je3HH COA0KY HAONIOIAIOTCS Napo-
HHXHH.

TpE’-Tb[-[M IPH3HAKOM TeHepaJu3anul ABJAAeTCH Dﬁ].Llaﬂ
runepnyiasus Jumparnueckoro annapara. ¥ ogHux 60ib-
HLIX OTMEYaeTcs XOpOm0 BLIPAMEHHLIH MNOJHAaAEHHT, Y
JAPYTHX — TOJBKO MHKPONOJHA/IEHHT,

Ilpn GoJsieann coJOKy CO CTOPOHE! LEeHTPadbHONH HEPB-
HOM CHCTeMbl OTMeyaercd pAl XapaKTepHLIX CHMITOMOB.
Jlety CTAHOBATCS KaMpH3HLIME, Pas3ipaxKuTeJbHbIMH,
HHOrAa, Ha0GOPOT, BAJBIMH, AMATHYHLIMH H COHJHBBIMM.
B pexotopeix cinyuasax Owbisaer Opea uam GeccoHHHIIA.
YV TskenoOaJbHbIX  [OSIBASIETCS] MeHUHrosHueda uTHe-
ckuft cunapoM: GeccoanarTenpHoe COCTOSIHUE, CYAOPOrH, KO-
corasHe W Hanpskenwe poauuuka. [Ipm momOanbHo#
UYHKIMY oTMeuaetcs nopmuennoe pasnenue. Konudecrso
Geaka B quksope He npessimaer 0,35%g, uuTO3 HOpMAJD-
Hbtfl. HYacThiM M XapakTepHbIM CHMIOTOMOM IpH GOJesHH
COMOKY ABAMIOTCH MbliIeyHsle 001 B KOHEYHOCTAX B GoJi
1o X0y HepBoB.

B nepuop passurus OosesHin JETH CHJBHO XV/e0T.
[Tpi XpOHMYECKOM TEUeHHH WJH HeNpaBHIALHOM JeueHHH
Oosbuble AHCTPOQUPYIOT M MOIyT NONTH [0 KaXekTHe
YECKOTO COCTOAHMA. ¥ HHMX 4acTo HaOJIONAETCs MOTeps
annerura. Ipyjiubie 1€TH BO BPEMS NPUCTYHOB JHXOPALKH
NAOX0 COCYT MAHM BOBCE OTKASLIBAlOTCHA or rpyau. Kpome
aHOPEKCHHU, OTMEUAKTCS TOLIHOTA, PBOTA W DOJM B IKH-
BOTe, ¥ HEKOTOPBIX OOMBHBIX HMEeTcsl JKHAKAH cTYJa co
CH3bIO, & HHOTLd 3aMOPbL.




[Teyens npu GoJe3aHN COLOKY HEPEAKO YBEJNHUHBAETCH.
HMnorjga sT0 ypesHucHHE PA3BHBAETCA CHHXPOHMHO C OpH-
CTynamu anxopanku. B otpenbrbix enyyasx Haba101aeTcA
MAPEeHXUMATO3HBIH TenaTHT ¢ BbIPAXKEHHOH IKenTyxof
(M. T'. Jannnesnu). B pasrap XenTyxu HHOTZA yAdeTcd
BLIAEMHTE M3 KpoBH Goabioro cmupuiin Kaprepa.

Cenesenxa npu DonesHn COJAOKY Yy JieTell TOMe MOMKET
OBITH yBeJHYCHHON, OPHYEM HHOTAA YZAeTCR OTMETHTh
CHHXPORNOCTH YBEAHUECHHS €€ ¢ NpHCTYHaMu JHXopaaKH
(Briining, A. M. AGesrays).

Co cTopoHBI CepieyHO-cOCYOHCTON CHCTeMbl OOBIUNO He
GuiBaeT OTKAOHEHUH OT HOpPMbL.

Mspenka B pauneMm Bospacre npu GONe3HH COLOKY
MOZKET Pa3BHTLCS OPXHT.

Y wacri GOJbHBX COAOKY BO BpeM#A JMHXOPAIKH MOSB-
JAI0TCH NPUIYXA0CTh U Gode3sHeHHOCTh cycraBor, Oco-
GenHo wacTo noJaHapTpurTLl HabmojaaloTes NpH  Tasep-
KHIJALCKOH JTHXOpaiKe,

B xpoBy GOJbHBIX OOBLITHO OTMEUAETCS THIOXPOMHAN
aneMud, YacTo aHM3O- H MOAKHIOUHTOS3, HHOrja MNoJu-
xpomarouans. Jlefixounros pocruraer 12000—20 000,
xapakTtepen HellTpotunes ¢ HeOOJIBIIHM CIABUTOM BJEBO.
PO3 ycxopena, HHOra MMESTCSl MOMOKHTENLHBIR CHMIT-
ToM xkryra. Peakuus Baccepmana n ocajouHble peaxilHH
HepeaKo BHINAAAT nojaoxuredpHsiMu. Farquhar ¢ cor-
PYAHHKaMH CUHTAIOT, uTO ¥ '/o BeeX GOMBHBIX COHOKY
peaktust Baccepmana nonowurtensHa. Jlas nodydenns
NOJOMKHUTENBHOTO peayabTaTa peakuun Baccepmana pe-
KoMenayercs 6paTh KpOBb He panblie 4 Hejpeab nocnae
sapaxenusd. [Ipn rapepXuiabCKOA JHXOpajKe Ppeaxius
Baccepmana u ocamouHble pPeaKUHH OTPHIlATENbIELI.

B nuddepennuanbHo-1HarioCTHYECKOM — OTHOINEHH
CJEYeT paHblle BCEro YCTAHOBHTH, UMEETCs JIH Y Goiihb-
HOrO TaBePXNWIIbCKAf JHXOPaAKa WAH 00/le3aHb COAOKY
(raba. 6).

Bo uaGexanne ommnGoK B AMATHOCTHKE OT COMAOKY cJje-
AYeT OTIHYaThL MaJspHio, peBMaTH3M, Oplomuol THE, Me-
HHHTHT U cyOcencue Buccaepa.

Tpu HanuuuH BHIPAMKEHHBIX MEHHHTeAJbHBIX CHMIITO-
MOB JIHArHo3 ycTaHABAMBAETCd mMocAe CHHHHOMO3TOBOM
nyaxiun. O6HapymxeHne B JUKBOPE SHAUHTENBHONQ I~
TO3a rOBOPUT B NOAB3Y MEHHHIHTA, TOrja Kaxk npu 6o-
Je3HH COJAOKY IIHTO3 Beerja OblBaer HopMAaJbHBIM,
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TABIHUA B

Judgdepesunansio-1HATHOCTHUECKAA TAGARNA PATHUHBIX
topm Godeaun oT yKyca Kpsic

OcHoBHHE
KAMNAYECKHS OPI3HAaKH

ITpn Goaeanu cOROKY

TMpu rasepxuasscrol
JAHXOPAAKE

Paua
KPHICE!

OCwas HITOKCH=
Kauus

0T YKyca

Jluxopaka

[MoanapTpuTH
Jlefikouuros

Peaknua Baccep-
Maila H OrafouHble
peaxuun

Boabynurean

Huxy6auuonnsi
nepHoz

Haer nepsuynbii
KOMILIEKC

Hacrynaer nocre-
NeHHO H MeHee Bh-

pamena

HuTepMETTHPY 0=
mwaa IR BOJHOOG-
pasanasn

BrisaioT HHOTAA
¥YumepeHuni

[TonomnTeabusl §
50% cayuaen

Cinpunaa Kapre-
pa
7—21 news

He 6Gmpaior

lMaagko samupaer

BrecTtpo nactymaer,
XOpONIO BLIpaXKeHna

Centnueckan

Bupaior OUeHb
HACTO

Bupaxen GoJee
pPesKo

OTpuLaTe/bHb

MonunangopMusLi
CcTPEnTOTPHES
1—7 nued

Bripaor

AnugennuecKie
BCIHITRH

Kaaccunkaung GoJesHi Cojoky B JETCKOM BOapacte
AoMna OBITh TECHO CBfA3aHa ¢ 0CODEHHOCTAMH KalHHUE-
cKoil KapTHHbL. B 3asucnmocTth o7 npeofiaiaiis Tex Wil
HHBIX KJHHMYECKHX CHMOTOMOB MOMKHO PasJ/HdaTh Che-
aywouyie (Gopyul GonesHu COACKY: 1) THIHuHYIO thopmy
¢ NepPBHYHBIM KOMIIEKCOM, HHTEPMUTTHPYIOMICH JHXO-
pafKoit H ChIbIO; 2) MEHHHFOIHIE(PATHTHICCKY IO thopmy,
IpH KOTOPOH B TeyeHHe OONEIHH BHIABJIAETCH MEHHHIO-
snuedannTuuecknil cunpapom; 3) pesmaTtouanyio Gopmy
¢ BBIpAXKEHHBIMK OOJSIMH H NPHIYXJIOCTLIO CYCTaBOB; 4)
JKeqy IOUHO-KHIIednylo GopMy, npH KOTOPOil OTYETVIHBO
BHIPAYKenbl HAPYLICHUA NUILeBAPUTEILHOTO Tpakra (auo-
PEKCHA, TOWIHOTA, PBOTA, OOJH B XKHBOTE H CJAM3HCTHIN
cTya).

TlatonoroanaroMuueckas kKapruna GOJE3HH CONOKY
MaJ0 H3yyeHa.

Ha ocHoBauun BCKPLITHA Goabnoro Miura onuceipaer
npn Goje3nn COAOKY THTEpemiio Marko# Moaronofi ofo-
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JIOUKH COMHHOTrO MO3ra, pacimmpesne CocynoB Mosra #
cepAld, a TAKXKe YBeJHUeHHe KOJIHUECTBA CIIHHHOMO3TO-
BOH KUAKOCTH.

B aByx cayuanx Kaneko w Okuda ua cexuun oOma-
PY2KEeHBl THIEepeMMsl BHYTPEHHUX OPraHOB, AereHepaTus-
HBle M3MEHEeHHs B IMEeYEeHH M MmoYKaxX, MHOKapauT, neGoib-
1ol LHCTHT ¥ KATAPalbHbLI TacTPOSHTEPHT.

B nexoropeix cayuasx p meyenu OblH HafIEHB! HEHT-
palibHbie HeKpo3bl u Xupopas unduanrpauus (Farquhar
c cotp.).

Ilpn Guoncuu nuMQaTHYECKHX Y3J0B HAXOLAT HX TH-
NepIIasnio, MeNKOKACTOUHYI0 HHQUAbTPALNIO H HHOrAA
reMopparii.

B narozenese GONe3HH COAOKY S3HAYHTEABLHYIO POIb
UrpalT HMMYHOJOTHYeCKMe peakunn. B denomene
Iefiddepa cnupunnn 6uicrpo norubator, [Tpubapnenne
k cripuanam Kaprepa cblBopoTkH GoabHOTO 06€3IBHIK -
BAeT X, KAK STO MOXHO BHJETH B TEMHOM MNOJIe YIbTPa-
MHKpoOcKona. B KpoBi BH3IOpaBAHBAIOIIHX OT GO/AE3HH
COJLOKY MOXCHO OOHAPYIKHTEL CIHPHINOUMAHBIE M CHHPHJI-
JIONUTHUECKHE BEULRCTRA.

[Tpopurakrura Gone3nn cONOKY CBOAHTCA K IHEPrHY-
Holi 6opbbe ¢ rpuisyHamu,

Jletwernne, Mecto yxyca pekoMeHAyeTcs cMasaTth lon-
HOH HACTOHKON A/ [pPejoXpanenis oT BTOPHUYHON nHpeK-
i, MuorowncsenHble aBTOpPHl B DPA3JHUHLIX CTpPaHax
YCTAHOBMAH 3((EKTHBHOCTL caJgbBAapPCaHHON Tepamuy
(C. H. Baaroropos, fl. T. BopoGees, Briining u ap.).
OreyecTBeHHBIN NPENAapaT HOBAPCEHOJ BBOJNTCS BHYTPH-
BEHHO CBeMKENpPHroToBAeHHBIM, 10311pOBKa B LeTCKOM BO3-
pacre 0,005 e na 1 ke peca, nnoraa HeCKOIBKO GoJblIE
(0,0075 e), no ne eoime 0,01 2 ua | ke Beca. as nonuoro
BEI3MIOPOBJAEHHA HEPEAKO TPeOVIOTCA MOBTOPHLIE BBEACHHA
npenapara.

Jleuenne GONE3HH COMLOKY MEHHLMIJIHHOM HMEET [peH-
MYIIeCTBO, TaK Kak on fgeffersyer Ha cnupuiay Kaprepa
H HA MOHHIH(QOPMHLIA CTPENTOTPHKC W BBOIHTCH BHYTPH-
mblmeuro, Jlo3iupoBKa NEHHUH/AINNA B IETCKOM BO3pacre
20000 EJl na 1 ke Beca. Kypc mewenns 10—12 nmeil.
B nocnejHee BpeMs pexoMeujlyeTcs Jeuerue GMOMHIHHOM
H JIEBOMHLETHHOM.

[Tpoenos npu Gonesnn cofoky y aereht Gaaronpist-
HBIH NPH YCIOBHH NPABHJABHOTO JEYeHis.
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Haa HITIOCTpallny  NMPpUBOJIHM cobcTBennoe Habao-
Jenue,

Boasnaa A, C, poubio OwiAs yKyweya KPHICOR B JIeBYI0 MATKY.
Pana or yxyeca perope aaxnia, no wepea 14 aneli noapmincs ro-
noepnaa 6oab, 60ab B HHUBOTE, JeBoll Hore, HHTEPMUTTHDVIOWAS JHXO=
panka ¥ Culilb %a Teae. Llpu nDpHeme B KAnnMKe ofuApyMens one-
HyloHlHE MaTOMOrHYecKHe Aalinble! pesgas GAeAHOCThL KOMHDIX NOKpO-
sop. Ha wkome n0a, Jesofi wiexy, rpyad, COHHBL B KOHEYHOCTE
OrpAUHESHABIS OKPYIVIBIE KPACHBIE NsTHA, CIErKA BOSBLINEHNLS, 1107
nopatoll wonencrenuun. Ha woxe oboux Bex peako orpapuuennas
kpacnota, Ha nepoli ngTie ABa NHAHOTHYECKHX pyGua, BeanudHofi B
2—3 mm. Or nux paeT Kpacnas Tojoca K BHYTpeHHell JOIBIKKE
(mnspanrut). B nenofi naxopoit ofaacTn yBeawuenn: guvdaTiiecKue
y3aul 0 BRANUHdAB ropoxa. JlumdaTHueckie yaau B npanofi naxonof
0618CTH, Ha Mee N B NOAMBIMETHEY 06AACTAN YREAHUCHE He3HauH-
renpio. TIpunyxnocrs roAcHOCTOMNBIX cycTasos. Hemuuil Qyuxuuno-
HaaLHLIH LIYMOK y BEPXYHIKH cepiua. Knpor Goaesnen npH nanbnas-
ung, IMpomynupaerca Kpail neweHH na 2 cu HHKe pelepHOH JyrH.
Cxaonnocts K sanopan. Jlesouka Kanpuapa, 9acro nanaver, B kposn
OTMEYaAaCh THIOXPOMHAH aneMus, JeikounTos, neirpoduied ¢ yme-
pennsiy casarom paeso. PO2 — 50 am 3 | # Peaxunu Baccepmana
n 3axe — BureGeroro oTpunatentun. B KPOBH MOPCKHX CBHHOK de-
pea 10 nnelt mocne aapareuns wx Wpopnio Goabuol ofnapymens
cnupuaan Kaprepa, 3a spemsa Goaeann mnabmopadoch CHEXPOHHOE
¢ OpHCTYNamMH yEeNHuYeHHe NMEYeHH, a B KOHIE 3afoneBanusi — 0 ce-
aesenrn. Jleweine wopapeenodaom BuyTpusenHo no 0,15 panm xopo-
wiifi sppert. Bunucana aaoposoil.

JTOBPORAYECTBEHHBIN JIMM@®OPETHRYJIE3
{Doneans KOMAYLHX papanum)

Bnepsnie aro zaGonesanne onucano o ®panuun De-
bré u Mollaret p 1950 r. B Coserckom Corose ono onu-
cano M. @. Mapeuxoit 8 1955 r. HoGpokauecrsennbiii
Jumpoperuxynes npeacrapiaser co6ol0 HHGEKIHOHHOE
3afosesanue, NPOTEKAIOULEE MONOCTPO C THOMHBIM JHM-
(angennrom. Ilporuos npu sToMm cocTosiHnM GJaaronpHsT-
upii. B orpomuom OoabmmuucTBe caydaes (919%) 6o-
Je3Hb pa3BHBaeTca MOCJAE KOWauybHX MAPAllHH HIH yKyca
kowkH. CaMi KOmKH 206poKauecTBEHHBIM JHM(OPETH-
Kyaesom He Goaelor. Muoria saGonesanne y aereit pas-
BHBA€TCA IOC/]E HaPalui IPYyrux MHBOTHBIX (MOPCKHX
CBUHOK, c00aK), a TAKKE NOC/]e NOBPEKACHNN KOKH KO-
JIOYHM  KYCTapHHKOM  (IIHNOBHHKOM, OGOSIPBIHIHMKOM).
Mollaret mokasan, yro sabonepanne Moxer GLITh Iepe-
HeceHo ¢ OoJIbHOro Ha APYrux Jofefl u obesvsn, Jern




Goaeror wame p3pocasx. Cpean Goaphulx aerefl — Goiab-
LHIHHCTBO JEROYEK, TAK KaK OHH ualle HrpaloT ¢ KOoll-
kamu. Mudexkunonnst BO3OYIHTET: MNPOXOAHT uepes
GakrepHaJbupie (HALTPE H, NO-BHAKMOMY, OTHOCHTCA K
KPYNHBIM BHpycaM. DBoAblIHHCTBO HCc/iejioBaTeIel CUH-
T4eT, 4TO BHPYC, BRI3bIBAIONIHN G0/€3Hb KOIIauLel mapa-
[MHHBl, NPHHAAJCKHT K TPYNne BHPYCOB THOA OPHHTO3A
(Mollaret ¢ coasr,, M. ®. Mapenkas u ap.).

3aboaenanne ualle OTMEYaercs B 3HMHHE MeCHILBL
ITo nansim Warwik u Good, na nos6pp 0 nekaGpb na-
paer 40% seex saboneBauni.

Kaunuueckan kapruta. VuxyGaunoHHbil Nepuos Ko-
gredaercs or 3 jo 42 gHelf; uauie BCEro OH HE MPEBLIUIALT
3 Henenb. ITo HeTEUEHHH 5TOrO0 BpPeMEHH Ha MECTe 10-
BpeKAeHHS BO3NHKAeT NEePBHYHLIH KOMIJEKC: Mamyna, B
LEHTPE KOTOPOH HAXOAMTCA Ny3bIPeK, Nycryna HIH LeH-
TpaabHbiil Hekpo3. Tak kak namyna uMeeT HeboJbluHe
pasmepbl, HEPEAKO MPHKPLITa KOPOUKof U GLICTPO 3a7KH-
BaeT, OHa MOMKeT ocraThes Hesameuenuoil. Caemyer or-
MeTHTb, UTO Y HEKOTOPHIX GONLHLIX NEpBHUHBIH ouar mo-
et me obpasoBatncs. Yepes 1—3 Henenn mnocae rtoro,
KAK NepBHUHLL Ouar yxe 3azHuil, pasBuBaercs yBeJIHYe-
HHe perHoHapHulx JuMdaTHIecKHX Y3JI0B, KOTOpOe 4acTo
JIOCTHTAeT BeJIHYHHLI ToaybuHoro siina. B a1o ke Bpems
y OO0JBHOrO TIOABJAIOTCH HELOMOTAHHE, IOJOBHAS 00Jb,
HMOBLILICHHAS HJIH BLICOKAf TeMIepaTypa, KOTOpas Iep-
wures 10—14 guei w wnorpa norpscawouinil osgob. [pu
0cMOTpe OOJILHOrO MOMHO OOHAPYZHTE MHKPOHOJHAZE-
HHT, yBeJHUeHHe ceMe3eHKH U HHOTAa MaKyJd0nanyae3nyio
Chillb HA KOXKe Te1a M KoHeuynocred. MecTHble HaMeHeHHs
CBOAATCSA K NMOCTEINeHHO PA3BHBAIOIIEMYCS DEerHOHapPHOMY
auMmpanennty. MecTHEHIE H3MEHEHHH OrpanHYHBaIOTCA
TOi CTOPOHOM, TAE HMEJNO MEeCTO BHeJpeHHe BHPYCHON HH-
dexunn. Muorga orMmeuaerca yBedHYeHHE He perHoHap-
HBIX JHM(POY3/10B, 4 NOCACAYIONIHX, HANPIMED, NpH HEep-
BHYHOM Quare Ha KHCTHX PyK JumdaleHHT pasBuBaercd
B nojMbllieunoll oGaacTd, a #e B JoKTeroH. Ecam BHe-
,[LPEHHE BDSﬁy,ﬂ,HTE’,J’lH IIpOHCKO,[LHT B HECKOJAbLKHX MeCTax,
HaOAI0faeTCsl THIIHYHOE YBENHUeHHe MHOTHX JaHM(pOoy3-
Jaop. Xapakrepuo, 4To raybokne jguM$poysasr npu aodpo-
KauecTReHHOM JAHMGQOpPETHKYNe3e 00LUHO HE MOpaXKalor-
cs1. OBpasosasmasicst auM@oMa MaJodyBCTBHTEALHA TIPH
nafdbnagud. BocnanuTenbHble H3MEHEHMs B Hell npore-




KaloT HOJMOCTPO 1 MOABEPraloTcs MHeHTPATIbHOMY He-
kpoay. Ilepuagenur obuuno caabo sbipakel. Crnonran-
HbIX Oosieit B oGaacti Jaumdasendnra He GhIBAET WM OHH
ciabo polpamentsl, HarHoupluasics. fUM@OMa COAEPKHT
«CTePHALHLIN» JKeqropaTelil rHofi. 3aGoaesanue auMdo-
Y3JI0B MOMKET JQJHTETbHO JepiKarbes 0o 3 mec. 3amKub-
JeHHE Y HeMeUeHHBIX GOMLHBIX OOBIYNO MPOHCXOANT MO-
c/e CaMONpPOM3BOJALHOLO BLIIETEHHS THOA; B jpajabHeii-
wem pyOeu npu saxupieduu ducryan pe obpasyeresd.
B nepHon sauB/ACHAA OTMEYaeTcs 3HAUYMTENLHOE pa3Bi-
THe (PUOpPO3HO-CKJIEPOTHYECKHX TPOLECCOB, BCAEBICTBHE
yero edaess ObCcTpo ymaoTHsIoTes. [locne oTcacuiBanua
FHOA 3aKHBJACHHE NMPOUCXOAHT OwicTpee. B 3aBucuMOCTH
OT JIOKaJH3allHH [epBUYHOrO ouara u jJumdanendra ua-
MeHSEeTCs H KJauHpmdyeckas Kapruua. [lpn JoKaau3auHH
npouecca B 06MACTH KOHBIOHKTHRLI Masa obpasyercs
RONBIOHKTHBHT H NpeaypuRYaapubiii aumpasenur; 3to
Tax HasuiBaemuil cunzpom Parinaud. Ecau nponece io-
Ka/qu3yeTcs B HOCOIVIOTKE HJH, KaK 3TO peiAKo ObBaer B
JErKHX H KHIIEYHUKE, COOTBETCTBEHHO YBEIHUHBAIOTCA
HIEHHbIE, OPOHXHAJbHLIE HJIH Me3eHTepHa/bHEE JAuMpo-
Y3J1bl.

Jas noprsepaaenys AHarnosa NpHMEHSETCA BHYTPH-
KOxHaa npoba co cnenuduueckum aurtureHoMm. Ilpoba
CUHTAETCS NOMOKHTENLHOH, ecan uepes 2—3 aua obpa-
3YeTcAa mamyda, Kotopas AepiUTeHd HECKOJMbKO aHei. Au-
JIepreH NpHrOTABIHBAETCH W3 CTEPHJALHOrO THOS, KOTO-
pHIit MHOTOKpaTHOo nomorpesaerca ao 60°C B Teuenme
OlHOro Yaca, 3artem pa3baBhsfercs (PU3HOJOIHUECKHM
pacTBOPOM MopapeHcit cold U THHpasausupyercst. He
BCE THMNHYHBIE DONLHLIE AAIOT NOJOMKHTEABHYIO PeaxiHio
¢ aruMm aHrurenoMm. Cpean 3/0pOBEIX JIOfEH MOJOKH-
TeAbHast peakuus Bcrpevaercs menbue gem B 19%. Cpas-
HHTEABHO YacTO OTMEUaloTCA NOJOMKHTEAbHLIE PEaKIUH
y uneHoB cemMbd boabuux. [To nanusim Warwik u Good,
B 26,4% y nepenecunx 3abo/eBanHe KOXKHAA aJJeprus
aepacHred ot 2 no 4 aer,

Hupgeperyuarvroul duazHo3 NpuXOANTCS MPOBOARTHL
¢ auMpanennTaMu Apyroft STHOJOTHH, ¢ COAOKY, Tyaspe-
muell, naxoBol Jgumdarpanyinemoni, HHQEKIHOHHEM MO-
HOHYKJIEQ30M, aAumborpanyaemarozoM, Jaumpocaproma-
TO30M, JeHKO30M H MPOCTLIM PErHOHAPHBIM YBEJIMYEHHEM
JIIMPOY3I0B.




B panueil cranun saGonesauus B KPOBH OTMeuaercH
rpauyJaoUMTONEHHA, KOTOpas B CTalAlH HACHOEHH: CMe-
usieres nefirpopuiesom. Mmeerca nekoropoe yseanueHue
sosunoduaos. PO ofmuno yMepeHHO YCKOpPeHa,

lpu eucroaceuueckon wccaedoganuu aumdoysna o6-
HADYKHBAETCS  pPaspacTaHHE PEeTHKYJSNPHOH TKaHH H
CKOIVIEHHE NJasMaTHUECKHX KJAETok. B panpueiiimem 06-
pPAZYIOTCH THIHUHLIE TPAHYJEMb, COCTOSAIIHE H3 3INHTE:
JHOMAHEIX H FHFaHTCKHX KJerok JlaHrxaHca, ¢o cKOIJIE-
HHAMH BOKPYT X 1uM(O- U N1asMoUe TIoNAPHBIX Kie-
TOK, 3aTeM 0Opasyercs UEHTPAAbHbLIA HEKPO3 H Mepuame-
HHT. 3aKanyuBaeTcsl MPOIECce PacnpOCTPaHEHHON HEKpo-
TH3anuen nopaxesnoro aum@oysiaa. Llnromoradeckn or-
MEYAeTcs 3HAUMTENbHOE YBEJHYEHHe PETHKYJASPHBIX Kie-
ToK. B nyugTrate JKenesn MOMKHO OOHAPYKHTE MaKpO-
tharn, NIazMaTHUECKUe, SHAOTENHAJNBHLIE, IMHTEIUOHI-
HEle, THrapTckue 1 Oonbune JauMQaTHYECKHE DeTHKY-
JAPHBIE KIETKH, IMTOMOTHYECKH KapTHHA COOTBETCTBYET
necrpoit Kpynuoksgerounoit auMmdorpamme. K ocnomue-
HHSIM OTHOCSITCSL PEAKO BCTPEualomuecs MHEBMOWHH, Me-
AMACTHHAJALIBIH A/IEHHT, OCTEOMHENHUT, abAOMHHAJLHBIN
cupapom (Coay B KHMBOTE, PBOTA) H SHIE(MATHTHUECKHE
IBJCHHSA, KOTOpHIC MOTYT NpOTeKaTb C KOMOM, Cymopo-
rami, MEHHHICaJdbHLIMH CHMOTOMAaMH, HHCTATMOM H TO-
JOXHUTENBHEIM cuMiToMoM BaGunckoro.

Jeuwenue. MecTHo npH HATHOGHHH JHM(OY3TOB PEKO-
MEHJLyeTCsl OTcachiBanne ruos. Bayrpp HasHauaercs re-
rpaunkaun no 20000 EJL na | ke seca. Ilpn ocaoxue-
Hun sunedanurom npuMensiercs ofuLiunad AJNd 3TOro 3a-
GoJieBaHUA Tepanu.

B obnacTHoil Kaunnyeckoll GoabHuLe MB HaGuI0manH
GosesHb KOMaubel napaniubl y Tpex getel; y onHoro us
HUX AMari{os Obljl NOATBEPIKAEH NOJOHHTEJNLHON peak-
IEeil arrJIoTHHAINH ¢ AHTHIeHOM OpPHHTO3a.

B Kkayectse HJOCTPANHH NPHBOIHM KPATKYIO BHIIH-
CKY H3 HCTOPHH GOJIE3HH.

Boawnan E. M., 7 ner, noerynina p Goasamty 24/X1 1964 r. no
nopony auMbanenura nesicuofl sruosorun. 17/XI wmars sameruaa vy
JeBOMKH  YReJHuenusie AaMGoyaae 8 ofnacTH JeBRX JOKTERHX #
noaMEIIEYHLY ckeaed. 21/X1 temneparypa y OoauHOl nOBBICHAACH
Ao 38° n pepmanacs cybdebpuasnoin no 1/XIT 1964 r. Ormedanock
MI0X0e CAMOMYBCTBHE, CaiafocTs, rooenas Goab 0 G0Jb B JEBOM yXe.
B npowaom passusajgach HOPMAJLHO; HEpPEHEeCda KOPb H IHENOLH-
ctir B 1961 1. Jomawnne ycaoBHi YIOBAGTBOPHTEIblBEe, B cemue




HMEeTcs KOTEHOK, KOTOPOro JCBOYKA OWEHb J/HOOHT 0 uaCTO € HAM
urpaer. PuaHUECKOE M ICHXHYECKOE PASBHTHE [CBOYKH COOTBET-
crayer so3pacty. Ha rome Twabpoli nosepsnoctn obenx kucreh —
MHOMKCCTESNNLIE KOllausy napanuunl. B oGaactn oanofl Hapanuubl
HA JAeBofl KHCTH OOGHApYMKeH MaKyJI0-nauyMesunlil 3JAeMenT, B USHTpe
KOTOPOTo nMedacst weOoabwofl raofipyok. Jlepue jJokTesse MO~

yaipl BEAHUMHON A0 CNHBH, HECKOJLKO OOMECSHNEHHH NPH MaZbmanum

0 He cnasiikl ¢ OKpy:Kalomed Tkaubto, JIesble noaMuitieqnne anmMgo-
y34bl ypelnvueHnl B MeHbuefi ctemenn, Ao Gofa menusanmol, Geabo-
jesnennsl. BHYTpeHNue opransl B npenenax HopMel. B xposn 6oab-
roft 25/X1 1964 r. koanuecrso meitwoumton 8300, ¢ 57%, n. 10%,
3. 3%, anmd. 24%, mon. 6%, PO2 10 mm 8 1 4 Peaxuwnn Baccep-
mana, [Tupke, Paiira u Xeaneascona orpularensisl. Iloces ruos,
NOAYUEHHOr0 H3 KyOHTAJBHOrO JHM(pOysaa, 0Ka3aacd CTepPHAJLHEIM.
TTocne nyukoMH KYOHTAJALHON #ejJe3nl OHa SHAYHTEALHO YMEHBILH-
fndacs B pasmepax ¥ erana nuotaoil, TlepBHYHBIN OY4Ar Ha THUIBHON
NOBEPXHOCTH JRBON WACTH Npowlien b Tevenns weaean. Temneparypa
HOpMaJHsoBalack i jiesouxa peinucagack 1G6/XIT 1964 r. agoposoil

'aasa X

IIPOYNE PEJIKNE
3ABOJIEBA HISI

CHHIPOM CTHBEHCA — [7KOHCOHA

(MuorooTRepETHRIT HpOABHEMIL aRTOREPMOA,
AepMaTOcTOMATHT,
CAN3ACTO-ROIKHO-IVIAZHOI CHHEPOM,
emuapoym Jaiian,

naopmopudmmEaTeumii 9RTONEPMOB)

B 1922 r. neguatpu Stevens n Johnson onmcaan
BIIEPRBIE HOBLIH CHHIPOM, NPH KOTOPOM Yy OOJBHBIX Ha-
Garogaercd JHXOPamKa, Chillb, CTOMATHT W IOpaxKenue
raas. 3aboneBanHe BeTpedaercs y jaeTeH pexko. B ore-
YeCTBEHHOH JHTEpaType HMeercs ToabKo okosno 20 coob-
meHui 00 3TOM CHHIpOME,

B ocHoBHOM NpoABJICHHE 3200/ eBaNNA CBOMHTCS K Bbl-
COKOil JINXOpPajKe, NpPocTpauun GOJLHOTO H NOPaKeHHIO
Koy M causucTnix obonouex. Mamobaennol seaserca
JNOKAJAH3AUMS TOPAXKeHHH KOXH H CJAHSHCTHX 0060/0ueK
BOKPYr €CTECTBeHHBIX OTBepcTHil, ITO O06CTOATENLCTBO
HALLTO OTPaMeHlie B Hazpaunn OOJNE3HH Iaopuopudn-
nHaasHoro skrosepmosa (Fiessinger).
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Jruoaceun He puicHeHa. OJHH HCCAECNOBATENN TPH-
nalor sHauveHHe (QoxaabHo MHpEKUuH, APYrHe — npei-
HIecTBOBABIIEH BHPYCHOH WK GakTepHaabHol HHPEKIHH.
Beipamennas so3uuoquans, oOHapy:xenne y uacti 6oJb-
HBIX aYTOACT/IIOTHHHHOB H YPTHKAPHEIM THN KOMKHBIX TIO-
pax<eHuit TOBOPHT B IOJb3Y aJd/epPrHuecKoro rnatorenesa
cunapoma Crueenca — [lxoncona.

Cunapom Crusenca — Jlzoncona yame HadIoaaeTes
BecHoit M ocenpio, Kapruna Gomesun MoMKer pasBHTBCA
nocJe MOBTOPHOTO IpHeMa TAKHX JeKapeTs, KaK cyabda-
HUJAMHAB, auTHIUPHI, JIOMAHAT, aHTHOHOTHKH, MBIIIb-
K, GapGuryparn B jgpyrune. Onucasst ciayuan BO3HHK-
HOBEHMSl CHHAPOMA [OC/Ie BBEIEHHS BaKUHH M CHIBOPO-
tok. HexoTopnle aBTOpLl, KaKk VKa3LBaJoch, NPHIAIOT
3HAUeHHE HH(EKUHOHHONH 3THONONHH (KOPb, IPHIN, BOC-
TaJeHHe Jerkux H Ap.), AeHCTBUTENbHO B NEPHOL PeKOH-
BajecieHUHE Yy GOMLHLIX MOMXKeT passaTbed cunapoM Cru-
Benca — JloHCOHA BTOpUUNO.

Onucano passurie cungpoma Crasenca — [Komncona
TaKxKe mochae NAOMOGHpOBKH 3y6a amanbraMod Mo yio-
Tpedaels PTYTHEIX Masef.

Kaunuueckana raprusda. 3aboaepanue HauHHACTCA ©
BLICOKOH TEMIIEPATYPbl, KOTOpas Hepeiko NojJHMMAeTcH
no 40° u osnoda. IMosipasiorca rososBuas 60ab, 60aH B
cycrapax, ¢1abocTh, XapaKkTepibie BLIChanns Ha KOXKe H
causucThix obonoukax. Kpome Toro, 6o/bHble KaJayOTCH
Ha 60AH BO PTY U riasax. Koxubie nmopaxenus sHauafde
HMEIOT MaKy/JIo-any/aesiblil Xapakiep, KpacHOro u myp-
IIYPHO-KPACHOTO IIBETA. 3ATEM KOMKHbLIE 3JIEMeHTH Tpauc-
popMHPYIOTCS B BEIHKYJIL H NY3LIPH (6yaibl), KOTOpLIE
JonamTcd W B AajbHellleM [OKPLIBAIOTCH KPOBAHHUCTHI-
MH KopoukaMu. KoxHble 3/eMeHThl 4acT0 HaG/I0aloTes
Ha THIILHOH CTOPOHE KHCTEH M CTON, HO MOrYT MOKpbI-
BATh BCE Y4CTH T€Ja, B YaCTHOCTH, XapakTepHo HX pac-
NOJOJKEeHHe BOKPYP €CTeCTBeHHEIX OTBEDPCTHIl; pTa, Hoca,
anajapnofl o6nacth i renurannii. Iopamenue caH3HCTHIX
060JI0UeK HOCHT XA4DAKTED HOBEPXHOCTHBIX H3BI3BJACHHI,
KOTOpHIE MOKPBITHl CEPO-Oe/IbIM IKCCYNATOM H OKPYIKEHBl
KpacueiM oboakom. Kpome Ttoro, Moryr mopaxatscsi «
BHYTPEHHHE OpraHbi: I0OYKH, [eueHb, JIeTKHe, Ceplle,
MOSI' H CYCTaBbl, BCJGACTBHE SIBJEHUII TeHepaaH30BaH-
HOrO BacKy.aHuTa. BopjeuenHe KOHLIOHKTHBLI TJa3 siB-
Jasteress OOLIYHLIM [pOABACHHEM cHHApoMa., K Konbionx-
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THBHTY MOXKET NMpHCOoeaHnsATbea Kepatut u yseut, [Topa-
HKEHHE CAHZHCTRIX 060/0UeK MOMKET OCJA0KHATLCS para-
RaMu H KpoBoTeuenusmu, CamMouyBCTBHE DOJABHBIX [JI0-
Xoe. AHOPEKCHs HEPEAKO NPHBOAHT K HeTOmleHHio. Jla-
DopaTOpHBIE JaHHLIE B OCHOBHOM CBOJSITCS K BLIPaXKEH-
HOH 203MHOGMHANH ¥ 3HAUHTEJBHOMY Vcekopenunio PO3.-
Hepenko nabuionaerca JeilkonuTos c¢ mnefirpopuaesom.
Teuenune Gosesnu AaHTEALHOE, NPOAOINACTCH HECKOJABKO
Heneab. lleproanl cpasHuTebHOro §JaronoJydss cme-
HHOTCH OGOCTPEHHGM SHGOo’ICBﬂHHﬂ', RKOrja CcHoBa [oBbI-
1aeTcs TeMIEparypa [0 BBICOKHX UM(pP, BOZHHUKAIOT Bbl-
ChITAHHA Ha KOMXe I CAHIHCTBIX 000N0oUKax, yXymmaercs
obuiee cocTosiHie H OoabHON BHajaer B NPOCTPaIuio.

B caywanx BuI3aopoBiaenus ofllee cOCTOSHHE Ta-
HHEHTOB YJayumaercs M temueparypa cHmkaerca. Kox-
HBle JIEMEeHTH [perepresator ofpaTHoe pasBHTHe, SpO-
3UH STHTEIH3HPYIOTCA, OCcTanasas OypoBaTylo NHUrMeHTa-
M0 M naactaHuaroe weayiienue. Adrel Ha CIHIUCTHIX
OUHILAIOTCA OT HaleToB 1 3axmuBalor. CHHIPOM MOKeT
OCJAOKHATLCA TPaxXEHTOM, OpPOHXHTOM, GpOHXOTHEBMO-
Huelt, AuQPy3nniM HeQpuTOM, abDAKTEDPUANLHLIM MEHHH-
THTOM H 3uUedaluTOM, YPeTPHTOM H 3IHTEPOKOJHTOM C
KHIIEUHLIMA KpoBoTeyeHuamu. Onnako u 0e3 stux oc-
JOMHEHHH CTapuine JAETH YYBCTBYIOT ce(Gd OYeHb IJIOXO.
Boapmelt vacrbio 607€10T AOWKONLHHKH H IIKOJLHHKH.
[Tpu npeuMyIiecTBEHHOM NopaKeHHH KOXKH 3abojieBanue
OTHOCHTCSL K MHOroMop(HOil 3SKCCYZaTHBHOH 3IPHTEME.
Yacrp aBropos cuHTaer, uro cHagpom CrHeeHca —
Hxoncona spasercs Oonee TsKeaoit dopmoit MHOro-
Mophuon SKCCYLATHBHON IPUTEMBI (©anxony,
JI. H. Mamguaneiicon, P. A. Baiikosa u ap.).

lTaroaroeoanatomuseckue usMeHens CBOAATCs K Quob-
PHHO3HBIM HJIH NMCeBIOMEMOPAHO3HEIM BOCHAJCHHAM CJIH-
aucToiXx 060J04€K, JA0KalH30BANHLIX B MEcTaxX Nepexoza
KOXH B ¢cau3ucTele o0osoukd, Ecau cauancras pra u 3e-
Ba MOKpLITa OACHYATLIM HATeTOM, HHOTHA HPHXORHTCS
JeJIATh NOCER Ha (QUOPY IS HCKIOUeHH AH(PTEPHH.

Jlewernue NONKNO PAHBIIE BCETO 0OECHeYHTh NpaBiiib-
HET yxOf 3a kowmKel u raaszamu. [lporus sropuunofl uu-
Gexupn NPUMEHSITCS aHTHOHOTHKH, KOTOPLIC paHblie
Goapnomy He naspavasiice. Ilepen ux nasnavenueMm pe-
KOMEHJAVETCH NPOBECTH KOXHYIO npoﬁy IR OlfpeaeeHus
OTCYTCTBHA  ajanepruueckoit peaxuuu, IIpH Tsoxesbix
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(opsMax i MpoOrpeccHPYIOIIEM BOCHAJNCHHK I1a3 HeoGxo-
JHMO JleueHHe KOPTHKOCTePOMIHBLIMH fpenaparaMu o ge-
CEeHCHOHIH3APYIOUHMH BellecTBaMi, TpauchyansMn Kpo-
BH H CHMIITOMAaTHYECKHMH cpejcrBami. [Iporwos ocraer-
ca cepbeaubiM. 25% GoabHEIX YMHPAET, HECMOTPS Ha CO-
BpeMenHoe Jeuenue. Cmeprh OGBIYHO CBA3aHA C MEHHH-
roguueda iToM WiIn ¢ BOCHAJECHHEM JIETKUX,

Jaa motiocTpaudy UPUBOARM Wame nabmoaenne,

Boaeaofi B. H., 10 aer 10 mec, HOCTYIHI B FOCOHTAJLHYIO KiAHe
nuxy 6/XI1 1971 1. » Tsenom cocTOmMMHM.

Ponnacs gonomennmy ¢ secon 3300 o, Passupajes HOPMAALHO.
Vuares s wmxosae xopowo. Hacroamee aaGonesanue pauamocs 4/XI
1971 r., nossuiacs nacMopk i Kamens. C 5/X1 mate sasana 0oabHOMY
popeyasdazoa. C 9/X1 y Manwunga OTMENAANCH CHKELHEBHO PROTHE
B Hopeyakdazon Gun ormenen. B sto mpema v Goabnoro nosnmaHCE
CHABNKIT KONBIOHKTHBHT H cromMatdT. Bokpyr pra, Hoca, anaibaoro
OTREPCTHR M HAPYMHOTQ OTBEPCTHR YPETPH HAGMIONANACE BE3UKO-
OyanesHas CHMb Ha KPacHOM OCHOBAHAH, KOTOPAs MOTOM MOKpPhLIACH
kpoBsHeMH Kopoukamn. C 10/X] #asnauensl HEBeKUNN DEHANHANANA
co crpentomunnnom, a ¢ 11/XI 1971 r. GompeON nomenten s Goap-
HHIY € AHArno3oM ocipoe pecnnpartopnoe sabonepanue. Cocrosune
Bee ppeMs Tskenoe, KoWbiONATHBHT, CTOMATHT M KOWHLIE ABJCHWN
yenauanck n 12/X1 mossuancr Menuureansnne spjxcHus. Boia cne-
aana JmomOaapHas NYHKNHA: COHAHOMO3rOBaf MHIKOCTH DKA3al4Ch
nopmansuof. B ansmuze xponw sp, 4000000, Hb 64 ex, a 13000,
w. 1, n 19, ¢. 48, a_ 19, m. 13, PO3 52 us 5 | « B aunaamaax
Mmoun: Genka cheaw, Jefixonuton 15-—20, spuTpountsi csexue 18,
ruadnioOBbE UHAHEAPH 1 B rone apenns. [locem ®pomm crepuied.
[Mo TamecTit COCTOAHMA TepeBeged B [lenuartpuyeckmt HECTHTYT.
3neck mpH OCMOTpe: COCTOAHKE KpaiiHe TAMKEN0e, ouenh B, COMARE.
Axopercns, syauMTCALHBIA Ynajok nHTauus. Baenen. Kosa cyxas.
BupamenHsli KOHDIOHKTHBHT H cromaruT, OTek ronoeki penis c
sposhelt p mentpe. B jerknx B npemeaax mopmm. [Muxannii 12 s
U omus, Tlympe—90 yo 8 1 st Tpausost Cepiia wOPMANGHL,
TOHBE MPHCAYIIEHD, CHCTOAHYECKHl WyM Y BEPXVIIKH, HEGOI0fN
aKHenT pa BTOPOM ToHe JerouHol aprepun, JKuzor Ges ocobenHo-
€Teif, meuenb y Kpasg peGepnoil AYrH, Msrkas, CeqeFeHKa HE MPOLULY-
neiBaercs, B cosHanmm, ma BONPOCH OTBEYAET HEOXOTHO,

Hceaenopanne xposu 7/XI1 1971 r, Dp. 3800000, Hb 59 exn,
a. 9700, 6. 1, 5. 1, m. 14, ¢. 53, numd. 24, mon, 4, nnasu. ka3, PO
37 mu B 1 4.

O6muit Genok ceiBopoTin Kposd 69 2%, ansGymumgon 40,57,
raofyminos: oy — 104, e, — 120, f— 158, y— 21,3, C-peaxrusuniil
Genok -4+ Cnaaopan xucaora 30 ed, XOJECTEPHH CHBOPOTKH
KposH — 174 2%, xannfi —16 me%, caxap xkposn— 107 m2%,
ocrar. azor.— 34 me%. n wmoue Geaxa 0,33%s, aefixonuror 20—G60
B nojie 3penHs, IPUTPOLHTOR HET, IHANEHOBLE H 3CPHACTHIC ILHJ.
1—3 B noje apennn. B kajxe oGgapyxent aiina ackapii,

KD BrIABITA MBINIETHBE HAMEHCHHA B MEOKApPIE.

Knumpueckith anarnos: capapom Criusenca — Diconcona,
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[ewepye auTHOHOTHRAME, HUCTATHHOM, NPELHHSONOHOM; BHYTPH-
BCHHD BROMMAACL BY% rMoKO3a, nhadMa, reMones, ackopOnHopas
KHCAOTE, HUKOTHHOBAN KHCloTa, Butamun Bs Mecrno causucras pra
OpOMLIBANACHE TEPMANraHATOM Radig N cMasunanace 29 nuokra-
uHnoM, Tnasa  npomwuiBaauck  4acTo  pactsopoM  (ypauuanna
(1:5000); sakanuBajcs B KOWBOHKTHBAALHLIA wmewiox [% pacteop
JAepoMHLeTHHa o prTamun A. Kpome toro, mpusmensnacs 10% wmerna-
YPAURTOBAA TMa3nan mMash. Ha komy — foKakoprenoBas Mashb.

Komnrexenoe nevepde okasano Xopommn shhexs n Gonwuod
20/1 1972 r. OGua BHIMHCAM B XOpOIMeM COCTOAMKE ¢ mpHGasxof
peca B 3/ re.

BOJE3Hb BPIJLIA — CUMMEPCA

(domesns Bpmaam, Baepa, Posenraus,
ruranTeRan Qenaukyaapuan aumdodaacroma,
ruranTekan olanryaspuas apmbanenonaran,
renepan3opangags GorIMEYAAPHEAS TROCPHIASUE
AMM(OYSIOR W CeNeROHKEN,
Maxpm?mmnynapmm mMrodaacrosa)

Brepswe Goaesnn noapobGuo ommeasd 8 1925 r.
Brill, Baehr u Rosenthal. B 1927 r. Symmers yTousua
PHCTOJIOTHYECKYIO KapTHHY 3TOro 3abosepanus H HasBal
Goae3Hh PHTaHTCKON honanKyaemol,

3abonepaune orHocutea K peaxum. Mo 1956 r. onu-
cano Gosee 300 cnyuaes stofi Gonesnu (Fresen). B oco-
GennoctH penko serpeyaerca Gonesub Bpuians — Cum-
Mepca B JeTCKOM Bospacte. B orevecrBemnoii aurepa-
Type ONnyGJHKCBaHL EIMHHYHBIE caydam 3TOH Goaesin.
IMo cratmcrnueckum jganusiM  Bojxersopral, cpenn
131 GoanHOTO € CHCTEMHBIM [opaykeHueM JauMparuue-
ckux yajtos Goneann bpuans — Cummepea wabaonanacs
pcero 4 pasa. BosesHb oGHapy#HBAeTCs DANHAKOBO Ya-
CTO V MYMYMH B Kenwyun. Anenonaths npu Gonesuu
Bprans — Cummepeca nopakaer auMmpaTHHECKHE Y3.bl,
CeJIE3EHKY M ApYrHe JHMQOHIHBEIE TKAHU,

B xaunuveckodl kapTune oTMeHaeTcsa reHepaqH3OBaH-
Has JUM(pageHonaThd, YacTo CHJEHOMEraus, NOCTENneH-
HOe Pa3BHTHE aHeMHH, CKJIOHHOCTL K INVICBPAJbHLIM H e-
PATOHEAALHLIM TpaHccymaTaM, nopakenue Kocred n of-
HocTopoHHNE sKsodhTadbM. Yame nopakaiorcs meiinpe
JuM(aTHYCCKHE Y3Jbl, HEPeAKO B COYeTAaHHH ¢ Iaxo-
BEIMI. Y nojgoBHHB OOMBLHBIX NOpa)KaeTcs CceneseHka.
Muorga BoBaexaloTcs B MPOHECC TaKKe MeAHAaCTHHAL-

1 [Iur, no Kypaudaino d. B. 1961.



ple 1 gabpoimnHase vaasl, Mapeaka MOryT nopamarthes
H BHyTpeHHHe opransl. Jlumdarnueckne yaibl, Kak npas
BUJIO, MJIOTHbLI, HE CHafiHbl ¢ OKPyKaomel TKaHblo H [M0s
ApmHbl. Temiieparypa oOmuno HopManeias. [lotaus
BOCTH He BLIpamena. B KpOBH OTMeYaeTcis yMepPeHHO Bbl-
pa)ceHHasm aHeMis, CKAOHHOCThL K JeHKONeHHnd H JaMpos
muto3y. Oanako 4acTo KOJMHYECTBO JEHKOUHTOB, JEHKO=
uurapnasn (popmyna w PO2 — nopmaavnn. Beaencrsue
paspacrasus cnepuduueckoft tkauu  perpoGyavGapuo
pasBHBaerca OAHOCTOPOHHUE sk3odraabym. I1pn atom oT-
MEUaeTcsl ONHOCTOPOHHHH 34CTOHHBIH COCOK 3PHTEALHOTO
Hepsa. Onucansl, KpoMe 10ro, OC10AHeHHe OOJe3HH CHH-
Apomom MUKy uYa H BLINOT B NOAOCTL MepHKapia.
3aGoneBaHHe PA3BHBACTCH OUYEHb MEJJIEHHO, B Teye-
nue 10—12 ger. Jlnmdaruueckue ysiel [MocTenenHo yse-
aununpatores. Ilepseie 5—10 ner cocrosnue u camouys-
cTBHE BGOJBLHBIX OCTAETCS BIOJHE YAOBNETBOPHTEIbHBIM,
HO 3aTeM TMOfABAAETCS NOBBIICUNAN TeMUepartypa, yXya-
nrenne o6IIero COCTOANUA, aHOPEKCH:A, HCTOUIeHHe U ajH-
HaMusl. B 2TO BpeMs B KOCTHOM MO3Ty MOXHO OGHapy-
KHTb THNHYHBIE npoaudepars. Benemcrsue paspHTHSA
NATOAOTMYECKOTD TIPOHECca B KOCTSX HEPEAKD NPOMCXD-
jaar nepenoMel. CPaBHUTENLHO Y4CTO BO BTOPOM MEPHOME
Go/esib MEpPexXoaHT B JAHMpOrpaHyneMaros WiH PeTHKY-
aocapkomarosd. Onucaw taxkke nepexoj rurasTo(oaIH-
kyaapuoft gamdobracromel B aumdosenros.
fTaTon0e0aHaTOMUYECKASR KAPTUHA OYCHBL XAPAaKTEpHA
7 HMEeT pellaiouiee 3HaueHne N8 NOCTAHOBKH QHATIO34,
JInmdarndeckne yaawl npu 6onesnn Bpuaas — Cummep-
ca coflepKar OyYeHb Go/bliNe, THrAHTCKHE (DOJLTHKYJIL
{10 2—3 mat p anamerpe), Jinmpoysen coxpanner obuiu-
HYI0 CTPYKTYPY, HO C YBRIHUEHULIM KOAHHECTBOM FHraHT-
ckux onanrynoB. Cuuychl y3KHe, cHaB/aeHHbLIE MIOTHO
JexarmuMu Kaetkamu. B domndkysax MHOrO KpymHBIX
OKpYrabiX KJETOK THNa Jumpobaactos. Boxpyr domin-
KYJI0B BHAHA BOAOKHHCTAS OCHOBA, COCTORLLAR M3 PETH-
Kyaapabix soaokod, M. A. Kaccupekuit nomsepkupact
«BO3MOMKHOCTh [AHHAMHYECKON 3IBOJIOUHH UHTOMOPDOIO-
TUYECKHX H3MEHeHul AuMQAaTHUECKHX Y3/0B H Cele3eH-
ku» npn Gonesnn bBpuana — Cummepca. B newenn, ce-
JIE3EHKE, KOCTHOM MO3IY M APYCUX OpPraHax TomKe MOMKHO
0CHApYKUTh XapaKkTepHble THCTOJOrHYECKHE H3MeHeHHs
B BHIe THranTcKux QOJIHKYAAPHLIX npoaugeparos, [Ipu




Pa3BHTHH BO BTOPOM HEPHOMLE BOJCNIE JIMIPUT YIS
MATO34 MJAH  PETHKYJOCAPKOMATONN  FHETOMUE HIBEK N
KapTHHA CcOoTBeTCTBEHHO Memseres, Muorpn npn Ouons
CHH B OLHOM H TOM e JHM(paTHICCKOM Yaue Moais pis
HapYKHTb MHCTONOTHYECKYIO KapPTHIY, XAPAKTEpIyI A
FErauTeKoll  Qoiaukyaspiol  aumdobaacromu, W AN
apMQorpanyneMaTosa WA PETHKYJIOCAPKOMATON,

Jledenue, B navanpnom neproie pekOMCHYeTren Y-
JeHHe XUPYPrHYECKHM MyTeM NopamkKeHHBIX Jaum$poysjion,
Ilpu cnoxoinoy Teyenny OpoUecca MOMKHO OIpalHINTLeH
obmeykpenasionieli tepanneit. [lpn maneimmx npuana-
Kax aKTHBALMI Ha3HAYAIOT pEeHTreHoTepanuio, K KoTo-
poii B nepsoM nepuoie GoJe3HH THranTOPOILIHKYAAPHAN
auMpobractoma ouenb uyBcTBHTEAbHA, OGBIMHO Ha Kype
neuenns gaocratoyno 2000—3000 p. B GonbiuiuHCTBE CaY-
Y4EB OJHOBPEMEHHO ¢ JYdYenOl Tepanuell mpoOBOAHTCS
ropMoHanbHoe gedenue. [1pn resepanusaumun npouecca
npHMenaeTcs xHMitoTepanus. Jlefikepan, merpaHos, UHK-
aotochan, BHHKPHCTHH ¥ Ip. Hazpnavalores B oOLIYHON
A geTell L03HPOBKe ¢ 00A3aTebHbIM KOHTPOAEM ypPOB-
Hs JeHKOUNTOR B KpobH. [Ipu paspuTud aHeMHH NpOBO-
ASTCH TPAHCHYIHH KPOBH.

[Tpornos ornasenubiil HeGaaronpuarHutit. ITposoasu-
TETLHOCTD JKH3HH Yy GOALHEIX ¢ Oosaeanbio Dpuaaa —
Cummepca Oonblie, yem y O0JbHBIX JHM(OTPaHY.IEMAaTO-
som u gumbocapkoMarosom, [lo panpsm Smith, v Bcex
G6oabibIX ¢ ruranrodonankyaapaol  gaumobaacroMmoi
IPOAODKATENLHOCT GOME3HN Ohda paBHA O rogam, a y
40% mocruraja 10 ser u Goablue,

[MTpusopum cobersennoe HaGAIOAEHHE,

Mampung C, T., 5 aet, nocrynia B kauguky 7/VI 1966 r. ans
obcaenonanys. Maawmik o nepmoit Gepemennoctd. Ilepunon moso-
POACIENIOCTH NPOTEKA. S HOPMANLEO. Bhneppbie ypedwuenie HajIKgio-
YHUHLIX ARMPOYIION MATh 3aMETHAA Y CHHA B JeBATHMECHYHOM RO3-
pacte, Jlumdoysen ysenmuppanca TMOCTENENHO H B JABYXTONOBAAOM
BO3pacTe AOCTHN paamepon KypHuore siina. B 1963 n 3 1965 p. Braa
NpoBEAEHA GHONCHA YBeaudenHux AnMGoysloR; obduapymena dhonin-
KyaspHAf TANEPIIAsHA i MecTaMH (idpos. JIEMBOrpanyaeMaTosnex
H3MEeHeHRil NPH THCTOJOTHYECKOM HCCHeI0BANHE Heé noayueno. Tlager
auMQPoysnos Ha [Mee IpoAOJIKa] YBEIHUHBATLCH, HO CAMOYYBCTBHEG
MAaJLMHKA B TEUPHHE BCErO 3TOTD NEPHOLA OCTABAIOCH YIOBJAETBOPH-
reqapupim:  Temneparypa Osina nopmanupofl, annernt Xopowund, ne
Xynea, nenxo-GUINUECKOe PAIRHTHE BIOJAHE VAOBJICTROPHTEALHOE,

[Tpr ocmoTpe B KANHHKE OTMEMEND MPARHILHOE TEJOCTOMEHNN,
YAOBAETBOPHTRALIOR NHTaHKe., KoXiEe noKpoBsl H BHAHMBIE CJHAN
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ctue ofonoukh uopmanepw., Ha uie caesa uajl kaounnelr pHaen
GONLILOY TNaKeT BAOTHMK AUMGOYINOE, He CHARNHLY wemay cobpl
1 C nognesamen TEankio, NOABHMKuBLLX, Ocaboaesncnuwx. B ocrafbs
HBX MecTax anmdaTauecknit nepudepuycckuit annapat Ges ocobens
Hocrefl. Cepane n JerkWe 8 npejeasx poapactuofl nopmul. JKnsor
MATKIE, Gesfonezpennmi. [leuens u ceneseika He NPOULYTHBAIOTCH,
Temneparypa 36,8% nacrpoenne xopouree. JIOPoprasw 310poBhl,

PeatrenorpamMma u TOMOUTpaMMa rpyaHolt xnetkm we olGuapys
JKHAN  YBEIHYRHHS. HHTPATOPaKadbibix aumMQoysson. ARamH3 KPOBH
9/Vl 18)66 r. ap. 4020000, Hb 72 en, a. 7500, 3. §, n. I, c. 58,
aumd. 30, son. 6, PO2 5 mm B | v, PesyanraTtul anajuzop MOYH W
Kdaa Ged otkaoHendi or HopMbe. RP w RM orpruatensisr,

Haunwie Gromenn ot 11/VI 1966 r.: runepnaasin $hoaaHKyI08,
npeofaanaloT KpynHee (QOJSAHKYAL € 3IAMETHHMH HenTpaMp pass
mHOKenna, Mecravy GONIAEYIH cauBaioTes Memay coboio, Ges Ha-
pyUieHHa pHeyHKa jauMdgoysna, B oanom yuacrke B nephdepuueckofl
30l¢ HMEIOTCH CKIepOTHUeckHe Hamenenuda. Onueanxas mopgoaori-
yeckas KaPTHHA HE HMEET 4epr, XapakTepHbIX And auMporpanye-
maroza n Jaumpocapkomaroza, Ha ocnosanpn KanHuueckod gap-
THHBL H OHONTHUCCKOTO HCCaefopallnd aumMQoyaila yerainosaeHa 00
aesub Bpuaan — Crarvepea,

Jleuenne. Havara pentrenotepania, KOTOPAA 0O HeNAHBI0 POLH-
Tenelr GyNeT nMpojoNMKena 0 MECTY MKNTeALCTEA.

BOJESHL BEHBE — BERA — IMAYMAHA

(capronjos Bera,
HoOpoKRavecTBeHNLHE MuMporpanyIeMaTos,
AvGpoRravecTBENHAN Tpayicma)

B 1889 r. Besnier opucan M3aMEHEHURN KOMH, JOKalH-
30BaBIIHECS CHMMETPHYHO Ha UIeKax, yulax, na/abllax
PYK, 4 TAK:KE Ha HOCY B BHAE CHHHX H HHQHIbTPATHB-
HBIX 0U4TOB, KOTOpHE OH Ha3zsaq sarcoidosis pernio u
cpasbIBaa ¢ ormopoxennem, B 1899 r. Boeck onmcan ra-
KHE e H3MEHeHHH KOMH, HO HEe CBA3aBHBle ¢ OTMOpOIKE-
nuem. B psne pabor B 1914—1917 rr. Schaumann no-
Ka3aJ CHCTEMHBIH XapakTep 3sroro saboaesanns. Jruo-
aozus GOJIE3HH [OKA HE BhIICHEHA, HEKOTOPBIE ABTOPHL
CYHTAIOT, YTO capkonilo3 Bexa cnenyer OTHOCHTE K 0CO-
boit opme tydepryaesa. Onnako pearkums ITupke Bbi-
mafgaer y GonbHEX orpuuarenknoit. pyrue apropsl oT-
HOCsIT 5T0 3abojeBanHe K SMHTEIHOHIAHOMY peTHKYa0-
SHLOTENHO3Y. B OCHOBHOM NATOAOrHHECKHE  npouece
HMEeT rpaHyaeMarTo3nbil xapakrep. I'ucToMOrHYecKH rpa-
HYJIeMa COCTOHT H3 SMUTEJHOHAHBIX KJIETOK, JHMMOUHTOB
H eIMHHYHBIX THPaHTCKAX KJeTOK THNa Jlanrxaca.
B OpOTHBONONOKHOCTE TYOEPKY/Ie3y HHKAKHX HEKPO30B
pe Owmsaer. Ha nanplax BEPXHUX # HIDKHHX KOHEUHO-
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CTEH MOABASIOTCS YS/ALL CHHENHTOr0 fueta. Kannnueciknn
KapTHHA MHOrooGpasHa. ¥ nojsonuinu O0ALINE EMEI0TEN
KOMHbIE MOPaKeHHsl B BHIE YALAKON PAAIIMIOR Beii
UlHBI, HHPHIBTPATOB M 3PUTPOACPMUCH 1A Jlite, KOHOL
HOCTAX, a HHOTAA M Ha APYrHX mecrax renn, [Tpa auae
CKOMAM YSCAKH HMEIOT XKEJATOBATHI OTTeHOK, HaMeHeH
ITH HUKOT/Ia He HIbA3BJASIOTCH.

Kaunuveckan xapruna. XapakTepuo siauureabnon
yBedHenne JuMiparniecknx yanos. Moryr nopamxathen
MHOTHE NiepH(epHuecKrne W raydokue JuMdoyans (Meani-
cruHaabhbie ¥ ap.). Jlumdoysan oesboneanenust. [Tpn
Jerounoil gopme pasaHuAloT TpH nepuoga Gomesnu:

1) nopamxenHe MeAHACTHHAJALHLIX Y3Ja0B, 2) MHAHA-
puaanua npouecca n 3) (pubposnbie HIMEHEHHA.

[Tpn pacnpocTpaHeHHH npouecca B JIETKHX Hapymlaer-
es apixarensHas (pynkuas, Crpanaer H CcepieyHo-cocy-
AHCTAs CHCTEMA; JIErQUHbie HIMEHEHUS PA3BHBAIOTCH
MEAJCHHO; HET CKJIOHHOCTH K Hexposy. Muorga nerou-
Haa Qopma Goaesun Benve — bBeka — lllaymana ofua-
DYZKHUBAETCH CJAYYalHO TNPH DPEHTIEHOBCKOM 0BCaefoBa-
nui, Capkonnosnble oyark B OOJLIIHHCTBE CAydaes JiO-
KaamayloTess B [EUEHH, CEJC3EHKEe, IKeJIyIOuHO-RUIey-
| HOM TpaKTe, NOMKENYA0UHON »Keyiese W B HepBHOH CH-
creme (Menunrosnuedanut, Hecaxapuwuit aHaGer W Ap.).
B xocTax MOXeT oTMeuaThCH KHCTO3HEI OCTeonopos (n
KOPOTKHX KOCTSAX KHCTeli i cTol).

B resennn Gonesun benbe — Bexa — aymana mo-
mer nabmoaarees cudapom Mukyanaa. Kpome toro, npu
capkounose Bexa onicad cungpom Xupgopara (Heer.
fordt); usmenenne cAOHHLIX Ke€a1e3 B KOMOGMHALMK ¢
rJasHbIMH [TOPAXKEHUAMH (HANPHMEP, YBEHTOM) H Heph-
HOJf CHCTeMB, Yale Bcero pabalonaercs Ipn 37oM Ha-
paJuu JHIEeBoro HepBsa.

Tevwernue GoNe3nn LAHTENbHOE, HIMEHEHHT HMEIOT JI0-
GpOKAYECTBEHNBIH XapaKTep, CHMNTOMATONOMHS 3aBHCHT
OT JIOKaJH3alHK NpoLecea.

Boaesup 4aimle paseupaercs y jaereli nocae 12 jger,
HO OnHcaNbl EMHHKHUHBIE 3a00NeBaHnA Y MajeHbKHX 1o
Tell © faxe B IPYAHOM BO3pacTe.

JloBpoxauecTBeHHOE TeUeHHEe, OTCYTCTBHE HOXY/Laniis
H NOBHIIEHHON TeMnepaTypbl 0 MeJJIeHHoe pasnuthe 6o
JEIUH ACTO 3aTPYAHSIOT PDAHHHE OMaruno3, Penrrenod.
PHUECKOE HCCIE0BAHHE HMEET BaXKHOE 3HAUCHIC] 0N
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PLISIBASET YREAHYEHNEe MEAHACTHHAABHBIX ZKeaes H Ku-
CTO3HBIN 0CTEONOPO3 KocTell KHeTel U cTom.

[Tpu MuaRapuzaluK Opouecca B JIETKUX DPEHTIeHOMO-
FHYECKH KapTHHA CxoAHA ¢ TYOepKyJae3HOH AucceMHHAs
umeit. Peakuna [Tupke — orpunarennsa, Peakuun Kgeii-
Ma BHITa/aeT MOJOKHTeJbHOH (BHYTpHROMHAA npoba ¢
AHTHTeHOM, IIPHTOTOBACHHLIM U3 KOXKHOTO guara WJIH [0-
paxensoro qumdoysna). [lepudepuueckas KpoBb HHYErO
xapaxrepnoro He paer. Koria nopaxennl neprdepuye-
ckHe JHM(OYsIRl HiIH KOXKa, OHONCHA MOJKET HOATBEp:
auTh gHaruo3. B Ouontudeckom mateputae obHADYHKH-
BaloTCsl GYropkH, COCTOfALIME H3 SMUTEAHOHANLIX KJETOK,
aumponuros 1 kietox Jlanrxauca.

pu OudpeperyuarbHoil OuazHOCTUKE CACAYRT HC-
KIIOUHTh TyGepKyiaes (OTCYTCTBHE KOHTAaKTa, OTpHIA-
TeNbHbIE OHOJOrHUECKHe NpPOOLL, HEeT CK/JAOHHOCTH K Ka-
3eo3nomy pacnany). Jlumdocapkoma nporekaer GoJce
ajqoxavecrBenHo, B mepudepHueckoll KpoBH oTMeuaercs
spaunTe/bHENT Hefitpodunes n yekopennaa PO3. Jlefi-
K03 MCKJIOUAETCS Ha OCHOBANHH OTCYTCTBHSI MOJOIBIX
dopM B nepudepnyeckoil KPOBH H HOPMAJBHOH MHEI0-
rpammsbl. I1pn Gostesun Xo1uKK1HA B IepH(epHICCKOil KPo-
BH uMmeerca nedrpohuiaes, 303UHOGUNNA, YCKOPEHHAS
P02, a npu Guoncii MoxKno obHapyKuth Kiaerku Bepe-
sopckoro — ltepuGepra. Tlpu caprounose Bexa camo-
gygeTBHE GOJIBHLIX XOpOIlee, OTCYTLTBYIOT Manolnl, He-
CMOTPSL Ha 3HAUHTENbHOE VBeauuenue Jum¢oy3nos, B
TOM uHcae H DyGOKHX, H paclpocTpaHneHue rpanyaema-
TO3HOIO Npolecca BO BHYTPEHHHX OpraHax.

Jlewenue — ropMonanbioe (KOPTH30H, MPeAHH30J0H,
JIEKCaMETa30H), a TaKKe IUHTOCTATHYECKOE (HOBIMOHXHH,
6-mepkanronypus). Ilporios He paBHosHaued, Y uacTH
GONbHLIX 0O0/M€3Hb 3aKaHYHBAETCA [OAHLIM BLI3IOPOBIE-
HHEM, ¥ APYTHX NPOIECT NEPEXOAUT B XPOHHYECKYW (Pop-
MY C AJAWTEJNBHBEIM TEueHHEM W (UOPOIHHEMH  H3MeHe-
MM B Jaerknx. Jleransuoers 5—10% (A. C. PaGen).

B xauecTee WAMIOCTPAUHK NPHBOAHM cOOCTBEHHOE Ha-
Gionerye.

Boasuaa T. E, 14 aer, nocryn#iaa B JeTckoe OTAeAenie of-
nacTHofl Ramguueckoil Ooasnuunt 13 moua 1972 r. no moBoay He-
NOCTORHAMR GoJell 8 wpABOR noAOBHHe TpyAROf waetru. 27/1V
1972 r. B Tloanoposkekoil HOTHKAUAHKS JeBOYKE NPOUIBENEHA PEHT-
reHOCKONMs OPraHoB TPYAHOH KJAETKH, NpH KOTOPOd OTMEUEHO pesKroe
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yBeNHYenne «JICPOr0 NPeAcepiHA® M PACWINPEHHE KOpHell JerKHx,
03 u 1o spems Guaa 43 mm B 1 4, g Gopmyia xposy Ges ocobex-

aocredt. Ilpopesennan IKI oxasanacy B npepedaX nopmbl Jag
YTOUHEHHS JINATHO3A HAOpaRJeHd HA rocnHTagusaumio B JIeHHHrpam.
B npomsaoy pepenecaa kops, Berpamyio ocmy H ausentepuio, [lpu
OCMOTpE B JACTCKUM OTAenendn — ofulee COCTOSHHE YAOBACTHOPH-
reqauioe. Kano® ner. Camouyscrsne xopomee. Tenocnomenne npa-
BHJLHOE, YHHTEUHOCTL YROBJACTBOPHTGALHAA, koda umcTan, Cansn-
cTLie obodoukn Ge3 acobenno-
creft, [lepndepuieckue -
diovanp pe ypeanuenul. [pa-
HIH CepPAla B Opejenax Bo3-
pacTHoll HOPME, TOHLI CEpAala
cherika MPHTAYIHeHs, YA
H TATDAOTHYeCKHX  AKNCHTOR
uer. lyase 84 yo. (uun, B ner-
KHX  oaesa © BTOPOM, Tpe-
TheM MeMPEeOepLix, y rpyili-
Hel  GpOHXHAJBHLH  OTTeHOK
ABIXAHHA B OCTANLHOM ABIXA-
HHE  Be3NKyaApHOe, XPHIIOB
Her. [lepkyropueit Ton B
MEJIOHETOUHOM NPOCT PAHCTBE
HECKOJILKO yKopoden, Kinor
GesbodesHen, nedens H cene-
3eHKA B TIpefeaax HOPMbL, -
SHOJIOCHYECKHE  OTHpaBieins
nmopmansnst.  [lps  pentreno-
rpadireckon # ToMOPpadiue-
CHOM HCCTBAOPARHAX TPYAHON
KIeTKY 0BNapyKennl Kpyinne
NAKeTH YRETHUEHNHT AUM(pOYINOR BAOTL TPaxel W B KOPHAX Nerkix
(pre. 13). Bponxuansnoe jaepeso me aedopmuposano. B nerkux Ges
BHIHMEX NaTonornieckys uamenesnil. Cepiie 8 oOLMHBIX Npenegax.

Hecnenonanne kposn 20/V1 1972 r.: sp. 3800000, Hb 69 ea.,
n. 8800, 5. 4, n. 3, ¢. 70, aumd. 20, vou, 3, PO2 22 ma 8 1 w. Moua
BopmanpHa. Qbuiufi Geaor xposn 7,30 2%, roobynnnm: oy 4 oy 12%,
B 24%, v 30%. AnsGymunos 34%.

TeMmuepatypa Bee BpeMs HOPMAJbHasn.

¥ Bornnoil Anaruocrupopan capxonaos Bexa,

3a npewmst MPeGLIBANAS B CTAlHOHAPE NEMHIACH CTPENTOMUNHHOM
u npeann3ononoM. Octaetca B Gonbuie TAa AANLHEHINEro Jeyenns,

Pue, 13. @mooporpamya Ooapuol

T. E., 14 ner. Bugus kpylihue nne

KeTh! J‘a‘[-IM{i]a'!'H’{CCKHX yanone cpes
JOCTEHHA,

B 3agaiouenue apTOp NOJAraeT, uTO KHHTA O PegKUX
Gone3nax y AeTefl, Bnepbhie H3NaBaeMan B OTCUECTBRHEON
JUTEpaType, OKaxercs nogaesHofl vpauam u Gyaer BCTpe-
yena neamarpamu Onaroxenarensho. Bee KpuTHueckme
saMenaHHs OyayT NPHHATE HaMH ¢ OJarofapHOCTsI0 K
yuTeHkl B gajbHeiimed padore.
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