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CioBapb dMOHMMHYECKUX HA3BaHMil 00JIe3Hell U CHHAPOMOB.
OpTromnenusi ¥ TpaBMaToOJIOTHsl. PyKoBoauTeb aBT. KOJI. Ipod.
I-p men. Hayk Mexxenusa E. I1. - Kues: Buma mxona. I'onosrHoe
u3a-Bo, 1982. - 184 c.

[IpuBeneno Gomee 300 >MOHMMHYECKHX Ha3BaHWH OOJe3HEH H
CHHIPOMOB B OPTONEIUN M TPAaBMATONOTHH. JIaHBI UX CHHOHHIMBI,
ONUCaHBl KpaTKas KIMHUYECKAs U peHIreHoloruyeckas KapTUHA,
MIaTOTHOMOHWYHEIE IIPU3HAKH ¥ IPOTHO3.

BonbmmHCTBO 3a00JieBaHUI MMEIOT CHMIITOMBI ITOPaXKCHUsS He
TOJIBKO OIIOPHO-IIBUTaTEILHOTO ammapara, Ho ¥ JPYTHX OPraHoB U
CHCTEM, IO3TOMY KHHUTa IIpeJHAa3HaueHa HE TONbKO A
OPTOMNENOB-TPABMATOJIOTOB, XHPYPIOB, PEHITCHONIOroB, HO M JUIS
MeNaTPOB, TEPANeBTOB, HEBPOIATOIOTOB M Bpadeld IPYTHX
CHELMAIBHOCTEH.

Konnextus aBropos: E. I1. Meowcenuna, A. b. Kyyenox, A. I'. Ile-
yepckuil, 3. B. Kpyx

Penensent: n-p men. Hayk /[. JI. Axbepouna (Kazanckuit HUUTO)
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NPEAUCJJOBHE

B crmenmanbHOH MeguWIMHCKOW JmTepaType UL 00O3HAYEHUS
pa3IUYHBIX 3a00NEBaHUH M CHHIPOMOB IIHMPOKOE PaCIHPOCTPAHEHHE
TOJTYYHIIH MOHUMUYECKHE TEPMUHBL. DTU TEPMHHBI 4aCTO MPHUMEHSIOTCS
Taloke M B OPTONEAMH M TPAaBMATONOTMH. MeXIy TeM B y4eOHBIX
MOCOOMSX MO yKa3aHHOM CIEIMaIbHOCTH, M3JAaHHBIX B IOCIEIHUE TOJBI,
9TH TEPMHHBI HCIONB3YIOTCS CPAaBHUTENBHO PENKO, a €cld H
YIOTPEOIIOTCS, TO H3-3a OTPAHHIEHHOTO 00beMa U3IaHUI HEOCTaTOYHO
PACKpBIBAETCSl MX CYLIIHOCTh, HE HPHBOIATCA CHHOHUMBL OYeBHIHO
TaKoKe, YTO 3allOMHHAHHE MHOTOYMCICHHBIX TEPMHHOB 3aTPYAHHUTEIHHO
HE TOJIBKO JUISl CTYICHTOB, HO U JUIsi Bpadeil. OnpeeneHHble TPYIHOCTH
UCHBITHIBAIOT ~ BPaud IpH  IIM(PPOBKE AUATHO30B, 00O3HAYCHHBIX
YIOMSIHYTHIMH TepPMUHAMH.

ITpu psine cUCTEMHBIX 3a00I€BaHHII HEPEIKO OTMEUAIOTCs Te WM HHBIE
HapyLIEeHHUs] ONOPHO-JBUraTeNbHOIO almapara, HalpuMep KapiIuKOBBIH
POCT, CHUHOAKTWIHA X T. O. XOTA OTH CHMIOTOMBI SIBISIOTCS
BTOPOCTEIICHHBIMH, HO HMMEHHO OHHM oOpamialoT Ha ce0s BHHMAaHUE
OOJIBHBIX U Bpauei.

B nocnennue roxpl, 61arogapsi 3Ha4UTENIBHBIM yCIeXaM MEIUIMHCKOI
TeHeTHKH M BBIBICHHIO OOJBIIOrO0 YHCIIA HACIEACTBEHHBIX OOJe3HEH
CKeJIeTa, HOSBIJIOCh MHOTO HOBBIX SIIOHMMHYECKHX TEPMUHOB. B cBsi3m ¢
9TUM BO3HHKJIA HOTPeOHOCTh B CIEIMATBHOM CIIOBape SMOHHMHYECKHX
TEepMUHOB, IIpeAHA3HAYEHHOM JUI Bpadeil OpTONEIO0B-TPaBMATOIOIOB,
XHPYProB, NETCKUX XHUPYPrOB W PEHTICHOJIOIOB, T. €. CIELHAINCTIOB,
KOTOpble Haubolee YacTO BCTPEYAIOTCs C IATOJOTHEH OIOPHO-IBUTa-
TEJILHOTO almapaTa.

B panee W3JaHHBIX MEIULIMHCKHX OJIOHHMHYECKHX cioBapsax (M.
Oeiirun, 1965; b. Jlaiidep u I'. Onsbpux, 1974; . M. Marsamun, A. A.
Ompmranenxuif, A. M. I'my3man, 1975) TepMuHBI, OTHOCAIHECS K
OPTOIIEMY M TPaBMATOJIOTHH, IIPECTaBICHbl HEOCTaTOYHO. Mex Iy TeM
JMOHHMHYECKHI CIIOBaph TEPMHHOB 3a00JEBaHHH H CHHIPOMOB B
OPTOIEIUU U TPAaBMATOJIOTHH, B KOTOPOM OIIOPHBIMU CJIOBAMH SIBIISIOTCS
COOCTBEHHBIE HMMEHA, BXOSIINE B COCTaB ITUX TEPMHHOB, OOJEr4uT
pabory c¢ usuTeparypoid. B Hacrosiem cnoBape NpH  HM3I0XKEHHU
JMOHMMHYECKHX TEPMHUHOB YyKa3aHbl HamOolee paclIpOCTpaHEHHBIE
CHHOHHMBI YIIOMSIHYTHIX 3a00JIEBaHUH U CHHIPOMOB, YTO IOMOXET Oolee
TOYHO HAEHTHOULIUPOBATH TE€ HIM HHBIE NATOJOTHYECKHE COCTOSHUS
OIIOPHO-JBUTATENHHOTO amnmapara. IIpy OImucaHHU TePMHUHOB IIPUBEIEHEI
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KpaTKue CBEJCHUs, PACKPHIBAIOIIUE ASTUOJIOTHIO, MATOr€He3, KIMHUKO-
PEHTIEHOJIOTHYECKYI0 XapaKTepUCTUKy 3aboineBanus. [Ipum moaroroske
HACTOSIIEr0 CIIOBaps, IOMUMO HM3BECTHBIX PYKOBOJCTB II0 OPTONEAUH U
TPaBMATOJIOTHH, INUPOKO HCIIOJIB30BaHbI pabOThl OTCYSCTBEHHBIX U
3apyOeXHBIX aBTOPOB, OIYOJIMKOBAHHBIEC MPEUMYIIECTBEHHO B IOCIEIHEE
BpeMsi. DTO MO3BOJWIO IPEACTABUTh BOIPOCHI 3THOJIOTHMH, MATOTEHE3a,
KJIMHUKH OTMCAHHBIX 3a00JICBaHUI M CHHIPOMOB B aCHEKTE COBPEMEHHBIX
JIOCTHKEHUH METUIIMHCKOM HayKH.

B mnocranoBnennn IIK KIICC u Cosera Munuctpos CCCP ,,0
JaNbHEHIIeM pa3BUTHHM BBICIICH IIKOJBI W IOBBIIICHHH KayecTBa
MOJTrOTOBKY CIELHAINCTOBY, IIPUHATOM B Hiojie 1979 r., mog4yepkuBaercs
3HAQUEHHE BBIMYCKA HEOOXOJMMBIX Y4eOHBIX IMOCOOMH U CIPaBOYHOI
JIUTEPATyphl JJIsl CTYJACHTOB M Bpauyeil. YKa3aHHBIM IOCTAHOBJICHHEM W
MPUBEJICHHBIMU BBILIE COOOPaXEHUSMH aBTOPbl M PYKOBOJCTBOBAIUCH
MIPY HAIIMCAHUH CIIOBapSI.

SBnsisick  TEpBBIM W3JaHWEM MOJOOHOrO poJa IO OPTONCAUH H
TPaBMaTOJIOTUH Ha PYCCKOM $I3bIKE, IIpeJuIaraeMblii BHUMAHUIO YUTaTeIel
SMOHUMHYECKHUI CIIOBaph HE NMPETCHAYET Ha IOJIHOTY.

OtnaBasi cebe OTYET B TOM, YTO HEKOTOPHIC STOHUMHUYCCKUE TCPMHUHBI
3a00JIeBaHUI ¥ CHHIPOMOB B TPaBMATOJIOTHHM M OPTONEIHH OKa3aJuCh HE
BKJIFOUYCHHBIMH B HACTOSILIMI CIIOBAaph, aBTOPHI C 0J1aroJapHOCTBIO IPUMYT
MOXKEJIaHUs, CICIIaHHbIC 3aMHTEPECOBAaHHBIMH YUTATEIISIMH.
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GIOHUMHUYECKUE HA3BAHUA

A

Aobnepraabaena - ®ankonn 6oxe3nb (m. Abderhalden - Fanconi),
cuHapoM AoGnepranbieHa - Kaypmana - Jlurna, cunapom PaHKOHW,
LUCTHHOBBIl [Mare3, aMUHOKHCIOTHBIH auaber, LUCTHHO3, MOYEYHbIi
TIIMKO-aMHHO-(ocdaTHBIH 1radeT.

Onucan mBeinapckum Ounoxumukom Abderhalden E. B 1903 r., a 3atem
rojulaHAckuM naronoroM Lignac G. B 1924 r., mBeiiiapckuM meguaTpoM
Fanconi G. B 1936r.

XapakTepusyercs  IpPONOPLHOHANBHBIM  KAapIHUKOBBIM  POCTOM,  CO
CIIOHTAHHBIMH [IEPEIOMAMH, PAaXHTHYECKHUMH H3MEHCHHSMH KOCTEH,
0co0eHHO MeTa(hM30B, aiHAMIEl CKeJIETHOW MyCKyJIaTyphl, IPU3HAKAMHU
Hedpockiepo3a 0e3 THMIEPTEH3HH, TEMIEPAaTypHOU JTaOUIIBHOCTBIO,
cBeTo00s3HbI0. MHOr]a MMEIOT MECTO TOKCHKO3, XPOHHYECKUH 3arop,
nonuypus. VHTEmIekT coxpaHeH. IIpm OHOXMMHYECKOM HCCIIEIOBaHUH
KPOBH BBIsABIsAETCS TunodocdareMust, THIOKAINEMHUS, OCTATOUHBII
a30T, aKTHBHOCTB IIETOYHON (hocharassl B mpeaesax HOPMEL B kocTHOM
Mosre, JUM(OY3/Iax, CelIe3eHKEe OIPENeIIOTCS KPUCTAUIbl IMCTHHA.
IIporHo3 HeOIaronpuATHBIA, cMepTh HacTymaer or ypemuu. Dopma
3aboJieBaHys, IIPU KOTOPOH OTCYTCTBYIOT IPOSIBICHHUS LIMCTHHO3a, HOCHT
HasBauue e Tonu - [lebpe - Dankonu cuHopom.

Aoma - Jlemmepepa - Cuse cunopom (s. Abta - Letterer - Siwe),
peruxynez Jlerrepepa, aneiikemuueckuii  perukynes  Jlerrepepa,
3JI0KAQYECTBEHHbIH PETHKyJe3, HMHMEKIMOHHBI PETHKYJIO3HIOTEIHNO3,
OCTpBIii  TeMOPParM¥ecKHil  PETHKYJIOIHAOTENHO3  HOBOPOXKACHHBIX,
THCTHOLUTOMATO3.

Brepsele onucan Hemeunxum matosiorom Letterer E. B 1924 1,
JIONIOJIHUTENIFHO ONMCaH MBeACKUM neauatpom Siwe S. B 1933 1. u
aMepUKaHCKUM BpadoM Abt A. F. B 1936 T.

DTHONOTHST TOYHO He ycTaHoBJeHa. HaGmrogaercst mpu 303MHO(GUIBHON
rpanyieMe. MiHOr#a paccMaTpuBaeTcsi Kak 3JI0KaueCTBeHHas hopma 6o
MO3MHSAs CTafgusi cunopoma Xamoa - Illionnepa - Kpucmuana.



[ nu Il Axexceii

IIposiBnsierca y nereil nmepuoja HOBOPOXAEHHOE™ U paHHEro rpyaHoro
BO3pacTa B BMIE CENTUYECKOM JHMXOpaJKu C TIeMOpparuueckoin
TPOMOOIUTONICHNYECKON ITypIypod, C YBEIMYCHHEM IHM(aTHIECKHX
y3JI0B, I€4eHH, celie3eHKH. CONpOBOXKIAETCS BBIPAXKEHHOW TUIIOXPOMHOI
aHEeMHEH, JTeHKOLMTO30M WU JIeHKOoIIeHnel, Tpomboruronenuei. [Ipu no-
KaJIM3alMd TIpolecca B KOCTSIX HMEeTCS NPUIyXJIOCTh MSATKUX TKaHeH,
00JIe3HEHHOCTD npu najblanuu u JIBHIKCHUH.
Penrrenonormuyecku - Ha QoHe oOmero ocreonoposa
OTMEYAIOTCS ASCCTPYKTUBHBIC OYard ¢ YeTKUMU IPAHHUI[AMH B KOCTSX depe-
1a, KOHEYHOCTEll, ITOB3JOIHBIX KOCTSIX, pebpax. Hepenko Habmomaercs
nepuocTabHas peakius. [Iporao3 HeOIaronpusTHLIN.

Asennuca - HImuoma cunopom (s. Avellis - Schmidt). Cu.: Imuoma
CUHOPOM.

Aocona cunopom (s. Adson). Cm.: Haghgpyuzepa cunopom.

Anaxcyanuna cunopom (s. Alajouanine).

Omucan  ¢panny3ckum HeBpomaronoroM Alajouanine T. B 1930 r.
IIpencrasnser coboit KOMILIEKC BPOXKACHHBIX AHOMAJIHH,
XapaKTEePU3YIOLINICS IBYCTOPOHHHM Iape30M  OTBOSIIEIO  HEpBa,
ape3oM JIMIEBOTO HEpBa [0 LEHTPAJIbHOMY THILy, JBYCTOPOHHEH
nedopmariueii CTOII 1o THITY pes varus.

Annemana cunopom (s. Allemann).

Brepsrie onucan mBeiinapckum Bpauom Allemann R. B 1936r.
HacnencrBennslii aucrtpodudeckuii cunapom u3 rpynnsl (dysencephalia
splanchnocystica). IlposiBisercss NOPOKOM pa3BHTHs IIoYeK (damie
JBOMHAs MOYKa), fehopMaryeii manbieB KUCTel 1 CTON THIa OapabaHHBIX
1aJI0YeK.

Annucona ampogusn (a. Allison).

Ilony faHHBIM  TEPMHHOM  IIOAPA3yMEBAETCs  KOCTHas  arpodus,
Ppa3BUBAIOILASICS BCIICACTBHE Oe3/1eHCTBYS.

Omnmucana Allison N. u Brooks B.B 1922 r.

Anvoepc-Illenbepea cundpom (s. Albers-Schonberg), cucTeMHbIi
OCTEONETPO3,  BPOXKACHHBIA  OCTEOCKIEPO3, MpaMOpHas — OoJie3Hs,
THIIEPOCTATHYECKAs TUCILIA3UsL, OKAMEHEIOCTh KOCTEH.

Omnucan HemenkuM xupyprom. Albers-Schonberg H.E.B 1904r.
CucremHoe 3a0oieBaHUE, 3aKIIOYAaeTCs B JIUCTAPMOHUM  Pa3BUTHUS
KOCTHO! M KPOBETBOPHO! TKaHM, HAPYIICHUH MUHEPAILHOTO OOMEHa, 9TO
[PUBOJUT K H30BITOYHOMY pPa3BHTHIO KOMIIAKTHOTO BELIECTBA KOCTH,
3aMOJHAIOLIETO TAKXKe ¥ KOCTHOMO3TOBbIE MosiocTh. bonesHs BeTpedaeTcst
PE/KO, BO MHOTHX CIIyd4asX MEpeJacTcs M0 HACIEACTBY, OJHAKO MMEIOT
MECTO U CHOpaJUYecKue Clydan. Bo3HHUKaeT, BEPOSTHO, C POXKACHUS, HO
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pacrno3HaeTcs nosjHee. UeM paHblile NPOSBIAETCS JaHHAs ATOJIOTHSA, TEM
MporHo3 MeHee OnaronpusaTHeId. OTMedaercss 00Nb B KOHEYHOCTSIX,
YTOMIISIEMOCTb IIPH X01b0e, nedopMariis KOHEYHOCTEH, aTOIOrHIeCKUe
nepenoMsl. B cBs3M ¢ arpodueil KOCTHOMO3rOBOH TKaHH Pa3BHBAETCS
TUIMOXPOMHAsI aHEMUs, JIEHKOLMTO3 y AeTeil M JeHKOMEeHUs y B3pPOCIbIX.
Yacro y nereil BcTpedaercs ruaponedainis, aTpodus 3pUTeIbHOTO HEpBa,
rapaiuy IJa3HBIX MBI, HACTarM. 3yObl MOSBIISIIOTCS MO3THO M IUIOXO
pa3BuThl. IleueHb M cele3eHKA YBEIMUCHBI. Y HEKOTOPBIX OOIBHBIX
HaXOJIT Pe3Koe MOBBIICHIE aKTHBHOCTH MIENIOYHOH (ochaTa3sl KpOBH.
PeHTreHONOTrMYECKHU - KOCTH CKelleTa IUIOTHBI, KOMIIAKTHEI,
OGecCTPYKTypHBI, Iy0OuaToe BEIIECTBO HPEBPAIAeTCsi B KOMIIAKTHOE,
KOCTHOMO3TOBBIEC IOJIOCTH He BUAHBL. KocTH, HECMOTpS Ha KOMIIAKTHOCTb,
HENPOYHBI, HEpeJKO BO3HHKAIOT IATOJOIMYECKUE MEepeIOMbI, dale
MOBPEXKJAIOTCS KOCTH Yepera, Ta3a, IPOKCHMAaIbHbIe KOHIBI OeAPEHHBIX H
JHCTaIbHBIE KOHIIBI OEpIOBBIX KOCTEH, pedpa, MO3BOHOUYHBI CTONIO, pexe
- 1ieueBble KocTH M (hanmaHru. [IporHo3 HeOGIAroNpUSTHEINA, C ToxamMu
00J1e3Hb IPOTPECCHPYET.

Anvoepma cunopom (s. Albert), axuoOypcuT, aXUIUIOAUHKS, TCHO3UT
ISITOYHOTO CYXOXKHIINSL.

Onmucan aBcTpuiickum xupyprom Albert E.B 1893 1.

TIposiBIsIeTCsE IPHITYXJIOCTBIO B 00JaCTH MECTa MPUKPETUICHHUS! IITOYHOTO
(axunnoBa) cyxXOXuWius K Oyrpy MATOYHOW KOCTH. J[BYKEHUS, CBSI3aHHbIE
C HaNpsHKCHHEM IIITOYHOTO CYXOXHJIMSI, COIPOBOXAAIOTCS Gousbio. Ilpu
9TOM 3a00JICeBaHMM B CHHOBHAJBHOH CyMKe, Haxomsmieiicss Mexxy
[SITOYHBIM ~ CyXOXWIMEM M IISITOYHOM  KOCTBhIO,  Pa3sBHUBAKOTCS
BOCIIAJIUTEIEHBIC M3MEHEHHS], IPUYMHON KOTOPBIX Yalle BCETO SIBISETCS
TpaBMa WM MOBTOPSIONIASCS MUKPOTpaBMaTH3alus. B HEKOTOPBIX Ciry-
4asxX axmUIoOYpCUT MOXKET HaOIIofaThCs MPU PEBMATOMIAHOM apTPHUTE,
ojiarpe, TOHOKOKKOBOW HH(EKIHH.

Anepa cunopom, I (s. Apert, ), akpokpaHuoauchamanrus,
aKpOC(HEHOCHHAAKTUIINS, aKpoIehanus.

Omnmucan ¢ppanmysckum neauarpom Apert E.B 1906 .

Hacnenyercs mo ayTOCOMHO-JOMUHAHTHOMY THIy. XapakTepusyercs
BPOKJICHHBIM ITOPOKOM Pa3BUTHS deperna (OalleHHBII Yyepel) B COUeTaHuH
C aHOMAJIMSMHM Pa3BUTUS KUCTH WIM npemmiedss. JIumo nyHooOpasHoe,
HOC TIPUIUTIOCHYT, IydYerjiasue 3a CueT IUIOCKUX IJIa3HbIX BIaJMH,
BBICOKOE He0O, MHOTJA pacIIeIUIeHHOE, aTpo(Hs 3PUTENBHBIX HEPBOB.
Ormeuaercss  cunpaktuiaus I - V. nambueB,  NOJWAAKTHINS,
PaguoyIbHAPHBIA CHHOCTO3 C TYTOMOABIKHOCTBIO B JIOKTEBBIX CycTaBax. I
Tajer] KUCTH yKOPOUeH. AHAJIOTHYHASI aHOMAIIHS [aJblleB HabmonaeTcs u
Ha cTomax. YKa3aHHbleé aHOMAalWU HEPEAKO COYeTarTCs C aTpe3ueit
3aJHET0 MPOXoja, AedeKTaMu MO3BOHKOB. boibHBIE OTCTAlOT B
YMCTBEHHOM H (pU3HYECKOM Pa3BUTHH.



[ nu Il Axexceii

Anepa cunopom, 11 (s. Apert, II).

Onucan ¢paniry3ckum neauatpom Apert E.

BpoxnenHas aHOManusi  TPYOHOH KIIETKH, MIPOSIBILIOMASICS
BOPOHKOOOPA3HBIMU BIIAJUHAMH, PACIOJAralolMMUCS CHMMETPUYHO IO
o0e CTOpOHBI IpyAuHBL. Y OONBHBIX MPOCTYIINBACTCS CHCTOMMYCCKHIL
OIyM HaJ| JIeTOYHOH apTepHeil, NHaHO3 OTCYTCTBYeT.

Apnonvoa - Kuapu noporx pazeumus (a. Arnold - Chiari). Cu.:
Apnonvoa - Kuapu - Conosyosa cunopom.

Apnonvoa - Kuapu - Conosyoea cunopom (s. Armold — Chiari -
Solovzov), mopok pa3eutust ApHoinbaa - Kuapu, guctpodus Mozxeuka,
MOPOK pa3BHTHS MO3KEYKA W IPOJOJITOBATOrO0 MO3Ta C HapyLICHHEM
JINKBOPOIMHAMHUKH.

Onucan HemenkuMm narosioroMm Arnold J. B 1894 r., 3arem Chiari H. B
1895r.

IMaromorust oOycloBleHa CIaBIMBaHHEM CTBOJA MO3ra M MO3XKedka B
CY)KEHHOM OOJIBIIIOM 3aTBUIOYHOM OTBEPCTUH BCIIEACTBHE Ae(hopManuu
3aTBUIOYHON KOCTH. XapakTepHas JUisi 3a00NieBaHds HWHGAHTUIbHAS
KOHCTHUTYIMsSI OOJBHBIX CBsi3aHa CO CIHHAIBHBIMU JU3paUuecKuMH
aHoManmusamu. [lposBisiercss B Buae  ruapouedaniu, MOpaXeHHs
MO3KEeUKa, KOMIIPECCHOHHBIX IOPaXEHUIl CTBOJAa MoO3ra M CIHHHOTO
mo3ra. Hepenko coueraercst ¢ aHoMaiauel IIEHHBIX MO3BOHKOB, CHHJPO-
MoM Kimmmens - @eitngs. PeHTreHoONOrMYecKHu - CyKeHue
GOJTBIIIOTO 3aTHLIOYHOTO OTBEPCTHSL.

Axenbaxa cunopom (s. Achenbach), mapoxcusmaibHas remMaTroma
KHUCTH, alOIUICKCHS HAIIBIIEB. .

Bnepseie onmcan HeMenkuM TeparnesroM Achenbach W. B 1955 1.
Bo3HMKaeT NPeMMyLIECTBCHHO Yy JKCHIIMH MPHU MaTOJOTMH COCYIOB,
BO3MOXHO, Ha [OYBE THIEPEPrHYECKOr0 BOCHAICHHUS U  HEHpo-
BEreTaTHBHBIX HapylleHHil. Pa3BuBaercs 6e3 BHIMMOM IPUYUHBI, HHOTAA
mocne MexaHudeckoil Harpysku. IIposiBiseTcst B BuJAE OrpaHHYCHHOIO
OoTeKka Ha JAJOHHOW WIM OOKOBOW MOBEPXHOCTH MAibLEB KHCTH C
MOCTIEYIOIMM 00pa3oBaHUEM IeMaToM. B TedeHMe HECKONBKUX IHEi
reMaTOMBI PaccachIBAIOTCS, OJJHAKO COXPAHAIOTCS OTPAHUUCHHBIC YYaCTKU
PaCUIMPEHHBIX MOJKOXKHBIX BeH. YacTO 0TMEUaroTCs PELN/IHBBIL.

Awapa cunopom (s. Achard), BpoxaeHHas apaxHOTAKTUIIHS.
HacnenctBenHoe — 3aboneBaHMe, — IepedaeTcss 1O AyTOCOMHO-
JOMUHAHTHOMY THIly. KIlMHHYeckass KapTHHa aHAJIOTMYHA CHHAPOMY
Mapdana, HO OTIMYAETCS OT HErO HAIMYHEM ,,[IayKOOOPa3HBIX» MaJbleB
6e3 HM30BITOYHOH MOJBWKHOCTH CYCTaBOB M OTCYTCTBHEM JAPYTHX
CKEJIETHBIX THCIPOIIOPIIHH.
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Awapa - @ya - Mezona cundpom (s, Achard - Foix- Meuzon).
Onucan ¢paniysckumu Bpadyamu Achard E. C., Foix C., Meuzon.
XapakTepusyercss OTCYTCTBHEM KONYHMKA M HIDKHMX KPECTLIOBBIX
[I03BOHKOB, HEJIOPa3BUTHEM KOCTEHl Ta3a, aTpoQueil SroAMYHBIX MBILLIIL,
MbIII Oe/pa U FOJICHH, HEPEIKO HaOM0JaeTCsl HeAepyKaHNE MOYH | Kaa.

Awnepa cunopom (s. Aschner), HorrenaTe/UISIPHbIA CHHAPOM.

Omnucan Aschner B. B 1934 1.

Ipencrasnsier coboit abopruBHyto dopmy cunapoma Teprepa - Kuzepa.
XapakTepusyercss IUCTPOGHISCKUMH W3MEHEHUSIMH HOTTEH, yalle BCero
MEepBBIX ManbleB KUCTH (OHUXOTpodus wnu aHoHuxus). Co CTOPOHBI
OIIOPHO-JBUTATENBHOTO aImapaTa OTMEYaeTCs aliasus HINM THIOIUIA3Hs
HaJIKOJICHHHKA, BEIBUX T'OJIOBKH JIY9€BOH KOCTH.

B

baounckozo - @penuxa cunopom (s. Babinski - Frohlich), cunapom
Openmuxa, cungpom Jlammo - Kiepe, rtunmodwusapHoe oXupeHue,
runoQu3apHelil CHHAPOM, THIO(PU30-TATAMHIECKUIT CHHIPOM.

Onucan (¢paHiy3ckuM HeBponarojorom Babinski J. B 1900r. u
aBcTpuiicknM HeBponarosorom Frohlich A. B 1901 r.

XapakTepusyercs MallbIM POCTOM, OXXKMPEHHEM, TUIIOreHHTAIH3MOM,
MO3TOBBIMH HapyIICHUAMH (TOJIOBHAS 00J1b, SNHIENTHHOPMHBIE CYJOPOTH
nap.).PeHTreHonoruyecky OTMEYAOTCS U3MEHEHUs B 00JIacTH
TYPELKOro ceua.

Babunckozo - ®pomana cunopom (s. Babinski - Froment).

Onmucan B 1918 r. ppanuysckumu Bpadamu Babinski J. 1 Froment J.
IposiBisieTcst mape3aMyl M MBILICYHBIMH KOHTPAKTYyPaMH HCTEPUYECKOTO
THIIA, PAa3BUBAIOIIMMUCS  [MOCIE  TPaBMbL.  XapakTepHBl  TaKkKe
HEBPOJIOTHYECKHE HapyIICHUsT PeICKTOPHOTO XapakTepa - Kays3alrud,
MOCTTPaBMaTHYECKU OTeK. PEHTreHOJNOTMUYECKH  Hepeako
BBISIBIISIETCS] OCTEOIIOPO3.

baiiyomepca cunopom (s. Bywaters), CUHIPOM UIMTENIBHOTO pa3-
JaBIUBAaHUS, CHUHIPOM CIABICHUS, TPaBMAaTHYECKHIl TOKCHKO3, crush
syndrome, CHHAPOM Pa3MO3)KEHUsI, TPaBMaTUUECKas aHyPHsL.

BrnepBrie onucan aHrnuiickuMm Bpadom Bywaters E. B 1944 r.
Xapakrepusyercs CBOCOOPa3HBIM KOMILIEKCOM paccTpoicTB,
BO3HHUKAIONIMX B pe3ynbTaTe AJIUTENBHOIO CHABIEHUS MSITKHX TKaHeH
3eMJieil, OOJIOMKaMu pa3pyLIeHHOTO 3JaHusi M T. 1. B maroreHese
CHHZIpOMa OCHOBHYIO POJIb UTPAalOT HEPBHOOOIEBOH (haKTOp, TOKCEMHS H
miasMonoreps.  KiouHuyeckass kapTuHa B HayaldbHOM  IE€pHOJE
XapaKTepH3yeTcsl NPU3HAKaMH, HATOMHUHAIONIMMH TPAaBMATHYECKUH IIOK,
U HapacTaroLUIMM OTEKOM KOHEYHOCTEH, MOJBEpPraBIIMXCs COABICHHIO. B
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MOCIIEYIOEM, IIOcie KPaTKOBPEMEHHOIO YIIy4dIlIeHHs, pPa3BHBAIOTCA
SIBTIEHUS] OCTPON HEZOCTATOUYHOCTU MOYEK, BBIPAXKAIOIIUECS B HAPACTAHUU
OIIMTYPHH, a30TEeMHH, MHOITIOOMHYpuHn U Ap. Ilo Mepe BoccTaHOBICHUS
(GYHKOMM TOYeK B KIMHUYECKOH KapTHHE IPEBAINPYIOT CHMIITOMEL,
OTpa’KaloI[ie U3MEHEHHS B IIOBPEKIECHHBIX KOHEUHOCTAX.

Bamammepa cunopom (s. Bamatter ).

Onucan mBeiinapckum neauarpom Bamatter F. B 1950 r.

TIpexncraBnser coOOi KOMIUIEKC BPOXKICHHBIX, CEMEHHO-HACICACTBEHHOTO
Xapakrepa, aHOMaJIMii: TIPOrepHusi, KapJIMKOBBIH pOCT, Je(OpMHUPOBAHHBIC
CyCTaBbl, ApsiOiasi KOXa, MOMYTHEHHE POTOBHI[BI, MHUTMEHTHPOBAHHBIE
3yObl. PEHTreHOJNOTHMYECKHU ONpeaesiercs TIeHepalu30BaHHASL
JUICTIIa3Hsl KOCTEH.

Bamoepzepa - Mapu cunopom (s. Bamberger - Marie). Cu.. Mapu -
bambepeepa cunopom.

Banza 6one3ny (m. Bang), Opymemnes, ManbTHHCKas IHXOpajiKa,
YHAYJIUPYIOIIas IMXOPaKa.

Iox »TuM peako yHOTpeONAIOMHUMCS B HACTOAINEE BpeMs Ha3BaHHEM
TI0Ipa3yMeBaeTcst Opymuennes, SIBIIIONIHICS XPOHUYECKHM
MH(EKIHOHHBIM 3a00JICBAHUEM, HAOIOAAIOIIUMCS OOBIYHO CpPEIH JIHI,
HETIOCPEICTBEHHO COMNPUKACAIOMIUXCSA CO CKOTOM (BETEPHHAPOB, TOSPOK,
PabOTHHKOB MSCOKOMOHMHATOB H T. IL.).

KnnHnueckas KkapTWHa OTIMYaeTcs IOIMMOpdu3MoM. 3aboieBaHue
MOXKET HAYMHATBCS OCTPO HIM MOZOCTPO, PEXe HMEeT IEepBUYHO-
xpoHndeckoe TedeHHe. OCTpBII IEpHOJ XapaKTepPHU3yeTCsl BBICOKOH
YHAYJIUPYIOIEH TeMmepaTypod, OOJbI0 B CycTaBax ¥  MBbIIIIAX,
nporpeccupytouteit Cnadoctsio. [Ipu xponudeckux $opmax garie BCEro
MOpa)kaeTcsl ONOPHO-IBUTATeNbHBIH ammapar. HanOomee THOMYHBIM
SIBJISIETCS TIOPAKEHUE KPECTLOBO-TIOAB3IONIHBIX CYyCTAaBOB, II03BOHOYHOI'O
cTon0a,  AKPOMHAIIBHO-KIIFOYMYHBIX ~ CYCTABOB, Ta300CAPEHHBIX U
KOJICHHBIX CycTaBOB. bpylieesHsle apTpUThl OOBIYHO MIPOSIBIIOTCS B BU-
Jie CepO3HOro CHHOBHTA. [l OpYLEIUIC3HOTO CAKPOWIHHTA XapaKTepPHEI
OIpe/ieJICHHBIE P E HTT € HOJNIOT MY € C K U € U3MEHEHHUS - U3bEIeHHbIE
KOHTYPBI COWICHSIOMUXCS IIOBEPXHOCTEH, CyXKEHHE CYCTaBHOM IIen,
HaJIM4Ue OJTHOTO WM HECKOJIBKHX 0YaroB JEeCTPYKIHHU, BOKPYT KOTOPHIX B
JlanbHeHemM MOSABIIACTCS PeaKTUBHBIN OCTEOCKIIEPO3. s
mubdepeHUanbHOl  JUATHOCTHKH — CYIIECTBEHHOE 3HA4YeHHE MMEIOT
ceposiornueckne peaknuu Paiita m XemnubcoHa, BHYTPHKOXKHAs Ipoba
Bropha.

Bapoepa cunopom (s. Barber). Cy.: Braynma 6onesns.

Bapnoy 6onesns (m. Barlow). Cn.: Mennepa- bapnoy 6onesns.
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Bappe - JIvey cunopom (s. Barre - Lieon), CHHIPOM MO3BOHOYHOI
apTepuH, 3aJHHH MIEeHHO-CUMIIATUYECKUN CUHIPOM, IIeiiHas MUTPEHb.
Omnucan ¢paniy3ckuM HeBpomaronoroM Barre J. B 1925 1., a Gomee
neransHo Lieon J. B 1928 1.

[pyuuHbl  HOSBIGHHMS CHHAPOMAa  CBA3BIBAIOT C  BepTeOpanbHOH
quckonarueil Cy-Cy; unu 1eopMUpyIOMUME TIponeccaMu (CIOHIHIE3) B
LICHHBIX ITO3BOHKAX. DTOT CHHAPOM IIPOSIBIISIETCS B TpeX BapHaHTax: | -
PacCTPOMCTBO 3PEHHs B COYETAHUH C MOPaKCHHEM BEpXHEro MIeifHOro
y3la CHMIIATHYECKOTO CTBOJNA, CHHApoM bappe - bepum; 2 - ¢
npeobiaganueM OoaM - HIeifHas MUrpeHb, cuHApoM bepun-Pome; 3 -
cunzapom ["anna, rnasonBuratenbHele U Oynb0apHbIe PacCTPOHCTBA,

C nmepBeIx JHeil 3a0oneBaHUS — IOSBISIETCS  TOJOBHas  OOJIb,
TOJIOBOKPYXKEHHE, IIOTeps paBHOBecWs, LIyM B yIIaX, pBOTa,
Ba30MOTOPHBIH PHHHT, PACCTPOMCTBO 3peHHS U 0oib B ITyOHMHE Iia3.
PeHTreHONOTrMYeCKH - NPU3HAKH CIOHAWIE3a MICHHOTO OTAeNa
MO3BOHOYHOTO cTonba. ApTrepuorpadus yKasslBaeT Ha CJaBICHHE
MMO3BOHOYHOI apTepuu Ha CTOpOHe mnopaxeHus. VHoraa Oose3Hu
COIYTCTBYeT IapecTe3dst KOXU JHIa, (U3HYeckas U ICHXUYECKas
aCTeHUSL.

Bappe - Maccona cunopom (s. Barre - Masson), IIIOMaHTHOMSL,
onyxoub bappe - Maccona, aprepuaibHble aHTHOHEBPOMHUOMBI.

Onwucan (¢paHiy3ckuM HeBponarojoroM Barre J., rucronorumueckoe
ONHUcaHue NpeCcTaBuI KaHaCKuil matosor Masson P. B 1924 1.
IIposBisieTcss NHTEHCUBHOM 00JIbI0, BOSHHUKAOIIECH NIPU OXJIAXKICHUY WIH
NPUKOCHOBEHHH B 00JACTH JIOKaIM3alUM TJOMYCHBIX OIyXOJeH
(manbonee wacTo mambibl KUCTH). OIyXOMH BEIMYHHOH OT TOPYUIHOTO
3epHa 10 BHUIIHHW, TOJIy0OBAaTOro IBera, OOBIYHO pACIIONATraloTCs B
CEeTYaToOM CJIO€ JEPMbI, MHOT/A B IOJHOITEBOM IPOCTPAHCTBE, PEXKe B
CIIM3UCTBIX 000JI0YKAaX, MBIIIIAX, KOCTSAX, BHYTPECHHUX OpraHax. B psne
cilydaeB HaONIONAIOTCS  OOLIME CHMITOMBI: IPHCTYIBI  YAYyLIbS,
TaxMKapjus, THUIEPTOHHsA, IIOBBIIIEHHWE TEMIEpaTyphbl, OECCOHHHIA,
JHECMEHOpes U JIp.

Bapmengepgpepa cunopom (s. Bartenwerfer); cunapom Mopkuo, THI
BaprenBepdepa;  MeradnmH3apHBII  OHIOXOHIpANbHBIA  JU30CTO3
Mopkuo, tunt baptensepdepa.

Omnucan Hemenkum oprorneaom Bartenwerfer K. 8 1924 r.

IpencraBnser  coboif  HacleNCTBEHHO-PELECCHBHOE  HapyIICHUE
occupukanuy Suupu3oB. [IposBISeTCS HENPONOPLHOHAIBHO MAalIbIM
POCTOM C YIUIOIIEHHEM TeJ MO3BOHKOB M jAedopMalueil M03BOHOYHOTO
cTonba BO (POHTATBHOM U CAarHTTANbHOI IUIOCKOCTSX, BPOXKIACHHBIM
BBIBUXOM OeJiep, CTON C HUX IUIOCKO-BaJbryCHOU aepopmanmeii. Jlumo
MOHTOJIOWJIHOTO THIA, HEOO BBICOKOE. MHTENIEKT HEpPEeaKO CHIDKEH.
PeHTreHonorumuyecku - IUIATHCIIOHAUIIHS, arpodus,
nedopMarysi, HHOTJA IIO0JHOE pa3pylIeHne SIH(H30B, 0COOEHHO 4acTo U

11
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PE3KO HOPaXKAIOTCsI K (MH3bI IICYEBBIX U OEAPEHHBIX KOCTEH.

Bacmpyna cunopom (s. Baastrup), MeXOCTHUCTBIH HE0apTpo3, .,le-
JIYIOIUICS OTPOCTOK”, MEXKITIO3BOHOUHBIN OCTE0apTpPO3.

Onucas gaTckuM peHtrenosnorom Baastrup C. J. B 1933 1.

Spnsercss omHOil W3  (GoOpM  CIOHIWIE3a IOSCHUYHOTO  OTAeNa
NI03BOHOYHOIO cT0J0a. Bo3HMKaeT yale y JIMIl MOXKMWIOTO ¥ CTapYeCKOro
BO3pacTa B Pe3ylbTaTe YPE3MEPHOro THIEPIOPAO03a MOCIE UIHTEIBHOTO
HOIICHUs TspkecTell. KimMHMYeckH BBUBIAIOTCS yMepeHHas Oonb B
obmacTh  Kpectuma, OOJIC3HCHHOCTh IIPU  OIIYIBIBAHUH  OCTHCTBIX
OTPOCTKOB, BBIPAXEHHBIH JOPAO03 IMOSCHHYHOTO OTIENa II03BOHOYHOTO
cTonba, PUIHAHOCTh MBI CIOHHB. PEHTreHONTOTHMYECKH -
pacLIMpeHHe OCTHUCTBIX OTPOCTKOB B KpaHHOKayJaJlbHOM HallpaBJICHHH,
o0pa3oBaHHe OCTEO(UTOB Y BEPXHHX M HIDKHHX KPaeB OCTHCTBIX OTPO-
CTKOB.

bamnepa - Onépaima - bayméepza cunopom (s. Butler - Albright -
Bloomberg), paxut, 0cTeOMasIIus, IIOYCYHBIH PAXUT.

Omnucan amepukanckumu Bpadamu Butler A., Albright F, Bloomberg E. B
1937r.

XapakTepu3syeTrcs H3MEHEHISIMHU B IIOYKaX U KOCTAX, HapyIIeHHeM oOMeHa
BEIIEeCTB. [IMeeT MecTO IOCTOSIHHBIM amyg03, YMEHbIICHHE aMMHaKa B
Moue. KOCTH OCTEOHMOPOTHYHBI, KaK MpPH paxuTe, C IIEMEHTOM
paccacelBaHHA. B CHIBOpOTKE KpOBH OTMEYaeTcs IIOBBIIICHHOE
cofep)kaHue KaubLus, (ochopa, yBeIHMYEHHE AKTHBHOCTH IICJIOYHOM
¢docdara3pl, B MoYe - MOBBINICHHOE COJEp)KaHWE Kajbuus. M3-3a
NONEpeYHbIX JIMHUM B amadu3ax KOCTEH  CTaBUTCS — JAMArHo3
nicesionepesioMoB. Tapugukanus oOHapyKHBaeTcsi BO BCeX KOCTAX -
TpyOuaThlX M IUIOCKHX. POCT ckelera paHO TpeKpalaercs, AeTd
HH3KOPOCTEL, XKAIYIOTCS Ha 0ONb B KOCTSX, C BO3PACTOM IIOSIBIISIOTCS
BTOpHYHBE  Jedopmarmy. IIporHo3  HeONAarompusATHEINA,  OOJbHBIE
HEXXH3HECTIOCOOHBI.

bexa kocmuasn 6Oonesus (m. Boeck). Cm.. Ilepmeca - FOwnenunea
CUHOPOM.

Bexa capkouoos (s. Boeck). Cm.: Benve - beka - Illaymana cunopom.

Bexkepa kucma (k. Bakker), OypcHT NIOIKONCHHOH SIMKH, TIpbDKa
MOJJKOJIEHHON SIMKH.

Bnepssie onmcan Bakker B 1877r.

XapakTepusyercss pacTsDKCHHEM CYCTaBHOI KaICylbl M CHHOBHAIBHOM
000JIOYKM KOJIEHHOTO cycTaBa. KIIMHMYECKH MpOSBISAETCS B BHIC
MPUITYXJIOCTH SHLEBUAHOH (GopMbl B MoaKoneHHOW smke. [lopkoneHHas
KrcTa OoIblIIe BBICTYHAaeT IPH Pa3OTHYTOM KOJIEHE, IPH COTHYTOM OHA
MeHee IUIOTHA M BBEINYyKJIAa. B TO ke BpeMsl OHa MOXXET OrpaHHYMBaThH

12
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crubaHue B KOJICHHOM cycrase. [Ipu pa3pbiBe ee CoAepKMMOe OIyCKaeTcst
Ha TOJEHb, /e OOpasyeTcst MHPUIIYXJIOCTh B OOJACTH HKPOHOXKHOM
MbIne!. Ecan paspbiB wim pacTshkeHHE KUCTBI IIPOUCXOIUT OCTPO, MOTYT
MOSIBUTBCSL KPAacHOTA, MECTHOE IIOBBIICHHE TeMIepaTypbl, OO0nb H
MPUIYXJIOCTh. DTU ciiydau cuenyer auddepeHunpoBatb ¢ ¢uaedurom.
Kucra bekkepa cBOOOZHO WIM IpH INOMONIM KJIAaHHOTO MEXaHH3Ma
COCIMHAETCS C TIOJNIOCTBIO KOJEHHOTo cycraBa. IIpm ee IyHKIMH
0OHApyKUBAIOT BS3KYIO MPO3pauyHylo kuAKOcThb. Ilocne ee mpokoia u
yJOaJdeHus. CONEepKUMOro, Kak IpaBHIO, OHA penuIuBHpYyeT. [Horna stu
KHCTBI COAEHCTBYIOT 00pa30BaHHIO BAPUKO3HOTO PACIIMPEHHUS BEH TOJICHH
U MOJJIEPXKUBAIOT mpoleccsl Thna ¢uedutos. CraBnuBas muMQaTHIecKue
COCY/IbI, KHICTa MOXET BBI3BAaTh OTEK MOPAKCHHOH KOHEUHOCTH.

beneouxma cunopom (s. Benedikt), mapanuu beHenukra, cuHIpOM
CpeHero Mo3ra, CHHIPOM KPacHOTO siipa.

Bnepsele onmcan aBctpuiickuM HeBpomnarosnoroM Benedikt M. B 1889 r.

B mpoucxoxaeHun 3aboieBaHMS OCHOBHOE 3HAYCHHE IPHAACTCS
MOPaKEHHI0 KPAacHOTO  sApa BCIEACTBUE CHABICHHSA  OIYXOJBIO,
TyOEepKyIIOMOH, pexe KPOBOH3IIUSIHHEM. Xapakrepusyercs
OJIHOCTOPOHHUM  9KCTPANUPAMUIHBIM  THICPKHHE30M,  MapalddoM
ITIa30[BUTATEIBHOTO  HEpBa  HAa  IIPOTHBOIOJIOXKHOII  CTOpOHE,
CIIAaCTHYECKMM TIEeMHIIApe30M ¢  NpeoONaJaHHeM  pPUTHIHOCTH |
CTHOATEIBHBIX ~ KOHTPAKTYp,  XOpPE0aTeTo30M M  HHTCHILHOHHBIM
JIpOKaHWeM, TeMHaHecTesuedl. Y 3abomeBmmX B JETCKOM BO3pacTe
pasBuBatoTcss JeopMaisi TMO3BOHOYHOIO CTON0A M OJHOCTOPOHHEE
HapylIleHHe pocTa KOCTei.

Bennema nepenom (f. Bennet), nepeaoMOBBIBUX OCHOBaHHUS | MsACTHOM
KOCTH, OOKCEPCKHI MepeoM.

Brepssie onucan anrnuiickum xupyprom Bennet E. B 1882r.

MexaHu3M HOBPEXIEHHS - Yallle BCEro CUibHBIN ynap mo ocu I msctHoit
KOCTH HPH IOJIOKEHUH OOJBLIOrO Mayblia B NPUBEACHUU, CTUOAHUM M
MIPOTHBOIOCTABIICHUN, peXe HempsMas TpaBMa. B pesymbTaTe TpaBMEI
MPOUCXOJUT OTIOM TpPEyroJbHOW (OpMBI (parMeHTa JIOKTEBOTO Kpas
OCHOBaHMS | MACTHOW KOCTH. YAepKMBaeMblii INPOYHBIMU CBS3KAMH
OTJIOMOK OCTaeTcs Ha MecTe, a | IMACTHas KOCTb COCKaJb3bIBA€T C
CYCTaBHOM MOBEPXHOCTU TpANEUUEBUIHON KOCTH W BBbIBUXUBAETCA B
TBUIBHO-JTY4€BOM HampaBieHUW. /[l mepesoMOBbIBUXa OCHOBaHMS |
IICTHOH KOCTH XapaKTepHa MPHIYXJIOCTh, aedopManus obmacta |
3aIICTHO-ILICTHOTO  cycraBa. Ilpw OIIynbIBaHWM JTOH 00JMacTd W
JaBIeHUH MO ocu | MACTHOH KOCTH BBISABIsIETCS pe3kast 0ojb, MHOTAA
KpeNMTalus OTIOMKOB. | maner mpUBENEH, AaKTHBHOE OTBEICHHUE
HEBO3MOXHO.  Buja  moBpexaeHus  yTOdHseTCss € IOMOLIbIO
peHTreHorpaduu, MPOU3BEACHHO B IBYX MPOCKLIHUSX.

benve - Bexa - IHlaymana cundpom (s. Besnier - Boeck -
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Schaumann), capkongo3 beka, cungpom benbe - TeHHeccoHa,
rpanyneMaTo3 ['arunHcoHa - beka, 6one3n» Mennepa-beka, mononn beka,
J0OpOKaueCTBEHHBIH TpaHylIeMaTo3, capkoun benbe - beka, capkommos,
capkonn [lapee - Pyccn, 03HOONIEHHAs BOJTYaHKa, y3JI0BAThIH TyOepKyJies,
JIIOTOUIHBI  TyOepKyie3, AaHTHOIIONOHJ,  OMUTEIHO3HOKIECTOUYHBII
rpaHyJIeMaTo3, SMUTEIHO3HOKICTOYHBIH PETHKYIO3HI0TENN03, O0Ie3Hb
MopTtumepa, D0OPOKAaYEeCTBEHHBIH Yy3JI0BATHIH AIUTEIMO3HOKJIETOYHBIN
peTHKyIIe3.

OtaensHBIE TPOSIBICHUS CHHAPOMAa OBUIM  ONHUCAHBl  AHITHMICKUM
xupyprom Hutchinson I. B 1877 r., ¢panmysckum nepmaronorom Besnier
E. B 1889 r., HopBexxckum Bpauom Moeller-Boeck C P. B 1899 r. Kak
CaMOCTOATENbHOE 3200JIEBaHUE C PA3HOOOPa3HBIMH CHMIITOMAMH OIHCAHO
HIBeICKUM BpadoM Schaumann J. B 1917 1.

Ipenmnonaraercss cBsA3b C TyOepKyne3oM, OTMEUEHbl CeMeiHble Clydau
3aboneBanus. [IposBisteTcss yBeInueHHEM THM(ATUUECKUX Y3IIOB (B TOM
YHCIIe BHYTPUTPYAHBIX, YTO BUJHO Ha PEHTICHOIPaMMe TPYIHOMN KIETKH).
Ha xosxe nmia, cru6aTeNbHBIX MOBEPXHOCTAX KOHEUHOCTEH MOSBIAIOTCA
CapKOMJBI, HAa HOCY, IIeKaxX, BeKaX, YIIHBIX PAaKOBHHAX, ThUIE M MajbIax
KHACTeH — O3HOOJEHHas BOJYAaHKA KpPacHO-(HOJETOBOTO IBETa, KOXKa
TecTOBaTOH KOHCHCTeHIMH. OTMedaeTcss OOpaTUMBI HPHIOLUKINT,
uHOrja oxHOBpeMeHHO maporut, COD mnosbimeHa. dopMmyna KpoBH
U3MeHeHa (MOHOIMTO3, S03UHODHIINS, a TAKKE JICHKO- U JTUMQOIICHHS).
Ty6epxyne3nsie IpoObl OTpULATENbHBE. PEHTT€HONTOTHYECKH -
B KOPOTKHX TPYOUaTBIX KOCTSX BBIBIIIOTCS IpU3HaKH OonesHu Ilepreca -
IOHrnMHra, HHOr/A B TEaxX MO3BOHKOB HAXOMAT OYArd IECTPYKIHU THIA
MTYEIHUHBIX COT.

Benvamuna cunopom (s. Benjamin), anemust beHbsiMuHa.

Omnmucana 1911 r. Hemenxum neauatpom Benjamin E.

Pa3BuBaeTCs B pPAaHHEM JAETCKOM BO3pacTe. XapakTepH3yeTCs HHU3KHM
pocToM, OJISITHOCTBIO M IIOHIDKEHHBIM TYPrOpoM KOXH, OJHTro(dpeHuei,
TUIIOXPOMHOM aHemuell. Habmronaercs taxoke runpouedaioniHbli deper,
THIIOIUIA3HMsl MYCKYJIaTypbl, T€HUTaani, aedekrtsl yieil, yBeanueHHe
cele3eHKN. PEHTT e HONOTHYECKHU - UCTOHYCHHE KOPTHKAJIBHOTO
cJ10s1 KOCTeH (,,IpaluiIbHbIE” KOCTH).

Bepapounennu cunopom (s. Berardinelli), sHIOKpHHHO-OOMEHHBII
CHHJPOM,  CHHAPOM  IIPOMEXYTOYHOTO  MO3ra,  BPOXICHHBII
THIIOTANIAMUYECKOTO TTPOMCXOKICHUS THIIEPIUTYUTPU3M, HH()AHTHUIBHBII
aKpOMETaJIOM/IHBIN THTaHTH3M, aKPOMETaJION/(HbII THTaHTH3M.

Brepssie omucan GpasuinbckuM sHx0KpuHOTI0roM Berardinelli W.B 1954r.
BpoxzaerHoe KOMOHMHHPOBaHHOE KOHCTHUTYIIHOHHO-TOPMOHAJIBHOE
3aboJieBaHKe C THIIEPAHAPOreHM3MOM [PH YCKOPEHHOM COMAaTOTPOITHOM
pasButuu.  IIpennonoxXuTenbHO  PELleCCUBHO-HACIEoyeMblii  MOPOK
pa3BUTHSL IIPOMEXYTOYHOrOo Mo3ra. HaumHaercs B paHHEM [ETCKOM
BO3pacTe, MPOSIBISETCS] YCKOPEHHBIM POCTOM 110 THITYy aKPOMETJIOHIHOTO
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TMIaHTH3Ma, THIEPreHUTalIu3MOM C OTCYTCTBHEM BTOPHYHBIX IIOJIOBBIX
MPU3HAKOB, aTpoueil MOAKOXKHOI KUPOBOM KIETYATKH, THIICPTUAPO30M,
renatociuieHoMeranueif.  TemocmoxeHne — OONBHBIX  ATJIETUYECKOE,
CKeJIeTHast MYCKyJIaTypa TUIepTpodupoBaHa, tnebomeranms.
PeHTreHonOTrMYeCKHU OTMEUYACTCS CMELICHHE siIep OKOCTCHEHHS.

Bepzcmpanoa cunopom (s. Bergstrand), KOpTHKaJbHBIH OCTEOW],
ocTteobaacTHuecKas 00Ie3Hb, OCTEOH-0CTEOMA.

Brepssle ommcan mBeackuM naronoroM Bergstrand H. B 1930r.
Otnonorus HE YCTaHOBJICHA. Xapakrepusyercs JIOKAJIBEHOM
0OJIE3HEHHOCTBIO y4acTKa KOCTHM, damle B auaduse, BHavaie MpU
Harpyske, 3aTeM Oe3 TakoBoH, Oompio B HOuHOe Bpems. IlosBisercs
MPUITYXJIOCTh MSTKHX TKaHed. CozepikaHue B CHIBOPOTKE KPOBH KaJbIIUS,
(docdopa u ceiBopoTOuHO (ochaTaszel He u3mMeHeHo, COD He yBeauyeHa.
PEeHTreHONOIrMYeCKH - B KOMIAKTHOM BEIIECTBE KOCTH
OTMedYaeTcsl YTOJNIICHHE C IIPOCBETIICHHMEeM B LeHTpe. Ilpu mopaxeHuu
ry04yaToro BeIIEeCTBa ONpPE/EISeTCs BEPETCHOOOpa3HOE B3Iy THE KOCTH.

Bepuu-Powe cunopom (s. Birtschi-Rochaix), mieiinas Mwurpess,
IEHHO-MO3TOBOM CHHAPOM, CHHAPOM CHHKOMAJIbHBIX IIEHHBIX T03BOHKOB,
KOMITPECCHUs MO3BOHOYHOIT apTepuu.

Bnepsele onmcaH miBeiiniapekum BpadoM Bartschi-Rochaix W. B 1949 r.
OCTeOXOHIPO3  MICHHOro  OTHeNna MO3BOHOYHOro  crojba, — yaile
nmocTTpaBMaTuueckuil. IIposBisieTcss OJHOCTOPOHHEH MPUCTYNo0Opa3HOit
TOJIOBHOW 0O0JIbIO, TOJIOBOKPY)KEHHEM, IIYMOM B YIIaX, KOPEIIKOBBIMH
BbimasieHusiMu B obnactu C; - Cy, MOBOPOT M HAKJIOH T'OJIOBBI BBI3BIBAIOT
CHWIIbHYIO OOyb Ha Jpyrod cropoHe. OTmedaeTcss Takke OOJb HpPU
JABJICHUM HA OCTHCTBIE OTPOCTKH BEPXHHX IICHHBIX IO3BOHKOB,
PUTHJIHOCT ~ BEpXHE-IIEHHOro  OTAena  IMO3BOHOYHOro  crosbda.
PenrreHonormyecku - ngedopMaiMs — MEXKIO3BOHOYHBIX
cownenenuii Cy - Cy.

Bepena cunopom (s. Beuren). Cu.: Bunvsima cunoponm.

Bepvecona - ®opcmana - Jlemanna cunopom (s. Borjeson -
Forssman - Lehmann).

Onucan mBeackuMu Bpadamu Borjeson M., Forssman H. u Lehmann O. B
1961 r.

3a0oneBaHne HACIEACTBEHHOE, pELECCHBHOE, 4Yalle IOpakarolee
MYXUHH, CBA3aHHOE C MOBpEkKAeHUEM X-XpoMocoMbl. [TposBiseTcs pe3ko
BBIPAXKCHHBIM 0XKHUPEHHUEM, OCOOCHHO 00JIaCTH Oeiep U MOJIOYHBIX XKelle3,
OTEYHOCTBIO TKaHeH yuna, nedopMalnuell yIrHol paKoBUHEL, COYETAeTCs C
UAMOTHEH,  SHMIENCHEelf, TI'MIOTHPEO30M, HHOIJa  MHUKCEIEMOH.
XapakTepusyercs TakKe MallbIM MM Ja)Ke KapIUKOBBIM POCTOM, PE3KO
BBIP)KCHHOU BaJIbTyCHOH Je(opMarueil KOJIICHHBIX CyCTaBOB.
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bepuca cunopom (s. Burns).
Ilon »TMM Ha3BaHHMEM ONMCaH PEJKO BCTpEUaroONUiics acenTHYeCKUit
HEKpO3 JUCTAIBLHOT0 3MHU(pH3a JOKTEBOM KOCTH.

bumonoa cunopom (s. Biemond), cunapom bumonna - Ban Borepra,
THIOTAIAMHYECKHI CHHIPOM.

Brepsele omucaH roJulaHACKUM HeBponarosioroMm Biemond A. B 1934r.
HacnencrBeHnoe 3aboneBaHHe, BO3MOXKHO, BBI3BAHHOE PEIIECCHBHBIM
oMU(EHOBEIM TEHOM. XapakTepusyercs THIOTCHUTAIbHBIM
MH(AHTWIN3MOM C IEPBHYHON aMeHOpeel, paBHOMEPHBIM OXHPEHHUEM,
CHIDKGHHEM OCHOBHOTO OOMEHa, TOJIOBOKPYXXEHHEM, OOMOpoKamu,
nepeMekaromeiicss ONuUrypueil ¢ OTEYHOCTBIO JIMIA, JBYCTOPOHHEH
ATUINYHOH KOJI0OOMOH pamyxHOH 00010ukd. CO CTOPOHBI ONOPHO-
JBUTATENIBHOTO ammapaTa OTMEYAeTCs IIONM- HIM CHHIAKTHUNHUS dalie
MajbleB CTONBI, PeXe BCTPEYaroTcs KH(POCKOIHMO3, NOPOKH Pa3BUTHUS
Ta300€/IPEHHOT0 CyCTaBa.

Bumonoa - ean Bozepma cundpom (s. Biemond - van Bogaert). Cn.:
Bumonoa cunopom.

Bupu-Encena cunoponm (s. Birch-Jensen), ,,KJIelHu" KUCTEH U CTOIL.
Brepsele coobmenne 06 Toi natonorun caenan Bechet B 1829 r., 3atem
Liebenam B 1938 r. u 6onee nonxo Birch-Jensen B 1949 .

BposxeHHOE HacleICTBEHHOE 3a00eBaHHE, IePeaeTCs M0 ayTOCOMHO-
JOMUHAHTHOMY THITy. XapaKTepH3yeTcsl pacIlelUIeHHeM KUCTeH W CTol,
KaK TPaBWIIO, C OTCYTCTBHEM CPEIHEro psjia KOCTEeH ISCThS M IUIFOCHBI.
WHorna B yNbHAapHOW IOJOBHHE KHCTH OCTaeTCs JHIIb V majel, a B
panuaneHOK - oauH Il ¢ COOTBETCTBYIONIMMHU ISICTHBIMU KOCTsAMHU. Kak
MpaBUIIO, OTCYTCTBYET | maser B paciieruieHHON KUCTH U crore. OyHKIus
KHCTH HapylIeHa. DTOT HOPOK HHOTAA COYETAeTCs C pacIIeIIeHHeM I'yObl,
He3apalieHHeM Heba U ApyruMHu JedeKTaMu.

brayuma 6one3ns (m. Blount), nedopMupyromuii 0CTEOXOHAPO3
GoubledepIoBoi KocTH, cHHApOM bapOepa, nehopMupyrommuit smudu3nt
GonbueOeprioBoil koctH, tibia vara, Gomesns Opiaxepa - brmaynra -
buesuns.

B 1922 r. Erlacher onmcan 3abonieBanne, CONPOBOXKAAIONICECS] BAPYCHBIM
HCKPHBIICHHEM TOJEHHM. VYKa3aB, 4YTO TMPOLECC JIOKaIu3yeTcs Y
BHYTPEHHETO Kpasi IPOKCHMATBHOTO d1H(pH3a 00IbIIe0epIioBOH KOCTH, OH
ommOO4YHO OTHec Oone3Hb K aedopMmupyromemy apTputry. bonee
moApoGHO omical 9To 3aboeBanie aMeprKaHckuii oproren Blount W. P.
B 1937 r., mOQUEepKHYB €ro HEBOCHAIMTEIbHYIO Ipupogy. B
OTCUECTBEHHOH JIUTEpaType IepBoe coobmeHue npuHauiekuT A. I
Buesunio (1940).

Bonesnr brnayHra OTHOCHTCS K TIpyHNIe JOKAIBHBIX OIU(U3APHBIX
JMCIUIA3HH, CBS3aHHBIX C M3BPAICHHEM POCTa SMH(H3aPHOH IIIACTUHKH.
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ITocne ee paspeskeHHs M Ppa3pbIXJEHHMs HACTYNaeT MpexJIeBpeMeHHas
occuHKanuss MEAUATbHOW YacTU 30HBI POCTAa NPOKCHMAIBbHOTO KOHIA
GoubIedeproBoit KocTH. bone3Hs Hepenko HOCUT BPOXKIEHHBIH XapakTep,
O 4YeM CBHUJETEIbCTBYIOT CIydam ceMeWHoro mnopaxenus. HauGonee
MoJBEp>KeHbl 3a00JI€BaHMIO JIETH B Bo3pacte oT 1 roxa 1o 3 ser, yaiie
nesouku. [Ipu onqHOCTOpOHHEH MAaTOIOrUH OOBIYHO UCKPUBIICHA JIeBasl IO-
JIeHb, NPUYEM HA JAPYroil KOHEYHOCTH MOXKET OBITh KOMIIEHCATOPHOE
BaJIbTYCHOE HCKDHBJICHHE TOJICHH. B MOMEHT Harpy3sku u XOAbOBI
BapycHas JaeopManus IOPaKEeHHOH KOHEYHOCTH YBEIHYUBACTCS B
cpenneM Ha 10 - 15°, 4To CBSI3aHO C Pa30OJNITAHHOCTHIO ManoOEPIIOBOI
KOJITaTepajbHOM CBS3KH KOJEHHOTO CycTaBa. bokoBast HeyCTOWYMBOCTDH B
KOJIGHHOM cycTaBe Ooliee BhIpaXkeHa y JeTeil 10 4 - 5-IeTHero Bo3pacTa B
3aBHCHMOCTH OT TsDKecTH Jedopmarmu. [IporpeccupoBanue nedopmanun
COBIIAZIaeT ¢ IepHoJaMH pocTa aeTei. CTelneHb BapyCHOIO MCKPHBIICHUS
xonebaercss oT 8§ no 50°, mpuueM B Ciiydae ABYCTOPOHHEH JIOKaIH3alUH
HCKpHBIICHHE He OBIBACT CHMMETPHYHBIM, ciieBa JaedopMamyiss HOCHUT
Goutee TSDKETIBIN XapaKTep, 4eM CIIpaBa.

BapycHOe HCKpHBIICHHE BO BCEX CIydasX COUYETaeTcsi C BHYTpPEHHEH
poTalueit roJieHH, BEIMUMHA KOTOPOM MHOTAA MOXET JIO0XOAUTh 10 80°.
IocTOSHHBIM CUMITOMOM 3a00J€BaHHS SIBIACTCS XPOMOTA, PEKypBaLHs
KOJIeHa, BEHICTyNAHHE TOJOBKH Mano0epIoBOH KOCTH, KIIOBOBHIHBIHA
BEICTYIl Ha YpOBHE BepxXxHero meradusa Oo0JbIIeOEpIOBON KOCTH,
JUCTIPONOPIMS COOTHOLICHHH MEXAy JMIMHOW BEpXHHX H HIDKHHX
KOHEYHOCTEH, IUIOCKOCTONHME M aTpo(us MBINI TONeHH. Bceiencrsue
TSDKEJIONH BapyCHOH Ae(popMaluy MOKET HMETh MECTO MOIBBIBHX HaJKO-
JICHHUKAa U TOJEHU KHApYXKH. Bo3MoXHO coueTanue nehopMupyromero
OCTEOXOHZIPO3a C IPYTUMHU IOPOKAMU PA3BUTHS.

Baezeéaoa - Xakcmxaycena cundpom (s. Blegvad - Haxthausen).
Boepsele ommcan garckumu Bpadamu Blegvad O. m Haxthausen H. B
1921r.

IpencraBnsier coOOW HACIEACTBEHHOE 3a00JNCBaHHE ME30ACPMbI B
pe3yibTaTe MyTallMd TIeHa WIM KX KOMIUIGKCOB. IIposiBisiercst
MaTOJIOTMYECKON JIOMKOCTBIO KOCTEH CO BCeil XapakTepHOH 1t 3TOro
3a00JIeBaHMsl CUMITOMATHKONW. OTIHYaeTCsl OT TUMUYHBIX (opM Oose3HH
JloOmTeliHa HaINYMEM OYaroB MOPaKCHHs! KOXKH CEPOBATO-CHHETO L[BETA
C YE€TKMMH KOHTYPaMH, 9acTo M0 Ilepr(pepHu C 30HON MUIIePEMHUH.

bnoxa - Cynvubepzepa cunopom (s. Bloch - Sulzberger), mena-
HoOmacto3 bioxa - Cynpnbeprepa, mNMrMeHTHBIH nepmaro3 CumeHca -
Bbroxa, cemeiiHblii  XpoMaTOOPMHBIH  HEBYC, JHMHEHHBIH, WM
TeHEepalM30BaHHbIH, MeJIaHO0TacTO03 KOXHM, HHTMEHTHBIH JepMaTos,
JIeTeHEePaTUBHBIA MEJIaHO3 IePMBI, CHCTEMHBIH ITMTMEHTHBIH HEBYC.
Onuca mBeinapckum aepmaronaorom Bloch B. B 1926 r.

SIBasieTcsl HaclIeNCTBEHHBIM 3a00JeBaHHEM U3 TPYNIBl SMOPHOHONATHI,
CBSI3aHHBIM C HOJIOM (X-XpOMOCOMa), MPOSIBIISIETCS Yallle B TPYIHOM WIH
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paHHEM JIETCKOM BO3pacTe. XapaKTepu3yeTcsl MOsBJICHUEM OYaroB
TUIEPIIUIMEHTALMH, aJolenrell, 00pa3oBaHUEM HEBYCOB, 3aJEPXKKOM
pasBUTHsT W THIOIUIa3ueil 3y0oB, Mukporedanueit, IeOUIBHOCTHIO,
cuHapoMoM JIMTTIIs, TOpakeHHeM Tiia3  (KOcorjasue, BpPOXKICHHOE
MOMYTHEHHE pOTOBHIBI M XpyCTanuka). W3 MOpaKeHWH OmOpHO-
JIBUTATENIBHOTO AaIMapaTa HEPelIKO HAaOII0IaeTCsi BPOXIECHHBIH BBIBHX
Genpa.

Bayma cunopom (s. Bloom), cungpom biryma - Maxauexka - Toppe.
Brepsele omycaH, He3aBHCHMO JIpyr oT apyra, Bloom D., Machacek u
Torre D. B 1954 1.

Ipencrasnsier co6oil HacleACTBEHHOE IOpaXKeHHE OOMEHa BEIIECTB II0
THIIYy ,,BPOXKACHHOH ommOkn oOMeHa”. XapakTepuzyercsi CTONKHMH
TeJleaHrHOMATHIECKUMU BBICBHINAHUSMH, HOBBIIIEHHOH
YyBCTBUTENIBHOCTBIO K YIBTPa(hHOIETOBOMY OOIydYEHHIO ¢ TeHACHIHEH K
Pa3BUTHIO Iy3bIpeH, MOSBICHUEM Ha KOXe IITEH 1IBeTa Koje ¢ MOJIOKOM,
MPEeXKIEBPEMEHHBIM 00pa30BaHUEM MOPIIUH. JleTH POXKIAIOTCS ¢ Maccou
Tema 10 2,5 Kr, y HHX JOJITO COXPaHSeTCs BBICOKHH TeMOp roioca,
HHTEIUIEKT HE HapyIleH. Y CTpaJaiolliuX CHHAPOMOM biiyma 0O0bIYHO
MaJbIii MIIH KapIIHKOBBIN POCT, HEPEIKO OTMEUAeTCs MONUIAKTHIINS.

bayma - Maxaueka - Toppe cundpom (s. Bloom - Machacek -Torre).
Cwm.: Bnyma cunopom.

Ban Bozapma - O3e cunopom (s. van Bogaert - Hozay), cuaapom Ose.
BriepBrie onucan GenbruiickuM HeBpomaTonoroMm van Bogaert L. B 1953 .
CeMeiiHOE peLECCHBHO-HACIEACTBEHHOE 3a00JIeBaHUE, HPOSBIIONIEECS
nocie 3-ro roja XHU3HH. XapakTepu3yercss YKOPOYEHHEM KOHEYHOCTell,
O0COOCHHO B JMCTalbHBIX OTJENaX, C HapYIICHUSIMH TPOPUKH U
KPOBOOOpAIIeHHS, nuctpodueit KOCTEH, JHCILIasHei Jmna,
BEIPKAIOIIEHCS B YIUIOIEHHMHM HOCA, AcCHMMETPHH U YMEHBIICHUH
HIDKHEH 4YeIIOCTH, THIOIUIa3MM PECHUIl M OpoBeil, OTCYTCTBMH pocTa
OOpo;BI, yBeNMYEHHWH YIIHBIX pakoBuH. Yacto  Habmomaercs
acturmMatusM, muonus. Ha peHTrenorpammax ckenera Ha (oHe
0CTEO0II0P03a OTMEYAETCsI OCTEO0IN3 IPOKCHMATIBHBIX KOHIIOB KOCTEH.

Ban Bozapma - Illepepa - Dnwmeiina cunopom (s. van Bogaert -
Scherer - Epstein), 1epeOpOTEHANO3HBII XOIECTEPHHO3, LepeOpatbHas
(opMa reHepanTn30BaHHOIO KCAHTOMATO3a.

BroepBele ommcaH COBMECTHO OCNBIHHCKAMH HEBPOIIATOJIOTaMH van
Bogaert L., Scherer H. u aBctpuiickum 6rnoxumukom Epstein E. 8 1937 1.
3a0oneBaHHe CBS3aHO C HApyIICHHEM XOJIECTEPHHOBOTO OOMEHa ¢
OTJIOXKEHHEM  KPUCTAJULIMYECKOr0 U aMOp(HOro  XojecTepHHa, B
0COOCHHOCTH B 00nacTu 0Eoro BelecTBa MO3XKEUKA M JBUIATENbHBIX
KIETOK HepefHHX poroB. IIposBisercs (asHEIM  HOpaKeHHEM
LEHTPAIbHOH HEPBHOU CHCTEMBI, 3aJePXKKOH ICHXUYECKOTO Pa3BHUTHS C
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Hepexo/10M B UMOCIMIIBHOCTD, MO3KEUKOBO-aTAKTUYECKUMHU
cumntomamu. Yepes 20 - 30 ner pasBuBaercs oOuiee IOpakeHUE
LEHTPAIbHOH HEPBHOH CHCTEMBI, TaK Ha3bIBaeMbIH T'yOHO-SI3BIKO-
TOPTaHHBIH OyIEOApHEII apany.

Koxa y GOJBHBIX CyXasi, MOPIIMHHCTas. MHOXECTBEHHBIE KCAHTOMBI Ha
KOXe, BeKaX, CYXOXWIHAX HIDKHHX KOHEUHOCTel, mucrpodus Boioc,
JIBYCTOPOHHSIS IOHOIIECKasl, WIM 30HYJULIpHas, KaTapakra. KommdaecTtso
XOJIECTEPHHA B KPOBH HOPMAJIbHO WIHM Aaxke CHIDKeHO. CO CTOpOHBI
ONOPHO-JBUTATENHHOrO  ammapara orMmedaercss kudockommo3. Ha
peHTreHorpammax ckelera  HaOMIOmaeTcss  BBIPAKCHHBIN
OCTEOINOPO3 MPH OTCYTCTBUM JIECTPYKTUBHBIX H3MEHCHHUH.

boiida - Cmupuca cunopom (s. Boyd - Stearns).

Brepsrie onucan amepukanckumu Bpadamu Boyd J. u Stearns G. B 1941 1.
3abosieBaHUE CBSI3aHO C HApYLICHHEM MPOMEKYTOYHOrO OOMeHa coueit
kasplys U Gochopa, HAUMHACTCS B JIETCKOM Bo3pacTte. XapaKTepHu3yeTcst
MaJbIM MM KapIHKOBBIM POCTOM, Pa3BHTHEM IIO3JHETO PaXHTa, HEPEAKO
HAYHHAOTUMHUCST BHE3AITHO napaan4amH, KOTOpbIE 3aTeM
JIUKBUIUPYIOTC. B KpOBH oOTMedaeTcss anMao3 ¢ THIOXJIOPEMHUEH,
YMEHBIIIEHHE MIEMOYHBIX pe3epBoB. Hepeako B MOYE BBIACISIOTCS COIH
(ochopHOi KHCITOTHL.

bonuneeu - Ynspuxa cunopom (s. Bonnevie - Ullrich), cunapom
Vibpuxa - BoHHEBH, ITEPUTHYM-CHHIPOM.

Omnucan HopBexCKHM ydueHbIM Bonnevie K. n Hemenxum Bpadom Ullrich
0.8 1934r.

IpencrasnsieT KOMILIEKC BPOXKAECHHBIX aHOMAIHI C HAIMYHEM OJHO- HIIH
JIBYCTOPOHHHX JICTaTeJbHBIX MEPEIIOHOK Ha Ilee M B 00NacTH CyCTaBOB,
CHHIAKTHINH, KIMHOJAKTUINH, KAMIITOAAKTHINH, BPOXKIECHHOTO BBIBHXA
Oenpa, HapymeHneM (YHKIUHM dYepemHBIX HEPBOB - OnedapomnTos,
KOCOIJIa3he, Mapajind JMIEBOr0 HEpBa; I'MIIEPTENIOPHU3M, BBICOKOE HEDO,
HEJIOpPa3BUTHE HIKHEH YEeIOCTH, YIIHBIX PakoBHUH. MHOrna Habmomaercs
BPOXKJICHHBII IIOPOK CEepAla, BONYBS IIacTh, BOPOHKOOOpa3Hasl TpyaHas
KJIeTKa, TUIIOCTIaANs, TUCTPO(Us HOTTeil.

bopmona nepenom (f. Borton), mepenoM THUIBHOTO Kpas CyCTaBHOM
TIOBEPXHOCTHU JIy4eBOIl KOCTH, 3aJHUI MapruHAJBHBIA MepesioM JIy4eBOH
KOCTH, MIO(MEPCKHil epesioM.

IMoBpexnenue sBISIETCS pPE3yJIbTaTOM  (OPCUPOBAHHOTO  THUIBHOTO
crubanus KucTd. IIpH 3TOM OT TBUIBHOIO Kpasi CyCTaBHOM ITOBEPXHOCTH
JIMCTANIBHOTO dMHGH3a JTy4eBOil KOCTH OTAENAECTCS HEOOIbLUIOW KOCTHBIH
¢dparment. IlepenoM Hepenko MPOCMATPUBACTCS, MHOTJA MOXKET OBITh
OoOHapy>XeH JIMIIF HA PEHTT € HOTPaMM e, IPOU3BEICHHON B KOCOM
HampaBlIeHnH. B Tex ciy4asx, Koraa rnepesioM He JHarHOCTHPYETCS U MM-
MoOUIH3anus HE MPOM3BOJHUTCS, CIyCTS HEKOTOPOE BpeMs MOXKET
HACTYIUTh CIIOHTaHHBIH pa3pblB CYXOXKWIUS UIMHHOTO pasrubatens |
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najnblia KUCTH B PE3y/IbTaTe MOCTOSHHOTO TPEHHS CYXOXKMIIHSA 00 OCTPBIit
Kpail OTJIOMaHHOTO (hparMeHTa KOCTH.

Bpaiyesa - luxmenwmeina 6one3ns (m. Lichtenstein), pubposHas
ocreoauciiazusi,  GuOpo3Has — gucmiasus,  MecTHas  (GuOpo3Has
ocreoauctpodus, Onbpaiita curapoM, Mak-Kione - Onbpaiita cuaapom,
nojucTatiyeckas (uOpo3Has AWCIUIA3Ws, FOBCHWIBHBIH (QUOPO3HBII
OCTHT, KUCTOGUOPOMATO3 CKeleTa, AUCCEMUHUPYIOIIAs 0CTEOAUCTpOdus.
Ileppoe Ha3BaHMe OTOIl IATONOTHMM [Jal AaMEPUKAHCKHI HaTOJIOT
Lichtenstein L. B 1938 r., Ho eme B 1927 r. B. P. Bpaiiues onucan
noo0Hoe 3a0oneBanue, Ha3BaB ero GuOPo3Hoit ocTeoqucTpohueH.
CucremHOe 3a00NeBaHHE CKeJleTa, CBS3aHHOE C HapyIICHHEM Pa3BHTHS
KOCTel, 3aMeJUICHHEeM M W3BpallleHHeM OcTeoreHe3a. Yarie BO3HHKAeT
cnopaandecku. IIposBnsercs B perckoM Bo3pacre. Albright F. B 1937 r.
ommcal COYEeTaHHE TaKOro0 IOPKEHHS KOCTEH ¢ IpexIeBpeMEHHBIM
MOJIOBBIM ~ CO3pEBaHMEM ¥ OCO0OH IWrMeHTanmuedl KOXH CBETIO-
KOPUYHEBOTO 1IBETa, Yalle B 00IacTH sroaui u ciuHbl. KimHndeckn sta
MATOJNOTHS MPOSBIAETCS AeGopMamusIMH KOCTeH, ITaTONOTHYECKHMH
nepenoMamu. HapymeHne oObI3BECTBIICHUS KOCTeH BeIeT K BO3HUKHOBE-
HUIO OYaroB pa3pexeHus Kak B Meraduzax, Tak u B jauadusax.
HabmronatoTcst MOHOOCCaNIbHAsS, IIOIHOCCANbHAS, o4aroBas u auddysHas
¢opmbl. Ouard OOBIYHO OTTPAHUYEHBI OT 3I0POBBIX YYAaCTKOB KOCTH
ckieporuueckoii kaiimoil. Kocte umeer konboobOpasnyoo  Qopmy,
KOPKOBOE BEIIECTBO KOCTH HCTOHYeHO. Yame mopaxaercs OeapeHHas
KOCTb, KOTOpasi MCKPUBILSIETCS W NPUOOpEeTaeT BUJI NAaCTYIIbei ITalky,
MIOCTENECHHO YKOPAYHBAasCh MO JUIMHE, B CBS3H C YeM BO3HHUKAECT XPOMOTA,
60ub. [TocTeneHHO HapacTaeT aTpOQUsT MBIIII.

bpayspa cunopom (s. Brauer), HacneiCTBEHHas JIaJOHHAas M IIO-
JOIIBEHHAs paccessHHas KepaToMa.

Briepsbie onucan HemenkuM BpauoM Brauer A. B 1913 1.
HacnencTBEHHOCTh  OMUHAHTHAsl, 4Yalle MOPAXAIOTCS — MY>KUHHBL.
3a0oneBanne HaupHaeTcss oObMHO mociae 20 ser. XapakTepusyercs
CHMMETPHYHBIM THIIEPKEPATO30M. Hepenko coueTaercs c
ocreonoiikunued  (HaaMuMem B ry0uyaThlX  ydacTKax — KOCTH
MHOXECTBEHHBIX KPYTJIBIX U OBAIBHBIX 0UaroB yIUIOTHEHUS) .

Bpaxmana - 0e Jlanze cunopom (s. Brachmann - de Lange).

Omnucan HemenkuM neuaTpoM Brachmann W. u rommanackum Bpadom de
Lange C.B 1916r.

XapakTepusyercss KOMIUIEKCOM BPOXKACHHBIX aHOMaNHi: aedopmarueit
KHCTH, 00YCIIOBIEHHOH yKOpO4eHHeM | ISCTHON KOCTH, yKOPOUCHHEM H
crubaTesIbHON KOHTPAKTYpoil V mabla ¢ TUroruia3ueil cpeHei ¢ananry,
nedopmaryeil IPOKCUMAIBHOTO MeTadu3a JIy4eBOi KOCTU C MOABBIBHXOM
ee TONOBKH. Hepenko oTmewaercs HHM3KHH pocT, Opaxumedanns,
YMCTBEHHAs! OTCTaJOCTb.
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bpemepa cunopom (s. Bremer).

Onwucan HeMeUKuM HeBpormaronorom Bremer F.W. TIpencraBnsier co6oit
KOMIUIEKC ~ BpPOX/IEHHBIX  aHOMAJHi, BO3HUKAIOIIMH  BCIEJICTBHE
HEIOJIHOTO 3aKPBHITHS HEPBHOW TPYOKM B 3SMOPHOHAIBHOM IEpPHOJE.
XapakTepusyeTcs pacllelIeHHeM JyXKeK MO3BOHKOB, BOPOHKO0Opa3HOit
IpYyJIHOW KJIETKOM, nedopmareii nmaibleB B BUAC 0apaOaHHBIX Maouek,
YpE3MEPHO JJIMHHBIMHU IUICYEBBIMH KOCTSIMH, apediekcueii, HapyleHueM
KOXHOH 4YyBCTBUTENBHOCTH, AKPOIMAHO30M, XOJIOJHBIMH H BIIQXKHBIMU
JIAJIOHSIMH ¥ CTOTIAMH, TUIIEPTPUX030M, HUKTYpHUEH.

Bpunna - Cummepca cunopom (s. Brill - Symmers), cuampom
Cummepca, cuHApoM bpumia - Bepa - Posenrans, numdaneHonatus
Bpunna - Cummepca, rurantopoiukyispHas — aumdobnacToma,

THTaHTOKJICTOYHAS [IEHTPaIbHAs THIEePILIa3hs.
Bnepsele onmcan ameprukanckumu Bpadamu Brill N., Baehr, Rosenthal N.
B 1925 r. Symmers D. B 1927 r. uyunsn Mopdonornieckue 0CoOEHHOCTH
1 Ha3BaJI 3a00JIeBaHIe THIAHTCKOH (OILTHKYIEMOH.

Otnonornst 3a0oneBaHus He ycTaHOBIeHa. IIpenmonaraercst arMnuyHas
nmMdocapKoma, JIATEHTHBIHA pecapKkoMaTos, peakuust
TM(OPETHKYIIPHOH TKaHU Ha TOKCHYECKHE WIH HH(EKIHOHHBIEC (B TOM
YHCie BHUPYCHBIE) areHTHl. XapakTepusyercs OOpa30oBaHHEM IUIOTHBIX
LWIAPOBUIHBIX JUMQOM, uyame B MEeHHOH WM mnaxoBod obnacry,
YBEIMYCHHEM CEIe3CHKH, IedeHH. VIHorma mopakaloTcss KHIIKH C
BBIIIOTHBIM aCLUTOM, HAONIOfaeTcsi TakKe IUIEBPHT, OJXHOCTOPOHHUM
sk3odrambm. [locTenmeHHO pa3BUBaeTCs  aHEMUs, JICHKONEHHS U
mamdonuros. IIpu reHepanusanuu mporecca HaONIONAIOTCS IIOPAXKEHUSL
CKeJIeTa C CaMOINpPOW3BOJIBHBIMHU II€pENOMaMH Ha MecTe 0Opa3oBaHMs
nponudeparoB. I[locie  MHOroJeTHEro  CpaBHUTENBHO  J100pOKaye-
CTBEHHOTO TEUEHHsI HepelKo HaOII0JaeTcsl OBICTpOe IPOTrPEeCCHPOBAHUE C
Pa3BUTHEM KaXeKCHU.

Bpuncona cunopom (s. Brinson).
ITox oSTHM ¥MeEHEeM ONHWCAaH AaMEPHKAaHCKHIl HEKpo3 MeAnaIbHOH
KJIMHOBH/IHOH KOCTH CTOIIBI.

Bpunmona 6oae3un (m. Brinton), Cy.: Mennepa - bapnoy 6onesus.

Bpucco - Mexca cunopom (s. Brissaud - Meige), bpucco undan-
THIIA3M.

Omnucan ¢paHiry3ckuMm BpauoM Brissaud E.

XapakTepu3yercst HpU3HAKaM{ [EPBHYHOTO THHO(H3apHOr0 HaHM3MA U
BTOPHYHOM  MH(AHTWIBHOM  MHKCEHEMBI:  KapjHKOBBIM  POCTOM,
YBEIMYCHHBIM JKMBOTOM, M30BITOYHBIM Pa3BUTHEM IOJKOXHOH OCHOBBI,
TUIOIUIa3Wel  reHuTanmii, 3y0oB, BOJIOC, MO3JHHM OKOCTCHEHHEM
3MH(HU30B.
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bpoou aébcyecc (a. Brodie), u3onampoBaHHBIH (HeceIUPHUIESCKUIA)
abcrece KOCTH.

BrepBele abcmecc KOCTH y B3pOCHBIX OOJNBHBIX OIMCAl aHITIMHACKUH
xupypr Brodie B. B 1845 r. Grariani B 1929 r. og1HUM U3 NIEPBBIX ONUCaN y
pebeHka adcuecc KocTH B (hopMe IECOUHBIX YacoB.

XapakTepusyercs HaIM4UeM odara JeCTPYKIUH KOCTH, KOTOPBIH HepeaKo
KIMHAYECKU HE TIPOSIBIACTCA.

Ilo nmaHHBEIM JHTEpaTyphl, aOCIECC MOXET JIOKAIH30BAaThCS B JIOOOH
KOocTH. SIBisiercss cBoeoOpasHOW (HOPMOH XPOHHYECKHM TEKyLIEro |
OTPaHHMYEHHOTO TEeMAaTOreHHOTo ocTeoMuenuTa. OOHapyKuUBaeTcs y AeTer
B Bo3pacTe oT 3 no 16 ner. Kak npaBuio, o4aru eIMHHYHBIE, PEXKe HX
HaxoJiT B JPYTHX KocTsX. [IperMyIecTBeHHas Jokanu3anus abcrecca -
MeTau3bl ATUHHBIX TPYOUYaTHIX KOCTEH, XOTS B HEKOTOPBIX CIIydasx MO-
ryr ObTh B auadmsax. Hauamo MoxkeT OBITH OCTPBIM, C BBICOKOH
TeMIIepaTypoid, IOSIBIICHUEM 0OJIM B KOHEYHOCTH, MPHITYXJIOCTBIO MSTKHX
TKaHel, MHOIZa TOKPAaCHeHHEM KOXH Ha ypoBHE mopakeHus. Ilozgnee
xapakTep 0ONM MEHseTCs, OHa CTAaHOBHUTCS JAEPrarollel, paciupaomei u
0CcOOEHHO OecrOKOUT GONBHBIX B HOYHOE BpeMs. [Ipu nokanusanuu odara
B IPOKCUMAIBHOM OT/IeNe Oeapa 60k UppauupyeT B 0071aCTh KOJIEHHOTO
cyctaBa. PeHTrenonorumyeckas KapruHa aOcrecca KOCTH
pasiMyHa B 3aBHCHMOCTH OT BO3pacTa OOJIBHOTO, JIOKAIM3ALHH,
MPOJOIDKUTENPHOCTH M XapakTepa TedeHus 3aboneBaHus. Kak mpasuio,
ouar OeccTpyKTypeH, pa3Mepsl ero koxebmotcs or 0,5 1o 5 cm B
IuaMerpe. Bokpyr odara Bceria 4eTko BEIPaKEH

000/I0K CKJIEpO3a, MOXKHO HAOJIONATh U MEPUOCTAIBHYIO PEaKIHIO B BHIC
CIIUBIINXCS TIEPHOCTANBHBIX HACIOCHUH.

Bpyewa cunopom (s. Brugsch), akpoMHKpHs, OCTEOr€HHTAIbHAs
TUCTPODUSL.

Bnepsele onmcan HemenkuM BpadoM Brugsch Th. B 1927 r.

3a0oseBaHie CBS3aHO C HapylleHHeM (YHKIMH TepeaHed  Ioiau
runodusa, OOYCIOBIGHHBIM €€  IOPaKCHHEM,  BOCIIAIHTEIbHBIM
MPOLECCOM ~ WJIM  OMyXONIbIO.  XapaKTepu3yeTrcs  TrUnogpu3apHbIM
HEecaxapHbIM JHa0EeTOM ¢ BTOPHYHOI aMEHOpeeH, MHOIJa OTMEYaroTCs
TpodHUecKHe paccTPOiiCTBa KOXKHM, IMOJKOXKHOH OCHOBBI, BOJIOC, HOTTEH.
Co CTOpOHBI OIIOPHO-/IBUTATEIFHOTO arapaTa HabI0/1aeTCs yMEHbIICHHE
JMCTaNbHBIX (hajaHr, KonbooOpa3sHoe paCIIUpeHHE MPOKCHMATBHBIX H
CpemHMX,  KOHTPakTyphl B  MeXK(alaHroBEIX  cycTaBax. Ha
pPEHTreHOTpaMMaXx IalbleB OTMEYAeTCs INepecTpoiika KOCTH ¢
papebukanmeii u  Mectamu  ¢GopmupoBaHHeM JakyH. DamaHru
mpHOOpeTaloT IMINHAPHYECKYI0 (opMy. AHaJIOTHYHBIE, HO MeEHee
BBIP)KCHHBIC H3MEHEHHS OTMEYAIOTCS B APYTHX KOCTSIX KHUCTH, Yepera.

Bpymona 6one3ns (m. Bruton), araMMarno0y1uHeMust.
Brepssie onucana Bruton B 1952 .
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Bcerpeuaercss MCKIIOUMTEIBHO Y MAallbUHKOB, YTO CBHJETENBCTBYET O
HACJIeJOBAaHHY, CLEIUICHHOM C mojoM. IIposBisercss B paHHEM JETCKOM
Bo3pacTe. XapaKTepusyeTcss PpEeNUIUBHPYIOIIUMH OaKTepHaIbHbIMH
HHQEKIUSAMH (QHTEPUTOM, TEIaTHTOM, MEHHHTHTOM), CKJIOHHOCTBIO K
CEeNTUYECKOMY COCTOSIHUIO, XPOHUUYECKOH ITHEBMOHHU,
rinomepynoHedpury. Hepenko HaOmonaeTcss XpOHHIECKUH TOIHAPTPUT.

byiio 6one3ns (m. Bouilloud). Cu.: Cokonsckozco - Byiio 6onesHs.

bypzona 6one3ns (m. Bourgogn), mepeiioM OCTHCTBIX OTPOCTKOB
MTO3BOHKOB, ,,[IEPEJIOM 3EMJICKOTIOBY.

Omucan Bourgogn B 1875 .

XapakTepusyeTcss IepeioMOM OCTHCTBIX OTPOCTKOB, 00bI4HO  VII
meiHoro u I rpynHoro mno3BOHKOB. IlepenoM OCTHUCTBIX OTPOCTKOB
MPOMCXOJUT Yalle BCErO B peE3yJbTare YPE3MEPHOrO COKpAIICHUS
TpaneuyeBUAHON WM POMOOBHIHOM MbIbL. [IposiBisieTcs OCTpoit
0OJIBI0 MEXIy JIOMAaTKaMH, MECTHOW MHPHUITyXJIOCTBIO, OOJIE3HEHHOCTBIO
NMpU HaJaBIMBAaHMHM HAa OCTUCTBIE OTPOCTKH. BOJIb YCHIMBaeTCs MpHU
JBIKCHHH TOJIOBBI, PYK. JIMarHo3 yTOYHSETCS C MOMOIIBI OOKOBOI
CHOHIMJIOTPAMMBI.

Bypacya - I'puszens cunopom (s. Bourgeois - Grisel). Cw.. [puzens
bose3Hb.

Ban Byxema 6one3ns (m. van Buchem), sHIOCTaNbHBIH IHIEpPOCTO3,
pelEeCCUBHBIT THUII TUIEPOCTO3a, KOPTUKAIBHBIH TIeHepanu30BaHHbIH
THIEPOCTO3.

Brepsele ommcaHa rojuaHIckuM Bpadom van Buchem F. S. P. B 1955 .
HacnencreeHHoe 3aboneBaHue, nepeaaeTcs Mo ayTOCOMHO-PELECCHBHOMY
TuIy. IlepBble CHMITOMBI OOJE3HH NIPOSIBISIIOTCS Mexay 5 u 15 romamu
xu3Hd. [lIupokue M yTONIIEHHBIE MOAOOPONOK W KIFOYHIBI, Mapaiuy
JIMLIEBOTO HEpBa, OOBIYHO B JIETCKOM BO3pacTe OJHOCTOPOHHHUM, BO
B3pOCIIOM - JIBYCTOPOHHUH. BroxuMmudecku ompenensercst MOBBINICHHAS
aKTHBHOCTH IIENOYHOI (hocaTasbl, KOINUECTBO KalbIms U hochopa HOp-
MajgbHOe. PEeHTreHONOTrMYecKH  BBUBIAETCS  YIJIOTHEHHE,
CKJIEPO3 KOCTel CBOJIa Yepena, YTOMIIeHHEe KOPKOBOTO BEIECTBA JIHHHBIX
TpyOUaThIX KOCTEi.

Bywapoeckue y3nwt (n. Buchart). Cu.: D6epdenosckue y3ivl.

Bywrke - Onanenoopgpa cunopom (s. Buschke - Ollendorf),
JIMCCEMUHUPOBAHHBII 1IepMaTo)HOPO3 C OCTCOMONKIITHEH.

BriepBble omucaH HeMeUKUM jJepmaroniorom Buschke A. i ameprkaHcKuM
BpauoM Ollendorf H. B 1928 r. CeMeiiHOo-HacIeICTBEHHAs
KOHCTUTYLIMOHAJbHAS aHOMAJIWs CPEIHEro 3apOABINIEBOro JikcTka. Ha
KOXE B BEPXHEM OT/ENe CIMHBI, XXHBOTA, 3aThUIKa, IUIeYax, Oenpax,
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MOSICHUYHO-KPECTIIOBOH 00JacTH MOSBIACTCS ChIllb, PACHOJIOKEHHAS
CHMMETPHUYHO, CBETJIO-)KENTOBATOrO I[BETA, IUIOTHOH KOHCHCTCHINH,
clierKa IO AHUMAIOIIAsICSI Haj YPOBHEM KOXKH.
Penrrenonormuyecku Ha (OHE NOYTH HOPMAIBLHOH KOCTH B
ry04yaToM BemiecTBe 3nu(u30B 1 MeTaQHu30B JUIMHHBIX TPYOUYATHIX KOCTEH,
IUTIOCHEBBIX M IICTHBIX KOCTEH, (halaHr HaOIIOAIOTCs MATHUCTHIE OYard
3aTeMHEHUs. Pexxe IOpaaloTcs II03BOHKH, pebpa, IpyAdHA, dYepel.
Unorma 3aboieBaHHME CcOYETACTCS C CHHIPOMOM CHHHMX  CKIEp,
HECOBEPIIEHHBIM KOCT€00Opa3oBaHUeM, JeOUIBHOCTEIO, JIHIICIICHEl .

bywke - @uuepa cunopom (s. Buschke - Fischer). Cm.:. Quwepa
CUHOPOM.

brkeuna - Jiicepa cunopom (s. Bakwin - Eiger), KOpTUKaJIbHBII
neOpMUpPYIOIMY IOHOIIECKHH THIEPOCTO3, CeMEHHAas OCTeKJIasHs ¢
OOJIBIIIMM YeperioM, XpOHUYECKas Hauonarndeckas runepdocdarasus.
BrepBrie onucan amepukanckumu nenuatpamu Bakwin H. u Eiger M.S. B
1956 .

CeMeitHO-HacIIeICTBEHHOE 3a00JIeBaHKE, MO-BHANMOMY, C PEIECCHBHOM
nepenaueif. bonesHb HaumHaeTcs B paHHEM JETCKOM  BO3pacTe,
XapaKTepH3yeTcss BBIPAKCHHBIM HCKPUBICHHEM KOHEYHOCTEH, dalie
HIDKHUX, [aTOJIOTHYECKON JIOMKOCTBIO KOCTEH, CaMOIpPOHM3BOIBHBIMH
nepenoMamMu. HemocTosHHO HaOmIOZaeTcss MOBBINICHHE JIOKATbHOH
OOJIC3HEHHOCTH B 00NAcTH IOpaxkeHUsI KocTel. OTMeuaeTcst yTONIICHUE
KOCTeil uepema, BCIEICTBHE Yero yBEIMUYMBAIOTCS €ro pasmepsl. Ilpu
71ab0paTOPHOM  HCCICHAOBAaHUHM  BBIBIACTCS TUIIOXPOMHAs —aHEMHS,
JIEUKOIINTO3, B CHIBOPOTKE KPOBH YBEIHYEHO COZAEpP)KAHHUE IIEIOYHOMI
¢occara3pl. PEHTIr e HONOTrMYECKH - YTONIEHHE KOPTUKAITEHOTO
cI0si TpYOYaThIX KOCTeH U 4eperna, Tesia M03BOHKOB yruiomieHsl. Ha doHe
1 dy3HOro 0CTE0N0pO3a OTMEUAIOTCSI MHKPOIICPETIOMBIL, JIOXKHBIE KHCTEL.

Bwounzepa - Jleéena cundpom (s. Biidinger - Lawen). Cm.:
Bropunrepa - JIynnodda - JleBena cuHAPOM.

Broounzepa - Iyonogga - Jlesena cunopom (s. Bidinger - Ludloff -
Léwen), cuanpom Brogunrepa - JleBena; cunapom Xarmynna - Jlesena -
Oprona, XOHIPONATHS HAIKOJICHHUKA, OCTEONATHs HaJKOJICHHHKA,
TPaBMaTHYECKHH OCTEOXOHAPHUT HAJKOICHHHUKA.

Boepssle onucan aBcTpuiickuM xupyproM Biidinger K. B 1906 r., 3atem
Ludloff K. 8 1910 r., Lawen A. B 1925 r., Haglund P. B 1926 r., Frond H.B
1926 .

OOBIYHO HauWHAETCs B MOJPOCTKOBOM WM IOHONIECKOM Bo3pacte. B
Hayase 3a001eBaHus OOJILHOM MPEIBsIBISET JKaI00bl Ha HOIONIYIO OOJIb B
Hepe/iHel YacTH KOJICHHOrO CyCTaBa, XPYCT NPH ABHKCHHAX M OOKOBBIX
CMEIICHUAX HaakoleHHHKAa. KOHTypsl cycTaBa OOBIYHO HE H3MEHEHEI,
BBINIOTA, KaK NpaBWIO, HeT. Ilo3nHee GOJIb yCHIMBAETCs, Pa3BHBAIOTCS
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SBJICHUSI CHHOBMTA M apTpo3a. JlereHepaTUBHbIE W3MEHEHHS BEAYT K
Pa3BOJIOKHEHHIO M CEKBECTPALMH HEKPOTU3MPOBAHHOIO Xpsma. B sroit
CTaflud Ha PEHTrEHOTrpaMMe CyCTaBHas IOBEPXHOCTb HAJKO-
JICHHWKa HEYeTKass, C HaJW4hHeM CyOXOHJpalIbHOrO CKJIepo3a, Ha
aKCHAIbHOM CHHMKE HHOT/A BHAHBI OTACIbHBIC ()ParMEHTHI HEXKHOM
KOCTHOH IUIACTUHKHU, 3aTeM BBIIBIIOTCS KHCTO3HBIE M3MEHEHHS H
paspylIeHne sjep OKOCTeHeHUs. B mocneyromem oTMedaroTcs KpaeBble
paspactaHusi ocTeo(HUTOB.

Bropuve cunopom (s. Burnier).

Onwucan aMepuKaHcKuM opTaiabpMosorom Burnier R.

TIposiBnsiercs nmpu3HakaMu TMNO(U3aPHOTO HAHW3Ma, BO3HUKAIOUIUMH Yy
OOJNBHBIX C MEUICHHO pAaCTyLIe TepaToMOM, naBsimieil Ha runodus.
Xapakrepusyercs runodusapHbIM — KapJiUKOBBIM — POCTOM,  aJIHUII030-
TeHUTAIBHOI AucTpodueil, aTpodueil 3puTeILHOrO HEpBa.

B

Baanopazepa Oone3nn (m. Vaandrager), MetaduzapHas
XOH/IPO/IUCILIA3US, METa(pU3apHBIil AH30CTO3.

Bnepsele onncana Vaandrager B 1965 T.

HacnencrBenHoe 3aboiieBaHMe, MepenacTCss MO JOMUHAHTHOMY THILY.
XapakTepusyercst yTONICHHEM M yBEIMYCHHEM B 00beMe KOCTei,
HaJMYUeM JUCXOHJpOIUIa3uH; IlopakeHue OOBIMHO CHMMETPHYHOE,
conpoBokaaercs aeopmaryeii 1 kpaHnoMetahu3apHOi AUCILIA3HEH.

Baapoenoypza cunopom (s. Waardenburg), Porra cunzpoM,
nucredanogakTUIHs, Hehano akTHIHS.

CuHzpoM onmcaH rojulanackum Bpadyom Waardenburg P J B 1933 r.
IpencraBnsieT KOMIUIEKC MHOXKECTBCHHBIX AHOMAIHMH pasBUTHSI -
rHAPOoOdTATEMHS, THIEPTETIOPH3M, GarHeno100HbIH yeper,
pacuierieHHoe He0o, THIOIUIa3Hs HIDKHEH YeNIOCTH, HEeMpaBUIbHOE
pacnonoxxeHne 3y60B. Y  9TMX OGOJBHBIX 4YacTO  HAGIHOMAOTCS
BPOXCHHBIC TMOPOKH CEPALd, KPUNTOPXU3M, THIIOCTAIMSA, AHOMAIHK
KJTFOUMIIBI, KOHTPAKTYPBI JIOKTEBBIX U KOJICHHBIX CYCTABOB, CHH/IAKTUIIMS.

Baooepa cunopom (s. Vadder).

HaGmronaercs y GonbHbIX ¢ Oepu-Oepu, MPOSBISETCS OOJIE3HEHHOCTHIO
MKPOHOJKHBIX MBIl  [OpH  [anblanud,  morepeil  GomeBoi
YyBCTBUTEIBHOCTH KOXH HEPEJHEH IOBEPXHOCTH TOJNEHEH, Tocie
npuceaanuii 00JbHON HE MOXKET MOTHATHCS 0€3 IOMOIIH PYK.

Baiica - Mionnepa cundpom (s. Weiss - Miiller), ocTeoxoHAPHUT

JaAbEeBUAHOM KOCTH, aCENTUYECKUI HEKPO3 JIaIbeBUIHON KOCTH.
BnepBrle onmcaH He3aBHCHMO ApPYr OT Jpyra HEMELKHM OpTOIEI0M
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Miiller W. u aBctpuiickum perrrenoiorom Weiss K. B 1927 r.

DTHOJNOTHS U [aTOreHe3 MACHTHYHBI ACEHTHYECKUM HEKpo3aM SMu(pU30B
IOpYyrol  JIOKaJIW3alUM,  XapaKTepHO  [BYCTOPOHHEE  IIOPaKCHHUE.
PasBuBaeTcsi B 3peNoM BO3pacTe, NpOSBISETCS HApYLICHHEM XOJbOBI,
GOJIC3HEHHOCTIO B MPOKCHMAIBHBIX OT/ENax Thlia crombl. Yacro
coderaeTcss ¢ IUIOCKOcTomueM, aedopmaumeil cromsl u manbies. Ha
PEHTreHOTrpaMMe  CPeJHEr0 OTJeNa CTONBl  ONpeAeNIseTCs
yBEJIHYCHHE [UIOTHOCTH, YIUIOIIEHHE H CMEILICHHE B ThUIBHO-MEAHAILHOM
HAaIpPaBICHNH JIaAbCBHIHOM KOCTH.

Banvoencmpema 6onesns (m. Waldenstrom). Cu.: Jleeea - Kanvee -
Ilepmeca bonesno.

Bapoenoypea cunopom (s. Waardenburg), cungpom @orra,
kedanocunaaxtuans Oorra, Auckehano AT,

Bnepsele omucan mBeinapckum odramemonorom Vogt A. B 1933 1,
Gosiee MOAPOOHO KIMHMYECKash KapTHHA OCBEIICHA TOJUIAHACKAM BPaioM
Waardenburg P. J. B 1934 .

3aboieBaHNe HACIEICTBEHHOE MM SMOpUONaTHIecKoe. XapaKkTepu3yercs
JHMCIUIa3Hel Juua u yepena. Y OONbHBIX HaONoAaeTcsi ruapoodraabmus,
THIEpTeNIopH3M, OameHHOH (OpMBI depel, HOC THIIA KIIOBAa IIOIyTras,
BONYbS I1acTh, Ae(opManmys HIDKHEH YENTIOCTH, YIIHBIX PAaKOBHH H
KJIIOYMIBI, BPOX/EHHBIC IOPOKH cepiaua M moioBoro passutus. Co
CTOPOHBEI ONOPHO-IBUTATENBHOTO amIapara OTMEYaeTcs KOHTPAKTypa
JIOKTEBBIX U KOJICHHBIX CYCTAaBOB, CHHIAKTHJINS, 0cOOeHHO dacto IV u V
THanplieB KUCTEH U CTOI.

Bapmenoepza  cunopom  (s. Wartenberg),  uauonaTuveckas
aKpomapecTe3us, [JU3eCTe3Ws] IUIed, MapecTeTHdeckas Opaxuanrus,
[apecTeTHYECKast HEBPAIITHS, TAPECTETHICCKAsT XUPAIIbTHS.

BriepBble omucaH aMepHKaHCKMM HeBpomarosorom Wartenberg R. B
1935r.

3abosieBaHKe BBI3BAHO PACCTPOMCTBOM MHHEPBALMU M3-3a CIABICHUS HIIH
pacTshKeHHs [UIEYeBOro CIUIETEHHs Ha (POHE SHIAOKPHHHBIX HapYLICHHH.
Yame wabmomaeTtcs y MOXKWIBIX JIMI[ JKEHCKOro rmona. TedeHue
XPOHMYECKOE C  JUINTEIBHBIMH  PEMHUCCHSIMH.  XapaKTepU3yeTcst
nepeMexaroleiicss 60JIbI0 U pacCTPOMCTBOM YyBCTBHTEIBHOCTH B KUCTSIX,
BO3HHKAIOLIUMU OOBIYHO TOCHE MPOOYKACHHS, KOTOPBIC JINKBUIUPYIOTCS
10CITe HECKOJIBKUX JBIKCHUM KUCTBIO U TAIIBL[AMA.

Beoepa cunopom (s. Weber). Cu.: Knunens - Tpenone cunopom.
Beznepa 6oneszns (m. Wegner). Cu.: Ilappo 6onesno.

Beitepca cunopom, I (s. Weyers), axkpodauuaabHbIi AU30CTO3,
akpodaranpHas AMCMopQusl.
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Bnepseie onucan HeMenkuM neguaTpom Weyers H.p 1952 r.

SIBnsieTcst HeperyJspHO-AOMHUHAHTHBIM HACIICACTBEHHBIM 3a00JIEBaHUEM.
XapakTepusyercs pa3BUTHEM JOIOIHUTENLHOT0 VI ynpHapHOTO manbha ¢
OJTHOBPEMEHHBIM CHHOCTO30M CPEIHHX OTIENOB IICTHBIX KocTell. Kpome
TOro, HaOIIOAeTCS PpACUICIUICHHE HIDKHEl 4YeNIOCTH, WCKPUBJICHHE
MeUaIbHBIX PE3LOB, JIOXKHAS MeHAIbHAS AUACTeMa.

Beiiepca - Tvepa cunopom (s. Weyers - Thier), 11a30-103BOHOYHBIN
CHHZIPOM, ATUNUYHBI HIDKHEUEITIOCTHO-TUIEBOH  IHM30CTO3, TJa3o0-
TI03BOHOYHAS! AUCIUIA3HL.

Onucan coBmecTHO Hemeukumu Bpayamu Weyers H. u Thier C.1. B 1958r.
IpencraBnsier coboif paHHee SMOPHOHAIBHOE HAPYIIHTE Da3BHTHUS C
KOPPETHUPYIOIUMH IIOPOKAMH Pa3BUTHUSI 713 U IO3BOHOYHOTO CTOJIOA.
XapaxTepu3syeTcsi OAHOCTOPOHHEW aHOMaIMeH pa3BUTHS TI1a3HOTO 100K,
BIUIOTH 10 00pa30BaHUs PyIMMEHTa, a TakXkKe JTHUCIUIa3ueil T00HOU JacTs
KocTeil OpOMTBI M JPYTHX OTHENOB JIOOHOH KOCTH, 4YTO BeleT K
acummerpun nuna. [1o3BoHOUHbIH cTONO nedopmupoBaH (Kupockonmos
WIH CKOJNHO3) B  pe3ylbTaTe aHOMalMil pa3BUTHS  IO3BOHKOB
(KJIMHOBH/HBIE TIO3BOHKH, IIOJYIIO3BOHKH, AaTHIINYHOE OTXOXKICHHE

pebep).

Beinn - Mapuezanu cunopom (s. Weill - Marchesani). Cu.:
Mapueszanu cundpom.

Beiicman-Hemmepa ouszocmo3s (d. Weismann-Netter). Cu.. Beiicman-
Hemmepa cunopom.

Beiicman-Hemmepa cundpom (s. Weismann-Netter), au30cT03
Beiicman-Herre, nnadusapras tubnodudymsipaas aucmopous. Omucan
¢panny3ckum Bpadom Weismann-Netter R .B 1954 r. IlpencraBnser
co00i BPOXKACHHBIH .JIHU30CTO3. XapaKTepHU3yeTCsl HeNpOHOPIUOHAIBHO
HHM3KMM WM KapJIMKOBBIM POCTOM, HCKPUBIECHHEM OONIBLION M Maioit
OEpLOBBIX KOCTEH B CAarWTTAIBHOM IUIOCKOCTH. BOJBHBIC HAYMHAIOT
XOJIUTh B Bo3pacTe 2 - 4 1eT. PE HTreHOJNOTr MY eCc KU BBIIBIETCS
YTOJIIEHUE KOPTHKAIBHOTO cJI0st nadu30B, aeopmarus V MOICHUYHOTO
[I03BOHKA, aCHMMETPHYHOE PACIIONIOKECHUE Ta3a.

Benanoepa cunopom (s. Welander). Cu.: Opba bonesno.

Bepoana cunopom (s. Verdan).

Onucan ¢paniy3ckum xupyprom Verdan C. B 1957 r.

TIposiBIsIeTCs 3HAYUTENBHBIM OrPAHMYCHHEM 00beMa ABIDKCHHUI MaJbIeB
KHCTH  BCIE/ACTBHE CIMIYABOTO TEHJIOCHHOBUTA, IPUBOMALIEIO K
¢bukcanuu cyxoxunuid rirybokux crudareneii B cpaiienusx. Habmonaercs
TaKXKe y OOJNBHBIX MOCIIE aMIyTaluy V Haiblia KUCTH; IIPH 9TOM HEPEIKO
YaCTHYHO OJIOKMPYIOTCS B aMIlyTHPOBAHHOH KyJbT€ W CYXOXKHIHS
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pasrubarenei.

Bepounza - I'ogpmana cunopom (s. Werdnig - Hoffmann), cemeiinas
crMHaNbHAs MblmeyHas atpous 'odmana, nporpeccHBHas CIMHAIbHAS
MBIIIEYHAast aTPOQHUs.

Omucan B 1891 1. He3aBHCHMO Jpyr OT Jpyra aBCTPHICKUM
Heporarojjorom Werdnig G. u Hemenkum Bpadom Hoffmann 1.
IpencraBnser  coOOM  MOHOMEPHO-PEIIECCHBHOE  HACIEACTBEHHOE
3a00IeBaHNe C BPOXKICHHBIM HEJOPa3BUTHUEM BEIIECTBA IIEPETHUX POTrOB
CcrMHHOTO Mosra. OOBIYHO NPOSBISIETCS K KOHILY HEpBOTO Iofa JKH3HH
peOCHKAa THIOTOHHEH CKEJIETHBIX MBI, OTPaHHYCHHEM JBIDKCHHII
HIDKHUX KOHEUHOCTEH, CHMMETPHUYHOH IIporpeccupyiomeil arpoduei
MBI Oenep, Tas3a, CIHMHBI, B IIOCIEAYIONIEM IUIEYEBOTO IOsCa CO
CHIDKGHHEM WM ToTepeil pediekcoB. ATpo(dus MBI MOXET OBITh
HEe3aMEUeHHOH mu3-3a TUNepTpodUM IOJKOXHOH OCHOBEL — Yacto
BCJICICTBHE CTa00CTU MBI pa3BuBaeTcsl ku(o3. UyBCTBUTENBHOCTE HE
HapylleHa, IIafkas MyCKylaTypa He IopaxkeHa. B mocimemyromem
pa3BuUBalOTCS  OynbOapHble  IPH3HAKH, OTPAaHHYCHHE  JKCKYPCHHU
JuadparMel 1 Jaxke ee MOJHBIH napannd. [Iporao3 HeGnIaronpusTHBIH.

Buoemana cunopom (s. Wiedemann), cuHapoM aucmenuu Bunemana,
TaJINIOMHUJIOBasi SMOpUOTIaTHsl, CHHAPOM Buiemana - JleHua.

CunzpoM nmoapoOHO onMcaH HeMenkuM neauatpoM Wiedemann H. R. B
1961 r., cBsA3b C MPUEMOM TaJIUAAMH]IA HA PAHHHUX CTaIUsIX OEpeMEHHOCTH
ycranoBui Lenz W. B 1961 r.

IIpuoOpereHHblii KOMOMHMPOBAHHBIM MOPOK pA3BUTHUS, CBS3aHHBIN C
MPUEMOM MaTephl0 TaNWAOMUAA Ha 5 - 8-if Hemene OepeMEHHOCTH.
TIposiBisieTCsT MHOXECTBEHHBIMH TOPOKAMH  Pa3BHTHsI KOHEYHOCTEH:
amenueil wiM (okoMmenued, areHe3Wed WM THMIOTeHe3WeH IMHHBIX
TpyOYaThIX KOCTEH, a TaKKe IOPOKAaMH Pa3BUTHS TOJIOBBI (aHOTHS WU
MHKpPOOTHS, THUIOr€HE3Wsl YIIHOrO Xpsimia, arpoduss WiM y30CTh
HApY)KHOTO CIIyXOBOI'O MPOX0Ja, MHKpoodraapMmus, naevus flammens B
CpelHell YacTM JMI@, JWCIUIa3Ms MO3TOBOrO  OTHeNia  uepera,
rupponedanus). OXHOBPEMEHHO  OTMEYAIOTCS  NOPOKHM  Pa3BUTHSA
BHYTPEHHHUX OPraHOB: CEpPILIA, JErKUX, KHIIOK, TOYEK, OJOBBIX OPIaHOB.

Buozongpa - TIpeapenmmeinna cunopom (s. Wiedhopf -
Greifenstein).

Onucasn B 1931r.

XapakTepusyercs KJIMHUKO-DEHTIT€HONOTHYECKUMHU
MPU3HAKAMH aCeNITHYECKOr0 HEKPO3a CECAMOBUIHBIX KOCTOYEK CTOIIBL.

Bunne cunopom (s. Willet), CHHIPOM THIICOBOrO Kopcera, cast
syndrome.

Boepseie ommcan Willet B 1878 r. Ilocme HamoxeHHS LUPKYISIPHOH
THIICOBOW IIOBSI3KM 10 MOBOJY CKOJMO3a WM APYIHX I1aTOJOTHYECKUX
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COCTOSIHUT Y GONIBHOIO BO3HHKAIOT CHMIITOMBI OCTPOW HIIH XPOHHYIECKOMH
HENPOXOJUMOCTH KHIIOK (00J1b, PBOTA, HANPSHKEHHUE MEpeIHeN OpIOIIHOI
cTeHKd U 1p.). CHHAPOM 00YyCIIOBIIEH CIaBICHHEM JABSHAIATUIIEPCTHOH
KHUIIKH Me3eHTEPUATBEHBIME COCYJaMH MM TPEHLeBON CBA3KOI, KOTOPOMY
CHOCOOCTBYET PE3KO BBIPAKEHHBIH MOSCHUYHBIA J0pao3. JlaHHbBII
CHH/IPOM Pa3BUBACTCS B CPOKH OT HECKOJIBKHX YacoB 10 2 MeC. C MOMEHTa
HaJIOXKEHHS THIICOBOM MOBSI3KH.

Bunnu - IIpadepa cunopom (s. Willi - Prader). Cu.: Ilpadepa - Bunnu
CUHOPOM.

Bunvoepeanka cunopom (s. Wildervanck), meifHO-rma3o-numnesas
IUCTpOdUst, MIECHHO-TTIa30-yIIHOW CHHAPOM, CHHIAPOM DpaHuecKeTTH -
Kneiina - BunbiepBanka.

Ommucan routangckum reaerukoM Wildervanck L. S. B 1952 1.
TIpeacTaBiseT KOMIUIEKC BPOXKICHHBIX aHOMAalIHMi: acCHMMETpHUs JIHIA,
TIIyXOHEMOTa, HapylleHHe pocTta 3yO0OB W BOJOC, MAapaidd MBI,
OTBOJMIMX IJIa3, THHEKOTPONU3M, O0ukooOpa3Has TpyqHas KIeTKa,
KOpOTKast TYTOTO/IBHKHAS el PeHrrenonorumuecku
OTPeeISIOTCS. KITMHOBHAHBIC MO3BOHKH, CHHOCTO3 TEN MO3BOHKOB, Spina
bifida.

Bunvama cunopom (s. William), unuonatuyeckasl THICPKAIbIEMHUS,
Bepena cunmpom, ®@anxonm - IllnmsuHrepa CHHAPOM, CHHAPOM
BAaCKYJISIPHOTO CTEHO3a.

DTHoNOrus JaHHOTO CHHIPOMAa Heu3BecTHa. B ocHoBe 3aboneBaHMs
JIeXKUT THUNepKanblemus. IIposBisiercs 1100 B IepBBIE MeCAIb, THO0 B
NepBbIe TOIBI JKH3HH. XapaKTepH3yeTcss HU3KOPOCIOCTBIO, YMCTBEHHOM
OTCTAJIOCTBIO, CTEHO30M KPYITHBIX COCYJOB (20PThI, JISTOYHOH apTepHu U
Ip.), TUIOIIa3uel MM OTCYTCTBHEM 3y0oB. KocT ckxiepo3upoBaHEI, B
TOM 4YHCJie M II03BOHKH, peOpa, uepen. Hepenko BbiiBisieTcs
KPaHHOCTEHO3, MbILICYHAsk TUIIOTOHMS, TOBBIIIEHHOE KPOBSIHOE JaBJICHHE.
JleTn HEXH3HECIIOCOOHBI, MOTHOAIOT OOBIMHO OT HEJOCTATOUYHOCTH
KpOBOOOpamIeH s

Bunmepoayspa cunopom (s. Winterbauer), CKJI1epoaKTHIHS.

Onucan amepukanckuM BpauoM Winterbauer R. H.B 1964 r.

3abojeBaHMEe CEMEWHO-HACIACACTBEHHOE, dYalle OOJICIOT KCHIUHBI.
IposBisiercs B Bo3pacTe mocie 20 JeT TeleaHTMOIKTa3HsAMHU Oe3
BEIDOKCHHBIX ~I'eMOpPpariy, KalbIIMHO30M KOXH C 00pa3oBaHHEM
COJNIUTAPHBIX MM MHOXECTBEHHBIX IPHUITyXJIOCTEH, CKICPOIAKTUIHEH,
PEUMANBUPYIOIUMHU U3bsI3BICHUAMU. [1anblibl IPHOOPETAIOT BUI KOTTEH,
B o0lacTH JAUCTANBHBIX (paJlaHT MajblEeB KUCTeH Tpoduyueckue
HapyLICHHs, aKPOLUaHO3. UyBCTBUTENBFHOCTD K XOJIO/Y TOBBIIICHA.

Bucmaunza cunopom (s. Whistling), nuio Buctiunra.
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HacnencreenHoe 3abolieBaHMe, IMepeacTcs M0 JOMUHAHTHOMY THILY, HO
OBIBAIOT U CIIOpPaAUYECKHe ClIydaH. XapaKTepH3yeTcs CBOEOOpa3HBIM
BBIPQ)KCHHEM JIHI[A, HPOSBISLETCS ITO30M BEK, HEIOPAa3BUTBIM HOCOM,
Y3KHM MaJIECHBKHM PTOM, BBICOKHM TBEPABIM HEOOM, MaJIeHHKUM SI3BIKOM
U HOCOBHIM IPOM3HOIICHHEM 3BYKOB. MMEIOT MeCTO KOHTPAaKTyphl
MajbleB U JIOKTEeBas JeBHAIMS KUCTH, KOCOIANOCTh, HCKPHUBIICHHE M03BO-
HOYHOTO CTOJIOA U BBIBHX T'OJIOBKH JIy4eBOH KOCTH.

Bummmaka - 9xkb6oma cunopom (s. Wittmaack - Ekbom), cunnpom
Dkboma.

Onwucan HemeukuM HeBponatosiorom Wittmaack T.B 1861 r.
XapakTepu3yeTcst TSHKEIBIMU [apeCTe3UsIMKU HITH OOJIBIO 110 JIATEPaIbHOM
MOBEPXHOCTU TOJIEHH, PEeXe INpeAruiedbs. boib OOBIMHO BO3HHMKAeT B
mokoe, damie HO4bi0. COCTOSHHE YIIydmIaeTcsi B TMOJOXKEHHH JIeKa Ha
kKHBoTe. B merkmx ciydasx 3a0oneBaHust 0OJb KpaTKOBpPEMEHHAs U
HACTYyINaeT PEeIKo, B THKEIBIX CIydasX HPHCTYIIBI IPOJOJDKAIOTCS YacaMH,
HACTYMAIOT KaXAyl0 HOYb. MHOrma 3aboneBaHHe pa3BUBACTCS IPH
OEpeMEHHOCTH,  INEPEOXIAXICHHWH,  IOCIEe  PEe3eKIHMH O KeIy[Ka,
KeIe301epUIIUTHON aHEMHUH.

Bonaecexa cunopom (s. Volavsek).

Onwcan aBcTpuiickum aepmarosiorom Volavsek W. B 1941 1.

SIBnsercst cBoeoOpa3HOil (opMoOil ManbMO-INIAHTAPHOTO KepaTo3a y
OonbHBIX cupuHroMuenueil. IIposBiseTCs TMalbMapHBIM —KEpaTo30M,
quctpodueil Horred, mampubl B BHAe OapaGaHHBIX Nallo¥ek, MPU3HAKH
CUPUHTOMHUEITUH.

Bonkosea 6onesnv, MHOXKeCTBeHHas JeOPMHUPYOIIAs CyCTaBHas
XOHPOIUCIIIA3HS.

Brepssie onucana u BeigeneHa M. B. BonkoBbIM B OTIEIBbHYIO IPYIIY B
1962 r.

Penxas ¢opma aucmnasuu ckenera. Benymumu cuMITOMamMH y Bcex
OOJIBHBIX SBISIOTCS: THTAHTU3M OJHOM MM HECKONBKHX KOHEYHOCTEH,
yBeNM4YeHHe B o0beMe U geurypamus CyCTaBOB IIOPAKEHHOM
KOHEYHOCTU. DTO BBI3BIBAETCS Pa3pacTaHUEM XPSIIEBBIX Macc B MOJOCTH
cyctaBa. Kak cieacTBue 0TMEYaeTcsl TyrONoJBHKHOCTh CYyCTaBOB BILIOTh
0  XpAIIEBOro  aHkuio3a. IIposBisieTcss TakKe  BHECKEIETHBIMH
MPU3HAKAMU: COCYAUCTBIE U TUTMEHTHBIE IITHA Ha TYJIOBHILE H
KOHEYHOCTSX, MPEUMYLIECTBEHHO Ha CTOPOHE MOPAXKEHHs; FMIEPKEPATO3
KOXKM Ha TMOJOIIBEHHON ITOBEPXHOCTU CTOI, TJ€ MOIYT BO3HHMKAaTh
TPO3/IeBUAHBIE pa3pacTaHys, Ha CKJIepax TIHMIEPKEpaTo3 IMpOsBISIETCS B
Bufe OemoBaThlx Omsfmek. Moryr BcTpedaTbcsi MHOXKECTBEHHBIE,
pa3iIM4Hble 110 BEIMYMHE JIMIIOMBI, paclojararoluecs Ha mepenaHei
TIOBEPXHOCTU TPYJHON KJIETKH M )KUBOTa. PEHTreHOJOTMYECKH
- KOCTHas CTPYKTypa MeTa’IH(HU30B pa3pekeHa H IepecTpoeHa IO
rpyooTpabexyisipHOMy TuIly. Kak IpaBmiio, B IOJOCTH CYCTaBOB
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OIIpeIeNIAI0TCS] BHYTPUCYCTaBHbIE TeJla.

Bonvgpcona - Pesnuka - I'onmepa cunopom (s. Wolfson - Reznick -
Gtinther).

Onwucan y OOJBHBIX C METacTa3aMy OIyXOJHM B IIO3BOHOYHOM CTOJIOE.
KoMmImekc paHHHX CHMITOMOB: OIpPaHHYEHHAs KOpEHKoBas OO,
YCHIIMBAIOIIASCS IIPU X0Jb0e; 00JIb MPH NMaJbIIAlH OCTHCTOTO OTPOCTKA
MOpPaXEHHOTo 1MO03BOHKA; yBenuueHne COD; MOBBIIEHHE YPOBHS
IeNI0YHOH (ocaTas3bl CHIBOPOTKH KPOBU.

bona cunopom (s. Vaughan), Muenockiepos, Tun bona; Muenockiepos,
Tun ['appucona - bona.

Brepsele omrcaH aMepuKaHCKUM KIHHUIECTOM Vaughan I M.B 1936 1.
OcHOBOI1 ~ 3a0omeBaHMs  SIBIACTCS  BPOXKIEHHAas  IATOJNOTHYECKas
mubdepeHuanys Me3eHXHMBI, BCICACTBHE YEro CTPOSHHE KOCTH
nprobpertaeT IMOPHOHANBHBIN xapakTep. OTMedaeTcs YBEIHYCHUE
NMeYeHH U CeNe3eHKH. PEeHTreHONOTrMYEeCKH OIpelensiercs
pacmupeHne Ty0JaToro M HCTOHUYCHHE KOPKOBOTO BEIECTBA KOCTH.
XapakTepHa KapTHHa KpOBH: aHEMHUs, OJpU-TPOOIAcTO3, Jeikemus,
AQHM30IMTO3 U momxpoMmarus. [IpH THCTONOrMYECKOM HCCIEJOBAHHU B
KOCTHOM MO3T¢ BBIABIIIETCS MErakapHOIMTO3, M Merakapuoobmacros. B
celle3eHKe, IIEUCHH ¥ JIMM(AaTHYECKUX y3JIaX - MHOXKECTBEHHBIE OYard
MHEJIONTHON METaIIa3Hy ¢ BRIPaKCHHBIM MErakapHOLUTO00Pa30BaHUEM.

e Bpuca cunopom (s. de Vties), BpoKJCHHas HEIOCTAaTOYHOCTh
JaOUIBLHOTO (haKTOpa KPOBU C CHHAAKTHINEH.

Brepssie onucan de Vries A., Mathoth 1., Shamir L. B 1951 1.

CeMeiiHoe, I0-BUVIMOMY, HACIIEACTBCHHOE CTPaJaHHE B BUILIE COUCTaHUS
napareMoQUIMH A ¢ CHHIAKTHIHEeH. XapaKTepu3yeTcs: CHHAAKTUIIHEH u
IEMOPPArHYECKHM AMATe30M BCIEACTBHE HEJOCTATOYHOCTH V (pakropa
CBEPTHIBAEMOCTHU KPOBH.

Bponuka 6ones3us (m. Vrolik),HecoBepimeHHbIl octeorenes, Ilopaka -
Jiopana Goye3Hb, JIOMKOCTh KOCTEH, HepHOCTalbHas JUCIUIa3Hus,
BPOXICHHAs PelieCCHBHAs (JOPMa HECOBEPILIEHHOTO OCTEOTeHE3a.

BriepBrie onucana routanackuM anatomoM Vrolik W. B 1849 r.

HacnencrBeHHOE ayTOCOMHO-penieccHBHOe 3abonieBanue. IIposBisiercs ¢
poskaeHns. XapaKTepu3yeTcsi MHOXKECTBCHHBIMH IEPElIOMaMM  KOCTE,
KOTOpbIE MOTYT HACTYNHUTh €Ile BO BHYTPHYTpoOHOM mepuoze. [lern
BEITIANAT KAapiMKaMH, KOHEYHOCTH Je(OpPMHPOBAaHEI OT YacThIX,
HEMPaBUIILHO CpacTaloNMXcs nepenoMoB. HopManbHBIMM OCTaIOTCS JIUIIb
KHACTH H cTombl. ['070Ba yBenwdeHa B pa3Mepax, POJHHUYKH IIHPOKHE,
Joiro He occuduuupyrorcs. B cycraBax W30BITOYHAs IOJIBHIKHOCTB,
runotpoduss Mbim. J1s HECOBEPIIEHHOTO OCTEOreHe3a XapaKTepHO
HalW4ue TOoNy0OH OKpacKkd CKIep, CHIDKCHHE CIyXa H KapHO3HO-
KOpHYHEBBIe 3yObl. Hoc yMmeHbIIeH B pa3Mmepax, HOCOBas HEPEropoika
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cierka BJIaBJICHA. Yacro Ha0JII0AaI0TCS NaXxoBbIe I'PBLKH.
PeHTrenonorumueckmu BBISIBJISETCS TeHEePaITN30BaHHBII
0OCTEONOpPO3 KOCTEH, NCTOHYEHHE KOPKOBOI'O BEUIECTBAa KOCTH, OOJBIINE
o0 pa3MepaM KOCTHBIE MO30JIM B MecTax InepesioMoB. Juadpussl KocTei
TOJICTBIE W KOPOTKHE, C HCTOHYCHHBIM KOPKOBBIM BELIECTBOM, HHOT/A
TOSIBIISIFOTCSI KOCTHBIE KUCTBHI.

Byansmove nepenom (f. Voilimier), 1BOIHOI BEPTHKAIBHBIN MEpeIoM
Ta30BOTO KOJIBIIA.

Bnepseie onmcan Voilimier.

SIBnsiercst  pasHOBUAHOCTBIO  mepeiaomMa  Manerens.  MexaHu3Mm
MOBPEXKJCHHUS - CHABICHHE Ta3a, IaJicHHe Ha CENAHIIHBIE OYrphl H
ClaBIeHHE B OONIACTH KPECTIOBO-TIOAB3JOIIHBIX COWICHEHNH HIN
BepTenoB. IIpu mepenome ByampMbe NIHHHA IepenoMa 3aJHETO OTAENIA
TA30BOr0 KOJIbI@ IPOXOJHUT 4Uepe3 KPECTIOBHIE MEXKIO3BOHOUHBIC
OTBEPCTHSL.

Bypxoge 6one3ns (m. Voorhoeve), momocaras OCTEONAaTHs, JTHHEHHASL
OCTEOomaTHsI.

Omnucana Voorhoeve B 1924 1.

OTHONOrHs HEsICHA, BO3MOXKHO, T€HETHYecKas, OTMEUCHBI CeMeHHbIe
ciydan 9Toi maronorud. CHMOTOMBI MOTYT IpOSBISITECS B JIFOOOM
BO3pacTe, B OCHOBHOM HX BBIBISIIOT PEHTICHOJNOTHYECCKH.
Knuanueckn  Gome3Hp — mpoTekaeT —mourd  OeccummToMHO.  Ha
pEHTreHorpaMMax KocTeil BHJHBI INPOJOJIBHBIE IIOJOCHI, HIYIIHE OT
MeTadu30B K auaduzaM, aHAIOTHYHYIO ,,AICYEPYEHHOCTh” MOXHO BHUIETh
B KOCTSX Ta3a. Mexay IUIOTHBIMH MOJIOCAMH BHIHBI  SIBICHUS
papeduKayu KOCTHOW TKaHM, MHOTJIAa HAXOJAT HEOOJbIINE 3K30CTO3BL.
bonesnb MEJUICHHO HPOrpeccUpyeT u 4acTo SIBIISICTCS
,,PEHTTCHOJIOTUYECKOM HaXOIKOU”.

r

Tatidoaiiona cunopom (s. Gadajone), TpHUXO-pHHO-(ATAHTOBBII
CHHJPOM, TPUXO-PHHO-(AJIaHrOBast AUCIIIA3KSL, THII L.

Omnucan B 1966 r. Gadajone.

HacnencrtBenHoe —3a0oneBaHHe, MepefaeTcss Kak IO ayTOCOMHO-
JOMHHAHTHOMY THUITY, TaK U [0 ayTOCOMHO-peLiecCUBHOMY. [IposiBisieTcst
Cc mepBbIX JleT Oku3HH. Jlms  JaHHOrO 3a00JIeBaHMS  XapaKTEpPHBI:
HapyIeHue GpopMbl HaZOPOBHBIX YT, PaCHIMPEHNE KOHYMKA HOCA B BHIE
okpyrioi ¢Gopmsl ,,0yab0bI”, OpaXUAAKTHINS OJHOTO WM HECKOJIBKHX
[ajnbLeB, yBEIUUCHHE B 00beMe MeX(aTaHrOBBIX CyCTaBOB, YKOPOYCHHE
TyJnoBuila, JepopManus SNUQU30B UIMHHBIX TPyOuYaThlX KOCTEH,
MPEXACBPEMEHHOE 3aKPBITHE POCTKOBBIX 30H, YMEHBIICHHE TOJIOBOK Gel-
PEHHBIX KOCTEH, COYCTAIOLIEECs C UX aCENTHICCKIM HEKPO30OM.
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Taneayyu nepenom (f. Galeazzi), I'anearuu noBpexieHue.

Ommucan B 1935 r. Galeazzi, KOTOpBII CUMTAN, YTO OCHOBHOM MPHYMHON
nepenoMa SIBJSIETCS] HelPsIMOe HAaCHIIMe, OJXHAKO HEPEeIKO MMeeT MECTO H
mpsiMast TpaBMa.

XapakTepusyercs: IIepelloMOM JIy4eBOH KOCTU B HIDKHEH TPEeTH, pexke Ha
TpaHHIle CpeAHeH W HIDKHEH TpeTH MW Pa3pblBOM HCTaJbHOTO
JIy4eJIOKTeBOT0 cowieHeHus. Ilpu ToM AucTanbHBI OTIOMOK JIy4eBOM
KOCTH CMEMIAeTCs KBEPXY BMECTe C 3aILICThEM U KUCTBIO, YCTaHABINUBASCH
B NOJIOXKEHUH NPOHAIUH. J{MCTaNbHEIN KOHEI JIOKTEBOI KOCTH OTXOMUT B
CTOPOHY, CMEIIAACh IO HAIPABJICHHUIO K 3aIISICTHIO.

Tanna cunopom (s. Gull). Cm.: Bappe - Jlvey cunopom.

Tanma cunopom (s. Galt), mykonununo3 I, nunmoMmykononucaxapunos.

Hacnencreennoe 3aboJeBaHue, nepenaeTcst o ayTOCOMHO-
JOMHHAaHTHOMY Tumy. IlposBisercs B 8 - 10 njer u mo3xe.
XapakTepusyercss yMCTBEHHOW OTCTaJOCTBIO, HAIMYHEM MAaXOBEIX H
ITYIOYHBIX TPBIK, renaTocIIeHOMeT e, Hporpeccupyroneit
HEBPOJIOTHYECKOM JereHepanueil M 3aCTONHBIM JUCKOM 3PUTEIBHOIO
HepBa, YTONIIEHHEM KOCTeH cBOja dYepema, ,,phlObMMHK” II03BOHKAMH,
HeJOpa3BUTHEM KOCTell Ta3a, yKOPOUESHHEM JUIMHHBIX TPYOUaThIX KOCTEH.

Taponepa cunopom (s. Gardner), cungpom BeGepa - T'apamepa,
HACIIE/ICTBEHHBII aJICHOMATO3, HACJIEJICTBEHHBIH TTOJUITI03 U OCTEOMATO3.
Onwucan amepukaHckuM kiauHunuctoM Gardner E. J. B 1951 r. pasznuuHoit
NEHETPaHTHOCThIO. B Bospacre crapme 10 ner, wame crapme 20 et
TIOSIBISTIOTCS. MHOXKECTBEHHBIE OCTEOMBI U OCTEOXOHAPOMBI KOCTell ueperna,
pexe IIMHHBIX TPyOYaThIX KocTeil u pebep. Beaeactsue aedopmarmu
JIMIEBON YacTH dYepera oOpa3yeTcs Tak Has3bIBaeMoOe ,,JJbBHHOE JIUIO”.
Pa3BHBalOTCS ~ MHOXKECTBEHHBIE ~ aTepPOMBI,  JEPMOUJHBIE  KHCTHI,
MOAKOXKHBIE (UOPOMBI U JelikoMuoMsl. [Ipu Hamuuuu pyOLOB Ha KOXKe
HaOmrogaeTcss oOpaszoBaHue (GUOPO3HBIX paspacTaHuil. 3yObl BEINAAlOT
MPEKIEBPEMEHHO. B TOJCTOH KHIIKE MMEIOTCSI MHOXKECTBEHHBIE TTOJIUIIBI
CO CKJIOHHOCTBIO K MAJIUTHU3ALHU, YacTO C SBICHUSAMH JMCIIENCHH.
Wnorna  HaOmrogaeTcss  MHOXKECTBEHHBIH,  pPETPONEPUTOHEANbHBII,
BHYTPHUIIEPUTOHCAIBHBII I BHY TPUME3CHTEPHAIBHBII (HHOpOMaTO3.

Tappe ocmeomuenum (0. Garré), cunapom ['appe, CKICpO3HPYIOIIHIA
OCTEOMHEITHT.

Onucan Hemenkum xupyprom Garre C. B 1893 1.

SBnsercst cBoeoOpa3HOil (opmoil ocTeommenura. XapaKTepH3YeTCs
MEJJICHHBIM IIPOTPECCHPOBAHUEM IIpoLecca, pa3BUTHEM auddy3HOro
ckiepo3a auadu3a KOCTH, OTCYTCTBUEM CEKBECTPOB, 3HAUMTEIbHOM
peaknueit sHpocta. KnmHudYeckum oTMmedaeTcs Holomas 00k, HHOTZA
oInpeneNnseTcsl IPHIYXJIOCTh, BOCHAIHUTENbHAS HHQMWIBTPALMSA MITKHX
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TKaHel, HarHoeHue He Haburoziaercs. Yaie Bcero nopaxaercs OepeHHast
WIN TUleYeBas KOCTb, (DyHKUUMS OJNM3NEKAIMX CYCTaBOB OOBIYHO HE
HapymeHa. PEHTreHONOTrMYEeCKH ONPEIeIsieTcss BepeTeHoo0-
pasHoe pacmpeHue amadusza KOCTH, KOPKOBOE BEIECTBO PE3KO
YTOJIIEHO,  CKJIEPO3HPOBAHO, KOCTHOMO3roBas IOJIOCTh — MECTaMH
0o0JITepUPOBaHa.

Tappo cunopom (s. Garrod), ankanToHypus, paHHHHA OCTEOAPTPUT,
nehopMUPYIOIHI apTPO3, AIKANTOHYPHYECKHI 0CTe0apTpo3.

Brepsoie onmcan B 1859 1. Boedeker, koTOpbIii 1yl 3TOM MAaTOIOrHK
Ha3BaHUE ,,alKanToHypus’. Hapymenus merabonausma BeisiBui Garrod B
1908 r., ¥ ¢ TOrO BPEMEHH 3TOT CHHIPOM Ha3bIBACTCS €T0 HMEHEM.
HacnencreeHHoe 3a00ieBaHue, IEPEAACTCS 10 ayTOCOMHO-PELECCHBHOMY

TUITY. XapakTtepusyercs MUTMEeHTaHeH Xpsima, paHHUMU
ocTeoapTpUTaMu u HapyIIeHHeM MeTtabonn3Ma, HaJIH9ueM
9H3UMOJIE(PEKTOB.

Tacca 6one3ns (m. Hass), 0cTEOXOHAPONATHS TOJIOBKY IIEYEBOI KOCTH.
Brepssie onucana Hass J. B 1921 1.

TIpenctaBnser co0oil acenTHYecKHH HEKPO3 MPOKCUMAIBHOTO Snupu3a
IUIeYeBOM KOCTH, Habmiomaercss OOBIYHO y gmeTeil B Bospacte 5-10 mer.
IMposBnstercst Gonpto B 00J7AaCTH IUIEUEBOTO CYCTaBa, OrPaHUYECHUEM
IBIDKCHNH. PEeHTreHONOTrMYeCKH BBMBIACTCA YIUIOMICHUE
MIPOKCHMANBHOTO dMupu3a IIIe4eBOil KOCTH, HEOJHHAKOBas CTPYKTypa,
HENpaBUWIbHbIE KOHTYPBI, CyCTaBHasl 11€JIb HE U3MEHEHa WM PacIlUpEHa.
dopma smuduza U GyHKUUS IUIEYEBOTO CycTaBa OOBIYHO BOCCTaHAaB-
JIBAETCS. HETIOIHOCTBIO.

TI'amuuncona cunopom (s. Hutchinson), rpuaga I'aTunHcoHa.

Bnepssie onmcan B 185 8 r. anrmmiickum Bpauom Hutchinson J.

SIBiseTcsl HO3IHUM IPOSIBICHHEM HEJICYEHHOTO BPOXKIECHHOTO CH(MINCA.
Tunnunas Ttpuana [aTumHcoHa BkirowaeT: 1. JledopManuioo BepXHHX
CPEIHMX PE3LOB, CYXCHHBIX KHH3y B BHAE OTBEPTKH C BBIEMKOHl IO
pexymeil moBepxHocTH. OcTanbHble 3yObl CKIOHHBI K KapHecy,
runomiasuu sMaiad. 2. IlapeHXuMaTo3Hbli KepaTWT. 3. JIaOHPUHTHYIO
riayxoty. Kpome sroro, Hepenko HaGmofaloTcsi caGlieBUIHEBIE TOJCHH,
CHUUINTHIECKUI apTPUT, Yalle KOJEHHOIo CycTaBa, Ha rybax Ha MecTe
3axuBiIeHus AudGdy3HOro cudumuTHIeckoro MHGUIBTpaTa 00pasyroTCs
pyOusL Berpedaercs Taoke cupunutnaeckuit Hedpos.

Teiine - Meouna 6onesns (m. Heine - Medin), nonuoMuenuT, 1eTCKuit
CIIHHHOMO3TOBOM ~ Tapaiud,  TEPeIHdil  OCTPBI  MOJIHOMHUEIHT,
SMUIEMUUYECKHH IETCKUI Mapaimny.

Omnucana Heine B 1840 r. MHpekMOHHBII XapakTep 00J€3HU YCTaHOBJICH
Medin B 1890 .

CynHocTs 3a00JI€BaHMs 3aKJIFOYACTCS B TOPAKCHUHM CIHHHOTO MO3Ta,
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MPEUMYILIECTBEHHO - €ro MepeJHuX poros. Bo3Oyaurenem moanomuennra
SIBISIETCSL  BHPYC, INPOHMKAIONMHA B OPraHU3M uepe3 HOCOIJIOTKY U
THUIIEBOM KaHall.

B KIIMHUYECKOM KapTHHE pas3uyanT MpeAnapaTuTHUECKUH,
NapajJuTU4eCKuil,  BOCCTAHOBUTENBHBIN,  PE3UAyalbHBI  MEPUOJBIL.
3aboneBanue oTinyaercs nonuMopdusmom. Hanboee gacto Betpeyaercst
cnvHalbHAs — (opMa,  XapaKTepH3YIOWIAsCs  BSUIBIMH  [apajiiyaMH,
pa3BuBarOIIUMUCS Ha 3 - 4-ii neHpb 3a0oseBaHus. B mepuoae octaTouHbIX
SIBJICHUI HAOJIOMAIOTCS TSDKEJIble H3MEHEHHsT B MBIIIIAX, KOCTSX,
CBA30YHOM  ammapare, BBIPAXEHbl MHOrooOpasHbele  JeopManuu
KOHEYHOCTEH M IO3BOHOYHOTO CTONIOA, TpeOyIomue OPTONEANYECKOro
JICUCHUSL.

T'envmzonvya - Xappunzmona cunopom (s. Helmholz - Harrington),
CHH/IPOM IIOMYTHEHHSI POTOBHIIBI IIPH AU30CTO3€ CKETIETA.

OnucaH COBMECTHO amepukaHcKiuMH Bpadamu Helmholz H. F. u
Harrington E. B 1931 1.

OTHONOrHs, NATOTeHE3 W CHMITOMBI 3a00IEBaHHS COOTBETCTBYIOT
cunapomy Ilpaynmnepa - I'ypiepa, B oTiidue OT KOTOPOTO B POTOBHIIE
OTMEYAeTCs TONBKO OrPAaHMYCHHOE IIOMYTHEHHE (CM..  CUHOPOM
Igaynonepa - I'yprepa).

TI'epena - Cmepna cunopom (s. Guerin - Stern), cungpom Pomre -
CrepHa, BPOXKICHHBIH MHOXXECTBEHHBI ~apTPOTPHIIO3, BPOXKICHHASL
apTPOMUOANCILIA3NS, BPOXKACHHBIH apTPOMHOIUCIUIACTHIECKUI CHHIPOM,
MHOXKECTBCHHAs BPOXKICHHAs HEMOABIDKHOCTh CYCTABOB, BPOXKICHHAS
amuoruiasus, AedopMupyroomas MHOAUCTPOoGHS IUI0a, MHOXKECTBEHHAS
(ubpo3HAsT MHOAUCIIIA3HSL.

Onucan ¢paniry3ckum Bpadom Guerin J. R. B 1880 r.

3abosieBaHne SIBISETCSL COYCTAHMEM IIOPOKOB PasBUTHS  CEMEHHO-
HACJIC[CTBEHHOIO IPOUCXOXKICHUS C (haKyJIbTaTHBHO-IOMHHAHTHBIM
HaclieloBaHHEM. Bo3MOXxHBI Taxoke 3MOpHO- U (heTomaTHi, XpPOMOCOMHBIE
abeppauyyd  WIX XPOMOCOMOIIATHH. XapaKTepU3yeTCs aHKMIO3aMHU
CyCTaBOB, BHadasle (pUOPO3HBIMY, a 3aTeM U KOCTHBIMH, C XapaKTepPHBIM
MOJIOKEHHEM BEPXHUX M HIDKHUX KOHEYHOCTEil B HapyXHOW pOTauuH,
CTOIBI 9KBUHOBAPYCHBIC, KUCTH B JIAAOHHOM CrHOAaHMH, MalbI(bl CIErKa
COTHYTHI W OOpAIIeHbl KOHYHMKAMH JPYT K APYTY, MBILICYHAs CHCTeMa He-
JIOpa3BHTa, OTMEYAIOTCS BBIBUXM, IIOABBIBUXH CYCTaBOB, 4acTo
HaOIIOAITCS BPOXKICHHBIC BBIBUXM Oezxpa. ['Mmomuiasust WM amiasus
HaJKOJIeHHWKa. Ha koxke B 00macTH CycTaBOB OOHapyKUBAIOT
cBOCOOpa3HbIE IMOUKH B PE3YJIbTATE JIOKAIBHOI MHIOTPO(HHU MOAKOKHOM
OCHOBBI W MbINI. HHTEIIEKTyalbHOE pa3BUTHE HE HApYLICHO.
PeHTreHOJOrMYEecKHU - OOMUHA OCTEONOPO3, AHKHUIO3BI B
MOPaKEHHBIX CYCTaBaXx.

VHOr#a CHHIPOM COYETAaeTCs C IOPOKAMH PasBUTHS HIDKHEH 4YeIIoCTH,
HeOa, 3asubeil Ty0oif, opokaMu cepJua, THIIOrOHAJU3MOM, HapyIIeHHEM
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(U3MYECKOr0 M MCHXUYECKOrO PA3BUTHS, TMIIEPTEIIOPU3MOM, IOPOKaMH
pa3BUTHSL  NO3BOHOYHOrO cronba, TpPYAHOHW KIETKH, KIHHO- H
KaMIIOJaKTUINEH, BPOXKICHHON NITepUTroapTPOMHUOIHCILIA3HEl.

TI'epmeuza - Beitepca cunopom (s. Hertwig - Weyers), cunapom
OJIMTOJJAKTHIINH.

Brnepssie onucan Hemenkum neauatpom Weyers H. B 1957 1.
HacnencrtBeHHOE ME309KTOAEPMANbHOE HApyLICHHE PAa3BUTHUS ITyYEBBIX
(unu ManmoOepIIOBEIX) OTAENIOB KOHEYHOCTEH, BEPXHEH UeNIOCTHU, IPYAUHBI
W TOYEeK B pe3ylbTaTe YMEHBUICHWS HSMOPHOHAIBHOIO —IIepHOJA
ME3eHXMMAalbHOTO MaTepHana, HeoOXOAMMOro il HX 00pa3oBaHHS.
XapakTepusyercss OTCYTCTBUEM IyYeBOH KOCTH H JIy4eBHIX DIIEMEHTOB
KoCTell ISICTH | 3aIICThs, yKopoueHueM (onuropaxruinueii) I u 11 mansnes
KHCTH, aHKHJIO30M JIOKTEBOT'O CyCTaBa II0J] OCTPBIM YIJIOM C KPBIIOBUAHOH
CKJIAJKOH KOXH, COEIUHSIOMEH IUIeY0 M IpeNUiedbe, HapylleHHeM
pa3BUTHSA TPYAHOTO OTJeNa IO3BOHOYHOrO CTOJN0a, 3asubeil Iryboil u
BOTYbEH MACThIO, NMOPOKAMM Da3BHTHS IOYEK. B HEKOTOPBIX CIydasx
OTMEUAIOTCS TAKOKe HApyNICHWs pPa3BHTHA MaloOepIoBOH KOCTH H
JlaTepaJIbHBIX OT/ETIOB CTOIBI.

TI'epmepa 6one3us (m. Herter). Cy.: I'u - I'epmepa 60ne3np.
T'epxapoa 6one3ns (1. Gerhardt). Cu.: Mumuena cunopom.
Tepwa 60ne3nv, mun VI (m. Hers). Cm.: Max-Apons 6onesmo.

T'emuucona cundopom (s. Hutchison), cummaTobnacTroma, THII
leTuncona, CHMIIATOrOHHOMA,  KOCTHOUYEPEIHOH  THUII;  OIYXOJb
I'etuncona; capkoma Ha/IMOYEYHUKOB; aJipeHaNOMe yJUIspHAs
HelpoOiacToma.

Bnepseie onmcan anrmiickuM kmuaunucToM Hutchison R. B 1907 1.
370KaYeCTBEHHAs: OIMYXOJb MO3TOBOTO BEIIECTBA HAJMOYCYHHKA HIIU
MOTPaHUYHOH METIH CHMIIATHYeCKOro HepBa. HaumHaercs B paHHEM
JIETCKOM BO3pacTe ¢ IepeMexaronieiicss 00JbI0 B KOCTSX, ITOBBIICHUS
TEMIepaTypbl. 3aTeM pa3BUBAcTCA SK30(TanmbM (BCIEACTBHE pOCTa
ONyXOIM B O0ONACTH TIJa3HHIBI), CMEIICHHE IJa3HOro s0IoKa cC
COIYTCTBYIOIMM KOCOTJIa3MeM, JKXHUMO3bl BeK. VIHornma ompenenstorcs
MeracTa3bl B obOnactd cpepocteHus. [lepBuuHas oOmyxoib OOBIYHO
JIUarHOCTHpYyeTCsl mo3nHee. Ha peHTreHorpaMMe OCHOBaHUA
4yepena W JUIMHHBIX TPYOYaThIX KOCTEH OTMEYAIOTCSI MHOXKECTBEHHBIC
JIECTPYKTHBHBIC KOCTHBIC METACTa3bl (KOCTH KaK Obl H3bEICHBI MOJIBIO).

I'u é6one3ny (m. Gee), TeHepaIM30BaHHBIH OCTEONOpPO3, (HHOPO3HBIIL
LUCTHT MOJDKEITYI0UHOM KeJIe3bl, HETPOIUYECKas CIpY, CTeaTopes.
Omnucana B 1946 r. Disant's Agnese.

bonee Tskemyro ¢opMy STOH maToiorHM HasbBaroT OoiesHero Gee.
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Iopaxatotcs netu B Bo3pacte 6-12 Mec. XapakTepu3yercst HapylIeHUEM
oOMeHa BemiecTB W (DyHKIMM NHUIIEBOro KaHana. B ocHoBe OoiesHu -
sH3uMomarusa. OTMmedaeTcs B3AyTHE JKHBOTA, OJEAHOCTh  KOXH,
ucromeHne. JleTH HU3KOPOCHBIe, TaK KaK pOCTKOBBIC 30HBI PaHO
3aKpBIBAIOTCSA. [ WMOOKampleMus BedeT K  OCTEOIOpO3y, HEepEeIKH
[aTOJIOTHYECKUe IepenoMbl. KocTH HamoMHHAIOT —paxUTHYECKHE, C
BTOPUYHBIMH jedopManusMu: genu valgum, genu varum. Dnudussl
HEeJOpa3BUTBI, HMEETCS CKOIMOo3. YacTble TreMOpparud, HapylIaeTcs
YCBOGHHE OPraHH3MOM He TOJIBKO KaJbIHs, HO U JKejIe3a, YTO IPUBOAUT K
runoxpomMuoil anemuu. [lepuumt ButammHoB rpymmsl B, C, E. Jlern
HEXXU3HECTIOCOOHBI, TOrM0A0T OT BTOPUYHOW MH(EKIuH Ha 2 - 3-M roay
KU3HH.

Tuncnu cunoponm (s. Gillespie). Cm.: Meiiepa - [llsuxkkepama - Betiepca
CUHOPOM.

Tunsvgpopoa cunopom (s. Gilford), 6onesns 'aTunncona - I'mnsdopna,
HAJIIOYEeYHHUKOBBIl KapIMKOBBIA pPOCT, Hperepus, HpexKJeBPEeMEHHBIH
CEHWJIBHBIH CHHAPOM, TEHHTO-IUCTPO(UUYECKast TePOACPMHUS, CCHUIBHBIH
HAHHU3M.

Bnepssie onmcan anrmuiickuM xupyprom Hutchinson I. B 1886 r.
DTHONOTHS, TATOTeHe3 M HACIEACTBEHHOCTH 3a00JICBaHUS TOYHO HE
yctaHoBieHbl. [Ipenmonaraercs MONUINIIHAYJUIAPHAs HEJOCTATOYHOCTb.
MHOKeCTBEHHBIE IIOPOKH Pa3BUTHUS (KOMIUIEKCHAs ME303KTOJAepMaIbHas
JMCIUIa3Ksl), THIO(U3apHO-IUIHIepaTbHOe paccTpoiicTBO. 3aboieBaHue
HAYMHAETCS B PaHHEM JIETCKOM BO3pacTe, OOJIbHBIE OOBIYHO YMHPAIOT 0
20 ner. MHTeNIEeKTyaqpHOE pa3BUTHE JeTeil COOTBETCTBYET BO3pACTY, HO
XOIUTh M TOBOPHTH OHM HAYMHAIOT C OINO3JaHHEM. XapaKTepHBIM
CHUMITOMOM  fIBIISIETCA ~ CTapueckKuid  BHJ B COYETaHMH  C
MIPONOPIMOHANBHEIM MalgblM  POCTOM. Koxa MOPIIMHHCTAS,
NepraMeHToONoN00Hass, YacTo M3MEHEHa [0 THIY CKIEPOACPMHUH,
auctpodus unk atpodus Horteil. OTMevaeTcs paHHee BBINAACHHE BOJIOC,
paHHs cenuHa. MonodHble 3yOBl CMEHSIOTCS C Omo3fgaHHeM. Hornma
pasBuBaeTcs ruapounedais ¢ 3acTOeM B IHOAKOXKHBIX BEHaX 4eperna.
OtMeuaetcs 001MiT aTepoMaTo3, CKIOHHOCTh K HHCYJIBTaM, CTCHOKap/IHs,
MOJIOBBIE OpraHbl Hemopa3BUTHL. CTONBl M KHCTU MHHHATIODHBIE, B
CycTaBaxX MABWJKCHHS OTrPaHHYCHBI, PAa3BUBAIOTCS KOHTPAKTyphl U Jaxe
AHKUJIO3BL.

PenTrrenonormuyecku Ha (GoHe OONEro OCTEOIOPO3a HHOTJA
OTMEYAIOTCS CHOHTAHHBIC HepeJIOMbl. POCTKOBBIC 30HBI O3/IHO OCTAIOTCS
OTKPBITBIMH, XOTSI POCT KOCTEH B JIMHY PaHO MPEKPaIaeTcsl.

T'upke cundpom (s. Gierke), I'peBanbna - I'upke CHHAPOM, TNIIMKOTEHO3,
[JIMKOTeHHasl TrernaTtoHe(poMeranus, MAacCHBHBIN IMEUYCHOYHBIH CTeaTos,
[JIMKOTECHHAs [eIIaTOMETalInsL.

Bnepsele omnmcaH royutanackuM neguarpoM van Greveld S. B 1928 1.
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PenecciBHO-HaCnEICTBCHHAS (epmeHTONATHS c T€HeTHYECKH
00yCIIOBICHHOI ~ HEJOCTATOYHOCTHIO  (DEPMEHTOB,  PACIICTUISIOLIMX
rI0K03y 6-ocdar, BemeACcTBIE YEro moYTH BO BCEX TKAHSIX OTMEYACTCS
XPOHHYECKOE YIIeBOJHOE rojojanne. YacTo BBISABISIOT KPOBHOE POJICTBO
poauTeNeii, HaIMYNe y 4ICHOB CEMbU CllydaeB 3a00JeBaHMS CaXapHbIM
nuaberom. 3aboseBaHue pa3feisIOT Ha YSThIPE THIIA: | - remaTopeHaabHas
¢dopma (onucana Gierke), Il - renepann3oBaHHast 3JI0Ka4eCTBEHHas popma
(cunnpom Potpe), 111 - Gonee noOpokayecTBEHHAS MIEYECHOYHO-MBIILICUHAS
¢dopma (morpaHMYHBIA JeKCTpHHO3), IV - pEeTHKYIO3HIOTEeIHaIbHAs
(bopma ¢ LHPPO30M MEUCHH.

IposiBisieTcst  MEYCHOYHBIM — MH(AHTUIM3MOM,  HHU3KHM  POCTOM,
OXHpeHHeM, OCOOeHHO inuna. [lepHOAMYECKH OTMEYarT IIPUCTYIIBI
PE3KOro Trojiofa BCIEACTBHE TMIIOITIMKEMHM, MHOT/A - KOJANTOWIHOE
cocrosiHUe. VHTeNIeKTyaqbHOE pPa3sBUTHE OOBIYHO 0€3 CYIIECTBEHHBIX
HapymieHuil. BonbHbIE CKIOHHBI K HH(EKUHOHHBIM 3a00JIeBaHMSM,
THIOJMHAMHUYHBL. Hapsiy ¢ pe3skuM yBeIWdeHHeM IeUeHH, HHOT/a IT0YeK
(rmuKoreHHas remaToMeranusi, HepoMmeranus), celie3eHKa He yBeIU4eHa,
HET acuWTa, OTCYTCTBYET JKENTyXa. IIpM HapyLIEHHSX CO CTOPOHBI
CeplIeYHON MBIIIIBI X YBEIUYESHUHU CepJilia FOBOPAT o cuuapome Ilomre.
PEeHTreHONOTrMYECKH OTMEYACTCs OCTEONMOPO3, 3aMEUICHHOE
pa3BHUTHE SAEpP OKOCTCHEHHUSL.

Tonvoenapa cunopom (s. Goldenhar), rmaso-ymHas BepreOpanbHas
JIVCTIIA3HSL.

Omnmucan mBeinapckum opransmonorom Goldenhar M. B 1952r.
Iepeqaercss Kak IO PELECCHBHOMY, Tak M 10 JOMHHAHTHOMY THILY
HacJeOBaHMs. XapaKTepU3yeTcs aHOMAaluel Iia3, HapyIIeHHeM 3peHH,
cllyXa ¥ aHOMaJIiei TTI03BOHOYHOTO CTOJI0A.

Hepenxn XpoHHYecKHe KOHBIOHKTUBUTBI, He3apallleHHe TBEpJoro Heba,
HeJopa3BUTUE BepXHel M HIDKHeH democTd. DopMbl yIIHBIX PaKOBHH H
IJ1a3 MOTYT OBITh HapyIIeHbI. VIMeeT MeCcTo CIMsHHE IEeHHBIX TO3BOHKOB,
uHorza | meiHoro ¢ uepenom.

Tonvmya cunopom (s. Goltz), nokanpHas KOXHas THIOILIA3KS,
cunapomM ["onbTia - ['opauHa.

Omnucan aMmepukanckuMH fepMartornoramu Goltz R.W, GorlinR. J. B 1962r.
HacnencrBeHHOe 3a0o0jeBaHME, CLEIUICHHOE C IIOJIOM, IEpPenaeTcs Io
JOMUHAHTHOMY THUITy. XapaKTepu3yeTcs HaluuHMeM MHO)KECTBEHHBIX
OTpaHUYEHHBIX YYacTKOB aTpodHM M NUrMeHTamuu Kkoxu. Hepexko
HaOIIOJAIOTCSl JKUPOBBIC BBILTYMBAHUS 3a CYET INOJAKOXKHOW OCHOBBI,
nmamuaioMaro3.  3yObl  MOABISIOTCS — IO3JHO,  TUIOILIACTHYHBI,
nedopmupoBansl. OTMedaeTCs KOCOTNIa3He, HHOTJa MUKPOO(TAIBMUS UK
KojnoboMa,  MHKpouedaims,  KapJIUKOBBIH  pOCT,  AEOMIBHOCTB.
Ha6nromatorest  nedopMan  BEPXHHX W HIDKHHX — KOHEYHOCTEH:
CHH/IaKTHJIMS, HOJNUJAKTHINS U KOHTPAKTypa B CycTaBax maibleB. Yamie
OKa3bIBatoTCs cpatieHHbIMU 11 - V nmanbliel Ha KMCTSIX U CTOMAX.
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Topoana - Osepcmpuma cunopom (s. Gordan - Overstreet).

Omnucan amepukanckumu Bpadamu Gordan G. S. m Overstreet E. W. B
1942 1.

TpexncraBnser co00il KOMIUIEKC aHOMAJIUIT Pa3BUTHS: THIIO- WIK aIlia3us
SINYHUKOB, TPYIHBIX JKEJe3, BIArajiiila, MaTKH, HEPEAKO - aHOMAJIUH
cepana W cocymoB. Y  OonpHBIX oTMewaeTcs cubitus  valgus.
PEeHTreHONOrMYeCKH BBISBICTCSA OCTEONOPO3.

T'opsma 6one3ns (m. Gorham), MacCHBHBIN OCTEOJM3, CHOHTAHHBIN
octeonu3 ['opama, remanruomaros, curpom ['opama.

Omnucan aMmepukanckuM BpadoM Gorham L. W.B 1955 r.

OTnosorust HescHa. XapaKTepHBIM JUIL JAHHOH MATOJIOTUH SIBIISIETCS
paccacblBaHHE KOCTEH, MPEUMYNIECTBEHHO 3aIbICThsl, HPEAIUTIOCHBI U
¢ananr. Mmeer MecTO reMaHTHOMaTo3. 3abOJeBaHHE IMPOrPECCHPYET,
BO3HHKAIOT BTOPUYHBIC Ie(OpMaLiK U TpOPUIECKHE pacCTpoiiCcTRa.

Topama cunopom (s. Gorham). Cm.: I'opoma 6one3sns.
Topama cnonmannwtii ocmeonus (s. Gorham). Cu.: I'opama 6ore3nes.
T'oma cunopom (s. Goote). Cu..: Hapghyueepa curnopom.

TI'oma - I'ononvoa cunopom (s. Goote - Gunald). Cu.: Hagpgpyueepa
CUHOPOM.

T'ommpona cundpom (s. Gottron), cemeiiHas aKporepusi, aKpoOTepHs
Torrpona.

Bnepseie onycan HemenkuM gepmaronorom Gottron H. B 1941 r.
3aboneBanue HACJIEICTBEHHOE, ayTOCOMHO-PELECCHBHOE. Xa-
paKTepusyeTcs yMEHBIIEHHEM B pa3Mepax AUCTAIBHBIX  OTIENOB
KOHEYHOCTEH, MX akporepuell (oxkupeHueMm). B OoibLIMHCTBE ciydaeB
KOXa Juna arpodudHa, ,,Ipo3padHas’, IBET JUIAa CBOSOOPA3HBIH, SPKO-
po30BbIiA. MIHOTa BCTPEYArOTCS MUKPOTIATHSI ¥ aHOMAINH PACIIONIOKECHUS
3y6oB. HaGmromaercst coderaHue CHHIPOMAa C  MPOTPECCHPYOIIEH
CKJIEPOJIEpMHUEHi, MPEKICBPEMEHHON HHBOJIOLUEH CIU3UCTONH O0OIOYKH
Kelynka. PEHTre HOJIOT MY eC KU NPOKCHMAIbHBIE OTACNBI KOCTEH
KOHEYHOCTEH ,,HeXHbIE”, 3aKpBITHE POCTKOBBIX 30H mo3aHee. Koctu
(anaHr mampLEeB KUCTeH M CTON CKIEPO3HUPOBAHBI, KOPKOBOE BEUIECTBO
YIUIOTHEHO.

Togpgpa 6onesnv (m. Hoffa), TpaBMaTHUeckuil JHIOApPTPUT,
XpOHMYECKas TUIEPIUIa3usi KPBUIOBHUIHBIX CKJIAJOK KOJCHHOTO CyCTaBa,
cunzpoM [odda - Kacrepra, mocTTpaBMaTHUECKUi THIIOAPTPUT.

Kak OTJenbHYI0 HO30JOTHYECKYH0 (POPMY BIEPBBIE OINCAT HEMELKHIt
opronen Hoffa A. B 1904 r.
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B ocHoBe 3aboneBaHHs JEKUT (UOPO3HO-BOCHATUTENIBHAS TUIIEPILIA3Hs
JKMPOBOM TOJYIIKA M CHHOBHAJBHBIX KPBUIOBUJHBIX CKJIAJIOK 00JIACTH
HAJIKOJICHHHKA  TPaBMATHYECKOTO  INPOHMCXOXKJAeHMs.  [loBpexaeHue
JKMPOBOM TOYLIKH [TPU MAJCHUHM HA KOJICHHBIH CyCTaB, PE3KOM ITOBOPOTE
TOJICHH C YLIEMJICHHEM JKHPOBOTO Teja, YacThle MHKPOTPABMBI BEIYT K
KPOBOU3JIMSHUIO B )KUPOBOH KJIETYAaTKE, BBI3BIBAIOIEMY pPa3lpaKeHUE U
KJICTOYHYI0 MHOUIbTpaluio ee. [Ipu 3THX YCIOBHSAX >KHUPOBasl MOAYIIKA
TepsieT cBOK OydepHylo poib, HpeBpaliaeTcs B INIOTHOE 00pa3oBaHHME.
VYBenuyeHHble B 00BEME JKMPOBBIC JIOJBKH YIIEMISIOTCS MEXIY
CYCTaBHBIMH MOBEPXHOCTSIMHU, @ 3TO BEICT K HOBBIM KPOBOM3JIUSHUAM U
THIIEPIUIa3UU KUPOBOW TKAHU.

Bonesnp yame BecTpeuyaercs y i B Boszpacte 20 - 45 ner. Knnaudeckas
KapTUHa HE BCErJa YETKO BBIPAXKCHA M HEPEJKO HAIIOMHHACT KApPTHUHY
MOBPEXJICHUSI MEHUCKOB. JKanoObl OONBHOTO CBOAATCSA K YLIEMIICHUSIM
BHYTpPH CyCTaBa, CONPOBOXKIAOLIMMCS OOJIBIO B OTHOM M TOM K€ y4acTKe
cycraBa. MoryTt HaGoAaThest ¥ GJIOKabI, OOJIb 110 X0y CYCTaBHOM ILETH
U B OCOOCHHOCTM B O0NAacTH TOJIIOCA HAAKOJEHHHWKA. [lepuoamdecku
BO3MOXXEH CHMHOBUT. Ha pe HTreHorpamMMe B OOKOBOW NPOEKIUH
KOJICHHOTO CyCTaBa IIpH ,MATKOM~ CHHMKE 3aMETHa YMEPEHHO
BBIPKCHHAsT TEHb MEXKIY CYCTABHOH IOBEPXHOCTHIO HAJKOJCHHHUKA H
MBIIIENKaMH OepeHHO#l KocTH. B ciydae mnopakeHHs KpPBUIOBHIHBIX
CBSI30K QHAJIOTMYHBIA PEHTICHOJIOTHYECKUI TPH3HAK BBISBISICTCS MEKIY
CyCTaBHBIMH TTOBEPXHOCTSIMH KOCTEH M CBA3KON HaJKoJeHHUKa. Pexe B
MOBPEXJICHHON JKUPOBOM KIIETYaTKE MMEIOT MECTO MNeTpUHKaThHI.
Bonesup I'odda mHOrIA BCTpeyaeTcsi B COYCTAHUH C MOBPEKICHHEM Me-
HHUCKOB, KPECTOOOPA3HBIX CBSI30K M XOHAPOMATO30M.

Togppa - Kacmepma cunopom (s. Hoffa - Kastert). Cm.. I'oggha
bose3Hb.

Togpmana cunopom (s. Hoffmann). Cw.: [ebpe - Cemenena cunopom.

T'owe cunopom (s. Gaucher), cungpom I'ome - Illmarenraydepa,
KEpa3sHHOBBIH  PETUKYJIODHAOTEINO3, IIEPBHYHAs  HAMONATHYECcKas
CIUICHOMETaNHs, KPYIHOKJIETOYHAs JUMOUIHAs CIUICHOMEeraius, 00le3Hb
OTJIOKEHUS nepedposuna, 1epeOpO3HIHOKICTOIHBIH JIUIOO3,
JIMTIOMIHBIH THCTHOLMTO3 KEPAa3HHHOTO THIIA, LIepeOpo3HuI03.

Brepssie omucan ¢paniy3ckum BpadoM Gaucher P. C. E. B 1882 r. mox
Ha3BAHHEM H30JMPOBAHHOM MEPBUYHOM SIUTEIUOMBI CEIC3CHKH.

B OompmmHCTBE CiydaeB  3a0oneBaHME HOCHT — HACJI€ICTBEHHBII
ayTOCOMHO-PELIECCHBHBIM, PeXe JOMHHAHTHBIA XapaKTep, OTHOCHUTCA K
[MOPaXCHUSIM ~ PETHKYJIODHIOTCINANBHON CHCTEMBI C  HapyIICHHEM
JIMTIONTHOTO 0OMeHa. Pa3yaroT XpoHHYECKYIO JIOKAIH30BaHHY0 hopMmy,
pa3BHBAIONIyIOCS y JeTeil cTapiiero Bo3pacTa M B3pOCIHbBIX, a TaKKe
ocTpylo GopMy y TpyIOHBIX JA€Tel ¢ IOpaKCHHEM HEPBHOU CHCTEMBL,
HCXyJaHUEeM, JIMXOPAIKOH U OBICTPO HACTYNAIONIEH AeKOpTHKALUeit.
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Xponudeckas (hopMa XapaKTePH3yeTCs yBEINYCHUEM JKMBOTa BCIICACTBHE
CIUIGHOMETAJIMY, IO3Ke TUmepTpoduu ImedeHH, peke IUMGPaTHIECKHUX
y310B. OTMEUYaroTCs 0YaroBble TMIIEPIHIMEHTUPOBAHHbBIE YIaCTKH KOXH,
WHOTJA  CIM3MCTOM  OOOJNIOYKH  POTOBOH TIOJNOCTH, peke  obmias
HMKTePHYHOCTh KOXKH M CIM3HCTBIX obomouek. Ecmm 3aboneBanue
HA4YMHAeTCS B JETCKOM BO3pacTe, POCT OONBHBIX yMEHBIIEH, II0JIOBOE
pa3BUTHE 3aJilepXKUBaeTCs. B CBA3M C HapyIICHHEM KpPOBETBOPCHUS
HAONIONAIOTCA — THIIOXPOMHAsh — aHEeMHs, JedKko- W TpoMOoneHus,
CKJIOHHOCTh K TreMmopparusM. IIpm OHOXHMMHYECKOM HCCIEIOBaHUU
BBISIBIISIIOTCS] THIIEPKAIBIIUEMHS, TOBBINICHHE aKTHBHOCTH IEIOYHOH doc-
(orasbl. B KOCTHOM Mo3re paszpacTaroTcs KieTku [ ore.
PeHTreHOIOTrMYEeCKH OTMEUAeTCs OCTEONOpO3, B TyO4aToH
KOCTH Pa3BUBAIOTCSI OYArd MPOCBETICHHs, PaCIINPEHNE IPOKCHMAIBHOTO
b0 aucranpHoro Meradusa OeIpeHHON KOCTH (CHMOTOM ,,0yTBUIKK™
OprenMeliepa), HCTOHUCHHE, YIUIOMIEHUE U MECTaMU Ae(eKThl KOPKOBOTO
BEIIECTBA, CIIOHTAHHBIE MEPeJIOMBl. B XPOHHMYECKHM IIPOTEKAIONIHX
cllydasXx B TOJNOBKaX O€APEHHBIX KOCTeH OTMEYaloTCs W3MEHEHUs,
oRoOHBIE OCTEOXOH/IPOIIATHH, BO3MOXKHEI MaTOJIOTHYECKUE
KOMIIPECCHOHHBIE TIEPETIOMEI TeJI I03BOHKOB.

KnuHnueck# 3TH H3MEHEHHS B KOCTSX IPOSBIAIOTCS HEOIpPEIeNeHHOH
60JIbI0, OBBIIIEHHON YTOMISIEMOCTEIO.

Towe - Hlnazenzaygpepa cunopom (s. Gaucher - Schlagenhaufer).
Cwm.: Towe cunoponm.

I'pame cunopom (s. Gram), apTpO-TUNEPTOHHYECKAS AAUIO3AIIBTHS,
CHMMETpPHYHAsl apTPOIATHS U JIMIOMAaTo3 KOJIeHeH, Oolie3HeHHOe
OKOJIOCYCTaBHOE OKHPEHHE.

Brepsrie onucan narckum Bpauom Gram H. Cb.B 1938 r.

3a0oneBaHHe INPEHMYIIECTBEHHO IOpakaeT >KEHIMUH crapmie 50 ner.
XapakTepusyercss runeprpodueil >KHpoBOH TKaHH B OONAcTH TOJICHH,
OOJIE3HEHHOH TpH NajblalluKk, COMYTCTBYIOWIUM Ae(hOPMUPYIOIIUM
apTPO30M KOJEHHBIX CYCTaBOB B COYETAHHHM C KJIMMaKTEPHIECKOH
apTepHaIbHON TUIIEPTEH3UEN U KepaToJIepMHUEH.

I'payxana cunopom (s. Grauhan).

Bnepseie onmcan HeMenkuM xupyprom Grauhan M. 1929 r.
HacnenctBeHHBIH KOMOMHUPOBAHHBIH MOPOK Pa3sBUTHsL. XapaKTepU3yeTCs
MONUJAKTHINEH (Jalle MIeCTHIANOCTHIO), nucananrueli, obpasoBaHHeM
ryOHO-HI)KHEUENIOCTHO-HEOHOH IIeTIM, NMOPOKAaMH Da3BHTHS MOYEBOIO
Iy3BIPsI, TIOYEK, OJNIOBBIX OPTaHOB,

I'pezza cunopom (s. Gregg).

Omnucan aBcrpanuiickum BpadoM Gregg n.b 1941 r. y HOBOPOXXACHHBIX,
MaTepH KOTOPBIX Mepebosien KpacHyXOoil B TEYEHHE IEPBBIX TPeX
MecsIIeB OepeMEHHOCTH.
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IposiBisieTcss B BUJE KOMIUIEKCA BPOKAEHHBIX AHOMANHUii: KaTapakra,
aTpodust 3pUTEIBHOrO0 HEpBa, MHKPO(TanbMusl, TIIyX0Ta, HOPOKU CepaLa,
MHKponedanus, HapyIIeHHe AeSATeIbHOCTH LEHTPANbHOM HEepBHOH
CHCTEMBl, THIOIUIa3us 3yOOB, aHOMAIMM IOYEK, KPHITOPXH3M,
THIOCIAINs, KOCOIAOCTh.

I'peiiza cunopom (s. Greig), runeprenopusm ['peiira, cemeiHbII
THIIEPTEIOPU3M.

Bnepssie ommcan aHrmuiickuM BpadoM GreigD. M.B 1924 1.
HacnencrBeHHass IOMHHAHTHas, WMHOTAQ pELECCHUBHAs, aHOMAJMS
KOHCTUTYILIMH, OTHOCSINASACS K CHHAPOMAaM YepernHO-HIDKHEYCIIOCTHO-
nuieBoit gucMopuu. BonbHbIe, MOpaKeHHBIE STHM CHHAPOMOM, HU3KOTO
pocra. 3a0oieBaHHE XapaKTepH3yeTcsi THIEPTENIOPH3MOM, 4YTO B
COYETaHWH C PACHIMPEHHEM CIMHKH Hoca, Opaxu- Winm Mukpouedamneit
[PUAAET JIHIY CBOEOOpasHBIl BHA. Y HEKOTOPBIX OOJBHBIX HMEETCS
KOCOJNANoCTh,  KJIMHOAAKTWIHSA,  HMHOTAa  HAONIOJAIOTCS  TaKkKe
KPUNTOPXU3M, ITyHOYHask IPbDKa, MOPOKH PA3BUTHS HIDKHEH 4YemocTH U
3y00B, ONUro(peHHs, SMUICIICHS, IMTMEHTHAs! AUCTPODHS [TTa3HOTO JHA.

I'peghe - IHlezpena cunopom (s. Graefe - Sjbgren),

Omnucan HemenxkuMm o¢pramsmonorom Graefe A. F. u mBenckuM BpadoM
Sjogren T.

TIpenctaBnser coboii KOMIIEKC HACIEICTBEHHO-PEIIECCUBHBIX aHOMAIHH.
Y  OonbHBIX HAOMIOAAIOTCS  IIMTMEHTO3HBIM  PETHHHT, TJyXOTa,
onurodpenust, arakcus. HOT1a MMeeTcst MUKpoledays, aHOMaJIUH CTOI,
kuo3, genu valgum, HU3KUIA PoCT.

T'pusens cunopom (s. Grisel), nopaxenue | 1IeHOrO MO3BOHKA,
aTylaHTOANUCTpodeabHas KpuBoles, cuaapom I'pusens - Bypxe.
Bnepseie ommcan B 1930 r. ¢panmy3ckum BpauoMm Grisel P, xoTopslii
MpeIoarai, 9To IPUIHHOM 3a00IeBaHNs SBISETCS POTALIMOHHBIH BRIBUX
I meltHOro NO3BOHKA BCJIEACTBUE MBIIIEYHON KOHTPAKTYPBI.

B Hacrosmee BpeMs CUMTAIOT, YTO HMEET MECTO OJHOCTOPOHHHUMH
crionamnoaptputr Mexxay | u II meiiHBIMH HO3BOHKaMH JTUM(OTEHHOTO
MPOUCXOXKICHUS.  XapaKTEepU3yeTcss HAKJIOHOM TOJIOBBI  (1O00HO
KpHBoIIee), 00JIBI0 IPH ABIDKEHHUSAX BO (DPOHTAIBHON U TOPHU30HTAIBEHOH
IUIOCKOCTSIX, YacTO Da3BHBACTCSl IMOCIE BOCHAIHTEIBHBIX IMPOLECCOB B
MPUIATOUHBIX MOJOCTSAX HOCA MM TOH3UIIIKTOMHUH.

T'pusenv - Bypsce cunopom (s. Grisel - Bourgeois). Cm.. [puszens
CUHOPOM.

T'punvono cunoponm (s. Grignolo).

Onucan uTaiabsHCKUM odransmonorom Grignolo A.B 1949r.
Ipexcransier coboil codeTaHNe aHKWIO3UPYIOLIETO CIOHIHIOAPTPHUTA C
[Ja3HBIMH CHMIITOMAaMHU: DPELUIMBHUPYIOMIMHA HMPUT M YBEHUT; HEPEIKO
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Ha0III0/1aeTCs KPAaTKOBPEMEHHAs SKCCYIaTUBHAS SpUTEMa.

I'pooa cunopom (s. Grob), S3bIMHO-THIIEBAS JUCILIA3HUL.

OmnmucaH mBeiinapcknm xupyprom Grob M. 1957 r.

DHJIOTEHHOE PpAacCTPOMCTBO pa3BuTus B obnactu | 3MOpHOHANBEHOTO
CerMEeHTa »KabepHOH IyTH, BO3MOXHO, CBOeoOpasHas >MOpUOIATHS.
Xapakrepusyercs cBoeoOpa3HOM (opMoil HOCa C HIMPOKOH CIHMHKOH,
IUIOCKHM KOHYMKOM M MaJbIMH HOCOBBIMH OTBEPCTHUSIMH, JTOOHBIE OYrphI
BBICTyHaloT. KonuuecTBO BOJNIOC HA TOJIOBE YMEHBIICHO, HAOMIONAIOTCS
Oourblast JIOOHAs 3aJIBICHHA, 3as19bsl Ty0a, BOTUYbS ACTh, pparMeHTanus 1
paciieIUICHHE SI3bIKA, aHOMAIHU PACIOIOXKEHHUs 3y0oB. MHTEIIEKT CHU-
xkeH. V3 mnopaxeHHIl ONOpPHO-ABHIATENBHOTO anmapaTa XapaKTepHEI
OpaxuAaKTHIHS, KITUHIAKTHIIHS.

I'pyoepa cunopom (s. Gruber).

Bnepsele onmcan HeMenkuM naroiorom GiuberG. B. B 1933 1.
HacnencTBeHHbI KOMIJIEKCHBIM TOPOK pa3BUTHA. XapaKTepU3yeTcs
YIBHADHOH IIOJM- WM CHHIAKTHINEH, IOPOKAMH DPa3BHTHS JIUIIEBOTO
Yepena ¢ THIEPTEIOPU3MOM, MHKPO-, HHOTJA aHaHIedaneil, MMpoKuM
KOpPHEM HOCa, IUIOCKMMH OpOMUTaMH, 3K30(TanbMOM, AMCILIa3HEit
MOYETIOJOBOM CHUCTeMBbl (THUIOCHAmUed | SIUCHIaAueit), aucIuiasueit
MO3BOHOYHOIO CcTOJ0A, HMHOTAAa C MEHMHIOIeNle, MEHHHIOLUCTOLEIE,
sHedanonene. Bo BHyTpeHHHMX opraHax (Ie4YeHH, IIOIKeTyJOuHOH
Kenese, OYKaxX, IMIHIKE) OTMEYAeTCsl 00pa30BaHUEM KHCT.

I'pyosunckozo 6oneszns (m. Grudzinski). Cu.: Mopkuo b6onesms.

T'ypnepa 6onesus (m. Hurler), Mykomonucaxapumo3 - Tam I,
MHOJKECTBEHHBIN AU30CTO3, Traprominim, 6onesns ['ypaepa - [Ipaynmnepa
- I'ronTepa, 6one3ns [lpaynnnepa - I'ypraepa.

Ommucana B 1920 r. Hemenkum neauarpom Hurler G.

HacnencreeHHoe 3aboneBaHue, nepeaaeTcs Mo ayToCOMHO-PELECCHBHOMY
tury. [IposBisercs ¢ 2 - 3-neTHero Bo3pacrta. XapakTepusyercst Kudosom,
coxa valga, TyroIoJBHXHOCTBIO B CYCTaBax, YKOPOUCHHEM H YTOJICHHEM
JUIMHHBIX TpyOUaThIX KocTed, XPOHUUECKUM PETHHHUTOM,
MIPOrpeccupyromeil  yMCTBEHHOI oOTcTanocThio. IleueHp U cene3eHKa
yBendeHbl. [loMyTHeHHe pOroBHIbI, KaTapakTa, SK30(TalbM, CHIKCHUE
OCTPOTHI 3PEHHs 10 TMOJHOU CIENOTH - MOCTOSHHBIE CIIyTHUKH 3TOrO 3a-
OoieBaHUs, KaK M KPYyIHBIE YEPTHI JIUNA, TOJICTHIE TyObl, OONBINOH SA3BIK,
YBEJIMYEHHBIN d4epel, BBINYKIbIH J100, cemioBuaHbll Hoc. Kocrm
HIMPOKUE, Maibllbl YKOPOUYCHBI, TpyAHas KieTka Je(popMHUpOBaHa,
KapIUKOBOCTb. HaOmromaroTcst cepaedHO-COCYIHCThIE H JIbIXaTeIbHbIe
paccTpoiicTBa, NaxoBble M IIYIOYHBIC TI'PBDKH, THIEpTpuxo3. Kierku
NEYEHHU, CEeNIe3eHKH, XPpsllla, KOCTHOTO MO3ra, KOXKH M JPYTHX OpraHoB
,-Ha(hapIIIpOBaHb» TIpaHylIaMH, COACPXKAIMUMH MYKOIOJHCAXapuasl H
JUIUABL. DTH JKe BEIIECTBA OTKJIAIBIBAIOTCS B BHIE MEJIKO3EPHUCTOI
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Macchl B KJIETKaX MO3ra, Iepu(pepHYecKhX TaHIIMSX CEeTYaTKH IJ1asa.
VimMeeT MecTO OKCKpemuss C MOYOH KHCIBIX THHKO3aMUHOB (zep-
MaTaHCylb(aTa U rernapancynbara).

PeHTreHonorm4ecku - yiwIOTHEHUE KOCTEH Yeperna, yTOJIEHUE
TYpeLKOro cemna, YKOpDOYeHHE H YTONIIEHHEe KOcTed KHCTH, KHuho3
MOSICHIYHOTO OT/eNa MO3BOHOYHOTO CTON0A, TeNa MO3BOHKOB HMEIOT BHJI
xmoBa. bonpHble xkuByT He Oosee 10 - 12 jer, cMepTh HAcTymaeT OT
JIETOYHO-CEPAEYHOH HeI0OCTATOYHOCTH.

I'ypnepa - I¢aynonepa - I'onmepa 6one3ns (m. Hurler - Pfa-
undler - Hunter). Cwm.: I'vpaepa 6onesns.

T'vwénepa cunopom (s. Gubler). Cm.: Muiisipa - I'obrepa cunopom.

TI'ionmepa cundpom (s. Hunter), mykomommcaxapumo3 - tum II,
ATUINYHBINA FaprOMIN3M, FaprOMIN3M, CLEIICHHBII C OJIOM.

Onucan Brepseie B 1917 r. Hunter C.

HacnencrBeHHoe 3a0oieBaHHe, CLEIUICHHOE C IIOJIOM, IHEPENaeTcs IIo
ayTOCOMHO-PEeLleCCUBHOMY THILy. [IposiBIIsIeTCsl ¢ POXKICHHS WM HEpBBIX
JIeT OKU3HU. XapakTepu3yeTcs YMEPEHHO BBIPAKEHHBIMH KOCTHBIMU
nedopMaIusIMH 110 CPaBHEHUIO ¢ | THIIOM MyKomonucaxapunosa (601e3Hb
T'ypnepa), Ho 6e3 ku¢o3a. He3HaunTenbHas yMCTBEHHAs OTCTaJOCTh,
Tyroyxocts. IloMyTHeHHe poroBul] ObIBaeT HE Bcerja WM cinabo
BBIPQKCHO, HMEET MECTO IIMTMEHTHBIM peTHHHT, ciuleHoMmeramus. C
MOYOH BBIBOJMTCS 3HAUUTEIBHOE KOJIHMYECTBO JepMaraHcyibdara H Te-
napaHcyibdara, HO B MEHbILIEM KOJW4YECTBE, 4eM npu Oonesnu ['yprepa.
Bo BHYTpeHHHX OpraHax KyMYJIUPYIOTCSI MyKOIIOJIHCAaXapH/bl (B IE€UCHH,
ceneseHke, xpsie). CMepTh 00bIYHO HacTymaeT Mexay 15 u 30 romamu,
YaIe OT HeJOCTaTOYHOCTH KPOBOOOPAILICHUS!.

T'onmuya onowmeckui kugos (c. Giintz). Onucan Giintz E,B 1957 r.
IpencraBnsieT HEPE3KO BHIPAKCHHBIH OBEHWIBHBIH (DHKCHPOBAHHBIH
kudo3 y moapoctkoB. [lo MHeHHIO aBropa, (UKcAlMs MO3BOHOYHOTO
cTtonba y OTUX OONBHBIX OOBACHSETCS IEPBHYHBIM  (HOPO30M
MEXKIIO3BOHKOBBIX ~JIMCKOB, HM3MEHEHHS B KOTOPBIX MOJTBEPXKACHBI
MOP(OTOTUYECKUMH ~ MCCIICJOBAaHMSIMA. P CHTreHONOTrMYECKH
oInpenelsieTcsl paBHOMEp?7 HOE CYXKEHHE MEKIIO3BOHKOBBIX IUCKOB. Y
9THX OOJBHBIX KIMHOBHAHAS JeopMalysi Tell IO3BOHKOB, HApyIICHHE
LEIOCTH 3aMBIKAIOIINX [IACTHHOK, rpbku LlIMopiist oTcyTcTBYIOT. B pan-
Hell CTaauM BBISABISIOT SIIMKOOOpa3Hyr (OpMy Teil I03BOHKOB, B
TOCIIEIYIOIIEM JIOTIOHUTEIbHbIE M3MEHEHHs B MO3BOHOYHBIX CErMEHTax
HE BO3HHKAIOT.

A
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Hayna 6onesny (m. Down), MOHIOJIU3M, CHHAPOM TPUCOMMHU
XpOMOCOMBI 21.

Bnepssle omucana anrmmuiickuM BpadoM Down J. L. B 1886 1. B 1959 r.
Lejeune, Turpin, Gautier oOHapyxunu npu 6one3nu layHna Tprcomuro 21
XPOMOCOMBL.

HacnencrBennoe — 3abomeBaHme, — OombpIleld  9acThi0O  BO3HHKAET
criopaguueckd. B Hacrosmiee BpeMs YCTAQHOBICHO, YTO INPUYMHOM
3a0071€BaHMs SBIIIOTCA Pa3Hble XPOMOCOMHBIE abeppaluu: TPHCOMUS,
Tpaucnokanus u Ap. CHMOTOMBI OOIE3HH HPOSIBIAIOTCS C POXKICHHS.
JlanHOe 3a00ieBaHHE XapaKTepH3yeTcsi HU3KOPOCIOCTHIO M YMCTBEHHOM
OTCTaNoCThI0. JIMIO MMeeT MOHTONOMIHBIN BUJ, TNIA3HBIE IIENH Yy3KHE,
KOCO PAcCIIONOKEHHBIE, TUCIUIACTHIECKUE YIIIH, KHCTU YKOPOUYEHEI 33 CUeT
IICTHBIX ~KOCcTel, V majenl OOBIYHO HCKPHUBIEH, MEXIAIBLIEBOH
npomexxyTok Mexay 1 u Il mampmamm  pacmumpen. Mmeer mecto
MOHIDKCHHE TOHYCa MBI U H30BITOYHAs IIOJBIKHOCTE B CyCTaBaXx.
Hepenko HaOMIOAIOTCSI TOPOKH CEpALA U KPYIHBIX COCYIOB, aTPe3Ud U
CTEHO3bI IUILEBOr0 KaHana, JuadparMaibuble H Ipyrue TpbDKU, 00Ie3Hb
I'mpmmpynra. MWuorma OGonme3ns coueraercs c¢ Jielikemueil. J[letn
HEXHU3HECTIOCOOHBI, 60% 13 HUX Moru6aroT 10 10-1eTHero Bo3pacra.

Mebope - Mapu cunopom (s. Debre - Marie).

Bnepsele ommcaH ¢panny3ckumu neaumatpamu Debre R. m Marie J. B
1938r.

3a0oneBanne OOYCIOBIEHO OJHOBPEMEHHOH ruIep@yHKIUEH CHCTEMBI
3amHss 10N THIo¢u3a - THIOTaNIaMyC M THIO(QYHKIMEH nepenHeil nomu
runopuza. HaumHaercss B paHHeM JETCKOM Bozpacte. I[IposiBisiercs
KapJIMKOBBIM DPOCTOM, HH(MAHTWIN3MOM, oxupeHueM. Ilcuxudeckoe
pasBuTHE He HapynieHo. Hepenko HaOI0qaeTcsl THIIOTEPMUs], THIIOTEH3HS,
TUIOIIMKEMHUsl. XapaKTepHbIM SIBIAETCS TaKk» pe3Koe HapylleHHe
BOJHOrO oOMEHa ¢ ONUrypHeil U ONHIONUIICHEeH, OTHOCHTEIbHAs
IUIOTHOCTb MOYH BBICOKaSI.

Heope - Cemenensa cunopom (s. Debre - Semelaigne), mukcene-
MAaTO3HBIH aTeTH3M, CHHApPoM [o(MaHa, THIOTHPEOHAHAS MHO-TIATHS,
UH(pAHTHIBHAS MUKCEIEMATO3HAs MbIIICYHAs THIIEPTPODHUSL.

Omnucan ppanmy3ckumu Bpadamu Debre R. u Semelaigne G. B 1934 1.

Dra MaroJorus BO3HHKAET B CBSI3M C THHO(YHKIMEH LIMTOBHAHOW H
runepyHKIME  TapalUTOBUIHON  Kede3, KOpbl  HaJIIOYCYHHKOB,
CONpPOBOXK/IAIOIINXCSL MOBBIIICHHEM OTJIOXCHHS KPCaTHHA B MbIIIIAX.
XapakTepusyercss oOmeil 3amepXkoil (QU3MIECKOro ¥ IMCHXHYECKOTO
Pa3BUTHS, MaJbIM POCTOM. PeakTHUBHOCTH peOeHKa MOHMKECHA, OTMEYaeTCs
THIIOTEPMUST, OpafuKap/Iusi, KOXa CyXasl, YTOJNIIECHHas, CEKPELHs TOTOBBIX
JKene3  NOHWKeHa. Hapsmy ¢ 9TUM — HMeeTcst  BpOXKACHHAs
TeHepaNN30BaHHAs IICEBOTUNEPTPO(GUS MBI C TIOBBIIICHHEM HX
TOHYyCa, OJHAKO CHJIa MBI ¥ UX PabOTOCIIOCOOHOCTE MOXKET OBITH IO-
HWKEHHOH.
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Hexncepun-Knrwomnke cunopom (s. Dejerine-Klumpke), HWKHHME THI
napannya IJIe4eBOT0 CIUICTCHHs Y HOBOPOXK/ICHHBIX.

Omnucan ¢paniy3ckuM HeBponaroiorom Dejerine-Klumpke A. B 1885 .
CHHIpOM Mapanu4a HIDKHEH 4YacTH  IUICYEBOTO  CIUICTCHHS Yy
HOBOPOX/IEHHBIX IpH HoBpexaeHnu kopemkoB Cym - T\ mpum pomax
HallOMHHAeT CHHIPOM KOMOWHHPOBAHHOIO IIOPAKEHUS JIOKTEBOIO H
cpeanHHOro HepBoB. CTpajaroT, INIABHBIM 00pa3oM, JABIKEHHS KHUCTH U
majnbleB BCIEACTBHE IOpaXKEHUs crubareneil MambleB, JIOKTEBOTO
crubarenss KHCTH M MEJKHX MBINI KUCTH. AKTHBHBIE IBIKCHHS B
CycTaBax MajblieB M JIy4e3alsICTHOM CYCTaBe OTCYTCTBYIOT, IPH 3TOM
KHCTh MOJXKET HAaXOIWUThCS B IIONOXKEHHH HE3HAYUTENBHOIO THUIBHOTO
crubaHus B CBS3U C COXpaHsomeiics GpyHKuuel Ty4eBoro Hepsa.

Korma mOBpeXAAIOTCS CHMIATHYCCKHE HEPBHBIC BOJOKHA, MOXKET
HabmogaThest cHHIpOM [opHepa, BBIpaXKalomMiicss MHO-30M, NTO30M H
3amaJieHueM TIya3Horo s6ioka. PojoBas TpaBMa IUIEYEBOrO CILIETEHHS
MOJKET BCTpEYaTbCs B COYCTAHMH C BPOXKACHHBIM BBIBUXOM Oefpa,
MBIIIEYHOI KpHBOLIeel, KOCOIANOCThIO, pexe - ¢ bonesnsio Inpenrens,
JEeTCKUM IepeOpajJbHBIM  CIIACTHYECKHM  IIapalnudoM, BPOXKACHHBIM
CKOJINO30M, IByCTOPOHHEH BPOXKICHHOM KaTapakTo! U Ip.
JuddepennnanbHas JUarHOCTHKA IPOBOIUTCS C POJOBBIMU HEPEIOMAMH
BEpXHHX KOHEYHOCTEH, WCTHHHBIM IapaJidoM IIPH BPOXKACHHOM
cudunuce, ncepaonapanidom Ilappo, HOIMOMHENTHTOM U apTPOTPHIIO30M;
IIPH TOM CIIeyeT yYUTHIBATh KIMHUKY ITapaliia U eproj 3a00seBaHus.

Mexncepuna - Comma cunopom (s. Dejerine - Sottas), HeBpaJruueckas
MBbIIIeYHass aTpoQus; HACIEICTBEHHAss MBIIeUHAss arpodus, THUII
T'om0onbTa - Mane; runepTpopHIeCKuii MHTEPCTULU-AIBHBI HEBPUT
nereil; nereneparust ['oM00s16Ta; HeBpUT ['OMOOIBTA; POrpPECCHPYIOLIUI
runeprpoduIeckuil HeBpuT, THI I'oMboIbTa - [leskeprHa.

Brepsele onucaH cOBMECTHO (paHIly3CKHMH HeBpomaroynoramu Dejerine
I. 1. n Sottas I. B 1890 .

Ipencrasnsier coOoif HACIEACTBEHHYIO (OPMY HEBPAIBHOU MBINICUHOH
aTpoduu ¢ pa3pacTaHUEeM B IIOPAXKCHHBIX HEPBAX IIBAHHOBCKUX KIIETOK, C
ayTOCOMHO-ZIOMUHAHTHON nepenayei u JIOBOJILHO BBICOKOM
MICHETPaHTHOCTHI0. 3a00IeBaHHe HAUMHAETCS B JETCKOM BO3pacTe, dale
MOPAKAIOTCSl MAJIBUUKU. XapaKTepu3yercs pPa3sBHTHEM CHMMETPHYHOH
aTpo(MH MBI IUCTAIBHBIX OTIENOB HIKHHX KOHEYHOCTEH, KOTOpas
NOCTETICHHO ~ IPOTPeCcCHpyeT U  DPacOpoCTpaHseTcs Ha  BEpXHHUE
KOHEYHOCTH, TAaKKe C HPEUMYNICCTBEHHBIM HOPAXKCHHEM JHCTAIBHBIX
OTHeNOB. B MOpakeHHBIX ydYacTKax HapylleHa 4YyBCTBUTEIBHOCTh H
oTMedaroTcs Tpodudueckue paccTpoiictBa. Pa3BuBaioTCs BapyCHBIE HIH
9KBHHOBapyCHbIC He(popManuy cronbl. HepBHBIE CTBOJBI YTOJIICHEI,
YIUIOTHEHbI, OOJIE3HEHHBI NpH naibnanuu. MHorga HalOmOga0TCS
aTaKTUUCCKUE pPacCTPOMCTBA, IOJNOXKHUTENBHBIN cHHIpoM Pombepra,
HHCTarM, Inapes3bl IVIA3HBIX MBI, 3padKoBBIE PAcCTPOIiCTBA, pexe -
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atpodust 3putensHoro Heppa. OOpasyroTCS HEBYCHI ¥ IOJKOXHbIC
(UOPOHEBPOMBI.

femapke - Puwe cunopom (s. Demarquay - Rishet).

Brepgrie onucan ¢paniysckum xupyprom Demarquay J. N. B 1845 r.
Ipencrasmnsier coOON JOMHHAHTHO-HACIEICTBEHHBI MOPOK pPa3BUTHSL.
XapaktepusyeTcs 3asubeil ryOoii, BOIUYbEH MACThIO, (HUCTYIION HIDKHEH
ry6sl. Hepemko BCTpevaroTcst HOMONHHUTENbHbIE CHMITOMBI: MAaJbIil POCT,
WHOAHTHIN3M, TOHIDKEHHE TYpP-TOpa KOXKH, THIIOJOHTHS, CBOEOOpa3HOe
,,03a004CHHOE”  BBIp@KEHHE JIMIAa C TIyOOKO  PacIoJIOKEHHBIM
PACIIMPEHHBIM CEUTOBHIAHBIM HOCOM. OTMEYaroTCs YeTHIPEXITaloCTh,
KJIMHOMAKTHJINS, THUIIOIUIA3Ms SI3bIKA, BPOJKICHHBIE TIOPOKH Cepila,
JMCIUIA3HS ¢ cakpainu3anuedl V MOsICHHYHOTO II03BOHKA, HHOTAA CKOJIHO3.

HMenna - Bpayna cencopnana neiiponamus (n. Denny - Brown). Cw.:
Tesenapa cunopom.

Mdenma - Kocmenno cundpom (s. Dent - Costello), mceBgorumo-
apaTHpeos.

Brepsrie onucan anrnuiickumu neauarpamu Costello 1. M. u Dent C. E. B
1963 r.

ITo MHeHMIO aBTOpOB, 3a0oieBaHME OOYCIOBICHO YMEHBIICHHEM HIIN
OTCYTCTBHEM TOPMOHA IApAIUTOBUIHON KEIE3bl, PEryIUPYIOIIErO
cozmepkaHue KanbIms U Gocdopa B KPoBH, U3OBITOUHBIM COJEPIKAHHEM
TOPMOHa,  IIOBBINIAIOIIETO  AKTHBHOCTh  IIENOYHOH  (ocdarasbl,
CMOCOOCTBYIONIETO  JESATEIBHOCTH — OCTCOKIACTOB M 0Opa3sOBaHHIO
¢ubpo3HOro ocTHTA. XapaKTepu3yeTcs KINHIIECKOH KapTHHON KaK TUIIo-
, TaKk ¥ THIepHapaTHpeo3a ¢ TeHEePaIM30BaHHBIMU (HOPO3HBIMU
OCTUTaMM, CHHJIPOMOM TETaHsiH. B KpoBH HaOmogaeTcs MOHMKCHHUE
comep)KaHUS Kanblus, IoBeIIeHHE (Gochopa. ODyHKIHA IMOUYEK He
HapyIIeHa, B Moue CoZiepKaHue KaJIbIUs TIOHWXEHO.
PeHTreHONOTrMYeCKH BBIBIACTCA OCTCONOPO3, MHOKECTBEHHBIE
KHCTBI KOCTEH, IICEBIOAPTPO3HL.

Hepkyma  cunopom (s. Dercum), OOJIE3HEHHbIH  JIMIIOMATO3,
aIUIO3aIIT UL, TUIANTHs, 60ne3Hs Jlepkyma.

Omnmucan ¢ppanny3kum Bpadom Dercum F. X. B 1888 .

XapakTepusyercs: 00Je3HEHHONH CHMMETPHYHOM THIepTpoduei KUPOBOi
TKQHA Ha KOHEYHOCTAX. bOIEIT NpeHMyIECTBEHHO IKEHIIUHBI B
KIIMMaKTepudeckoM nepuoze. Hepenko HabnroqaeTcs afuHaMusl, aCTCHUS,
Jienpeccusi, KOKHBIN 3y]1, 0O)KUPEHHE.

Mecmo nepenom (f. Destot).

Brepssie omucan Malgaign J. F. B 1832 r., xapaktep nepesioMa yTOYHEH
penrrenosiorundecku Destot B 1910 .

SlBisiercst  pa3sHOBHAHOCTBIO Tmepenoma /[lromroutpeHa. [lpu  paHHOM
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MOBPEXKICHHMH HMMEET MECTO IepejoM  MEIHAIbHOW  JIOABDKKH,
HAJIOIBDKEYHBIN TIepesioM ManoGeprioBoil KOCTH, Pa3pbiB AUCTAIBHOTO
MEXKOEpIOBOrO  COWICHEHHUS, MEPENIOM 3aJHEero Kpas IUCTaIbHOTO
MeTasnudusza O0NbIIEOSPIIOBON  KOCTH, IOJBBIBMX CTOIBI K3aJd U
KHapyku. Mexanu3zm tmepenoma JIecTO COCTOMT B OTBEACHHH CTOIIBI
KHApYKH, 9BEPCHU W TIOJIOIIBEHHOM crubanunu ee. KIMHIYECKH mepeoM
XapakTepu3yeTcss pe3kodl  jgedopmandeil  00JacTH  TOJEHOCTOIHOTO
cycraBa, OOYCIIOBICHHOH CMEIICHHEM H IMOBOPOTOM CTOMBI KHAPYKH,
K3aJd, BBICTYIIAHMEM IMEPEIHEr0 OTIeNa JUCTATLHOTO MeTadmudusa
60JTBIIIEOEPIIOBOM KOCTH KIepean HapyiieHneM (yHkuuu. Bumg nepenoma
M CMEIIECHHS OTJIOMKOB YTOUHs€TCS Ha 3agHel M OOKOBOIt
PEHTTEHOTpaMMe.

Jowctona 6onesny (m. Jeune), acukcuyeckas AMCIUIA3US TPYAHOU
KIIeTKH, TPyJHO-Ta30-(ananreanmas 1uctpodus, achuKcHIecKas rpyaHas
JIHUCTPOd¥ST HOBOPOXKICHHBIX, HH(AHTHIBHAS TPYAHAs TUCTPODUS.
Onucana ¢paniy3ckum neauarpom Jeune M.B 1954 .

HacnencreeHHoe 3aboneBaHue, epeacTcs 0 ayTOCOMHO-PELECCHBHOMY
Tuny. IlosiBisercst ¢ poxxneHus. HanmoMmMuHaeT XOHAPOIKTOIEPMAIBHYIO
JHUCIUIa3HI0. XapaKkTepu3yeTcsl KapJMKOBOCTBbIO, B OCHOBHOM 3a CUET
YKOpPOUCHHUsT KOHEUHOCTEHl, MONUIAKTHINEH, TSHKEIBIMU JAedopMarisMu
KOCTEeH KOHEYHOCTEH, Ta3za M TpyAHOW KieTku. [pynHas KieTka pe3ko
CyXEHa, YTO BBI3bIBAET HAPYILEHUE AbIXaTenbHOU (yHkuuu. Pedpa y3kue
u koporkue. OccupuKanus roloBoK OeApeHHBIX KOCTeH 3aJepKUBACTCS.
Yacto  Ooye3Hb  coderaeTcss ¢ [arolorued  mowek.  Jletu
HEXKU3HECTIOCOOHBI, TOTMOAI0T B paHHEM BO3PacTe OT IHEBMOHMHU.
3abomeBaHue IPOrpeccupyeT B IEePBbIC TOIbI XKU3HU.

M3epicunckozo CUHOpOM, ceMeiHas TUIePIIaCTHYECKast
MIePUOCTANIbHAS TUCTPOHSL.

Onucan [I3epxunckum B. 3. B 1913r.

Ipennonaraercs ceMeiHO-HACIEACTBEHHOE 3a00NEBaHHE, BO3MOXKHO,
SHIOKPHHONATUS. XapaKTepHU3yeTcsl MHPEXIEBPEMEHHBIM CHHOCTO30M
IIBOB 4Yeperna, YMEHBIICHHEM €ro pa3MepoB, yTOIIIEHHEM H CKIEPO30M
KOocTell dyepema ¢ COXpaHEHMEM HOPMAJbHOTO pOCTa TYJIOBHIIA H
KOHEYHOCTeH. XapakTepHsl (hopMa HOCa, YBEIUUCHHE €r0 CarHTITaIbHOTO
pasMepa U OTCYTCTBHE CELIOBUIHOrO BTsruBanus. danaHry, rpyauHa,
KIIOYMIBl  YTONINEHBI M  yIUIOTHeHbl. MHorma rpynHas — KIeTKa
BOPOHKO00PAa3HO J1e()OPMHPOBAHA, IANIBIIEl YKOPOIEHEL.

Muasza 6one3ny (m. Dias), paccexaromuii OCTEOXOHAPO3 Tela TapaHHOU
KOCTH, OCT€OXOH/IPUT TapaHHOU KOCTH.

Ommucana Dias B 1928 1.

HaGmtomaercs y nereir B Bo3pacte 6 - 12 jer B BHUJE acENTHYECKOTO
HeKkpo3a Onoka TapaHHOH kocTu. OtTMmedaercs OO0Ib, NPUITYXIOCTH B
o0JIacTH  TOJCHOCTONHOrOo cycraBa. Ha peHTreHorpamme
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BBIABIISIETCS] YYACTOK YIUIOTHEHHS! KOCTHOH TKaHH, HHOTJ]a OrpaHHYEHHbIH
y3KOil 30HOH mpocBeTiaeHus. B peakux ciyyasx HEKpOTHU3UPOBAHHBIN
KOCTHBIH ()parMeHT OTHEIACTCS M BBINAJAeT B MOJOCTh T'OJIEHOCTOIHOTO
cycrapa.

Huzzee - Menvxuopa - Knayszena 6one3ns (m. Dyggve - Mel-chior -
Clausen). Cu.: Mopkuo 6onesHo.

Hunmona cunopom (s. Dington). Cum.: Ban dep Xyse cundpom.

Jumpuxa  cunopom  (s. Dietrich), acenTuueckuié  HEKpo3
MeTaKapHalbHOM KOCTH, MeTakKaplajabHas OOJe3Hb, aCenTHYSCKUH
SnuQU3apHBIl MeTaKapIaIbHBII HEKPO3.

Bnepssie omucan HemenkuM xupyprom Dietrich H.B 1932 1.

OTHOCHTCS K aCENTHYECKHM HEKpo3aM. XapaKTepu3yeTcsl IPUITyXJIOCTBIO
1 OOJe3HEHHOCTBIO B OOJACTH TOJOBOK MeTaKapHalbHBIX KOCTEH, B
ocHoBHOM II u III, mHOrzA BelencTBHE pa3BUTHSI BTOPUYHOIO apTpo3a
cTpagaer ¢QyHKnus KucTh. Ha peHTreHorpaMMe  KUCTH
OTMeYaeTcss YIUIONIEHHE W  pacIIMpeHHe TOJOBOK  IMOPaKEHHBIX
MeTaKapHalbHBIX KOCTEH C HEPOBHBIMH KOHTYpaMH CYyCTaBHBIX
MIOBEPXHOCTEH, Cy’Ke€HHe CyCTaBHOH IIeNH, B HOCIEAYIOIEM Pa3BUBACTCS
CKJICPO3 ITOPAKEHHBIX YIAaCTKOB KOCTH.

Hoiiunenoepa 60one3nsy (m. Deutschlander), meTaTap3anrus, MapIiueBslit
IepesioM, MaplieBas CTOMa, IIePeJIoM HOBOOPAHIEB, IIEPEIOM  OT
YTOMIICHHS, HEPEJIOM OT HEePerpy3KH, HOJI3Y4UH IepenoM.

Bnepssle omucana B 1855 r. Breithaupt, 6onee monuo Shultze B 1897 r.,
Deutschlander C. W. B 1921 r. u [I. T'. PoxuiabiM B 1945 1.

Bo3Hukaet, Kak IpaBuJIo, OT MEPErPy30K Y B3POCIbIX JIOJEH, y coNiaT Ha
JUIMTENbHBIX MapInax. XapakTepusyercsi OONbl0 B CTOIE, OOBIYHO B
obmactn II, III wmm IV IIIOCHEBBIX KOCTEH, MPHUIYXJIOCTBIO B OTOH
obnmacti. PEHTreHONOT MY €eCKHU BHIHA JUHUA ,,IPOCBETICHUS» -
mepenoM, KoTopas pacIpoCTpaHsAeTcs IO MONEePeYHUKY KOcTH. B mepuon
BO3HHKHOBEHHS II0J3Y4YEro nepeoMa OOJIbHBIE JIMIIAIOTCS BO3MOXKHOCTH
XOZUTb U3-3a PE3KOH 00U B CTOIIE JI0 TIEPUO/ia CPALLCHUS.

Apeighyca cunopom (s. Dreyfus), reHepaan3oBaHHas IUIATHCIIOH-
JIAITHS.

Bnepssie ommcan ¢paniysckum Bpadom Dreyfus J. R. B 1938r.
Ipenmonaraercs HAaCJIeJCTBEHHOE MIPOUCXOXKJCHHE CHHJIpOMA.
HaunHaeTcs Ha BTOPOM IOy )KH3HH peOeHKa ¢ 60JIC3HEHHOCTH U YyBCTBa
cnabocTH B 00IACTH CHMHEL, B IOCIEAYIONIEM pa3BHBaeTcs KH(}O3 WIH
kudockonmno3. TynoBumie B CpaBHEHHH C HOPMAJbHBIMH pa3MepamMH
KOHEYHOCTeH ykopoueHOo. OZHOBPEMEHHO OTMEYAETCsl TUIIOTOHMS MBIIIIIL,
ype3MepHas MOJABIDKHOCTh B CyCTaBaX, JKMBOT yBenmdeH. Muorma
HabIrogaroTes genu valgum, pes varus, BpoxKICHHBII BBIBHX Oefpa.
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PeHTreHONOIrM4YeCKH - 3HAYUTENBHOE YIUIOLICHHE (CHIKCHHE
BBICOTHI B 2 - 3 pas3a) Tel MO3BOHKOB, PACIIMPEHUE MEKII03BOHOUHOI
IeNH, Ta30Bble M KPECTIOBEIE KOCTH YMEHBIICHBI B pa3Mepax. Hepenko
HaOIo/1aeTCs BapyCHOE MCKPHBIICHHE HICHKH 00eHX OeIPEHHBIX KOCTEH.

Onuduzb MIPEACTABIAIOTCS (hparMeHTHPOBaHHBIMU "
nebopmupoBanHbME. Hankomennuk obpasyercs u3 2 - 3 sgep
OKOCTEHEHHS.

HMiweepuea nepenom (f. Duverney), momepeunslii IepenoM KpblLia
MOJB3/I0LIHON KOCTH.

IIpu u301MpPOBAaHHOM THEepesioMe MOJB3JOLIHON KOCTH, OMHCAHHOM
¢panmy3ckuM xupyprom Duverney, IIIOCKOCTb TIepeoMa IPOXOJHUT Yepes
KpBUIO TOJB3/IOLUIHOM KOCTH, paclojiarasch, Kak IPaBHJIO, BbIIIE
BEpPTIy>KHOU BaguHbl. OTIOMOK IOJB3JOIIHON KOCTH CMEIAeTCsl KBEpXy
U KHapy:Xu. MeXaHu3M MOBPEXKICHHUs - yallle BCEro MpsAMOH yxap HiIu
C/IaBJIeHNe B 00J1aCTH KPbIa MOJIB3I0NIHON KOCTH. BernencTere cmemmenns
nepefHe-BepXHeH OCTH IIOJB3JOIIHOM KOCTH KBEpPXy OTMEYaeTcs
yYBEIMYEHHE OTHOCUTENBHOMN JUTMHBI HUKHEH KOHEUHOCTH.

Mwnny oonesns (m. Duplay), mepuaprpur [dymi ,,3aMOpOXKEHHOE
mwiedo”, Bursitis calcarea, 6ypcut dymm, Bursitis chronica subdeltoidea,
OoJIe3HEHHAs] HEMOJBIKHOCTh IUIeYa, CHHAPOM IUICYEBOTO CyCTaBa,
IUICYEIIONAaTOYHBIH IEPUAPTPUT, TOPAKO-OpaxHaIbHAS MOIUMHUAITHS.
Bnepssle omucana ¢paniysckum xupyprom Duplay E. S. (1872), moxer
ObITh  OOYCIIOBJICHA  pa3iIMYHBIMH  OTHOJOTMYECKUMH  (paKTOpaMHu:
JICTCHEPATHBHBIMU ~ W3MCHCHMSIMH ~ CYXOXWIMSL HAJOCTHOM  MBIIIIIIBI,
PACIIONOKEHHOM MEXIy IUICYEBBIM CYCTaBOM U IOJAaKPOMHAIBHOM
CYMKOH, pa3BHTHEM JereHepaTHBHO-IUCTPOGHUIECKNX H3MEHEHHI B
obmacTd  MeXOyropkoBoil  OOpO31bl,  KOPAaKOWIUTOM,  LICHHBIM
CIOHAMIOXOHPO30M. XapaKTepH3yeTcsi pe3Kod OONe3HEHHOCTHIO B
00J1aCTH TIICYEBOTO CYyCTaBa, OCOOCHHO OOJE3HEHHBI U COOTBETCTBEHHO
OrpaHMYEHBl pOTallUsA IUIe4a BHYTpb M OTBeJcHME. Brocneactsum
pa3BUBAETCS PE3KOE OrPaHUYCHHUE IBIDKEHUII B IICUEBOM CycTaBe, Ooie-
BOM CHHJIPOM YMCHBIIIAETCSL.

PEeHTreHONOTrM4YeCKH - KPOME YMEPEHHOIO OCTEONOPO3a, MOXET
He OBITh JPYrMX H3MCHCHMil, HHOIJa HAONIOJAIOTCS  YYacTKU
occupUKanUM B OOJACTH CYXOXWIHMS HAJOCTHOM MBIIIEL, pexe - B
00JaCTH  NOJAaKPOMMAIBHONW CYMKH, KIIOBOBUJIHOTO OTPOCTKAa HIIU
apTPOTHYECKHE M3MEHEHHsT B OOJNACTH aKPOMHAIBHO-KIOUMYHOTO
cycrasa.

Hwonwumpena xonmpaxmypa (c. Dupuytren), mporpeccupyromas
KOHTpAKTYypa JIaJIOHHOTO alloHeBPo3a, J{formontpena 60Ie3Hsb.

Brepssie omucana ¢paniy3sckuM xupyprom Dupuytren G. B 1833 r.
HacnencrBeHHoe 3a0oieBaHue, HMEpemacTcs IO IOMHHAHTHOMY THILY C
MOJIOBBIM pa3nuuueM. Yaime cTpagaloT MyX4MHBEL B obmieil momymsiuuu
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MYX4YHHbl ¢ J[IONIOMTPEHOBCKOH KOHTpakTypoil cocraBuin 18%,
KeHIUHE! - 9%. BosHukaeT 3aboneBaHue B 3peloM BO3pacTe, HEPEAKO
HaOIIOJAaeTcss JBYCTOPOHHEE IOpaKeHHE JIQJOHHOTO  aloHeBpO3a.
BO3HHKHOBEHHIO KOTPAKTyphl MOTYT CIOCOOCTBOBATH XpOHUUYECKAs
TpaBMa TaibleB, MNPOQecCHOHANbHbIE YCIOBUS (3@KMM B  pyKe
uHCTpyMeHTOB). [locTenenHo mosBIseTcs 3aTpynHeHue pasrubanus 111 u
IV nanbpneB KUCTH M yIUIOTHEHWE JIaOHHOTO allOHEBPO3a B BUJIE Y3€JIKOB
wn Tspka. KOHTpakTypa OrpaHMYMBAeTCS OIHHM, ABYMs MaibliaMH, HO
MOXKET OXBAaTHTb H JpyrHe. B COCTOSHHUM KOHTPAaKTypBl HaXOISTCS
NPOKCHMAJbHbIE M cpeaHue (agaHrd. B nanpHeimeM BO3HUKAIOT
BTODHYHBIC IIaTOJOTHYECKHE H3MEHEHHs B  CyCTaBax IaJblEB,
cyxoxunusax. Hapymaercst yHKIHS KACTH.

Awnwumpena nepenom (f. Dupuytren), mneperoM MenuaabHON
JIOABDKKY, HAIIOJBDKCUHBIH MepenoM Mano0epoBOi KOCTU C Pa3phIBOM
CBSI30K JAUCTAIEHOTO MEXOEPIOBOrO COWICHEHUS M IOABBIBHXOM WIH
BBIBUXOM CTOIIBI KHAPYXKH.

Omnucan ¢panmy3ckum xupyprom Dupuytren G. B 1819 .

IoBpexxneHne BO3HUKAST IPH Pe3KO IPOHAUWM CTOHBL. BHauane
BCJICACTBHE HATSDKCHHA [ENbTOBUAHOH CBSI3KM HPOHCXOIUT OTPHIBHOH
TIepeioM MeAUaNbHOH JIOJBDKKH, 3aTeM B Pe3ylbTaTe MPOJ0JDKAIOMeHCs
NPOHAIIMM W  HApY)KHOW pOTAallMM CTOIBI  Pa3phIBAIOTCS  CBSI3KH
IWUCTaIbHOTO  MekOepmoBoro  couneHenus. HacTymaer — mepenom
Mano06eproBOil KOCTU B HIDKHEH TPETH, Ha 5 - 6 CM BBIIIE TOJIEHOCTOITHOTO
cycTaBa, a CTONa CMEIIAeTcsl KHapyku. KiMHHYecKH onpenensercs
NOPUIYXT0CTh,  Aedopmanuss  00IaCTH  TOJIEHOCTOIHOTO  CyCTaBa,
XapaKTepHOE CMEIeHHEe CTOIBI KHapYKH, pe3Kas OOJe3HEHHOCTh IpH
OLIYNBIBAHUY, HapylleHHe (YHKIMM CTONBI. XapakTep NOBPEXKICHUS
YTOYHSIETCS. C IIOMOLIBIO PEHTICHOIPaMMBI B MpPSAMOH H OOKOBOI
MIPOSKIHAX.

Miwowenna-Apana cundopom (s. Duchenne - Aran), 6one3nb
Kpysaiinee, mnapamuua KpyBaiinbe, XpoHHYECKas HpPOrpecCHpyIOIas
CIMHAJNBHAS aMHOTPOGHs B3pOCIBIX, MHUEIONaTHYeCKas MbIIICYHAs
aTpodusi, mporpeccupyromias MpieyHas arpodus /omena - ApaHa.
BroepBrie onmcan ¢paHmy3ckum HeBpomatosniorom Duchenne G.B.A. B
1847 r.

3aboseBaHle UMEET PEleCCHBHOE HMJIM HEMOCPEACTBEHHOE JOMUHAHTHOE
HacnermoBaHue. OTMedaeTcs BPOXKJICHHOE HENOPAa3BUTHE BEIIECTBA
nmepesHUX ~ poroB.  TeueHWe  XpPOHMYECKOE,  IPOrpeccUpyromiee.
[posiBisieTcss B CUMMETPUYHON aTpoUM W Mapajide MbILIL. MBIIIIbI
THIOTOHHYECKUE, MATKUE Ha OIIYIIb. J[BIKEHNS OrpaHIMYEHHBI, CyCTaBHas
kancyna  pacciabneHa. CyXOXWIbHbIE — Pe(IICKCHI  CHIDKCHBI, B
nocneayomemM ucyesaroT. Haubonee yacro Habmrogaercs LIEHHBIA TUI
MOpaKeHHs, KOTOPBIl HaUMHAETCS C IOTEPH CUIIBI B OOJNBIINX MaibIax
KHCTH, Yalle chpasa. B mocriemyromem pa3BuBaeTcs KapTHUHA ,,KUCTh —
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Korots” W ,,00e3bsiHbs Jama”, ,,pyka ckenera”. Jlamee mporecc
pacmpocTpaHseTcs KBepXy Ha Ipeiiedbe, Y0 U IIeUeBOil MosC, peke
BCTpedYaeTcsl MeHHbI J0NaTOYHO-IUICYeBON THII, KOTOPHI HAUHHAETCS B
00JIaCTH IUIEYEBOTO Iosica M PaclpocTpaHseTcst JucTanbHo. Eme pesxe
HaOI0/1aeTCs MTOSCHUYHO-KPECTIOBBIA THI, HAYHHAIONIMICS CO CTOIBI
WITH TOJIEHH U PACIPOCTPAHSIOMUICS B IPOKCHMAIFHOM HallPaBICHHUH.
VHornma BecTpeyaeTcsl Takke aTpOGHUECKU OTBOISMIMI THI, KOTOPBIH
OrpaHMYMBACTCS aTpodueil MEepBbIX MAIBIEB KUCTH U COHPOBOXKAACTCS
mapecTe3neil M MOBBINIEHHEM O0NeBOH WyBCTBHTeNbHOCTH. Hapsmy c
aTpodueli W Tape3oM OTMeYaroTcsi (UOPWUIIPHBIE IOASPTUBAHUS,
0COOCHHO NpH OXJXKICHUH, OTCYTCTBHE WM OcnadieHue pedIieKcos,
HapyIIeHHe TPOGHUKU ¢ OTHOCUTENIBLHBIM COXPAHEHHEM TyBCTBUTEIIHHOCTH.
Hepenko pa3BHBaOTCS BTOPHYHBIE KOHTPAKTYPHI ¥ aHKUIIO3BL.

HMwowenna- I'pusunzepa cunopom (s. Duchenne- Griesinger). Cwm.:
Opba bonesns.

HMwowenna - 3péa napanuu (p. Duchenne - Erb), axymepckuit
napajiid, poJloBOW Mapaynd, BEepXHUi mapanny J{romenHa - Dpba, BsUIbIi
mapanuy MBI Y HOBOPOXKICHHBIX, mapanuy JliomenHa - Kimommke.

Ota maToJorys ommcaHa (ppaHIy3cKuM HeBpomaronoroM Duchenne G. B.
A. B 1855 r., Hemeukuii Bpau Erb W. H. usyunsn naroreHe3 pojoBOro
mapanuya.

Bsutplif mapanud MBI Y HOBOPOXIEGHHBIX HACTYHaeT B pe3yJbTaTe
POZIOBOIT TpaBMBI IUIEYEBOTO CIUICTEHHS MM OOpa3yIOIIUX €ro HEePBHBIX
KOPEIIKOB. JTOMYy CIIOCOOCTBYIOT TpYAHBIE U 3aTSDKHBIE POJIBIL
HECOOTBETCTBHE pa3Mepa IUIoJa POJOBOMY KaHaly, HaTOJIOTMYEcKOoe
npeaexaHue IUI0/a, NPUMEHEHHE Pa3lIMuHbIX METOJOB AaKyIIEPCKOro
OCco0Hs.

KnuHnueckas KapTHHA OCTaTOYHBIX SBIECHHI POJOBOTO Mapainda MBIIII]
BEepXHHX KOHe4yHocTed Tuma JlromenHa - Opba XapakTepusyercs
YACTUYHBIM WJIM TIOJHBIM  BBINAJCHUEM (YHKLIHM JIENbTOBHIHOM,
JIBYTJIaBOM, TPEXTIIaBO MBIIII] TIeYa, MJIeYeTyuyeBON, Hal- U TOZOCTHOM,
nepenHed 3yO4arod, Maioil Kpyriod Melmnl. Takoe HapylieHHE
00yCIIOBICHO MOBpEeXAeHHEM KopemikoB Ha ypoBHe Cy u Cyp
COOTBETCTBYET HAPYIIEHHIO INPOBOJMMOCTH IIOJKPBUIBIIOBOTO, KOXKHO-
MBIIIEYHOTO ¥ YAaCTUYHO Jy4€BOIO HEpBOB. B 3aBHCHUMOCTH OT ypOBHS
MOPa’KEeHHs! IIEYEBOT0 CIUIETEHHs Pa3IMYaloT 3 TUIlAa Napajkya: BepXHUM
- JMiomenna - Opba mapammy, HKkHUH — J[lexepuHa - Kmowmmke,
cMelaHHbli (Tuna Op6a - Kimomnke n Kimommke - Opba). IIpu Bepxaem
THIIE, KOTOPBIIl BCTpeyaeTcs yalle, 4eM HIKHUHN, pyka 0ObIYHO NpHBEECHA
K TYJNOBHUIIy H POTHPOBAaHA BHYTPb, a KUCTb HAXOAUTCS B IOJIOXKEHUH
nanoHHo# durexcnu. Crilagka MeXIy TYJIOBHIIEM M IUIEYOM YIIIyOJeHa.
Ecnu pebeHka npunoaHATh, pydyka OTBHCAeT K3aau. TeueHue poaoBOro
napanuya 3aBUCHT OT CTEIICHHU MOBPEKCHHS IICUSBOTO CILICTEHHUL.
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A

Kaky cunopom (s. Jaccoud), aprpur XKaky, xpoHudeckuii HuOpo3HbIii
peBMAaTH3M.

Onucan ¢paniry3ckum BpadoM Jaccoud S.

Ipencrasnsier co60il pa3HOBHAHOCTh PEBMATOMJHOTO NOJIUAPTPUTA, HIPH
KOTOPOM IOCJIEIHUII COYETAaeTCs C MBbIIICYHBIM (HOPO30M. MBILIIIEI
CTaHOBATCS PUTUAHBIMH, aTpO(UPYIOTCS, OBICTPO YMEHbIIAETCI 00BbEM
IBIDKCHUH B CyCTaBaX, pa3BUBAIOTCS KOHTPAKTYPHl M  aHKHJIO3BL
3aboneBaHue damie HaOMIOJAETCS Yy MOAPOCTKOB WIIH JIMI[ MOJOJOTO
BO3pacTa.

Kancenvma - Jlomya cunopom (sJeanselme - Lutz), cunapom
JIrotua - J)KancenbMa, OKOJIOCYCTaBHBIE y3IIbL.

Bnepssle onmcan Opa3misckuM BpadoM Lutz A, B 1891 .
XapakTepusyercs pa3BUTHEM B pe3yjbTaTe aJulepruyecKoro BOCHAJICHHs
CHMMETPHYHBIX TOJKOXKHBIX Y3JI0B, PACIIOTI0OKEHHBIX OKOJIO CYCTaBOB HIIH
KOCTHBIX ~BBICTYHOB (spina il. post. sup., tuberositas tibiae).
IpenmymiecTBeHHast  JIOKAIU3allksd  BTHX Y3JIOB -  CruOaTeibHbIC
MOBEPXHOCTH  KOHEYHOCTEH. VY31bl  0e300JIe3HEHHBIE, — Pa3UyHOI
BEJIMYMHBI, (OPMBI M KOHCHCTeHIMH. Koxka Hajx OOJBIINMH y3IaMH
pacTsHyTa, HHOIZla MMEeT CHHIONIHBIH  oTTeHoK. OTMevaercs
0O0JIC3HEHHOCTh U OTPaHMYCHHE ABIKCHHH B CyCTaBaX, BOIM3H KOTOPBIX
pacnionoxkeHsl  y3nsl. Kpome aprpanrmu, HaGmrogaercss JIMXOpajKa,
¢11a00CTh, HCTOIIICHHUE.

3

3yoexa 6onesnv (m. Sudeck), cunnpom 3yneka, cuHIpoM 3yzneka -
Jlepuma, cunapom 3yneka - Kunbeka, octpas koctHas atpodust 3yzeka,
MOCTTPAaBMAaTHUECKUH  OCTEONOpO3,  IOCTTpaBMaTHYecKas  KOCTHas
aTpodus, peieKTOpHast KOCTHAs aTpOo(usL.

Omncana HemenkuMm xupyprom Sudeck P.H. B 1900 r. kak ,,ocrtpas
Tpo(hOHEBPOTHYECKAsI KOCTHASI aTpO(us”.

XapakTepusyercs: 0CTEOIIOPO30M, PA3BHBAIOIIUMCS IPH BOCHATUTENBHBIX
3a00eBaHMUAX, TpPaBMax KocTell M CyCTaBOB, IIOCIE JUIMTEIBLHOM
MMMOOMIM3aLUKY KOHEYHOCTH. IIpuuMHON maToyioruyeckoro mporecca
SIBIISIIOTCSI HelipoTpoduueckue HapynieHus. [To muaennto C. A. PeitnGepra,
HE SIBIISIETCS CaMOCTOSATENbHON HO30J0ruueckoil eaununei. Knuandyecku
HPOSIBISETCS.  OTEKOM, OO0NbI0 B OONACTH MOPAXKEHHOIO CErMEHTa
KOHEYHOCTH, HapylIeHHeM JBIDKCHHH B cycTaBax. Koxa B oOmactu
MOPaXEHHUsI HEpeIKO KpacHeeT, HPHOOpeTaeT CHHIONIHBIA OTTEHOK,
HCTOHYAeTCs. PEHTre HOJOTr MY eC KU BBIABISICTCS MATHUCTBIA MM
PaBHOMEpHBI OCTEONOPO3, KOTOPBIH MOXET OrPAHHYUTHCS O0YaroM
MOPa>KEHHs HIIX HOCUTE GoJiee paclpoCTpaHEeHHBIN XapaKTep.
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3yoexa - Kunébexa cunopom (s. Sudeck - Kienbock). Cm.: 3yodexa
bonesnb.

3yoexa - Jlepuwa cundopom (s. Sudeck - Leriche). Cm.: 3ydexa
bonesnb.

41

H3zenena cunopom (s. Iselin).
Ilon >TUM TEpMHHOM OMNMCaH PEIKO BCTPEYAIOUIMHCS AaceNTHYECKU
HEKpPO3 T'OJIOBKH IUTIOCHEBOM KOCTH.

Hyenko - Kywmunza cunopom (s. Cushing), runepaapeHOKOpTU3aLHS,
6azouiabHas aJeHOMa, aJPEeHOKOPTUKAIBHBIA CHHIPOM, TIeHHTAJIbHO-
Ha/INOYEYHHKOBBII CUHApPOM, cuHApoM KymmHra, cuHapom Amepra -
KymmuHra, 3HIOKPHHHOE OCTEOHOPOTHYECKOE OXKHPEHUE.

Brepssie onucan Nienko M. H. B 1926 1.

SIBnsieTcst mposiBiIeHHEM THMIEp(YHKIMH HaJMOYCYHUKOB BCIICICTBHE
ONyXOIM MM HX THUIEPIUIa3HU JHOO pacCTpoiicTBa THIOTaIaMyca H
nepenHed  gonmu  rumnodusa.  XapakTepH3yeTcs — OKHPEHHEM  C
,,JTYyHOOOPa3HbIM JIMLIOM”, ,,3aTBUIKOM OyiiBos1a”, NMpPU HE3HAYUTEIbHOM
YBEJIMYEHHH Macchl Tena. JIMmo kpacHoe WM IUAHOTHYHOE, HA KOXeE B
00JIaCTH CIHHBI WM STOJHI] UMEIOTCS aTpOo(UUecKhe IOJOCHI, Ha BCEM
Telde - OKXUMO3bI, INETeXHH. ApTepuanbHOE [aBIE€HHE MOBBLIIIEHO, B
MO3JHHUX CTAMSAX HOSBIAIOTCS CHUMITOMBI HEJOCTATOYHOCTH CEpILa.
OOBIYHO pEe3KO HApyNIeHO OOInee COCTOSIHHE (BSUIOCTb, alaTUYHOCTD),
CHIDKEH HMHTEIUICKT, IOBBIIICHA YTOMIISIEMOCTb, OECHOKOUT MBbIIICUHAS
601, yCcTOHUMBOCT K MH(peKuuu noHwkeHa. [Ipu Havane 3a0oieBaHus B
JIETCKOM BO3pacTe HaOIII0JaeTCs 3aieprkka POCcTa H OKOCTEeHEHUs. Y eTed
HaOII0/]aeTCsl TUMOTCHUTANIN3M, Y MY)XYHH - QEMHUHU3ALMS, UMITOTECHIIUS;
y JKEHIIUH - THPCYTH3M, aMEHOpes.

B kpoBH BBIIBISICTCS IIOBBINICHHE COIEPKAHUS caxapa, CHIDKCHHE
comepxanus Kanblusa. C MoYod BBIIENAETCS HOPMalbHOE HIUM UYTh
MOBBIIIEHHOE KOJIWYECTBO 17-KeTOCTepouIoB M 11-OKCHKETOCTEPOHIOB.
PeHTreHOOOTHYECKHU ONpPEAeNsieTcs HEpe3KO BBIPAKEHHBIH
0CTEOII0PO3, Yallle TeJl T03BOHKOB, HHOI/IA - CIOHTAHHBIE IIEPEJIOMBI.

K

Kanvee 6onesns (m. Calve), vertebra plana, ocreoxoHapomaTus Tena
[103BOHKA, IO3BOHOYHBIIl OCTEOXOH/IPUT, ETCKHH IICEBIOCIIOH IMIIHT.

Onucana ¢paniry3ckum xupyprom Calve J. B 1925 r., koTopbIii cuuTai,
YTO B OCHOBE Pa3BUTHSI [TATOJIOTHH JISKUT aCENTHICCKHIT HEKPO3 I'y0UaToit
cyOcranmuu no3Bonka. C. A. Peiinbepr B 1964 1. mnpenmonoxun
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CYIIIECTBOBaHHE CHMITOMAaTHYECKOTO IIOCKOTO O3BOHKA,
Pa3BHBAIOILIETOCS HAa OCHOBE 303MHOGMIBHOH TIpaHylIeMbl M JPYrux
MIaTOJIOTHYECKUX MIPOLECCOB.

Tlopaxatorcss netu B Bo3pacte or 4 1m0 9 ner. [us 3a0osieBanHust
XapakTepHbl OOJIEBOM CHUHIAPOM M HEOONBIIOH KH(O3, HATOMUHAIOMIUI
rub0yc mpu TyOepKyle3HOM crnoHauwauTte. bolab yacTo Hppaguupyer B
HIDKHYE KOHEYHOCTH. B pesyibTraTe NOCTOSHHOI OONH JETH CTaHOBSTCS
MaJIONO/IBIKHBIMK, IACCUBHBIMM, H30CraloT Hrp U OXOTHEE JIeKar.
TemmeparypHast peakiuss OOBIYHO OTCYTCTBYET, XOTS B HEKOTOPBIX
CIydasx ~ HadaJlo  3a00JeBaHHWS  CONPOBOXKIACTCS  IHOBBINICHHEM
Temmeparypsl Tena 10 37,2 - 37,8°C. Ilpu ocMoTpe oOpaiiaer BHUMaHUE
IIyroBYaTOE BLICTOSHHE OCTHCTOrO OTPOCTKA MOPAXKEHHOTO IIO3BOHKA.
Yame NaToJIOTHYECKUH IPOLecC JIOKAIM3yeTCsl B HIDKHHX TPYOHBIX U
BEPXHCMOSCHUYHBIX IO3BOHKax. Ilopaxarorcs, Kak mpasumo, 1-2
MI03BOHKA.

PenTreHonornueckas KapTHHa B Hadale 3a00JIeBaHUsS XapaKTEepU3YeTcs
OCTEONOPO30M B  IEHTPAlNbHOM YacTW Telda [O3BOHKA, JIETKHM
HEPaBHOMEPHBIM  YIUIOTHEHHEM 3aMBIKATENbHBIX IUIACTHHOK, 3aTeM
PE3KHM yIUIomeHHeM Teia 10 1/3 wiu 1/4 ero BeICOTHI. YIUIOLICHHE Tela
[03BOHKAa PaBHOMEPHOE, C POBHBIMH BEPXHHMH M HIDKHUMH KpPasMH.
Knepenu ymnomenue 6onee BEIpakeHO. IIMOCKUH MO3BOHOK OTHENEH OT
COCEIHHX PACIIMPEHHBIMH MEXKIO3BOHKOBBIMH IHCKaMH. DyHKIWs
MMO3BOHOYHOTO CTOJ10a HapylIaeTcs, NosABIseTCsl HeOoubInas 00J1b, Jerkoe
orpaHHYeHHe IIOJBIKHOCTH. 3a00IeBaHHEe IPOTEKAET MEUICHHO, TOaMH.
Hepenko 6oxe3ns Kanbse sBIseTCs CllydaiiHOH HaXOAKOH PEHTI€HOJIOTa.

Kamepa cunopom (s. Camera), HeBpaJlIrniecKas TFOMOOHIINANITHYECKAs
OCTEOMAaTHs1, HeBPAJITHYECKast OCTEONaTHS.

Briepsrbie onucan uranbsackuM opronenom Camera U. B 1951r.
XapakTepusyercss pOCTOM OOJE3HEHHBIX OCTEO(UTOB B PA3IHUHBIX
OTZEJNIax CKeJleTa, Jallle BCEro B 00IAcTH KOJIEHHOTO CyCTaBa, OCTUCTBIX U
MOTEPEYHBIX OTPOCTKOB MO3BOHKOB. Bonb BHavane JOKanbHas, 3aTeM
pa3BHBaeTCS  KOpemkoBas  0omb, OOOCTpsIOIascss IO  HOYaM,
pedIieKTOpHOE OrpaHUYCHNE IBIKCHUH, aIsIast XpoMOoTa.

Kanoenona cunopom (s. Cpdepont), Crelitona cuanpom, CTeiiHTOHA -
Kanpenona cunapom.

XapakrepusyeTcs OJOHTOAMCIUIa3uel (3yObl KOpUYHEBOro mim Oyporo
IBeTa, OMalb JErko TPecKaeTcs, HENPABHIBHBIM MPHKYC), HEPEenKo
COYCTAIOLIEHCS ¢ XPYNKOCTBIO KOCTEH CKeleTa U MONMUIaKTHINCH.

Kannana - Knaykuna cunopom (s. Kaplan - Klatskin).
Ommucan ameprukanckumu Bpadamu Kaplan H. u Klatskin G.
IpenctaBnser coboif coueraHue capkoMao3a, IcopHasa U Mojarpsl. Y
OONIBHBIX HAOMIONAIOTCS PENUIUBHPYIOMUE MOJArpHYECKHe apTPHTEL,
yenryiyarslii Jumail ¥ npu3HaKU capkouao3a. B kpoBu BbIABISETCS
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THIEPYPUKEMHUS, THIEPIIOOYIHHEMHUS, MHOTJA - THIICPKaJIbLUCMUS U
MOBBILIEHHE YPOBHS 1eJI04HOH (ocaTaspl.

Kannana - Koaune cunopom (s. Caplan - Colinet), cunukoaptpur,
CHJIMKO0ApTpo3, cuHapoM Kamana, peBMaTOHAHBIH THEBMOKOHUO3.

B 1950 r. 6ensruiickuii Bpau Colinet E. onucain cimydaii cHinko3a JTerkux,
OCJIOXHEHHOTO IIPOTPECCUPYIOIMM HeceNHu(DIIeCKHM HH()EKIHOHHBIM
noauaptputoM. B 1953 r. anrnuyanun Caplan A. onucai TOT e CHHAPOM
y yraekomnoB. OH jxe 00Hapy KK 0COOBII BHJ] CHIMKO3a y 3THX OOJBHBIX C
KPYIJIBIMU y3€JIKaMU JUaMeTpoM oT 5 10 30 MM B IEHTpaJIbHOH yacTH
JIETKHX. Y HECKOJBKUX OOJIBHBIX CHIIHKOAPTPHTOM OJHOBPEMEHHO HMENCS
TyOepkyne3 Jerkux. Yame Bcero CHIMKOAPTPUT HAOIMIOHAeTCs Yy
yriekonoB. [lppmunHa KOMOMHAIMM CHIMKO3a M IOJHApTPHUTA JIO
HACTOSIIET0 BPeMEHH HeH3BeCcTHA. HekoTopble aBTOPHI MPUAEPIKHBAIOTCS
B3rsioB [ToHCceTa, KOTOPBI CYUTAl, YTO NPOTPECCHBHBINA IOTHAPTPUT U
CHIINKO3 UMEIOT TYOEpKYIJIE3HYIO 3THOJIOTHIO.

Denpman (1958) y GONBHBIX CHIIMKO30M HaOJIOAAN MOJHAPTPUT HE Yalle,
4eM y JIUI, He CTPAJAIOMIUX CHIIHKO30M. BeposTHO, 3HAYUTENBHYIO POIIb B
BO3HHKHOBEHHHU 000MX 32a00JIeBaHMI1 UTpaeT KOMIUICKC BPEHBIX BIHMSHUIM:
KPEMHHS OKHCb, OXJT)KACHUE, ICHXHIECKasi TpaBMa, HeHpo-TyMopabHbIe
HapyIIeHHs.

Kancanakuca cunopom (s. Kapsalakis), nuacremaromuens.

Omnucan KapsalakisZ. B 1964 r.

BosHukaer cnopaauueckd, 3THOJIOTMs  HesACHa.  XapaKTepHU3yercs
U3MeHeHUAMH B [V 1 V NOSCHUYHBIX MO3BOHKAX B BHJIE UX JeopMaliy 1
cmomuBanus. HabmonaeTcst BropiudHas paJuKysipHast 00Jb.

Kapnenmepa cunopom (s. Carpenter), akporehano-moTHCHHAAKTHINS,
Ieiidpopepa curmpom.

Brnepssle onucan anrnuiickum neguarpom Carpenter G. B 1909r.
Iepemaercss MO AyTOCOMHO-PELECCHBHOMY THITy. XapaKTepU3yercs
akpouedanueii u OpaxumesodanaHrueil B COYETAHHH C  KOXKHOI
CHUH/IaKTWJIME ¥ TpUaKCHaIbHOW INOJIMAaKkTWiIneil kucred m crom. Ha
kucth | majen OKaspIBaeTCs CpALICHHBIM TOJBKO HPOKCUMAIBHOM
(anaHroif, a Ha CTONE OTMEYACTCS IMOJHAs €ro CHHAAKTHiIusA. VHorma
HaOmoaaeTcs coxa valga, genu valgum, pes varus. IIpu 3ToM 3a060eBaHnl
HMEEeT MECTO THIIOTCHHUTAM3M M YMCTBEHHas oOTcrajocTb. Hepeako B
OIHOU ceMbe HaHHas OOJe3Hb BBLIBISICTCS y cuOcoB. Hepemko maHHOM
MIaTOJIOTHH COITYTCTBYET BPOXKJICHHBIIN OPOK CEpALIa.

Kayoena cunopom (s. Cowden), Jloiina - [lenuca - Kaynena 6one3Hb.
Briepsbie omnucan amepukanckuMu Bpadamu Lloud K. M., Dennis M. B
1963 r. 1 Ha3BaH 1Mo GaMUIHU GOIBHOTO.

3aboneBaHue SBISCTCS KOMILICKCOM IOPOKOB pa3BUTHS. XPOMOCOMHBII
HabOp He HapylmeH. XapakKTepu3yercs YMEPeHHBIM CHIDKCHHEM
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MHTEJJIEKTa, CBOCOOPA3HBIM ,,IITHYBUM JIMLOM™ € TUIOIUIa3ueil BepXHEH 1
HIDKHEH delrocTeil, HeOOIbIIUM PTOM, Y3KUM HOCOM C Y3KHMH HOCOBBIMH
XOJaMH, MHO)KECTBEHHBIMU aHOMAIUSAMH 3y0OB, IPEXKIEBPEMEHHBIM HX
BBIIIAZICHUEM,  ,,MOIIOHKONOZOOHEIM”  s3BIKOM  (pedb  HEBHATHaf),
TUIIOIUIA3HeH MATKOTro Heba W si3bIKa, KOPOTKOM mmnuiaeo0pa3Hoii HeOHOit
Iyroif, MHOXKECTBEHHBIMH THIIEPKEPATOTHYSCKUMH MAalMUIOMaMH Ha
KpacHOH KaiiMe Ty0, TBepioM U MsrkoM HeOe. OJJTHOBPEMEHHO OTMEYaeTcs
MHOIHS, CHIDKEHHE CIIyXa, XPOHHYECKHH CHHYCHT M pPHHOGAPHUHIHT.
Habmonatotcst KHCTO3HAs THIEpPILIa3us MOJIOUHBIX JKeres,
MHOJXXECTBCHHbIE KHCTBHI M aJ€HOMBI B INUTOBHIHOW dkelie3e, IICUeHH,
KocTAX. I'pynHas kimeTka Bhajasi, aCHMMETPUYHAsI, KU(DOCKOIHOTHYECKAS
nedopMarys MO3BOHOYHOTO CTOI0A.

Kaygpmana cunopom (s. Kaufmann). Cu.: Ilappo cunopom.

Kagppu oonesns (m. Caffey), wnHOaHTHIBHBI KOPTHKAJIBHBIN
THIIEPOCTO3, CEMEHHbIM  KOPTUKAIBHBIA  runepocros3, Kapdu -
CumbBepmena cunipoM, Kapdu - Cmura cungpom, Kaddu - ne Tonm
CHHJZIPOM.

Breprie ommcan amepukaHckuMHM peHtreHosmoramu Caffey L. u
Silverman W. A. B 1945 r.

Ilepenaercs 1O [JOMHHAHTHOMY THILy, TPOSBISIETCS C POXKICHHUS.
XapakTepu3yeTcs: MOBBIIICHHEM TEMIEPaTyphl, 0OJBI0, OTEKOM MSTKUX
TKaHeH KOHEYHOCTeH, HeNOpa3BUTHEM JUIMHHBIX TpyOuUaThIX KocTei
(6enpennoi, 6OJBLICOCPLIOBOM, KIIOUHIBI) ¥ HIDKHEH  YEIFOCTH.
PEeHTreHONOTrMY€eCKH ONPEACIAIOTCS NEPHOCTAIBHBIC HACIOCHHUS
B 00JacTH KOPKOBOI'O BEIIECTBA KOCTECH, KOTOPHIE C TEUYCHHEM BPEMEHHU
NPEeBPAIAIOTCs B KOCTHONIOMOOHBIE 00pa30BaHMs, PacIoyaraloluecs Io
JUIMHHUKY KOCTEHl.

Kagpgpu - Kenuu cunopom (s. Caffey - Kenny). Cm.: Kennu cunopom.

Kagpdpu - Cunveepmena cunopom (s.Caffey - Silverman). Cu.:
Kagpghu 6onesne.

Kagpdpu - Cnuma cunoponm (s. Caffey - Smith). Cu.: Kagppu 6onesns.

Kawuna - bexa 6one3ny, ypoBckas O00Je3Hb, 3IHJIEMUYECKHI
nedopMHUpYOLIIMH  OCTEOXOHAPOAPTPO3  MHUXailioBa, 3HIAEMHYECKUIT
MOJNUAPTPUT, XPOHUYECKHH  INPOrPECCUPYIONMI  THPEOTOKCHYSCKUH
TIOJIMAPTPHT.

Bnepssie onucan H. . Kammuasiv B 1856 1. 1 6onee nonso - E. B. bexom
B 1906 T.

OTuonorus HEsICHA. bonesns HPOSIBIIAETCS JlereHepaTUBHO-
JUCTPO(UUECKHM IIPOLIECCOM, AaCeNTHYSCKUM HEKpo3oM. 3aboleBaHuUe
pa3BMBaeTCs B  MOJIOJOM BO3pacrte, B IEPUOA  poOCTa KOCTEH.
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XapakTepusyercss yTojdlIeHHeM OSmudu30B, aedopMmaimeil CycTaBoB,
yBelMdeHHeM amno(u3oB, TpeOEmKoB, XpPYyCTOM ¥ OTpaHHYCHHEM
MOJABIDKHOCTH B CyCTaBaX, WHOTJAa HHU3KHAM pOCTOM, JIOPIO30M,
KOPOTKOIIAJIOCTBIO, ~ MCKPHMBJIEGHHEM IajbleB. Yame Iopaxarorcs
Mex(araHroBele M JIOKTEBble  CycTaBbl.  [lopaxkeHue  OOBIYHO
JIBYCTOPOHHEE. PeHnTreHonormuecku OTIpeIeTSIETCSt
nedopmarnms Srmpu30B  (CIUIIOIIMBAHUE, PACTSIHYTOCTB), YTOJICHUE
CYCTaBHBIX XPSIIEH, OCTEONOpPO3, YKOPOUCHHE KOCTel, 0COOEHHO (amanr
MaJbIEeB.

Keiima cunopom (s. Keith), meraduszapHast akia3usi, MHOXXECTBEHHbIE
9K30CTO3bI, AuadM3apHas akjIasus, HACIEACTBEHHas aeOpMUpYIOIIas
JMCXOHJPOILIA3H.

Brepgrie onucan Keith B 1919 1.

HacnencrBeHHoe 3a0oiieBaHMe, MEPENACTCS MO JOMHHAHTHOMY THUILY.
XapakTepusyercs IMOpPaXCHHEM JUIMHHBIX TpPyOYaTBIX KOCTeH B
FOKCTaapTHKYJSIPHBIX (MeTadu3apHbIX) obnactsax pebep, KOocTel Tasa U
4yeperna, TAe OOHAPYKUBAIOTCI KOCTHO-XPSIIEBEIE ,,BBIPOCTHI . Poct
KOocTell Hapymiaetcs, BO3HHKaeT HMX aCHMMETPHYHOE pa3BHTHE,
HOSBISIIOTCS AeOpPMALNK KOCTEH B 00IaCTH KOJICHHBIX U TOJEHOCTOIMHBIX
cyctaBoB. Y 3/4 OONBHBIX OTMEYAaeTCS HU3KOPOCIOCTb. JK30CTO3BI
BBISBJISIIOTCS € pOXKAeHMs, WHOrAa (B 5% ciydaeB) HaOIHOIAOTCS
XOH/POCAPKOMBI, ~4alie B KOCTAX Ta3a. [lopakeHue OOBIYHO
JIBYCTOpOHHEE, CHMMETpPHYHOE. Pa3nnuaioT aBe KIMHHYECKHE (OPMEI
Oone3nn: 1-e mpeobmamanmeM »o9k3octo3oB, Il - ¢ neduryparnmeit
MeTadu3apHbIX obnacTeii, reGopManusIMi KOCTEH KOHEYHOCTEH.

Kenepa nepsas 6onesns (m. Kohler, 1), acentuueckuii Hekpo3
JabeBUAHON  KOCTM  crombl, Baiica -  Mromiepa  CHHIpOM,
OCTEOXOHAPONATHS JIAJALEBUIHOW KOCTH CTOIIBI.

Bnepsele onmcana HemelkuM perrrenonorom Kohler A. B 1908 r.
OTHOJIOrHS M MATOreHe3 HICHTHYHBI aCeNTHYECKUM HEKPO3aM JIH(pH30B
npyroil nokanusanuu. Pa3BuBaeTcs y B3pocnslx soneil. Ilpossusercs
HapylmIeHHeM  XOAbObI,  OOJIC3HCHHOCTBIO M  HPHIYXJOCTBIO B
MPOKCUMAJbHBIX ~ OTAENAX ThlUIa  CTOMbI, YacTO COYETaeTcs C
IUIOCKOCTOIINEM, nedopmarmeit CTOIBI " TaJIBIICB.
PeHTreHOTOTMYECKH ONpPENEIsIeTCsl YBEINYCHHE IUIOTHOCTH,
YILIOIEHUE U CMELIEHHUE B JIOPCOMEINAILHOM HAIPaBIICHUH J1a1bEBUIHOM
KocTH. YacTo 0TMe4aeTcst IBYCTOPOHHEE MOPaXKECHHE.

Kenepa emopasn 6one3ns (m. Kohler, II), octeoxoHaponaTusi rojJoBoK
IUTIOCHEBBIX KOCTEH, aCeNTHYECKHII HEKPO3 TOIOBOK ILIIOCHEBBIX KOCTEH,
Dpeiibepra - Kenepa cunapom.

BriepBble 1aHHOE 3a00/€BaHHE BBIACIHI B OTJCIBHYIO HO30JIOTHYECKYIO
¢dopmy Kohler A. B 1920 r., omucan B 1926 r. aMepHKaHCKHI XHPYpr
Freiberg A. H.
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OTHOJIOTUS, BEPOSITHO, CBSI3aHA C XPOHUYECKOH TPaBMOW U BbI3bIBAEMOW
€10 HeHpococyaucToil peakiueil. Vrpalor onpenesneHHyo poib ObITOBbIE
u 1npodeccuoHanbHble (akTophl. Yame mopakaercss ronoBka I
IIIOCHEBOM KocTH, pexe - [II u IV, Berpeuaercst B 1oHOmIECKOM BO3pacTe,
B 14 - 18 1et, B ocHOBHOM - y aeBouek (70 - 80%). Muorna 3aboneBanue
ObIBaeT ABYCTOpOHHHM. Hauamo 3aboneBaHHS MeIUICHHOE, IIOSIBIISETCS
nporpeccupyronias 60k Mpu X0Ab0e, CTOSIHUHM, IIPH aKTUBHBIX M IIACCHB-
HBIX JBIDKCHHAX MalblieB CTOIbL. KiMHHYeckn oTMedaeTcss yKOpOYeHHUE
MOPaKEHHOTO Taiblld, BCETAa BHIPAKCHO IIONEPEYHOE ILIOCKOCTOIHE,
pexxe hallux valgus. B o00nacTu mOpaKCHHON KOCTH HMEETCS
MPHUITYXJTIOCTh, O0JIE3HEHHOCTD TIPU MaIbIaIHu.
PeHTreHonoruuyecku ONPEeNEeTAIOTCS.  XapaKTepHble UL
aCENTHUYECKOT0 HEKpO3a M3MEHEHHs] B TOJIOBKE OJHOH W3 YHOMSHYTBIX
IUTIOCHEBBIX KOCTeil: OmoaneodpasHas ¢opma CycTaBHOW HMOBEPXHOCTH,
nozgHee - gedopManusd OCHOBAaHUS IPOKCUMAIBHOH (amaHru Hu
BHYTPHCYCTAaBHbIE Tela B IUIIOCHE(AIaHrOBOM CycTaBe. 3abolieBaHUE
MPOTEKAET XPOHMYECKH, JOOPOKAYECTBEHHO B TeyeHue 2 - 2,5 rojga u
3aKaHYUBACTCS BHIPAXKEHHOI! Ae(opManueil TOIOBKH ILTIOCHEBOH KOCTH.

Kenepa - Illmuoa - Ilennezpunu é6onesny (m. Kohler - Stieda -
Pellegrini). Cm.: Ilenneepunu 6one3ns.

Kenuca 6Honesny (m. Konig) .paccekaromuii  OCTEOXOHAPHUT,
OCTEOXOH/IPOIATHS MBIIIEIKa OeJPEHHON KOCTH.

Bnepsele onmcana HemerkuM xupyprom Konig F. B 1889 r.

Paccekaronmii  OCTEOXOHAPO3 MpPENCTaBIsieT Cco0O  acenTHYeCKuit
CyOXOHZAPANBHBI HEKPO3 HEOONBIIOro, MONYKPYrIoil (OPMEI, ydacTKa
onudusa, UYTO YACTO MNPUBOAUT K OOpa3OBaHUIO  CBOOOIHOIO
BHYTPUCYCTaBHOro Tena. 3alojeBaHMe B  OOJBLIMHCTBE — CIy4aeB
BCTpedaeTcs y JIUI Moiojoro Bospacra (0T 18 mo 35 mer). IIponecc vame
JIOKQJIM3YeTCsl B 00JACTH BHYTPEHHErO MBINIENKA, T. €. B T€X y4acTKax
onudusa, KOTOpbIE MOABEPraloTCsi HauOoNbLIeHl  (YHKIMOHATBHOM
Harpyske. [IepBBIMH NpH3HAKaMH SBISIOTCS OO B CyCTaBe pPa3HOM
HWHTCHCHBHOCTH, 4YyBCTBO HEJIOMOTAHHS WM HEYCTOHYMBOCTH B
MOpPaXEHHOM cycTaBe. [Ipu mopakeHMHM BHYTPEHHEro Mbillenka Oeapa
00JIb JIOKANIM3YeTCsl BO BHYTPEHHE-3aJHEM ero orjene. B mocnemyromeit
cTaguM 3a00JIeBaHUSI BO3HHMKAIOT XapaKTepHbIE SBICHHS - ,,0J0Kaza»
CycTaBa, CHHOBHT. B HEKOTOpBIX CilyyasX HaJlMyMe BHYTPUCYCTaBHOTO
Tela CIIOCOOCTBYET Pa3BUTHUIO AepOPMHUPYIOLIETO apTpo3a.
PenTrenonormueckas KapTHHAa IaTOrTHOMOHHMYHAa. Ha mpsmom
PEHTICHOBCKOM CHHMKE B MBIIIEIKe Oelpa, 4alle BHYTPEHHEM, BHIHO
pe3Ko orpaHmyeHHOe KOCcTHOe Teno. CEeKBEeCTp OKaiMIeH, OTJAENCH OT
KOCTH 30HOH IPOCBETJICHNS, KOTOpasi UMeeT pasHylo MIUPHHY U (opMy, B
3aBHCHMOCTH ~ OT  JaBHOCTH  3abomeBanus.  uddepeHunansHyo
JIMarHOCTHKY HYXXHO HPOBOAUTH C CYCTaBHBIMH ,,MBIIIAMHK~ PA3IMYIHOTO
TIPOMCXOXK/ICHUS, XOHJIPOMATO30M CyCTaBa, TyOEepKyJIe3oM, apTpO30M,
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ApTPHTOM, OCTEOMHEIIUTOM, TOBPEKIEHUIMH MEHUCKOB H JIP.

Kennu cunopom (s. Kenny), TyOyIsapHBIH CTEHO3 ¢ TUIIOKAIBIIEMHEH,
Kennu - Kadou cuHIpOM, BPOKACHHBIH CTEHO3 KOCTHOMO3TOBBIX
MOJIOCTEH AMHHBIX TPYOUaThIX KOCTEH.

Omnucan B 1966 r. Kenny F.M. u Linarelli L.

HacnencrBenHoe 3a001eBaHue, THIT HACIIEJOBAHHS TOYHO HE YCTAHOBIIEH -
ayTOCOMHO-JOMMHAHTHBIH MM  CHEIUIEHHBIH ¢ X-XpOMOCOMOIA.
IposBrsieTcss y HOBOPOXKACHHBIX. XapaKTepU3yeTCs IPONOPIHOHATEHOH
KapJIMKOBOCTBIO, MaJICHEKUM JIMIIOM U BBEITYKJIBIM JIOOM, SITH30JMYECKHMH
CyZOpOraMH Ha TII0YBE THUIIOKAIbLIHEMHH, MHOIHEH U APYyrHMH
3pUTENbHBIMH HapymeHumsiMu. Kak mnpaBuimo, Impu  OHOXOMHYECKHX
HCCIIEIOBAHMAX HAXOMAT THIOKAIbIMEeMUI0o H  runepdocdaremMuro.
KocTHble monocTH U KaHaJIbl BCEX KOCTEH CyKeHbI (MY UISIPHbIA CTEHO3)
IpH HOPMaJIbHOM WIM YTONIICHHOM KOpPKOBOM BemecTBe. IIIBBI u
POIHUYKY 3aKPBIBAIOTCS TI03HO.

Kenuu - Kagpgpu cunopom (s. Kenny - Caffey). Cu.: Kenuu cunopom.

/e Kepeena o6onesns (m. de Quervain), Jle Kepsena cunzmpom,
TEHOCHHOBHN KOPOTKOTO pasrubarels W AIMHHON OTBOASAIICH MBINIIBI I
najblia, CTEHO3UPYIOIIUH JIMraMeHTUT 1-ro KaHajga ThUIBHOM CBSI3KH
3aIACThSL.

Bnepssie onmcana mBeinapckum xupyprom de Quervain F. B 1895 1.
3akmouaeTcsi B CY)KCHUH |-ro KaHana THUIBHOH CBS3KH 3aILICTBS, Yepes
KOTOPYI0 MHPOXOJAT CYXOXKHIMS KOPOTKOTO pasrubaTesss M JUIHHHOH
oTBozsmel MpmIsl I manema. CTeHO3 KaHama MOXET OBITh 00yCIIOBIICH
KaK TEHIOBarMHHTOM YKA3aHHBIX MBIIII, TaK M IOPAXCHHUEM THUILHOM
ces3ku. IlpuumHoif 3aboneBaHUsl dYallle BCEro SBISETCS [UTMTENIbHOE
MepeHanpsDKEHHEe MBI, CYXOXKHIHS KOTOPBIX IIPOXOIAT depe3 1-i
KaHaJI, peXe - ONHOKpATHasl TpaBMa.

Bonesup ne KepeHa MoXeT paccMaTpuBaThesi Kak NPOQecCHOHAIBHOE
3a0oneBaHme, dYalle Mopaxaomee >xeHIWH. IIposBusercs Oombio B
00JIaCTH IIHJIOBHAHOTO OTPOCTKA JIy4eBOH KOCTH, PacIpOCTPaHSIOMEHCs
Ha | manmen wmnm mpenmieuse, OONb YCHIIMBACTCSA IPU pasrHOaHUM U
orBegeHnd | mampma. Ilpu omyneiBaHMM B 00JNAcTH IIMIOBHIHOTO
OTPOCTKa JIy4eBOHl KOCTH OIpenerseTcss OOJIe3HEHHash JJIacThyecKas
npunyxaocTblIpy  pEeHTreHOJOTrMYECKOM HCCIIEIOBAaHUHI
HHOTZla OOHApyXKHMBaeTcsi YIUIOTHEHHEe MATKHX TKaHe B oOmactu
LIMIOBHHOTO OTPOCTKA JIy4eBOI KOCTH.

e Kepeena cunopom (s. de Queivain). Cn.: [Je Kepsena bonesnu.
Mde Kepsena nepenom (f. de Queivain), HHTEpKapmaIbHBII
JIFOKCAIHOHHBIH TIEPEIIOM.

HOI[ OTUM Ha3BaHUEM IOAPA3yMEBACTCs MEPEIOM HaI[LeBHI[HOiI KOCTH,
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COUETAIOLIHHCS C BBIBUXOM HOJ'IyJ'IyHHOﬁ KOCTH B JIJaTOHHOM
HanpasBJICHUU.

Kunbexka ampogusa (a. Kienbock). Cu.: 3ydexa curnopom.

Kunoexa 6onesus (m. Kienbock), ocreoxoHIpomaTus HOIYITyHHOU
KOCTH, OCTCOXOHJAPHUT 3aIlsiCThs, TPAaBMAaTHYECKHH OCTEONOPO3 KOCTEH
3aICThS, JIyHATOMAUISIMS, AaCCNTHYCCKHI HEKPO3 MONYIYHHOH KOCTH
3aIACThSL.

Bnepsele onmcana aBeTpuiickuM pentreHonorom Kienbock R. B 1910r.
DTHONOTMYECKMM ~ MOMEHTOM  CYMTAaeTCs  TpaBMa,  BbI3BIBAIOLIAsS
HapylleHHe KpPOBOCHAOXKeHHs KocTed 3amsicThs. CyIIHOCTE 0Oole3HH
COCTOMT B  TIOCTENIEHHO HApacTAlONIeM  AacEeNTHYEeCKOM  HEKpo3e
TOJTYJIyHHOH KOCTH, KOTOPBIH CO BPEMEHEM MPHBOANT K ee parMeHTaruu
1 TIOJHOMY pa3pymuieHuto. Hauary 601e3HH IpeAmecTByI0T MUKPOTPAaBMEI
WM TepesioMbl KOCTeil 3amsicThs. MOTyT BO3HHKHYTBH IICEBIOAPTPO3BI C
BTOPHUYHBIM IIOPQKEHHEM CIIOHTMO3bI M Xpsma. 3aboieBaHne darie
BO3HHKAeT Yy JHI (U3MIECKOTO TpyAa, OCOOeHHO mpu pabore cC
BUOPUPYIOIIMMHU ~ yCTpolicTBamH. Yamme mopaxkaercs IpaBas pyKa.
TosBnstoTCs: 0011b, TPUITYXJIOCTH 00JACTH 3AMACThS, HApyLIEHHE (YHKIUT
KHCTH. 3a00JeBaHNUe JUINTCS HECKOIBKO MeCsIeB, HHora 2 -3 roja.
PeHTreHONOTrMYeCKH ONPEACTAIOTCS YYacTKH CKIepo3a |
ocreonopo3a (papedukanus), NOBTOPHBIE NEPENIOMBI, (parMeHTalus B
00J1acTH OCTEOIN3HCa WIH IIOJTHOE Pa3pyIICHUE Oy IyHHOH KOCTH.

Knunnena - Tpenone - Bedepa cunopom (s. Klippel -Trenaunay -
Weber). Cu.: Knunnens - Tpenone - Bebepa - Pybawesa 6onesns.

Knunnensn - Tpenone - Bedepa - Pyboawesa 6ones3ns (m. Klippel -
Trenaunay - Weber), cuanpom Bebepa, cuaapom Kmunmens - Tpenone -
Bebepa, aHrHOOCTEOTUIIEPTPOPUIESCKUI CHHAPOM, YACTUYHBII THTaHTH3M,
runeprtpoduueckas — IEMAHIHMIKTas3us,  THIepTpodHUYEecKHil  HEBYC,
Y3I0BaThIi OCTEOrHIepTPOGHIECKHIl HEBYC.

BrepBele TpHagy CHMNTOMOB (THIEPTpO(Us MOpaKeHHOH KOHEYHOCTH,
BapHKo3 U naevus angiomatosus) B 1900 r. omucanu ¢paHiry3ckue Bpauu
Klippel M. u Trenaunay P. ITatorene3 uzyden Weber F. P. 8 1907 r. u C,
M. PyGaruessimM B 1928 1. He3aBUCHMO JIPYT OT Apyra.

3aboneBaHue BpOXJCHHOE. B psne ciyuyaeB y marepu, MnojyduBlleld B
nepuos OepeMEHHOCTH TpPaBMy, PEOGHOK POXKHACTCS C YBEIUUCHHOH
KOHEYHOCTBIO M JAPYTMMH IpH3HAaKaMd OoJie3HH. 3aTeM B TEYCHHUE
MOCIIEYIOLIEH KU3HU OTMEYASTCsl ONEPEKAOIINI POCT ITOH KOHEUHOCTH.
IposBisiercss  Oonblo,  OBICTPOH  YyTOMIIEMOCTBIO  YBEIHYCHHOH
KOHEYHOCTH. M3-3a npuinBa KpOBY OOJBHBIE OIIYINAIOT XKap, paclipaHue,
MyJIbCaLUIO. Hab6mtonaercs TUIIEPTUAPO3, THIIEPTPHXO3,
rUnepnurMeHTanus. IlopakeHHass KOHEYHOCTh Teruiee 370poBoil. Ilpu
apTepuaibHOil  opme TedeHwe OGone3HH ocTpoe (OBICTPBI  pOCT
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KOHEYHOCTH, 0O0JIb, KPOBOTOYAILME SI3BbI), PU BEHO3HOH - MacCHBHbIE
BCHO3HBIC pa3pacTaHmsi, arpodus MBIIIL, [OJKOKHOH OCHOBBI U
HOSIBIICHHE $13B HA Y/UIMHEHHOM KoHewyHoctH. Hepenko HaGiromaercst
nedopmanys KocTeil M CyCTaBOB, HapylieHHe (YHKIMH. 3a0oyieBaHHE
HOCHUT XPOHHUYECKHH XapakxTep.

Knunnena - @eiina cunopom (s. Klippel - Feil), cunapom
BPOXKAEGHHON KOCTHOW KpHBOIIEH, BPOXKICHHBIH CHHOCTO3 IIEHHO-
IPYAHBIX HO3BOHKOB, CHHIPOM KOPOTKOM IIEH.

Anomanus onmcana ¢paniy3ckumu HeBponaroioramu Klippel M. u Feil
A. B 1912 r.y GonbHOrO, CTpaaaBiiero HehpuToM, ¢ HEOOBIYHO KOPOTKOI
M HETIOABMOXKHOM IIIE€EH.

BpoxieHHOE HacieCTBEHHOE 3a00JIeBaHUE, TIEPENACTCS 110 ayTOCOMHO-
JOMUHAHTHOMY THITY, HPOSBISIETCS C POXICHHA. B ocHoBe aHoManuu
Kmumnens - @eiind neXUT HapylmleHHe Ipolecca CEerMEHTaluH H
b depenmanyn Me3eHXUMbl. CymHOCTh AehopMaluy 3aKII0YaeTCsl B
OOMIMPHOI KEHKPECTEHIMU (CIAMSHMM) IIEHHBIX MO3BOHKOB. KonmuecTBo
OIEHHBIX MO3BOHKOB OOBIYHO MEHBIIE HOPMEI, a 00Mmasl BHICOTa MCHBIIE
BEICOTBI JTHX II03BOHKOB C JUCKaMH, 4TO H SIBISIETCS HPHINHON
yKOpOueHHs Imied. B 9Ty KOCTHyI0 MacCy MOTYT OBITh BKIIOYEHBI H
BEPXHUE TpyaHble N03BOHKHU. Knuuuyecku cunapom Kimnnens - deiins
MpeJCTaBIsIeT co00H TpHaLy: KOPOTKast Iiesl, HU3Kasi IPaHHIa pOCTa BOJIOC
Ha 1ee (10 ypoBHA | rpyJHOTO TNO3BOHKA) M PE3KOE OrpaHUYCHUE
IBIDKCHUH TonoBeL. [Ipm 3Toif maTonoruy HAOMIOAIOTCS U JpyTUe
BPOJKJICHHBIC aHOMAJIMH: BBICOKOE CTOSIHHE JIONATOK, CKOJNHO3, LICHHbBIE
pebpa, KpUBOIIes, ACUMMETpPUS JIHIA U TyJIOBHINA, KPHIIOBUAHBIE KOXKHO-
MBIIIEYHbIe CKIAaJAKH Ha OOKOBOH HOBEPXHOCTH Imed, AedopManus
ximounn. HeBpoormdyeckue OCIOXHEHHS BCTpEdYaloTcsi B BHAE aTpoduu
MBIIII TJIEYEBOIO MOsiCa, PAacCTPOMCTBA YYBCTBUTENBHOCTH B 00NacTH
oled W TPyAH, KOMIPECCHOHHOTO PpaJHKYIUTa IIEHHBIX KOPEIIKOB,
CHH/IpOMa KOMITPECCHHU CIIMHHOTO MO3ra Ha YPOBHE IICHHOTO YTOJIIECHHS.

Knunnena - @envocmeina cundopom (s. Klippel - Feldstein),
pocTasi CeMeiHasi KpaHHaIbHast THIEPTPOdHs.

Omnucan ¢paniy3ckumu HeBponaroioramu Klippel M. u FeldsteinE.B
1913 r.

IposBisieTcst  akpouedansHoi (GopMoil dYepena, yTONIIEHHEM KOCTEH
CBOJAa uepena M KIIOYHUIBI, YKOPOYCHHEM TalblieB KHUCTeil u crom,
OrpaHUYCHUEM JABIKCHHI MAJIbLIEB KUCTH.

Knwmnke - Opéa napanuu (p. Klumpke - Erb). Cw.:Jiowena -Opba
napanuy.

Knucma 6onesns (m. Kniest), KapiHKOBOCTb, COYETAIOLIAsCI C
KH(O30M.

Omucana Kniest 8 1952r.
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Hacnencreennoe 3aboJieBaHue, MpOsIBIISIETCS c POXJIECHUS.
XapakTepusyercss  KapiMKOBOCTBIO,  CICHH(UYECKHM  JHLIOM  C
Ce/UIOBHIHBIM HOCOM H IIyderjga3ueM. TyIOBHINE YKOpOYeHO, KO3
TPYAHOTO OTAENa ITO3BOHOYHOI'O CTOJ0Aa M PE3KHil JOpJ03 MOSICHHYHOTO
OT/ie1a TTO3BOHOYHOTO cToI0a. KOpoTKast M mMpokast Tpy/AHas KIeTKa C
BIIaBICHHOW TPYAMHON, KOPOTKHE KOHEUHOCTH C yTOJNIIEHHEM B 00NacTH
cyctaBoB. JIBWkeHHMS B CycTaBax orpaHuueHel. B 50% ciydaes
OTMEYaeTCsi Hes3apalleHHe Heba M CHIDKCHHE CllyXa, MO,
KkocomamocTs. Koctu Taza mmpokne. PeHTreHONOTHMUYECKH
HHOT/Ia HAaOJIONAeTcs pacIICIUICHNEe Tell NI03BOHKOB, HICHKH OeIpeHHBIX
KOCTei yKopoueHsl U yToieHbsl. Occudukanus snudu3oB 3anasasiBaer,
OHH TIOSIBIIIOTCSA IO3Xke 3-4 JIeT, HHOTJa K IOJPOCTKOBOMY BO3pacTy,
(dopMa u BennmunHA UX M3MeHEeHbl. OOBIYHO JIETH JIOKHUBAKOT 10 3-4 JeT,
3aTeM MOTHOAIOT OT ITHEBMOHHUH.

Koomena onyxons (t. Codman), XoHapoGiactoma KOCTH.

Brepsrie onucana B 1931 r. Codman E.A.

IpexncraBnsier co6oi XOHAPOOIACTOMY, KOTOpas OTHOCHTCS K YHCIY
JOOPOKaYEeCTBEHHBIX HOBOOOPA30BAaHUH OCTEOr€HHOTO HPOHCXOXKICHHUS.
TIpeumyniecTBeHHO mNoOpaxarorcs iuna B Bo3pacte ot 10 mo 20 ner.
OmyxoJib MOKET pacriojiarathesi Kak B dnuduse, Tak u B MeTadu3apHOit
obmacru. HawmbGonee  xapakTepHasl JIOKauW3alMs -  JUCTAIbHBII
Metadnudus Oexpa, NPOKCUMANBHBIA KOHEL OoJbIeOepoBOil  MiIH
nydeBoit kocTu. KimHudecknm mnposiBisercss GOJBIO, PHIYXJIOCTBIO,
PEaKTHBHBIM  BBIIOTOM B  OJM3NekamieM  CycTaBe, XPOMOTOM.
PenTreHonormyeckas  KapTHHA  ONYXOJNH  HMECT  Psif
0COOEHHOCTEH, MO3BOJISISL.IMNX YCTAHOBUTD IIPABUIIBHBIN ANATHO3.

Koznoeckozo cunopom (s. Kozlowski), cnonmunomeradusapnas
JIHCILIA3Hs.

Bnepssie onmncan Kozlowski B 1967 r.

Hacnencreennoe 3a0oeBaHue, nepegaercs no ayTOCOMHO-
JIOMHHaHTHOMY Tumy. IlposiBasercs ¢ 2 - 3-imerHero Bospacra. Jlims
JAHHOW IIaTOJOTMU XapaKTEPHBI: KapJIMKOBOCTh 3a CYET YKOPOUCHHUS
TYJIOBHUIIA, OTPAaHUYEHHE JBW)XCHHII B CcycTaBax, Ae)OpMALHU IO THITY
genii valgum, ckxommo3, kuo3, YCHIMBAIOMHUECS K IOAPOCTKOBOMY
BO3pACTy, JAIBHO30PKOCTh. PEHTT € HOJNIOT MY € C K U ONpeensIroTcs
reHepali30BaHHAss  IUIATUCIOHIWINSA,  LIMPOKME  KOCTH  Tasa,
TOPHU30HTAIBHOE  PACMOJIOKEHHE  KPBIIH ~ BEPTIY)XXHOH  BIAJWHBI,
HapyleHHe occudukanuy Metadu30B JIMHHBIX TPYOYaTHIX KOCTEH, coxa
vara. Onudusbl MoYTH HEe M3MEeHeHbl. KOCTH ISICTH YMCHBIICHBI B
pasmepax.

Koxeiuna cunopom (s. Cockayne), skTomepMaiibHas aTHIHYHAS
JICILIA3HsL, IPOrePHAIbHbIN HAHN3M.
Briepssie onucan B 1936 r anrnumiickum odransmonorom Cockayne E. A.
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HacnencreeHHoe cemeiliHOe BpOXKAE€HHOE 3a00sieBaHUE, IepellaeTcs I10
ayTOCOMHO-ZIOMUHAHTHOMY THILy, BCTPEYAIOTCS CHOPAJANYECKHE CIIydau.
IposBisieTcss ¢ pokAeHUA. XapaKTepH3yeTCsl THCIPONOPLIHOHAIBHBIM
KapJIMKOBBIM POCTOM, JUIMHHBIMH pyKaMH, OO0YK0OOpa3HOIl rpymHOM
KJIETKOW, KU(O30M, HAIMYUEM OSKTPOAAKTHIMH W  CHHAAKTHINH,
pacIIeIUICHHEM CTOII, He3apallleHHeM TBepaoro Heba miIM ,3asubeil
ry0oii”, JaKpHOIMCTHTOM | rumocnagueii. Kak mnpaBuio, 3yObl
HEJIOPa3BUTHI, OOJIBIINE MEX3yOHBIE NHPOMEKYTKH, HHOT/IA CHIKCHUE
ciryxa, nedopMmarus yIIHOW pakoBHHEL JIBycropomHuii hallux valgus.
CHHIaKTWIVA TaJibleB ObIBaeT U Ha pyKax U Ha CTOIAX, HHOIJA ITaJIbIbI
OTCYTCTBYIOT WM  HEIOpa3BUTH. PEHTrEeHOJNOTHMYECKH
ompenenseTcsl THUIOIUIA3Us JUCTAIBHBIX (DalaHT CpPEeJHUX IIaJbIEB,
yBennueHue pasmepoB | mambueB crom u IV meratap3asibHOW KOCTH,
YTOJIILIEHUE CBOJIA Yeperna.

Konneca nepenom (f. Colles), mepenom JiydeBoil KOCTH B THIIHYHOM
MeCTe, SKCTEH3UOHHBIH MepesIoM JIyueBOl KOCTH.

Bnepssie onmcan Colles A. B 1814 .

SIBnsiercss  Hamboliee PACIpPOCTPAHEHHBIM BHJIOM IepeioMa KOCTeH
mpenmiedsbs. MexaHns3M IepelioMa - HempsiMash TpaBMa, Yallle BCero -
najeHue Ha JIaJ0Hb, HAXONSIIYIOCSA B IOJIOXKEHUH THUIBHOTO CTHOAHUS.
IIpu 3TOoM nuHUA nepenoma npoxoaut Ha 20 - 30 MM BbllIE CYCTaBHOI
JIMHHUY, IHUCTAallbHBI OTIOMOK POTHPYETCS M CMEINAeTcsl B TBUIBHYIO U
Jy4eByI0  CTOPOHY,  BBI3bIBAas  XapaKkTepHYI0  ,,BHIKO-~ MU
L, IITEIKO0Opa3HyI0” nedopmanyro npeamiedss. [lepenom rydeBoil kocTu B
TUINIYHOM MeECTe€ HEPEeIKO COMNPOBOXKAAETCS IIEPEIOMOM MIMIOBHIHOTO
OTPOCTKA JIOKTEBOH KOCTH. Y GOIBHBIX IOXKMIIOTO BO3pacTa AUCTAIbHBIH
OTJIOMOK Pa3zipo0iIeH, JUHHUS IIepesioMa PaclpOCTPAHsIETCsS Ha CyCTaBHYIO
MOBEPXHOCTh. XapakTep TMOBPEXKJIECHHS YTOYHSETCS C  IIOMOIIbIO
peHTreHorpaduy, MPOU3BEACHHOHN B IBYX MPOCKIUSX.

Konnunsza - @panueckemmu cunopom (s. Collins - Franceschetti),
JIOKAaNbHBIH HIDKHEYENIOCTHOH JH30cT03, @DpaHYeCKeTTH CHHAPOM,
KomnuH3a cuapom.

Brepssie onucan Thomson A. B 1846 r., 3atem 6onee Touno Collins E. T.
B 1900 r. u Franceschetti A. B 1944 r.

Hacnenyercs 1o ayTOCOMHO-ZOMHHAHTHOMY THITY, Yallle BCTPEYAIOTCS
CHOpaJMYecKue  ciaydau. XapakTepusyercs TUIOIUIa3uei  HMKHel
YeNIOCTH, MOHTOJOWAHBEIM THIIOM JIMIA, HalW4YdeM KOIOOOMEI,
nedopmaryell YIIHBIX pPaKOBHH, IIyXOTOH, MakporHatued. Hepenko
coyeraercs ¢ aedopmareil KOHEYHOCTEH, OTCYTCTBHEM JIyYEBbIX KOCTEH,
pagHOyIbHAPHBIM CHHOCTO30M U THUIIOIUIA3MEH WIH OTCYTCTBHEM |
NaJIbIIEeB KHCTEH.

Konpaou 6onesns (m. Conradi), Koupagu - XioHepmMaHa CHHAPOM,
onudusapHas TOYEUHAs XOHIPOMHCILIA3US, SNU(U3APHBI TOYCUHBIH

64



Caosaps MHYECKHX HA3BAHMII Goesneii u (V) u
aBT. KON MPOQ. A-p Me/l. HAVK E. II. - Kues: Buma mkona. Tonosroe uan-8o, 1982. - 184 c.

JM30CTO3, TOYewHas snudu3apHas AUCIUIA3Us, BPOXKICHHAs OO0JIE3HBb
TOYEUHBIX 9MUpU30B, BPOXKICHHAS KanpIUpUIUpyomas
XOHAPOMUCIIIA3US, YHHBEPCANbHBIH  KaIbIMHO3, BHYTPHYTPOOHBIH
SNU(U3APHBI KaJIbIIHO3, BPOXKJICHHAs MHOXECTBEHHAs snudu3apHas
JMCIUIA3Hs, SNU(U3apHas JUC-TeHe3Us.

Onucana Hemeukumu neguatpamu Conradi E. B 1914 r. u HimermannC.B
1931r.

3a0oneBaHue  BCTpeYaeTcs PEAKO, Mepefaercs IO  ayTOCOMHO-
JOMUHAHTHOMY THUITy HAcIEIOBAaHHS, BBIPAXKACTCS B IIPOSBICHUH
MHOJKECTBA TOYCYHBIX BKpPAIUICHWH B 00NacTH 3MU(U30B H anopu3os
KOCTEH, MIUTEIPHOM pa3[eNbHOM CYyLIECTBOBAHHU OJTHX OCTPOBKOB
OKOCTGHEHHsI 0e3 CIUSIHHSA. DTH TOUKH HAXOIATCsA Ha IepHpepHu sapa
OKOCTEHEHHs W BO3HHKAIOT JHOO 10 sapa, JubO BMecTe ¢ SAPOM
oxocTeHeHHs dnudu3a. Touednsle BKpaIIEHHs XPsIa MOTYT HAXOAUTHCS
1 B IoKcTadnmubmzapHOd 30He MeradmsoB. HabmonmaroTes kak cirydan
TOTAJIbHOTO IIOPAXEHUS BCEX ONHU(PHU30B, TaK M IIOPOKH Da3BUTHUS
OTJETbHBIX AMU(PH30B.

Juarno3 OGone3nu Konpamu oOBIYHO CTaBUTCS HPH POXKACHHH WIH B
NepBble  Mecsbl JKM3HM peOeHka. KUIMHWYeCKH OHa IIpoOSBIseTCS
PU3OMEIHYECKONH MHKpOMENHel, YKOpOUCHHEM OAHOH WiIM  ABYX
KOHEYHOCTeH, HapyleHneM (YHKIIHH KPYIHBIX CYCTaBOB (crubareibHbIe
KOHTPaKTypsl). MHorma HaOmomaroTcs BpOXICHHBI BEIBUX Oenpa,
CIMHKa HOCAa CEIJIOBUIHON (OpMbI, JOOHBIE Oyrpsl Oe3 yBEIUUCHUS.
BHeckeneTHbIE TNIPHU3HAKH 3a00JICBAaHUS BBIPAXKAIOTCS JIBYCTOPOHHEH
BPOXKJICHHOW KaTapakTOH, W3MEHEHWSIMH KOXHU (CyXOCTb, YTOJIIICHHE,
YeIryiJaToCcTh, HAaIWYHE MOIEPEYHBIX CKIAJOK KOXU Ha YKOPOUECHHBIX
CEeTMEHTaX, Pexke - UXTHO3 U TUIIEPKePaTo3, AeCKBaMUPYIOIIUH 1epMaTuUT),
BPOXKICHHBIMH  IIOpOKaMH  cepima. YacTo  AeTH  pOKHAIOTCS
HEJJOHOLIEHHBIMU.

Konumca - Mamoacu cunopom (s. Kopits - Matolscy). Cu.. @eepa -
Jlaneenena cunopom.

Kommona  nepenom  (f. Cotton), KpbUIOBUAHBIH  IEpesioM
60JTbLIEOEPIIOBOM KOCTH.

Omucan Cotton F. J. u Berg R. B 1929 .

TIpexncrasnsier coOOM TMepenoM HapyKHOTO Kpas MPOKCHMAJILHOTO KOHIA
0obIIeOepOBON  KOCTH, BbI3BAHHBIH HACHIBCTBEHHBIM OTBEICHHEM
TOJICHH, OOBIYHO B PE3yJIbTaTe yAapa aBTOMOOHIBHBIM KPBLIOM.

Komynvo cunopom (s. Cotugno), HEBpOreHHas  HIIUAJITHS,
noMbaroumuac.

BriepBslie onucan uranbsHckuM xupyprom Cotugno D. B 1764 1.

MoskeT OBITh KaK CaMOCTOSITENbHBIM, TaK M CHMITOMATHYECKHM MpH
OCTEOXOHPO3€, OIYXOJIAIX KOHCKOTO XBOCTA, THOMHBIX MpoLeccax co
C/aBJICHHEM MOSICHUYHBIX KOPEIIKOB. XapaKkTepu3yeTcs: 00JIbI0 B 00NacTH
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MOSICHUIBI M KPECTIa, UPPauUpyIOIel Mo X0y CEeIalHIIHOrO HepBa B
6e1po U TojleHb, 00IbIO IPH MaTbHAHU IO X0y CTBOJA CEAIHIIHOTO H
Mano0eploBOro  HEpBOB, PHTUAHOCTHIO IIO3BOHOYHOTO CTONOA ¢
peIIeKTOPHOH KOHTPAKTYypOH MBIIII] MOSICHUIII, MHOTJA C Pa3BHTHEM
CHMIITOMAaTHYECKOIO CKOJIMO3a - BHITYKIOCTHIO B IOPAKEHHYIO CTOPOHY.
OTMmedaeTcs THIOTOHUS M THIOTPOGHS MBI Ha IIOPaXKEHHOII CTOpOHE
(Ip¥ OZTHOCTOPOHHEM HOpaXKeHWM), cuMIToM Jlaccera MOJIOKUTEIBHBIH.
Habmonatorcst Taxke HapylIeHHE YyBCTBHTEIBHOCTH MO JIaTepalbHOU
MIOBEPXHOCTU TOJICHEH M CTOI, BETreTaTHBHBIE PAacCTPOMCTBA B ITOH xKe
obmacTn (MOHM)KEHHWE KOXKHOW TeMIleparypsl, LIHaHO3, YCHJICHHUE
MOTOOTAENEHHS, HApyIIEHWEe pocTa BOJOC M HOrtei). IlaTouHbIil
(axumoB) pediekc ocIabiIeH WM Jaxe OTCYTCTBYET, KOJIEHHBIH pediekc
ObiBaeT ycwieH. Hepenko HaOmomarotcss (GUOpHIUIIPHBIE ITOJEPrHBaHUS
MBIIIII.

Koweeckozo cunopom (s. Koszewski), TreHepann3oBaHHBIA TI'H-
MepoCTO3, BPOXKICHHBIH  OCTEOCKIEPO3, BPOXKIACHHBIH AU GY3HBII
reHepall30BaHHbII TUIIEPOCTO3.

Ionpo6HO onmcaH U BeLeNeH noibckuM BpadoM Koszewski B.J.B 1949r.
3aboseBaHue IPeACTABISIET BPOXKACHHBIM TeHepaTU30BaHHbBIA THIIEPOCTO3
HOBOPOX/EHHBIX, KOTODBIH IIPOSBIIETCS HEHNOCPEACTBEHHO IOCIe
POXKZICHUS M 4YacTO 3aKaHYMBACTCS CMEPTHIO peOeHKa depe3 HECKOJBKO
OHeH. XapaKTepu3yeTcs IMOBBIIICHHEM TOHYCa MBI, CKJIOHHOCTBIO K
cymoporaM. IIpm OHOXMMHYECKOM HCCICJOBAHHU KpPOBH COJIEPIKaHHUE
KaJblMsd HE HapylleHo. PEHTreHONOTrMYeCKU ONpelensercs
mubdy3HbIl  DHIOCTaNbHBIA THIEPOCTO3 C YIUIOTHEHHEM KOPKOBOTO
BemecTBa AUaHU30B, YETKOH M IpsAMoi smudu3apHOil IuHHEH, dhopma
KocTeil U ry0uaToe BemeCTBO HE H3MEHEHEL

Kpabébe cunopom, II (s. Krabbe, II), BpoxaeHHas TeHepaIn30BaHHAS
MBIIIEYHAsT THIIOIUIA3HSL.

Onucan gatckuM Hepomaronorom Krabbe K. H.B 1946 r.

SBaseTcst HpOSIBICHHEM TI€HEPalW30BAaHHOH THUIIOILUIA3MH  MBIIIEYHOI
TKaHU. XapakTepu3yercs MO3MHUM HadaJoM XOABOBI (Tocie 2-IeTHero
BO3pacTa), TUMOTPOGHEed W TUMNOTOHHEW  MBILIL, I[TOBBIICHHOM
yTomisieMocTblo.  Peduiekcsl  HOpManbHBIE WM OCIAOIEHHBIEC.
DNeKTpOoBO30YIMMOCTh MBI HOpPMaJbHas MM YMEPEHHO IIOHIDKEHA.
OTMe4eHbl PAcCTPOMCTBA KPEaTHHOBOrO OOMeHa (CHIDKCHHE —WIH
OTCYTCTBHE KpeaTHHypHH). 3a0oieBaHHe HMeEeT TEHIEHIHI0 K
CaMOIIPOM3BOIBHOMY YITYUIIEHHUIO.

Kpayse - Puze cunoponm (s. Krause-Reese), cunnpom Kpayse, cuanpom
Puse, BpoxieHHas sHIedaIoraasHas JUCILIasus.

Onucan amepukanckumu odransmonioramu Krause A.C. u Reese A. B. B
1946 1.

IpencraBnser CcoOOH KOMIUIGKC BpPOXICHHBIX AHOMAIHMH, BKIIOYAs
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MHKPOO(TaIbMHIO, [IHUCIUIA3HI0 CETYaTKH, aMmaBpo3, Truapouedaiuio,
TUMOIUIA3HI0 MO3Ta, MO3)KEYKa, JICTKHX, BPOXKICHHBIE MOPOKH Cepila,
KPUNTOPXU3M, a TAKKEe AHOMAIMM CKejlera (MHUKPOTHATHS, MaTOJOTHS
CTOII, CHH- WJIH TTOJIUIaKTHIINS, CKOJIHO3).

Kpu-ow-wa cunopom (s. Cri-du-chat), ykopoueHue 5 XpOMOCOMBL.
HacnenctBeHHOE XpOMOCOMHOE 3a00seBaHNe, CBsI3aHHOE ¢ abepparmuei 5
XPOMOCOMBI (JieIeliss U YKOpOUCHHME BEpXHero Iuieda). I[IposBisercst
YMCTBEHHOH  OTCTalIOCTBIO, XapaKTepHBIM  IUIa4eM, THIOTOHHE,
MHKponedaeif, runepTeIopu3MoM, BPOXKICHHBIMH NOPOKAaMH Cepiua,
pacuierieHneM TyO U Heba, YKOpOYEHHEM KOCTeH MSCTbS, TPhDKAMU U
aHOMaJHeH pa3BUTHS HO3BOHOYHOTO CTONOA.

Kpucmuana cunopom (s. Christian). Cwm.:. Xano - I[lonnepa -
Kpucmuana cunopom.

Kpysona cunopom (s. Crouzon), 4epenHO-IUIEBON JU30CTO3, YEPEIHO-
OpOHUTATBHBINA JH30CTO3.

Brepssie onucan Crouzon O. B 1912 .

HacnencrBeHnoe 3aboneBaHue, IHepemaeTcs O IOMHHAHTHOMY THILY.
XapakTepusyercs: Opaxunedanueif, BEITYKIBIM JT00M, THIIEPTEIOPH3MOM,
9K30()TAIBMOM H HAapyXKHBIM KOcoriaszueM. JINIo yMEeHBIIEHO B pa3Mepax
3a cueT HeJOPa3BUTUS BEPXHEH YENIOCTH M YKOPOUEHHUs BEPXHEU IyObl.
VImeeT MeCTO IPOTHATHSL.

Kynu é6onesny (m. Cooley), Oonplias TamacceMus, INepBUYHAS
9pUTPOOIACTHYECKAs AHEMHs, MaIbTUHCKAs aHEMHS, T'e€MOOCTEO-TIaTHs
Kyun, spuTpecMudeckast aHeMusl, XpOHHYECKasi CeMelHas aHeMUSL.
Brepssie onucana amepukanckuM neauarpom Cooley T. B. B 1925 T.
IMopaxatorcst ~ o6bruHO  metu. Hawamo  Oo0ne3HHM — IIOCTEIEHHOE.
XapakTepusyercs Oypoil MUrMeHTanyeil KoXH BOKPYT IJIa3, Ha IpaHHIle
BOJIOCHCTOM YaCTH TOJIOBBI, HA THUIbHON MOBEPXHOCTH KHCTEH, KOXKHBIE
MIOKPOBBI OnefHble. PocT HU3KUM, CKyNIOBBIE H JIOOHBIE KOCTH BBIITYKIIBIC.
PeHTreHOTOTrHMYECKHU ONPENeseTcss OCTEeOonopo3 M ry04aTocThb
kocreif. Cene3eHka U rnedeHb yBenuueHsl. Habuonaercss remonuTudeckas
aHeMHs C HPUTPOOIACTEMHEH, MUKPOIIUTO30M, PETUKYJIOLHUTO30M U Jek-
KOLUTO30M. B CBHIBOPOTKE KpOBH IIOBBHIICH YPOBEHb OWMINPYOHHA.
TeueHue XpPOHUYECKOE, IPOrHO3 HEOIArONPUSATHBIN.

Kynepa cunopom (s. Cooper). Cm.: Hagppyueepa cunopom.

Kypwmannua - Bammena - Illmeiinepma cunopom (s. Curschmann
-Batten - Steinert), cuaapom Kypimanna - llteiinepra, cuanpom barrena
- Teiinepra, cunapom Llreitnepra, cunapom ae Jlanre, nucrpoduueckas
MHOTOHHSI, MUOTOHUYECKAsl TUCTPOPUS, aTpopHIecKasi MEOTOHHUSL.

Onucan Hemeukum tepaneBroM Curschmann H. B 1906 r., anrnuiickum
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HeBpomnarosorom Batten F. E. u Hemenkum Bpadom Steinert H.B 1909r.
OTHOCHUTCSL K MHONATHSAM C HEHOCTOSHHBIM ayTOCOMHO-JOMHHAHTHBIM
TUIIOM HaciefoBaHus. Yame GoNeI0T MyX4uHEI B Bospacte 20 - 30 er.
XapakTepusyercss THIIOTOHHEH, THUNOTPO(QHEH, OTEYHOCTHIO MBINI U
ociia0JIeHHEM MBIIICYHOH CHJIBI. B OCHOBHOM IIpOIieCC 3axBaThIBAacT
crubareny ManbleB M KUCTH, Majble MBIIIBl KHUCTH, JXEBaTeIbHBIC
MBIIIIBl ¥ MBIMIB 3bIKa, I[I09TOMY pedyb HEBHATHas. Bciexctsue
ocJ1abJIeHusT MBILIIBI, TOAHUMAIOIIEH BEpXHEE BEKO, MOCIEIHEE CBHCACT.
W3-3a ocrmabiaeHust MBI 3aThUIKA U TPYyJHHHO-KIIOYHYHO-COCLIEBUTHON
MBIIIIB! JBHXKEHUS. TOJIOBBI OIPaHHYEHE. VI3 MBI IIEYEBOro Iosca
paHbIlle ¥ Yallle MOPaKAIOTCS Hal- M IOJAOCTHAS MBIIIIBI, M3 MBIIII]
HIDKHUX  KOHEYHOCTe - Tpymma IpoHaTopoB. B obmactu
aTpO(QUPOBAHHEIX ~ MBINICYHBIX ~ IPYNI ~ OTMEYAIOTCS  HapecTe3HH.
CyXOXWIbHBIE ¥ NEPHOCTANbHBIE pe(IEKCHl OCIabNeHBl WM JaXKe
OTCYTCTBYIOT. B mosmHux cragmsax 3aboneBaHust B mporecc aTpoduu
3aXBaTBIBACTCS KUPOBasl TKAaHb, B pe3yJbTaTe 4ero OOJBHOM IPOM3BOIUT
BIIEYATICHHE PE3KO UCTOIIEHHOTO.

OTMmeuaeTcs paHHee BBIIAJCHHE BOJIOC, BILIOTH [0 IIOJHOTO OOJIBICEHNS,
MHOTOHHMYECKasi ~KaTapakra, arpodus TONOBBIX keme3. Hepenko
HaOMIOAI0TCS  BAa30MOTOPHBIC PAaCCTPOWCTBA, HApyLIEHHE Myibca U
KPOBSIHOTO JaBJICHUS, aKPOLHAHO3, HEYCTOHYMBOCTh ICHXHKH. B Moue
TMOSIBISIETCS] KPEaTHH.

Kypuyuyca cunopom, I (s. Curtius I); BpOXIEHHBIH YaCTUYHBIN
THTaHTH3M; BPOKJICHHAS TeMHTUIEPTPO(H; TeMHTUTaHTH3M;
OJIHOCTOPOHHSIS THIIEPTPOdHS.

Omnucan HemenkuM TepanesroM Curtius F. B 1925 1.

3aboneBaHHe HACIEJACTBEHHOTO MPOMCXOXKICHUSA, 3aKIIOYaeTCs  BO
BPOXACHHOM YaCTUYHOM THMFaHTU3ME C JUCIUIa3Ueill SKTOAEPMBI U
SHIOKPHHHBIMH  pPAacCTpPOHCTBaMH.  XapaKTepU3yeTCs  BPOXKACHHBIM
H30BITOYHBIM POCTOM OJHOW IIOJIOBHHBEI JIMIA, OCOOECHHO BEpXHEH
YeIIOCTH, MJIH  ,,TUTAHTCKHM  POCTOM”  OTJAEIBHBIX ~ CETMEHTOB
kxoHeuHocTel. Hepenkxo ormewaercs mukpouedamus, cupaxtiams. Ha
KOXK€ W HOITAX AUCTPO(HYECKHEe H3MEHEHHs, HEeBYCHl. 3yOHas sMaib
HEJ0pa3BUTa, THIOJOHTHs, aMmOIMONuUs, JHEBHas cienorta. llcuxuka
HapyIIeHa, OTMEYaroTCs SHJOKPHHHEIE paccrpoiicTBa c
THIOTeHUTAIM3MOM, THITOIIIA3HEH TOJIOBBIX XKele3.

Kyckokeum cunopom (s. Kuskokwim), HacimenctBeHHas ¢opma
apTPOTPHUIIO3a.

Tun mepenaun ayTrocomHO-perieccuBHbIi. HacnmenctBennas —¢dopma
apTPOTPUIIO3a, BEIIBICHHAS Y OCKHMOCOB AJIICKH, IPOXKUBAIOIIHX B
nenpre  pekn  KyckokBuMm. — XapaKkTepH3yeTcsi — MHOXECTBEHHBIMH
KOHTPAaKTypaMH B CyCTaBaX U TYTOMOJBUKHOCTBIO, COYETACTCS C APYTUMHU
CKCIICTHBIMH ~ AHOMAlMSIMU:  CIIOHIMJIONHCTE30M,  IICEBI0apTPO30M
KITFOUHULEL, nedopMaryeil Tena | moscHUIHOro Mo3BOHKa.
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Kygca cunopom (s. Kufs). Cu.: Tes - Caxca bonesHs.

Kwezenvoepza - Benanoepa cunopom (s. Kugelberg - Welander),
IOBEHMWJIbHAsL ()OpMa MTPOrPECCUPYIONICH MBILIEUHO aTpOpHH.

Brnepsoie BbienieH u ommcan B 1956 r. mBEACKMMH HEBPOMATOJIOTaMHU
Kugelberg E.n Welander L.

HacnencrenHoe 3aboneBaHue, TNepenaeTcss Kak IO ayTOCOMHO-
JIOMHHAHTHOMY, TaK M II0 ayTOCOMHO-PELECCHBHOMY THUIly. 3a00JeBalOT
JeTH CTapliero Bo3pacTa (IIOJPOCTKHM) M B3pOCIbIe. XapaKTepU3yercs
aTpo(uell MBI TYJOBHIIA ¥ KOHEYHOCTEH, B MEPBYIO Oouepenb Iuieya,
Oenpa, 3areM TpenIieybs, TOJEHH, OOJIbI0, CIa0OCTBIO  MBIIILI,
BTOPUYHBIMH JIe()OPMALUSIMU [TO3BOHOYHOIO CTOJNI0A M KOHEYHOCTEH.
3aboneBaHue NPOrpecCUpyIoIee.

Krwmmensn cunopom (s. Kimmel). Cu.: Krommens - Bepnesi 6onesn,

Krommena - Bepnesa 6onesns (m. Kimmel - Verneuil), cuanpom
Krommens, cnonmmmut Krommens, kudo3 Krommens, TpaBMaTHUecKUH
CIOHAWINT, TpPaBMAaTHYeCKas CHOHIWIONATHS, HOCTTPaBMATUUECKUH
Kr(03 O3BOHOYHOTO CTOIOA.

Omucana B 1891 r. memenkum xupyprom Kimmel H. m B 1892 r.
¢bpany3ckum xupyprom Verneuil A. A. S.

Pa3BuBaeTcs y nuI, HepeHECIIMX TpaBMy IIO3BOHOYHOTO croiba. Yepes
HECKOJIBKO HeJenb WM jJaxke Jer (2-3 r.) pa3BuBaercs Ku(OTHUECKas
nedopmanys Mo3BOHOYHOrO CTOJ0A HA MECTE KIMHOBUIHON AedopManuu
1mo3BoHKA. JleopMarus pa3BUBACTCS BCISACTBHE aCENTUUECKOTO HEKPO3a
ry04aToro BeIecTBa IMO3BOHKA, KaK CJIEACTBHE KPOBOWBIMSHUS IOCIE
TpaBMbl. Yalle BO3HHKAET B MOSICHUYHOM OT/IelIe TO3BOHOYHOIO CTON0a Yy
UL, 3aHUMAIONIUXCS TSDKEIBIM (DH3UYECKHM TPYIOM, U Y CIIOPTCMEHOB,
MPEUMYIIECTBEHHO Yy MYX4HH. CHMITOMBI 3a00JeBAaHHS ITOSBIISIOTCS
BHE3aIlHO, HHOTJA JkK€ IIOcje IOBTOPHOH HE3HAYMTENbHOH TpaBMBI
NOCTETICHHO ~ oOpasyeTcss  OONE3HCHHOE  BBIIYMBAaHHE -  Topo.
PenTreHonormuyecku OlpeneNseTCs pacumpeHue
MEXKIIO3BOHKOBBIX MPOMEXYTKOB U Pa3sBUTHE KIHHOBUIHOH (OPMbI
no3BoHKa. bonesns Kiommens cnenyer muddepeHIIpoBaTs Ipexke BCEro
¢ TyOepKyIIe3HbIM CIIOHAWINTOM ¥ OoJe3Hblo Kanbse.

Kwonuepa cunopom (s. Kiintscher).

Bnepssie onmcan Kiintscher G. B 1939 1.

IposBistercs KJIHHUKO-PEHTI€HOIOT HYECKUMH HpHU3HAKAMU
aCENTHYECKOTO HEKPO3a MIPOMEXXYTOUHOH KIMHOBHIHOM KOCTH.

JI
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Jasepve cunopom (s. Laverie), mepuoanuecKuii mapaind KOHEUHOCTEH,
TMapoKCU3MalbHasi MHUOIUIETHs, MapOKCU3MAIbHBINA Mapaiuy, CeMEHHBIH
MIePHOANYESCKUN TTapannd.

Bnepseie onmcan Laverie B 1853 1.

HacnencreenHoe paccTpoiicTBO 0OMEHa MBIIIEYHOM TKaHH, O-BUANMOMY,
CBSI3aHHOE C HapyIIeHHeM OalaHca Kamblus M MarHus. Haumnaercs B
Meproj; TIONOBOTO  CO3DEBAHMS, pEeXe B JETCKOM BO3pacTe, C
MPUCTYNIOOOPA3HBIX BSUIBIX OOpAaTUMBIX Napainuell KOHEYHOCTEH, darie
KBaIPUILIETHH, MPOJODKAIOIIUXCS OT HECKOIBKUX YacOB 10 HECKOIBKHX
nHel. IlpucTynbl HauMHAIOTCST OOBIMHO HOYBIO C OLIYLICHHS JKaX[Ibl,
00MIBHOTO MOTOOTAENeHUS. PedaekropHas Bo30yIMMOCTh yMEHbIIACTCS,
a CyIIeCTBEHHBIX HapyIICHWH UyBCTBHTEIBHOCTH HeT. Bo Bpems
MPUCTYIIOB TIOHIIKACTCS JABJICHHE KPOBH, MOSBISIOTCS BereTaTHBHBIC
paccTpoiicTBa, YCHIICHHAs IOTIUBOCTb, PE3KOE UyBCTBO TOJIOJA, PBOTA,
HapymeHue cryna, omurypus. C BO3pacToM 4YacTOTa IIPHCTYIIOB
YMEHBIIACTCsI, TsDKECTh UX obyerdaercs. B kpoBu ompenensiercs
HapyIIeHHe COePKaHMs KaNbIUs U MarHUs, THIIOKANbIIUEMHS.

e Jlanze cunopom (S. de Lange), amcrepiamMcKkasi KapJHKOBOCTb.
Brepsrie onucan romtanackum neauatpom de Lange B 1933 .

OtHONOrHsA 10 KOHIA HE BBIICHEHA, OJHAKO IPH 3TOM 3a00JICBaHUH
HaxomIT HeOoiblIMe W3MEHeHHWs B XpoMmocomax. Yame ciydau
cropaguueckre. XapakTepu3yeTcsl YKOPOUCHHBIM TYJIOBHILEM, KPYTJIbIM
JIHIOM, ,,KypHOCHIM” HOCOM, THUIIEPTENIOPU3MOM, TUIIOIUIA3HeH HIDKHEI
4emocTH. VMeeT MecTo yMCTBeHHash OTCTanocTb. HanOpoBHble ayru
BBIMYKIIbIC, HU3Kas JIMHUS POCTa BOJIOC, YEPeNl YMEHBIICH B pa3Mepax.
VYxazanHble JehopMaIuy COYETAIOTCS ¢ BPOXKICHHBIME OPOKAMHU CPeALa
(meperoposiok) u runocnaaueil. Mukponedanus codeTaeTcst ¢ MUKpPOTHa-
THEH U He3apalleHueM HebOa. Hepenko oTMeudaroTcst Heopa3BUTHE KOCTEH
KOHEYHOCTEH, INPEeHMYIIECTBEHHO YJIBHAPHOU CTOPOHBI, OTCYTICTBHUE
MajbleB W CHUHAAKTWIHS, CrHOATeNbHbIE KOHTPAKTYpHI IPEAIUIeUHil,
aQHOMaJIMH TO3BOHKOB (JIFoMOOIIM3aIMs, cakparu3anus, spina bifida).

Janzepa cunopom (s. Langer), Mme3oMmennyeckas KapJIMKOBOCTb,
TUITOIUIA3Hs KOCTEH.

HacnencreeHnoe 3aboneBaHue, epeacTcs M0 ayTOCOMHO-PELECCHBHOMY
THITy, TNPOSBIIETCS C POXICHHS. XapaKTepU3yercs KapiIHKOBOCTBIO,
ME30MEIMYECKOH MUKPOMENIMEH, HEeJIOpa3BUTHEM HMXKHEH uelocTH,
YKOPOUCHHEM JUIMHHBIX TpPyO4YaThIX KOCTel, Ooliee BBIPAXKCHHBIM B
CPeHUX YacTSX CErMEHTa, YeM B KOHIEBBIX, TMIIOILUIa3HeH AUCTaIbHOTO
KOHIIa JIOKTEBOIT KOCTH M OTCYTCTBUEM sIICP OKOCTCHEHHUSI €€ AUCTATbHOTO
smuduza u snupmsa rydeBoid koctu. IMociaenHsss 0OBMHO JyrooOpasHO
uckpuBiieHa. OTMedaeTcss THUIOIUIA3Hs  NPOKCHMAIBHOTO  KOHIA
Mao0epoBOi KOCTH, OTCYTCTBHE WM HEMOJHOE OKOCTCHEHHE T'OJIOBKH
Mano6eproBoit KOCTH. Bonbmebeproas KOCTb YKOpO4YeHa,
nedopMHpOBaHa, B Hell HACTyHaeT paHHee KOCTHOE CHHOCTO3HPOBAHHUE
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anudusa u Meradusa. UHTEIIEKT, KaK IPABUIIO, HE HAPYIICH.

Janzepa - I'aidaiiona cunopom (s. Langer - Giedion), Tpuxo-pHHO-
aypuKyJo-halaHroBass MHOXKECTBEHHAsl 9K30CTO3HAsl JUCIUIA3us, THH I,
MHO)KECTBEHHAs 9K30CTO3HAs! AUCILIA3Hs, IEPUPEPHICCKHI TU30CTO3.
Omnucan B 1969 r. Giedion.

Otnonorust HewsBecTHA. [IposBiIsieTcss ¢ POXKICHUS B BHIE KapJIMKOBOIO
pocta, MuUKpouehainy, CONPOBOXKIAIONICHCS YMCTBEHHOH OTCTaJIOCTBIO,
OompmmMK  1e(OPMUPOBAHHBEIMH ~ YIIAMH, YMEHBIICHHOH HIDKHEH
YEeNIOCThIO, IMHPOKUM PACIUIaCTAHHBIM HOCOM. [ HIIOTOHMS KOXKHM W MBIIIII,
YBEJIMUYMBAIOIIASCS C BO3PACTOM, H30BITOYHAS MOABIDKHOCTH B CyCTaBax.
Onuousbl GanaHr KUCTeH HEIOPa3BHTHL, HMEIOT KOHHUECKYIO (opMy, Ta-
KHE K€ HM3MEHEHMs] HaXOoMIT B SHH(pH3aX KOCTeH ISCThs M 3aIlsCTh.
MHOKECTBEHHbBIE XPSILEBbIE SK30CTO3bI, B TONOBKE O€IpEHHOH KOCTH
IIPU3HAKK aCENTUYECKOro HEKpo3a, aHalornynsle 6onesnu Ilepreca.

Janounza 6onezns (m. Landing). Cm.: Tes - Caxca 6one3Ho.

Janoonvia cunopom (s. Landolt), BpoxaeHHas 3CCEHIMAIbHAS
TPOMOOTIEHUS, BPOXK/ICHHAst TPOMOOTIEHHYECKas IMypIypa.

Omnucan mBeiinapckum neauatpom Landolt R. F. B 1948 r.

IpexcraBisieT coYeTaHHe BPOXK/ICHHOM TMIOIUIACTHYECKON TPOMOOIICHHI
CO CKENETHBIMH aHOMAIMsIMHU (aruiasus JIy4eBOH KOCTH, Pexke - JIOKTEBOM
KOCTH).

Jdanoysu - [Jencepuna 6ones3ns (m. Landouzy - Dejerine), MpieqHast
muctpotus Jlanmysu - Jlexepuna, miede-IT0HATOYHO-TUIIEBAsT MBIIIETHAS
JIHUCTPOGdYS, IPOrPECCUPYIONIAs MBIIIEYHAs! JUCTPO(US, MUOTIATHSL.
Omnucana Landouzy L. u Dejerine J. B 1886 r. Ilpencrasmsier coGoii
HACJIEICTBEHHOE 3a00/eBaHHE C ayTOCOMHO-JOMHMHAHTHBIM THIIOM
mepesavd, HEpeAKo ObIBAlOT M CIOpAagMdYecKhue Cilydan OOJIE3HH.
IposiBnsieTcst ¢ poskaeHust. XapakTepusyercss ocnablIeHHeM JIMIEBBIX U
IUIede-JIONAaTOYHBIX MBI ['7a3a 3akphITHI H3-3a Iape3a INIa3HHYHBIX
MBI, JbIXaHHE 4Yepe3 HOC HapyLIeHO, CBUTSIIEE, JHIO HAOMHHACT
»Macky counkca”. ['yObl BBIBEpHYTBI, HIDKHsSI Tyba ,,BbICTymaet”
KIepenu, IpH YIBIOKe pOT INPHOOpeTaeT CTpaHHYIO (GopMy - He
TOPH30HTANIBHYIO, @ BepTHKaNbHYI0. Hepenko B mporecc BOBIEKAOTCS U
MBIl CIIHHBL.  Mopdoornyeckoe HCCleJOBaHHE YKa3blBaeT —Ha
HCTOHYEHHE MBI, UX IEreHepalyio, 3aMeIeHHe MBIIIEYHBIX BOJIOKOH
JKHPOBOH U COSTUHUTEIEHOH TKaHbI0. ATPO(HS MBILIII IPOIPECCUPYET.

Jannenonza cunopom (s. Lannelongue). Cu.: Oceyoa - Llnammepa
CUHOPOM.

Janno - Knepe cunopom (s. Lannois - Cleret). Cm.: babunckozco -
Dpenuxa cunopom.
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Jlapcena cunopom (s. Larsen), BpOXICHHbIE BBIBUXM CYCTaBOB,
MHOKECTBEHHBIEC BPOXKICHHbIC BBIBUXH.

Brepsele onncan amepukaHckuM neauarpoM Larsen L. J. ¢ coaBTopamu B
1950 r.

HacnencrBennoe  3aboneBaHue, mepefaeTcs Kak IO ayTOCOM-
HOPELIECCHBHOMY, TaK M 10  ayTOCOMHO-IOMHHAHTHOMY  THILY.
IposBisieTcst ¢ MOMEHTA POXKACHHS. XapaKTepU3yeTCsi MHOXKECTBCHHBIMHU
BEIBUXAaMH B CyCTaBaX, cBOcoOpa3HOU ()OpMOIl Juma: BBITYKIBIM JIOOM,
THIEPTEIOPU3MOM M BOTHYTHIM OCHOBaHMeM Hoca. Habmomaercs
n30bITOYHAs MOJBMXXHOCTh B CyCTaBaX, yKOPOYCHHE KOCTEH ISICTH U
MIPOKCHMANBHEIX (alaHr, He3apameHue HeOa. CpeqHue M IHCTalIbHBIC
(hayaHry manbleB yUIMHEHBI, IMEIOT IIMINHAPHIecKylo dopmy. Hepenko
Hapsly C BBIBUXaMH B Ta300€PEHHBIX, KOJCHHBIX M JIOKTEBBIX CyCTaBax
OTMEUYAIOTCS KOCOJANOCTh, AHOMAIHU Pa3BUTHS IIO3BOHOYHOTO CTOINOA,
ruapouedays.

Japcena - Hoxancona cunopom (s. Larsen - Johansson), Gone3Hb
Hoxancona - JlapceHa, IOHOIIeCKas OCTEONATHs HAJKOJCHHHKA,
OCTPEXOHAPOIATUS HAJIKOJICHHNKA, ACCITHYECKUI HEKPO3 HaJIKOJICHHHUKA.
Omnucan HopBeXkckuM BpadoM Larsen C.B 1921 r. 1 mIBEICKUM XHPYProM
Johansson s.b 1922 .

3aboneBanue HaOIIOJAETCS MPEMMYLIECTBEHHO Y IOHOWIEH. [IposBisiercs
OOJIBI0 B KOJEHHOM CYyCTaBe, IPHUITYXJIOCTBbIO, OOJIE3HEHHOCTHIO IpH
HaJaBIMBAaHWY  HAJKOJCHHHKA,  PELUJUBUPYIOIIUM  CHHOBHUTOM.
PEeHTreHONOTrMYECKH OTMEYACTCS H3BEACHHOCTh KOPKOBOTO
BEIIECTBA [EPEeIHE-HIDKHEH YacTH Ha/IKOJICHHHKA, HHOT[a - CEKBECTPALIUS
1 (hparMeHTHPOBAHHE €ro HIDKHETO IIOJII0Ca, IPH3HAKH IEPHOCTUTA.

Jayéa 6one3ns (m. Lauba). Cu.: Oczyoa - LLnammepa 6one3ns.

Jdaysnwmeiina nepenom (f. Lauenstein).

Iox fMaHHBIM Ha3BaHHEM IIOJPA3yMEBAETCS HM30JHPOBAHHBINA IEPEIOM
Kpasi TUCTabHOro MeTa’nudusa 00biedeprioBoil koctr. KinHnueckne
MPOSIBIICHHSI ITOTO ITepeioMa He OTIMYAIOTCS OT MPH3HAKOB YIIMOA WM
MOBPEXJACHHUS  CBI30K M HEPEAKO  IPOCMAaTpHBalOTCS  0e3
PEHTICHOJIOTHYECKOTO HCCIEIOBAaHUs, KOTOPOE II03BOJSIET YTOYHHTH
XapaKTep MOBPEIKICHHS.

Jlezea - Kanvee - Ilepmeca done3ns (m. Legg - Calve - Perthes),
6one3up Jlerra, Oonesup Ilepreca, merckuit —medopMupyromumii
OCTGOXOHJPUT  Ta300eJPEHHOr0  CycTaBa, ONU(PU3HOHEKPO3,  HH-
(GaHTHUIBHAS ~ KOKCAITHs, IOHomIeckas omudusapHas coxa plana,
MCEeBJJOKOKCANTUs,,  Oone3sHb  BanbaeHCTpoma, — IOBEHWIBHBIH  je-
(opMupYIOIHIl apTPUT, SHUPH3UT.

BriepBbie 3T0 3aboisieBaHKe omnmcan amepukaHckuii xupypr Legg A. T.u
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mBenckuit Bpau Waldenstrom H.B 1909 r.;3ateM ¢paHIy3ckuii Xupypr
Calve J. B 1910 r. B Tom xe romy Hemeukuit xupypr Perthes G. C.
mpencTaBun Oonee MOAPOOHYI0 XapaKTEPHCTHKY TaHHOW IaTOJNOTHH,
Ha3BaB ee¢ JIETCKUM Ae(OPMUPYIONIHM OCTEOXOHAPUTOM Ta300eIpEeHHOro
cycraBa. B nmTeparype 3T0 3aboieBaHHE dHallle HA3bIBAIOT OOJIC3HBIO
ITepreca.

Otnonorust  OonesHn  Hesicha. He  oTpumaercs  Haclie[CTBEHHOE
HpespacroiokeHne K 3aboneBaHuio. Berpewarorcst ceMeiHbIe (OpMbI
oToit maromoruu. OOBIMHO MOpakaloTcsl JeTH B Bospacte 4 - 12 ner.
Manbunku 3aboneator yamie (85%  ciydaeB), uYeM  JICBOYKH.
XapaKkTepu3yeTcst aCeTHYECKUM HEKPO30M TOJIOBKH OCIPEHHOIT KOCTH C
MIOCIEYIOIIM e¢ CIUTIOIMBaHUeM U (parmenTanueil. Ilospistiorcs 6016
W OrpaHHYeHHE IBIDKEHHH B Ta300€IpEeHHOM CycTaBe, XpOMOTa.
PenTrenonoruuecku Omnpenensercss paclIUpeHHE CyCTaBHOU
IeNH, OCTEOHOpO3 FONOBKH, ee Aedopmarus. 3aboleBaHHe Pa3BHBACTCS
MOCTETICHHO ¥ MEUICHHO IIPOTPEeCcCHUpYeT, CHayala BO3HHKAET CTaus
HEKpO3a M KOMIPECCHH TOJIOBKH, 3aTeM - (parmeHrauuu, jaumuecs 10 -
12 Mec, mocime dYero HA4YMHACTCS CTafgus BOCCTAHOBIICHHUS TOJIOBKH,
npojospKaromasics 2 - 3 roja.

Jeooepxoze cunopom I (s, Ledderhose, I), Gomesnsp Jlemmepxose,
KOHTpakTypa Jlennepxose, IIaHTapHBII alOHEBPO3HUT.

Onucan HemeukuM xupyprom Ledderhose g.b 1894 r.

IposBisieTcst crubaTeNnbHOH KOHTPAKTypOH MalbIeB CTOIBI, Yalle BCETo
IV - V, B pesymnprare IOCTENEHHOIO0 YKOPOUYEHHS IUIAHTApHOIO
amoHeBpo3a. VHorma Ha  MOAOIIBEHHOH — MOBEPXHOCTH  CTOIIBI
MaTbIHPYIOTCS MOAKOXKHBIE (pubpo3Hble y3enku. [Ipu nmporpeccupoBaHun
3a00JIeBaHMs BO3HUKAIOT 3aTPYAHEHHS IIPU X0b0e.

Jeooepxoze cunopom, II (s. Ledderhose, II).

Bnepssie onncan Ledderhose G.

PasBuBaeTcsi B pe3ysbTaTeé TPAaBMaTHYECKOTO paspblBa ILIAH-TApHOM
(acuuy, IposIBIETCS CUIIBHON OOJIBIO B CTOIIE IIPU HArpy3Ke WIIH X01b0e.
B o6mnactu I mIrocHEBO# KOCTH Ha ITOJOIBEHHOI MOBEPXHOCTH CTOIIBI MO
KOXeH ompezensercs OONE3HEHHOE MPH  Malbllallid  00pa3oBaHHE
okpyrnoil ¢opmel. [laHHOe MHOBpeXIEHHE Hepenko HabIomaeTcss HpH
TriepesioMax KocTeif TONeHH M CTOTIBL.

Jdexncena cunopom (s. Lejeune), CHHIPOM ,,KOIIAYBETO KPHKa”.
Bnepssle ommcan dpaniry3ckumu Bpadamu Lejeune I, Lafourcade I, Berger
K. op. B 1963 .

SBaseTcst KOMOMHAIMEH MOPOKOB PA3BUTHS, BBI3BAHHBIX IMOPAKCHHEM
xpoMocoM. Yarie 6oNeroT AeBoYKH. XapakTepu3yeTcsl Mol Maccoii Tena
IpH POXACHHH, TDKEIONH 3alepKKOH (U3MYECKOrOo M MCHXUYECKOro
Ppa3BUTHUS, MUKpoLedanueii, KOpoTKoif meeil. XapakTepHO CTPOSHHUE JIUIA:
KpyTJIoe, THIIEP-TEIOPU3M, BEICTYHAIOIHe JOOHBIE Oyrphl, KOCOTIIa3He,
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iockas Gopma Hoca, NyboKoe pacrosioKeHHE YIIHBIX PAKOBUH U HHOTA
UX JMCIUIa3usi, MUKpOTHaTHs. OTMEYaloTCs TMIIOTOHUS M THIOTPOGUs
MblmeqHoif cucteMbl. Co CTOPOHBI OHNOPHO-ABHTATEIBHOTO ammapara
XapaKTepHa YeTBIPEeXIaJoCTh. Ha JIOKTeBOH IOBEPXHOCTH KUCTH
HapyuieHa aepmaroriuduka. XapakrepeH cBoeoOpa3Hblii KpHUK (TIOX0XKHUI
Ha KPUK KONIKH) BCJIEACTBHE THIOIIIA3UM ropTaHd. Hepenko mpu 3ToM
CHHZIpOME HaOIIOAIOTCS TAKOKe IIOPOKH Pa3BUTHUSI BHYTPEHHHX OPTaHOB.

Jeiidoena - Mebuyca -Lummepnuna cunopon (s. Leyden - Moebius
- Zimmerlin). Cyu.: Opba 6onesns.

Jdemana - Pubounza - Mionnepa cunopom (s. Lehmann - Ribbing -
Miiller). Cm.: Pub6unea cunopom.

Jdepu cumnopom, I (s. Leri, 1), wMemopeocTo3, TIHIEpPOCTO3,
TUIEPOCTaTHYECKas! OCTEONAaTHsl, ,, TeKYIIUNA ™ THIIEPOCTO3.

Brepsrie onucan ¢paniy3ckum HeBponatosnorom Leri A. B 1922 r.

Tun HacieOBaHHS HE YCTAaHOBIICH. Penkas BpOKACHHAs aHOMAIUS
ckenera.  XapakTepU3yeTrcs  HEepUOCTAIbHBIM M 9HIOCTAIBHBIM
paspactaHMeM KOCTHOH TKaHu, J0ypHeauuei, (uOpo3upoBaHHEM
KOCTHOTO MO3ra. 3abojieBaHHe Te4eT OECCUMIITOMHO M YacCTO SBISETCS
CIy4ailHOH pEHTIeHOJIOTHUECKOW HaxojkoW. [Ipu MHKpOCKOIHMYECKOM
HCCIIEZIOBAHUH OIPEEISIETCs, YTO KOCTH MOKPBITHI TOJCTBHIM HNEPHOCTOM,
KOPKOBOE BEIIECTBO BOJIHOOOpa3HO. OTMeuaeTcst MbllIe4Has atpodus,
WHOrga OOJIb M OrpaHWYCHHE [BIDKCHHH B cycraBax. Jlepopmannun
BO3HHKAIOT peako. B 16% ciydaeB oTMedaeTcs CKIEPOIEPMHS KOXKH.
BruoxuMuyeckux U3MEHEHH He BBISIBICHO. [IpOrHO3 O1aronpusTHBIN.

Jepu cunopom, 11 (s. Leri, 1), ceMeiHbIi MI€0HOCTEO03.

Onucan ¢paHiy3ckuM HeBponaTtonorom Leri A. B 1922 .

Ipencrasmsier HAaCJIeICTBEHHOE BPOXKJCHHOE HapyILIeHHe.
XapakrepusyeTcs YKOpOUEHHEM KOHEYHOCTEH, OrpaHUYEHHEM JIBMKEHUI
U yMepeHHO#l nepopmaiell CycTaBOB, SIBISIOLIMXCS —PE3yJIbTaTOM
MPEKEBPEMEHHOI occu(prKany Snu(H30B JINHHBIX TPyOUaThIX KOCTEH.
KopoTkue  yTONmIEHHBIE MOpeAIUieybs MPOHHPOBAHBI,  CYIHHALHS
orpaHnyeHa. Ilimedn HaxXOASATCS B IIOJOXKCHHM BHYTPEHHEH pOTAlMd U
npuBesieHus. benpa poTupoBaHBl HAapyXKy, MPUBEACHUE HX HEBO3MOXKHO.
OTMmevaeTcss  OrpaHHYEHHE TOJBWKHOCTH  IO3BOHOYHOrO  cTOJNIOA.
XapakTepHbl TaK)KE€ MOHTOJIOHIHOE JIHIO, HU3KHH POCT, CHIDKCHHBII
HHTEIUIEKT. PEHTIr € HOJNOTMYECKH ONPeNeseTcs] yTONICHHE |
pacmpenne auagu3oB M ONU(U3OB  KOCTeH, paHHEe 3aKpBITHE
snu(H3apHBIX 30H ISICTHBIX KOCTEH KUCTH.

Jepu - Beuns cunopom (s. Leri - Weill), nomuroHnueckuii
9HXOZAPAIBHBII AH30CTO3, AUCXOHIPOOCTEO3.
Onmucan ¢paniy3ckumu Bpadamu Leri A. u Weill J. A. B 1929r.
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SIBnsercst HaciEACTBEHHOH KOCTHOWM JAucCIUIa3uei, mepenarouieics o
2yTOCOMHO-ZIOMUHAHTHOMY THUILY. XapakTepuzyercs
JUCIPOTIOPLIUOHATBHBIM HU3KUM POCTOM M CHMMETPUYHBIM YKOPOUYECHHEM
KOHEYHOCTEeH. THUIHMYHBIM KIMHUYECKUM IIPU3HAKOM SBIISCTCS TaKKe
BWIKOOOpa3Hast Jedopmarys npenrieybs, OOYCIOBICHHAs 3aJHUM
MOJIBBIBUXOM JIOKTEBOH KOCTH, KOTOPBIii JIETKO YCTPaHSETCsI, HO pyKa He
yJIep)KUBACTCS B HOPMAJBHOM IIOJIOKEHHH. VHOrAa oTMedaercst genu
varum.  WHTennekr He CHWKEH. PEeHTreHOJNOrMYeckKwu
OnpeneNseTcs YKOpOYeHHE, YTOJILEHHE, HWCKPHUBICHHE Auadu3oB
JUTHHHBIX TPYOYaThIX KOCTEH, HEPEIKO IK30CTO3bI, JedopMalius MICHHBIX
1M03BOHKOB. OOHapy)XuBaeTcs NPU POXKICHUM WIH JTUATHOCTHPYETCS B
paHHEM JIETCKOM BO3pacTe.

Jdepuwa 60one3nsv (m. Leriche). Cu.: 3yoexa bonesns.

Jdepuwma - 3yoexa cunopom (s. Leriche - Sudeck). Cm.: 3ydexa
bone3Hb.

Jemmepepa pemuxynes (r. Letterer). Cu.: Abma - Jlemmepepa - Cuse
CUHOPOM.

Jemmepepa - Cuge 6onesns (m. Letterer - Siwe). Cm.. Xonoa -
Lonnepa - Kpucmuana 6one3ns.

Junoemana pukcuposannan kpyeaas cnuna (f.s. Lindemann).
Onwucana HemenkuM opromnenom Lindemann K. B 1931 1.

IIposiBisiercss 'y moapocTkoB B Bospacte 13 - 17 njer B Buze
(hUKCHPOBaHHOIl KPYIJION CIUHBEI Ha YpOBHE (DM3MOIOrHYEcKoro kudosa
MO3BOHOYHOTO cTosiba. Xapakrepuszyercs: GopMHUpOBaHHEM PAaBHOMEPHOTO
rpyzHoro kxudosza. OTanuaeTcs OT OCTEO-XOHIPONATHH OTCYTCTBHEM
CMEIIECHHS BepIUMHBI HCKpUBIEHHMS KHu3y. Ha cmommmiorpammax
ompenessieTcsl YMepeHHasi KIMHOBHIHAS Ae(opManusi Tel MO3BOHKOB H
HeOoNbIIasi HEPOBHOCTh 3aMBIKAIOIIMX IUIACTHHOK. MEXII03BOHKOBBIE
IMCKH Ha ypoBHE KH(03a HECKOJBKO DACIIMPEHBI KIEpeaH U HMEIOT
KIMHOBUJHYIO  (opMy, XpsiieBble y3enkd (rpeoka  LlImopiis)
0oTCyTCTBYIOT. C BO3pacTOM JOIOIHUTEIbHbIE H3MEHEHUS B 3aMbBIKAIONINX
IUTACTMHKAaX M MEXIIO3BOHKOBBIX MCKAaX HE BO3HHKAIOT, KIMHOBHIHAS
¢bopmarten MI03BOHKOB YMEHBIACTCS], NPHOIKASICH mnocie
CHHOCTO3UPOBAHUS allO(pU30B C HX TeaMH K (PU3HOTOTHIECKOH.

Jummasn 6one3ns (m. Little), nepeOpanbHblil CIACTUYECKUH Mapatnd,
JIETCKHI CTIaCTHYECKHUH Mapannd.

Kak HO3050rHUeCcKast popMa LepeOpasibHbIi CIIACTUYECKHUIN TMapainy ObLT
BBIZICJICH aHITHHCKUM Xxupyprom Little W. J. B 1843 r.

Bo3Hukaer ¢  poXIeHHS Ha IOYBE POJOBOM  TPaBMBI  HIH
MIPEKIEBPEMEHHBIX POJIOB.
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Xapaktepusyercs: HaJuyueM Iaparuierdid WM KBaJpHILUIETHH, CIa3MOM
MBILI  KOHEYHOCTEH, KOHTPAKTypaMH, IIOPOYHBIMH  yCTAHOBKaMH
KOHEYHOCTEH, YMCTBEHHOM OTCTAIOCTHIO, IPUCYTCTBHEM TTATOIOTHIECKHUX
pedIieKcoB, TMOBBINIEHHEM CYXOKHIBHBIX Pe(IIEKCOB, PacCTPOHCTBOM
CTATHKU W JIMHAMUKH, HAapyIIEHHEM KOOpAMHALMH JBKeHuil. Hepeako
JAHHOMY 3a00JIEBAHHUIO COMYTCTBYIOT KOCOTJIa3We, HApyIIEHHEe 3pEHHS,
cityxa, Oyap0apHbIe U IICeBI00YIbOAPHBIE CUMITTOMBI.

Joocmepa oegpopmayua (d. Lobster), oTcyTcTBHE CpemHEro psia
KOCTE# KHCTH, KHCTh ,KiemHs” Jlobcrepa, cromna ,kiemHs” Jloberepa,
pacuienIeHHas CTomna.

IlepBoe coobmenue o ceMmeiiHOH (opMe BPOXKICHHOrO AedeKTa KUCTH
caenan Bechet B 1829 r. Hazsanue ,,knemss” npemioxuia Lobster B 1909
I.

HacnencrBeHHoe — 3a0oneBaHue, —Iepejaromieecss IO ayTOCOMHO-
JOMUHAHTHOMY THIly. Hepenko BCTpedaroTcsi CIIOpagudecKye Cirydai.
XapakTepusyeTrcss pacIICIVICHHEM KHCTH, HEIOPa3BUTHEM MAllbIEB,
KocTell ISICTH M 3amsicThsi. PacinemeHne KucTell NOXOAWT HHOTJA IO
JIy4e3aIsicTHOTo cycraBa. OOBIYHO KHCTh pa3JielieHa He J[Be PaBHBIC WU
HepaBHble 4acTH. bbiBaeT MapruHaigbHas OSKTpojakThius. Yacto
nedopMmarys codeTaeTcss C CHUHIAKTHINEH, IydeBOH WIM JOKTEBOH
KOCOPYKOCTBIO. AHAJIOTMYHOE pACIICIUICHHE W CHHIAKTHIHAIO MOXHO
BCTPETHTH Ha CTOMAX.

Joowmenna 6one3zus (m. Lobstein), osteogenesis imperfecta, ma-
TOJNOTMYECKass JIOMKOCTb KOCTei, HAacJeACTBEHHAss IO3AHAA Ia-
TOJNOTMYECKass ~ JIOMKOCTb  KOCTEH,  HMAHONMATHYECKHMil  IICATHPO3,
COCIMHUTEIILHOTKAHHBIA uare3, Oose3dp JloOmreiiHa - Bposnuka,
HacJIeJICTBEHHasl JIOMKOCTb KOCTEH, CHHIpoM DkMaHa - JloOmTeliHa.
Boepsele ommcana Ekmann O. J. B 1788 r., ¢panmysckuil matomor
Lobstein J. F. B 1833 r. Belmenwn u omucall MO3AHIOD (OpMY OITOMH
MaTOJIOTHH, KOTOpasi MPOSBISIETCS HE C POXACHHUSA, a B IEPBbIE TOIbI
JKH3HU peOeHKa.

HacnencrBeHHoe — 3a0ojeBaHuMe, — HepefaeTcss [0 ayTOCOMHO-
JOMHHAHTHOMY THITy, 4Yallle BO3HHKAaeT cropaauuecku. CHMITOMBI
60JIC3HH TIOSIBISIOTCS C POKICHMS, T. €. ATOJIOTHYECKHE IIEPETOMBI MOTYT
BO3HHKATh BHYTPHYTPOOHO. Xapakrepusyercsi XpPYIKOCTBIO KOCTEH,
MHO)KCCTBCHHBIMH ~ IIEPEJIOMaMHM, HAIMYMEM TEMHO-TOINYOBIX — CKIep,
Kapreca 3y00oB ¢ KOPHYHEBOIT OKPacKoil, CHIDKeHHEM ciiyxa. Kpome Toro,
JUIs JIaHHOW TaTOJIOTMH XapaKTepHbI: 3aJepXKKa pocTa (KapinKOBOCTH),
nebopmarmsi  Koctedl, arpodus MBI, pacciabieHHe CyMOYHO-
CBS30YHOTO  ammapara, H30bITOYHAs IIOABIDKHOCTH B  CyCTaBax,
ACHMMETPHYHO yBEJMYCHHBIM dYeperl. PEHTreHONOTrMYECKH
OTMEYaeTcsi OCTEONOpO3, HCTOHYCHHE KOPKOBOTO BEIIECTBA, CIEIbI
MHOXKECTBEHHBIX IIEPEIOMOB, YKOPOUCHHE KOCTEH, Jehopmariys, HepeaKo
CKOJINO3 WM KU(OCKOIHO3.
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Joowmeiina - Bponuxka 6onesns (m. Lobstein - Vrolik). Cwm.:
Jlobwmeiina 6one3Hb.

Joozepa - /Jebopesa cunopom (s. Looser - Debrey). Cm.: Munkmena
bonesnb.

Joozepa - /[leopes — Munkmena cunopom (s. Looser - Debrey -
Milkman). Cu.: Muaxmena 6onesns.

Jooszepa - Munkmena cundpom (s. Looser - Milkman). Cm.:
Munxmena bonesHo.

Jopena cundpom (s. Lorain). Cu.: Jlopena - Jleeii cunopom.

Jopena - Jleeu cunopom (s. Lorain - Levi), Jlesu cunapom, Jlopena
CUHIPOM, TUNO(U3apHbIii MHOAHTHUIN3M, MNOQU3apHas KapiMKOBOCTH,
rUNoQU3apHBI HAHU3M.

Bnepseie onmcas dpaniry3ckum Bpadom Lorain P. J.B 1871 r.
IpencraBnser peakyio (GopMy KapIMKOBOCTH C MPONOPLHOHAIBHBIM
TENIOM, TOHKHMH KOHEYHOCTSIMH, HEJOPa3BUTHEM BTOPHYHBIX IIOJIOBBIX
MPU3HAKOB, THIOTHPEO30M, HEIOCTATOYHOCTHIO KOPHI HAANOYCYHUKOB.
3a0oneBaHue pa3BUBACTCS B pe3ylbTaTe JECTPYKTHBHBIX IIPOLECCOB B
runoduse, 00yCIOBICHHBIX, INTABHBIM 00pa30M, OITyXOJIbIO.

Jloy cunopom (s. Lowe), OKyn0-1epeOpO-pEHATIbHBII CHHIPOM,
cungpom Jloy - Teppes - Maxk-Jleunena, cunapom Jloy - bumens.
Bnepsele omucaH amepukaHckumu Bpadamu Lowe Ch. U, Torrey M.,
McLachlan E.A. B 1952r.

3a0oneBanue OOYCIIOBICHO BPOXKICHHOW HEZOCTATOUYHOCTHIO KaHAJBIEB
MOYEK C OJHOBPEMEHHOW 3aJIepiKKOH (PU3MYECKOr0 M IHMCHXHYECKOro
pasButus. HaumHaercs B IpyaHOM  BO3pacTe. XapaKTepusyercs
3a1ep>KKOH (PU3HIECKOro M ICUXHIECKOTO Pa3BUTHUS, IIPOIOPIHOHAIBHBIM
MajJblM POCTOM, THUIIOTOHHMEH MBIIII, MO3MHHM paxuToM. OTMmedaercs
KPUITOPXU3M, IBYCTOPOHHSA BPOXKIEHHAs KaTapakTa ¢ TMAPO(TaIbMOM
KaK IPOSBICHHE BPOXICHHOH IMayKOMbL. PEHTTreHONOTHYECKHU
Ha (oHe ocTeomopo3a OTMeYaeTcs 3aJepKKa OCCH(QUKAINM  sjep
OKOCTEHEHMsI, paCIUPEHHEe H Pa3phIXJIEHHE POCTKOBHIX 30H. OTMedaeTcs
aIbOyMUHYpHS, amUIypHs W TPAaH3UTOpHAS ITIIOKO3YpHUs, CHIDKCHHUE
LIEJIOYHBIX PE3EPBOB, YMEPEHHBIE allUJ(03 ¥ TUIIEPXJIOPEMUS, TEHACHIUS K
CHIDKCHHIO cofepkaHusi (ochopa B KPOBH ¥ IMOBBILICHHIO aKTHBHOCTH
IeNI0UHOH (ocdarasbl.

Joypenca - Myna - buona - bapde cunopom (s. Laurence Moon -
Biedl - Bardet), TdHIE(aT0-peTHHAKYIO-TITMEHTHPOBaHHAS
JereHepanyis, aJulo30-TUIOT eHUTAIBHBII CHHIPOM.
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Brepssie onvcad aHrmuickumMu odranemonoramu Laurence J. Z. u Moon
R. C. B 1866 r., 3arem uyemckum marosorom Biedl A.B 1920 r. u
¢panmy3ckuM BpagoM Bardet G. B 1923 1.

AYTOCOMHO-PELIECCHBHOE 3a00JICBaHUE, IPOSBIIIONICECS] C POXKIACHUSL.
XapakTepusyercs YMCTBEHHOH OTCTalOCTbIO, MHIMEHTAlUH CETYaTKH
rma3a W JAPYTHMH OQTaIbMONOIMYECKUMH AaHOMAIHAMHU (IereHeparys
CeTYaTKH, KaTapakra, aTpo(usi 3pUTENBHOrO HepBa, KOCOIJasue ¥ Jp.).
Hepenko naGmrogaercst NMOAMAAKTHIMSA B COYCTAHHM C CHHIAKTUIHEH,
TeHHaIbHOI aucTpodueil (oKHpeHHeM), IIyXOTOH, aHOManuel depenma,
pa300ITaHHOCTBIO CycTaBoB. Yarie cTpagaroT Maibuukh (60%).

Jykaca cundpom (s. Lucas), peHambHas ocTeoqUCTPO(Us, ITOYECHHAS
KapJIMKOBOCTb, IOTOYHEII PaXUT.

Brepsrie onucan Lucas B 1883 r.

IposBisiercs B paHHEM  JNETCKOM  Bo3pacTe.  XapaKTepusyercs
HapyLIeHHeM pOCTa KOCTEH, KapJIMKOBOCTBIO, HapyIleHHeM (YHKIUH
MOYEK M CEPACYHO-COCYUCTON AesATeIbHOCTH. ViMeeT MecTo monmypust ¢
OOJNIBIIION OTHOCHUTENBHOU IUIOTHOCTBIO Moud. B Moue MmHOro Oenka,
9PUTPOLMTOB M IMINHAPOB, HHOT/IA HOSIBIIIOTCS O0JIb M PACCTPOHCTBA €O
CTOpOHbI ~ mumeBoro kaHama. CO  CTOPOHBI  KOCTHOH — CHCTEMbI
HaOmrogaloTest nedopMalMi KOCTeH 3a CYeT HapylIeHHs pocTa HX
9MU(U30B, KOHTPAKTYPHI ¥ TYTOIIOJBHKHOCTb CYCTaBOB.

Jywku eunka (t. Luschka), Bunxoobpa3susie peopa.

BposkIeHHBIIT TOPOK pa3BHTHS pebep, OMMCaH HEMEIKHM aHaTOMOM
Luschka H, 3akmto4aercst B pa3BOCHUU IPyJMHHOTO KOHIIA, Yalle Bcero I,
11 wm 111 pebpa.

Jiomya - Kancenvma cunopom (s. Litz - Janselme). Cm.:
JKancenoma - Jlromya cunopom.

M

Maoenynza Odepopmayusa (d. Madelung), croHTaHHBIH MOABBIBHX
KHCTHU, XPOHUYECKUH MOJBBIBHX KUCTH, AUCXOHIPOOCTEO3 JTy4EBOH KOCTH.
Bnepssie onmcana HemerkuM xupyprom Madelung O. W. B 1878 r.

Iepenaercs 1O  AyTOCOMHO-JOMHHAHTHOMY THIy, HO OBIBAlOT U
CIIOpaJjMuecKre Cllydan HEHACIEACTBEHHOro xapakrtepa. IIposBisercs B
Bo3pacte 13 - 16 ner, Y neBouek naHHOe 3a0oseBaHue Habmomaercs B 4
pasa damie, 4YeM Yy MAaJb4MKOB. XapaKTepH3yeTcs JBYCTOPOHHUM
MOpPaKCHHEM: IPEXKACBPEMCHHBIM 3aKPBITHEM 30HBI POCTa AHCTaIbHOIO
KOHIIA JIy4eBOH KOCTH, HCKPUBIICHHEM JIOKTEBOU M IOIBBIBHXOM KHCTHU B
JIOKTEKap-TIAJIbHOM CYCTaBe, OT 4ero jaeopMaiiysi IpHoOpeTaeT ,,IThIKO-
00pa3Hblil B, QyHKIHS B JIy4e3aIsiCTHOM CycTaBe HapyueHa. JlyueBas
KOCTb TaKKe JyrooOpa3HO HCKpHBIIEHA, ykopodeHa. Hepenko coderaercs
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¢ axoHApoIUIasuedl sSnupH3apHBIX Xpsuiell W APYrHX KOCTeH, HX
nedopmarmeit, 5K30CTO3HOI OONIE3HBI0, HU3KMM POCTOM M ME30MEJIHEH.

Maesckozo cunopom (s. Majewski), peOEpHO-TIOIUIAKTHINYECKUI
CHUHJPOM, KOpOTKOmajaocte tumna Maesckoro, CanguHo - HyHana
CHHZIPOM.

Onucan Majewski B 1971 r.

IposiBisieTcss MaTONOTUA C POXKACHUA. Tum HacnelOBaHUsS HEH3BECTEH.
XapakrepusyeTcs  y3KOH  TIpyIqHOW — KJIETKOH,  KOpPOTKOHAJIOCTBIO,
nonucHHAaKTIIHeH. JKHUBOT BBINSUCH, KOHEYHOCTH YKOPOYEHEI B IIEJIOM,
MHOXECTBGHHble  JedopManmum KocTeld JHMI@, YIIHBIX DPaKOBHH,
pacmerierne ry6 u Heba, HEJOCTATOYHOCTh KPOBOOOpAIECHHS,
HapyleHHe (QYHKIHHN [I09eK, aHOMANIUsI Pa3BHTHS MOJIOBBIX OPTaHOB.

Maxk-Apona 6one3ns (m. McArdle), rimkoreHoBass 00J€3Hb MBI -
TUI V, TIIMKOIUTHYECKass MUOIIATHS, TIINKOMETa00InIecKasi MHOIATHSI.
HacnencreenHoe 3a0oneBanue, ONMMCAHO AHIMIMICKUM BpauoM McArdle B
1951 r., nepenaercs M0 PELECCUBHOMY THILy, BO3HUKAET C POXKICHHUS MU
B paHHEM JETCKOM  Bo3pacre. XapaKTepu3yeTcs  HapylIeHUEM
MeTabonu3Ma riMkoreHa u (Gocopa MpIIIL, MHOTATHEH. DIMU30ANYECKH
BO3HHUKAIOT: MHOITO-OMHYpHs, OONb B MBIMINAX, CIa00CTh, HapyIICHUE
(GyHKIUN KOHEeYHOCTed. Pa3iM4aroT HECKONBKO THIIOB INIMKOJIMTHYECKON
muonaruu: Tan 1 - Gonesup ['mpke, tum II - Gonesns Ilymme, Tunm V -
6one3nb Mak Apyia, tTun VI - 6one3ns ['npca u T, 1. Bec oHH CXOIHBI 11O
KIMHAYECKON KapTHHE M PA3IMYHbl [0 XapakTepy HapylleHHs oOMeHa
riKoreHa, GpochodpykrokrHassl, hochopunassl U APYTUX BELIECTB.

Maxk-Kvio3uka cunopom_(s. McKusick). Cu.. LlImuda 6onesno,

Mak-Kwone - Onopaima cunopom (s. McCune - Albright). Cu.:
bpaiiyesa - Jluxmernwmetina 6one3Hb.

Manvzens nospexncoenue (t. Malgaigne).

Omnmcano ¢paHniy3ckuM xupyprom Malgaigne J. F.

IMox moBpexzaeHHeM MalbreHs: MOApa3syMeBaeTCs IIEPEIoM OCHOBAHMS
JIOKTEBOTO OTPOCTKA CO CMEIIEHHEM [HCTaIbHOTO OTIOMKA JIOKTEBOI
KOCTH KIlepequ W BBIBUXOM TOJIOBKH JIy4eBOH KocTh kmepenu. Jlis
JIAHHOTO MOBPEXKJICHUS XapaKTEpHbI AedopMalis U Pe3Koe yBeIMYCHHE
nepeHe-3aJHeT0 pa3Mepa 00IacTH JIOKTEBOIO CyCTaBa, B IOKTEBOM CTHOE
MaJbIUPYeTCs] TUCTAIBHBIN OTIIOMOK JIOKTEBOH KOCTH, C3aJH - JIOKTEBOH
OTPOCTOK.  J[MarHo3 yTO4YHAETCS C IOMOIIBIO  PEeHTreHorpaduy,
MIPOU3BEAEHHOH B IBYX MPOCKIUSX.

Manveenns nepenom kocmeu masza (f. Malgaigne), nBoitHOI
BEPTHKAIBHEII IIEPEJIOM Ta30BOr0 KOJIbIA, AUArOHAIBHBIN MEPEIOM Ta3a.

Onucan ¢paHimy3ckum xupyprom Malgaigne JF. B 1847 r. kak
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OIpe/IeTICHHbIH BU IIEPEIOMOB KOCTEH Ta3a, K YHCIY KOTOPBIX OTHECEHbI
BEPTHUKAJIBbHBIC TIEPETOMBI BOCXOSIIECH U HUCXOSIICH BETBEH JTOOKOBOI
WIM CelaJMIIHON KOCTH, COYETAIONIMecsl C BEPTHKAJIBHBIM IE€PEIOMOM
ITO/IB3/IONTHOM KOCTH.

MexaHu3M NOBPEXICHHS - CIABJICHUE Ta3a B MONEPEUYHOM HAIlpaBJICHUH,
naJieHie Ha 00JIacTh CEeANUIIHBIX OyrpoB U yIap B 00JacTH KPECTIOBO-
MOJIB3JIOIIHOTO ~ CycTaBa. BciieAcTBHE  COKpAIIEHHsl  MOJB3IOIIHO-
TOSICHUYHOM, KBaJAPaTHOM MOSICHUYHONW M KOCOW MBIIIIY )KHBOTA OTJIIOMKH U
JlaTepalibHas YacTh Ta3a CMELA0TCs KBEPXY.

Mankoeckozo cundpom (s. Mankowsky), cemeitHas nucracTuueckas
OCTeOoIaTHsI.

Bnepseie onncan Mankowsky B. N. B 1934 r.

TpencraBnser coboit cemeiinyto ¢opmy cunapoma Mapu - BambGeprepa
(cM. HEKE).

Mapu cunopom, I (s. Marie, 1), cunapom PexnuHrxayseHa, cHHIpPOM
Mapu - Jlepu, MUTYUTapHBII CHHIPOM, METaIaKpUsl, TaXHAKPHSL.

Bnepsele onmucan HemenknM narosoroM Recklinghausen F. D. B 1883 1., a
3areM (paHIly3cKUM HeBpomaTonoroM Marie P.B 1886r.

3aboneBaHue OOYCIOBIEHO H30BITOUYHBIM HPOAYIHPOBAHUEM TOPMOHA
pocta B mepeiHed ngone runoduza B CBS3M C THIEPIUIA3HeH WM
OIyXoJbl0. XapaKTepH3yeTcsl MaTONOTUYECKHM YCHUICHHBIM POCTOM
KOHIIEBBIX OTJIEIOB OPraHOB: KUCTEH, CTOII, yIIeil, HOca, SI3bIKA, HIDKHEH
yemoctH. Ecin 3a6oneBanne HauHHACTCS B IIEPHO] ITOJIOBOTO CO3PEBAHMS,
TO pa3BMBACTCSl TUTAHTCKMH aKpoMeranouaHbli poct. Ecnu 3aboneBanue
HAa4YMHAeTCI B JETCKOM BO3pacTe, OSHU(H3apHBIC 30HBI 3aKPHIBAIOTCS
MPEKIEBPEMEHHO, H POCT NMOPAXSHHBIX KOHEYHOCTEH MEHBIIE HOpMallb-
HBIX, a KOHIIEBBIE CETMEHThl KOHEUHOCTEH HENpONOPLHOHAIBHO BEIHMKH.
OTMmedaeTcss pacCTPOMCTBO TPOGUKH BOJOC, y MYXKUYHH paHHEe
oONIBICeHHE, y OKSHIIMH - YMEPEHHBIH THpCcyTH3M. Y  OOJIBHBIX
HaOmIoJaloTCsl  OMTeMropajbHas TeMUAHOICHs, 3aCTOMHBIE  JIMCKH
3pHUTeNnbHOro HepBa. IIoTeHIMS M THOUNO CHIDKEHBI, aTpO(Hs IMOIOBBIX
JKene3, HapylleHHe MEHCTpyalbHoro nukia. Hepeako HaOmomarorcs
paccTpoiicTBa MUTMEHTALUHN, KH(oTHYe-CKas JeopMalysi TT03BOHOYHOTO
cTonba, OoukooOpasHas TpyAHas KIeTKa, YBEIHYCHHE BHYTPEHHHX
OpraHOB, BEreTOJMCTOHMS. B kpoBu comepkanue ¢ocdopa HOBBILIEHO,
cofiep)KaHHe Kajbl[Hsd HOPMaJbHOE, HHOIJA THINEPIIUMKEMHUS, JUMEMUs.
PeHTreHOTOTrMYEeCKH OTMEUYAeTCs pACHIUPEHHE TYPEILKOTo
ceJuIa, IPEeKIeBPEMEHHOE 3aKPBITHE POCTKOBBIX 30H, aKPOMETAIIHSL.

Mapu - bamébepzepa cundpom (s. Marie - Bamberger), cuaapom
Bambeprepa - Mapu, OGomesnb ['arHepa, runeprpoduyeckas
0CTE0APTPONATHsl, KOXKHOIEPHOCTAIbHAS THIAHTOCOMHS, TOKCHYECKHUH
OCCU(UIMPYIOIIMH  OCTEONEPUOCTHT, OO0mMH ocTeo-(puTo3, 00Ut
THIEPIVIACTHYECKUH  IIePHOCTHT,  BTOPUYHBIH  I'HIEPIUIACTHYCCKUH
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MapOTHYECKHH  OCTEONEPUOCTUT,  TOKCHYECKas  TrumepTpoduyeckas
OCTEOMAaTHsI, MATKHI HJIH KOCTHBIN diie(haHTU3M, aKpOIIaxmusl.

Onucan HemeukuM BpadoMm Friedreich N. B 1868 r. mox HaszBaHuem
Gonesnpr  Hagner  (dbammimss  GOJBHOTO,  CTPAJAOIIETO  ITUM
3abosieBanueM), a Takke Marie P. B 1890 r. u Bamberger E. B 1891 r.
HacnencrBennoe 3a60J€eBaHue, CIEIIEHHOE C MOJIOM, ¢ (DYHKIMOHATbHBIM
HapyIIEHHEM CHCTEMBI TUIMO(MH3 - TIPOMEKYTOUHBIH MO3T. Yamie GoJeroT
Myxunsbl. CHHApPOM HaOMIOJaeTCsi KaK paHHHI NPHU3HAK T[PH pPaKe
JIETKOTO # OpOHXOB, a TaKKe IPH XPOHHYECKAX BOCTIATHTEIbHBIX
3a00JIEBAHMAX JIETKMX, OPOHXOIKTAa3WAX, IHUPPO3ax TMedeHu. [laibirbl
nedopmupoBanbl M0 THITy OapaOaHHBIX MalOYEK, HOTTH B BHUIE YAaCOBOTO
crekna. JlucTanbHbIe OT/ENbl KOHEYHOCTeH oTeuHble. Hepenko ormeda-
eTcsl apTpOoNaTHs MEJNKUX CYCTaBOB KHCTH W CTOIBI, JIOKTEBBIX W
KOJICHHBIX, HEWPOTPO(HIECKHE BEereTaTHBHBIC PACCTPOWCTBA B TEX IKE
ormenax. B KpOBH OTMeYaeTcss HapylIeHHE COOTHONICHUH OEIKOBBIX
(bpaxiii.

PeHTreHOAOrWYeCKHU CHHIPOM MPOSBILIETCS HA (DOHE PA3IUTOrO
0CTEOIopo3a MEPHOCTABHBIM KOCTEOOpa3oBaHHMeM B quadusax, pexe
Ipyrux oTaenax ckenera (obumi ocreoduro3). B uepene wuHOrma
OTMEYAIOTCS M3MEHEHHS, 1T0100HbBIe Ooe3uu [lemkera.

Mapu - Jlepu cunopom (s. Marie - Led), muenogucruiactuyeckas
Tpodonatus, MYTWIHPYIOLWIMA apTPUT, MYTHIMPYIOIAs apTPOHaTHs,
,,JIOPHETHBIE MaNbIBI”, ,,JJOPHETHASL KUCTH”, ,,JIOPHETHAS cTOMA”.

Onwcan COBMECTHO (hpaHIly3cKUMH HeBpormaTtonoraMu Marie P.u Leri A. B
1913 r.

3a0oseBanie, BEPOSTHO,  SIBISETCS  CJIEACTBHEM  XPOHHYECKOTO
UHEKIHOHHOTO MOPaKEHHSI c TSDKEJTBIMU TPODHYECKUMH
pacctpoiictBaMu. B03MOXHO, 00YyCIOBJICHO MHENOMUCIUIA3UEH Ipu
TSOKETIOM T3padUIeCKOM COCTOSHUH. XapaKTepH3yeTcsl XPOHHIECKHM
CHMMETPHYHBIM MTOJIUAPTPUTOM CYCTABOB KHCTEM U CTOI ¢ MyTHIIsAIHEN. B
pe3yabTaTte OCTeojn3a KOCTEH IHCTANBHBIX OTAENOB KHCTEH W CTOI
MOCIEIHIE YKOPAUYHBAIOTCSI MPH COXPAHEHWH TPEKHEH JUTHHBI KOXKH W
pHOOPETAIOT BUJL ,,IOPHETHBIX” TANIBLCB.

B anamHe3e MHOr1a UMEIOTCS yKa3aHUs HA PELUIUBUPYIOLIMN CYCTaBHOM
peBMAaTH3M, JK3eMy, HaONIONAIOTCS TaKkKe aHOMAIHMH TO3BOHKOB, spina
bifida, ckonno3, menuHromene, croma ®puapaiixa, aHOMaJIUHM TJa3
(K300 TaNBM, KaTapakTa, aHU30KOPHS U JP.).

Mapu - Cenmona 6one3np (m. Marie - Sainton), KIIOYAYHO-USPESITHON
JIM30CTO3, KIIIOYMYHO-YEPENHO-NaNbIEBOH IM30CTO3, OCTEOJCHTaIbHAs
nucrnasus, Hleiirayepa - Mapu - CeHTOHa CHHAPOM.

Briepssie onucana B 1871 r. Hemenkum xupyprom Scheuthauer G, 3atem B
1897 r. ppaniy3ckumu Bpayamn Marie P.u Sainton R.

OtHOCHTCSL K TpyHIe HACNEICTBEHHBIX 3a00TeBaHHMU, NPOSBISIETCS C
POXIEHWS M Hepefaercs MO ayTOCOMHO-JOMHMHAHTHO-MY — THILY.
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XapakTepusyercs ruzpouedanyeil ¢ BHICTYIaHUEM JIOOHBIX U BHCOYHBIX
KOCTEH, MIMPOKUMH IIBAMH YEPEIa, CY>KEHHEM WIIH HOJHBIM 3aKPBITHEM
MepefHero PoJHUYKA, MAaJCHBKHM JIUIOM H IIHPOKO DPacCTaBICHHBIMU
rnazamu. Ilneun mnokatele, TpyIHas KIeTKa W Ta3 Y3KHE, JIONATKH
KPBUIOBH/HBIC, M30BITOYHASI MOABIKHOCTh B IUICYCBBIX CYCTaBax, 3yObl
HEJ0pa3BUTEI, MUKPOJOHTHA. [loxonka y Takux OONBHBIX aTHIHMYHAsS, B
cycTaBaxX H30BITOYHBIH OOBEM JBHIXKEHUH, THIIOTOHUS MBIIIL, KOPOTKUE
nucTanbHble  (anaHrd, HenopasButue Horted. Co3peBaHue CKejera
3ama3fblBaeT, OCOOGHHO KOCTeH depema, KIIOUHIBI  IOJHOCTBIO
OTCYTCTBYIOT WM HENOPa3BHUTHI, dalle B JIATEPAIbHON WIN CpeaHeH
TPETH, MHOTJA COCTOAT U3 JBYX (parmMeHTOB. JIOMATKU YMCHBLICHBI B
pasmepax, 1e(opMUPOBAHBIL.

PeHTreHONOTrHYeCKH BBUIBIICTCS, YTO B JOOKOBBIX KOCTSIX HET
sIep OKOCTEHEHMS, Jaxe y IIOAPOCTKOB KOCTH Ta3a HEIOPa3BHTHIL.
Hepenko HaOmiogaercst BambrycHas AedopManus ImeeKk OeJpeHHBIX
KocTeil. B KOCTSX 3amscThs, HPEIIUIIOCHBI BHAHBI IICEBIOAMH(U3EI,
JIMCIUIAa3Hsl CPEIHUX, YKOPOUCHHE AUCTANbHBIX (asanr V mamsues. Tema
MO3BOHKOB TaKXKe IO3JHO OCCH(UIUPYIOTCS, KOCTHOMO3IOBEIE IIOJIOCTH
JUIMHHBIX TpyOUaThIX KOCTEH CYKCHBI.

Mapunecky - Illezpena cunopom (s. Marinesku - Sjogren),cunnpom
Mapunecky - Illerpena - I'aprnana, CHHAPOM KaTapakTbl, OMHTO(QPEHUH U
CINUHHO-MO3KEYKOBOII aTaKCHH.

Omnucan pyMbeIHCKHM HeBpomaronoroM Marinesku G. ¢ coasr. B 1931 1., a
TaKKe MIBEACKUM HeBporarosiorom Sjogren T. B 1950 .

3a0oneBaHHe  pELECCHBHO-HACICICTBEHHOrO  Xapakrepa. Y  Bcex
ONHCAaHHBIX B JIUTEpaType OONBHBIX OTMEYAIOCh KPOBHOE POACTBO
poauTenei. Xapakrepusyercs HapylIeHHEeM (usmyeckoro "
NCUXMYECKOTO pa3BUTHSA, MaJbIM pPOCTOM, aTaKCHEH, Au3apTpHe,
CHIDKCHHEM WM OTCYTCTBHEM peduiekcoB. OTMedaeTcs OMUrohpeHus Wik
TICEBI0ACOMIBHOCTS, JIBYCTOPOHHSIS HETOJIBIKHOCTD B3IVIAA,
TepeMeXKaroIUiCsl HUCTAarM, KOHBeprupyomuii crpabusm. JIooHble Gyrpsl
BBICTYIAIOT, 4Yepell IPOJOIroBaThId, OameHHONOROOHBIA. Bricokoe
cocrosiHie  Heba, rumepcanuBaiui. PEHTTreHOJNOTHYECKH
OTMEYaeTcsi HeZIOPa3BUTHE s1/Iep OKOCTCHEHUS.

Mapunecky -Illecpena - F'apnana cundpom (s. Marinesku - Sjogren
- Garland). Cm.: Mapunecky - Llleepena cunopom.

Mapomo cunopom (s. Maroteaux). Cu.: Mapomo - Jlomu 6one3Hs.

Mapomo - Jlamu  6onesus (m. Maroteaux - Lamy),
MyKomnosucaxapuno3 - THH 1V, mommmuctpoduueckas KapiIHKOBOCTb,
TeHEeTHYECKHH MyKOIOIHCaxapu103, HoBas (hopma an3ocTosa.

Ommucana B 1963 r. ¢panmy3ckumu Bpauamu Maroteaux P.u Lamy M.
HacnencrsenHoe 3aboneBaHne, epeaeTcs 10 ayTOCOMHO-PELECCHBHOMY
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THIy.  XapaKTepu3yeTcsl  KapAMKOBBIM ~ POCTOM,  3HAYHUTEIbHBIMH
gedopManusAIMU KOCTeHl M CyCTaBOB, IIOMYTHEHHEM DOTOBHI], OTHUTaMH,
CIUIGHOMeTalueH, CrnenudUIecKuM JIUIOM C TOJNCTBIMH TIybaMH H
paCIIUPEHHBIM HOCOM. PEHTIreHOJOTrMYEeCKH ONpelensercs
Hefopa3BuTue MeTadHu30B U SMH(HU30B, 3aJepXKKa POCTa KapIalbHBIX H
Tap3albHBIX KOCTEH, YIIIONIEHHe ITO3BOHKOB, KIMHOBHAHAS Ae(hopManus
IPYIHBIX M TMOSCHUYHBIX MO3BOHKOB. VIHTesuiekT He cHmxeH. C Movoit
BBIBOAUTCS B OONBIINX KOJIMYECTBAX JepMaTaHCyIb(ar.

Mapomo - Jlamu cunopom (s. Maroteaux Lamy), HMKHOIM30CTO3.
Onucan ¢ppaniy3ckumu Bpayamu Maroteaux P. u Lamy M. B 1962r.
XapakrepusyeTrcss — AUCIPONOPLUHOHANBHBIM ~ HH3KHM ~ POCTOM  C
OTHOCHTEIILHO KOPOTKUMH KOHEYHOCTSIMH, KpaHuorehaIbHOM
qucMopduell - OTHOCHTENBbHO OOJNBLIOH uepenm ¢  BBICTYHNAIOUIUMH
JIOOHBIMHM ¥ 3aTBUIOYHBIMH OyrpaMu, OOJBLIOH POJHUYOK JUIUTEIBHO HE
3aKkpbiBaeTcs. OTMevaercsi TUIOIUIa3HMs BEpPXHEW M HIDKHEH uelocTei,
HENpaBUIIHOE PACIOJIOKEHUE 3y0OB, CKIOHHOCTh K Kapuecy. Hepenko
HaAOIOJAI0TCS aHOMAIMU TPYIHOM KIIETKU, KH(]O3, CKOJIMO3, THIIOILIA3MS
JUCTAJBHBIX (haslaHTr MaibleB, OPaxuAaKTHINS, TIPEIPACIIONOKEHHOCTD K
MHOXXECTBEHHBIM CIOHTAQHHBIM IepesioMaM. VIHTEIEeKT HEe CHMXKEH.
PEeHTreHONOrMYeCKHU ONPEACNSeTCS YTOJIICHHE KOPKOBOTO
BEIIECTBA JUTMHHBIX TPYOUATBIX KOCTEH, paCIIMPEHHUE IIBOB Yepera.

Mapmuna - Onépaiima cundopom (s. Martin - Albright), cuaapom
Onbpaiita, cuaapom Onbpaiita - BaHTama, IICEeBIOTHITONIAPATUPEOUTH3M.
Onwucal mBelnapckuMm tepaneBToM Martin E. 1 ameprkaHCKMM Bpadom
Albright F. 8 1940 1.

XapakTepusyercs ~ HU3KHM  POCTOM,  OXXHPEHHEM,  KOPOTKHMH
KOHEYHOCTSIMH, THUMoOIUIasueil 3yOHO# smamu. OtMedaeTcs Kpyrioe,
ToJIHOE JINIO, Maxuaepmust. Benencrsue ykopouenwust III - IV - V msacTabIx
xocreil Il mamer; kaxercs Hambosiee JUIMHHBIM. Habmomaercs Taroke
TUIOKaJbIIMEMUYECKass ~ TeTaHus, YCTOHUMBas K  IapaT-TOPMOHY,

onurodpeHus. Ipu HCCIIEI0BAHUH KPOBH OIIpEAeIISIeTCS
runokaigpuuemust, — rumepdocdaremus, — HOPMaIbHOE  COJEPIKAHHE
¢docdaraspl.

Mapgana cunopom (s. Marfan), apaxuonakruiusi, Mapdan - Amiapa

CHHJIPOM.
Bnepssie onmcan ¢paniy3ckum neauarpom Marfan B. J. A. B 1896 .
AYTOCOMHO-IOMHHAHTHOE HacIIe/ICTBEHHOE 3aboneBaHue,

MpOSBIISIIOINEECs] B PaHHEM JETCKOM Bo3pacTe. XapakTepusyercs
HM3MEHEHHEM JUIMHHBIX TPYOUYaThIX KOCTel, H30BITOYHOI OABIDKHOCTBIO B
cycTaBaX, HaJIWYUEM apaxHONAKTWINH (,,TayKoOOpa3HbIe Majblpl’),
CKOJIMO3a MM KH(O3a, CHIKCHHEM MBIIICYHOTO TOHYCA, Y3KHM JIHIOM,
OMM30pYKOCTBIO M KocornasumeM. JlamHoe 3a0oleBaHHEe HEpEIKO
COYETAeTCS C BPOXKACHHBIM BBIBUXOM Oelpa, IpbDKaMH ¥ aHEBPH3MOH
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aopThl. ITO3BOHKM 4YacTO HENOPa3BUTHI, HMCKPUBJICHHE IO3BOHOYHOIO
cronba OOBIMHO MHPOrPECcCHPYET, OCOOEHHO B MEPUOA  IOJOBOTO
co3peBaHHs. Bricokoe HeOO, BOPOHKOOOpasHas TpydHas KIeTKa WIH
KypHHasi TPy[b, MUOINS, SKTOMMS XPYCTaJIMKOB, KOCOIVIa3He, KaTapakTa
TaKXKe XapaKTepHbl Ui fAaHHOM matomoruu. CeppedHocoCyaucTas
cucteMa nopaxaercst B 40 - 60% cimydaeB, Hepeaku Ne(EKTHI JIETKHX H
9KTOIHS ITOYCK.

Mapueszanu cunopom  (s. Marchesani), runomracTudeckas
Me3oJepMalibHasl TUCTPO(hHs, BPOXKACHHAST Me30AepManbHas JUCTPOQH,
chepodakus - Opaxumopdus, Beiinsg - Mapuesanu cuHAPOM.

Bnepssie onucan ¢paniysckum BpadoM Weill 1. B 1932 1. u 6onee moaHo
HeMenkuM o¢ranemonorom Marchesani O. B 1939 r. HacnencreeHHOe
3a00JIeBaHUE C AyTOCOMHO-PELIECCUBHOM mepenaueil. XapakTepuzyercs
KapJIMKOBOCTBIO, YKOPOYCHHMEM ILICTHBIX KOCTEH M (hajaHr, IMIMPOKHM
YepernoM ¢ KOPOTKUMHU Y3KHMH OpOWTaMHM ¥ THUIIOIUIa3Mel HYDKHEH
YeNIOCTH CpefHedl creneHd. OTMEYaeTcst YMEHBUICHHE XPYCTAIMKOB U
cdepuueckoil OKpYKHOCTH Ia3a. MIMeeT MecTo TsDKenas MHOIHMS, 9acTo
rJIayKoMa, HHOT/A 9KTOIIHS XPYCTAIHKOB.

Macmpozacmuno cunopom (s. Mastrogastino). Cu.: @onvkmana
bonesnw,

Maggpyuuu cunopom (s. Maffucci), cocynucro-xpsimeBast JUCIIIA3H,
XOHAPOMWCIUIa3Us € TEMaHTMOMAaTo30M,  XOHIPOMVCIUIa3UdYecKas
JTUCKPrHUs, cuHApoM Maddyyqun - Kacra.

Onucan utanpsiHCKUM natosiorom Maffucci A. B 1861 1.

XapakTepusyercss U3MCHEHUSAMH B KOCTSIX THIIA JUCXOHIPO-IUIA3UH (CM.:
Onbe 6o0ne3Hb) B COYETAHWH C PAa3BUTUEM BETBHCTHIX AHTHOM H
TM(aHTHOM KaK B IOPaKEHHOM CETMEHTE KOCTH, B IIOJJKOKHOU OCHOBE U
MBIIIIAX, TAK U B JAPYIHX YacTAX TeJa. DTH COCYIMCTBIE pa3pacTaHUs
roBopsAT 00 o0O0MX HapyWIeHUsX B 3aKJIAJKe TKaHeH B mepuoj
OMOpHOreHe3a, OTPaKalOIUXCS Ha pPa3BUTHU CKeleTa U COCYJOB.
CocyznucTble MOpaKeH s, KaKk MPaBHIIO, OOHAPY>KHBAIOT PaHbILE KOCTHBIX
n3-3a UX MPOSBICHHUS Ha KOXKe Y JeTel B paHHeM Bo3pacte. [Ipu cuapome
Maddyqun oueHb YaCTO BO3HHKAIOT MHOXKECTBCHHBIE IAaTOJIOIMYCCKUE
mepenoMbl. PeHTreHonoruyeckas KapTHHAa CXOAHA C TAaKOBOH
HIPH JJUCXOHIPOIIIA3HH.

Me3zonnesa nepenom (f. Maisonneuve).

JanHOe TOBpEXKICHHE INPEACTABISIET COOOH MHepesioM MeAUaIbHOM
JIOBDKKH, MaJIoGEepLOBON KOCTH B CPEAHEil TPETH C PaspblBOM CBS30K
JIMCTAIBHOTO  MEKOEPIIOBOr0  COWICHEHHsST W  IOJBBIBUXOM  CTOIIBI
KHapyXH. SIBIIs€TCS pa3HOBUJIHOCTBIO NepesioMa J{IoMmonTpeHa, MeXaHH3M
HOBPEXJICHHUSI aHAIOTHYCH, OTJIMYACTCS 0ojee BBICOKHM YPOBHEM
nepenoMa Mano0epoBOi KOCTH B CpeIHEH MM JaXke BEpXHEH ee TPEeTH.
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Meiienoypza - Anomeppa - Ynunzepa cunopom (s. Meyenburg -
Althen - Uchlinger), cucTeMHas XOHIpPOIUIa3Us, PEBMATH3M XpSIIEBOH
CHCTEMBl,  IAHXOHJPHUT,  TI'CHEPAIN30BAHHBIA  XOHAPOIMTHYCCKUH
HEPUXOH/IPHT.

Onucan mBeiinapckum BpadoM Altherr F. B 1936 1.

HocuT  BOCHANUTeNBbHBI — XapakTep W, BO3MOXHO, CBs3aH C
ayToceHcHOMIM3alent xpsimeBoil TkaHu. CHHAPOM YacTO HaYMHACTCS
[OCIe IIEePeOXJIAXICHHS C OCTPOrO pECHHPAaTOPHOTO 3a00NIeBaHUS,
COIPOBOXKAAIOIIETOCS HapylIeHHEeM obmero COCTOSTHUS u
MPOTPECCUPYIONIMM HApYIICHHEM [IbIXaHHs BCICACTBHE Pa3MATYCHUS
Xpsllla TOPTaHU, a Takke AedopMmanueldl Hoca M Tpaxed. B oOmactu
TPaHHIBI Xpsila ¥ KOCTH - OOJe3HEHHBle NPHUIYXIocTH. CHHIPOM
coderaeTcsi C  PEBMATOMJHBIMH  HPOSBICHHSAMH  (TIOJHAPTPUTOM,
HPUJONUKINTOM,  MHOKAPAHTOM, OMHUCKIepUTOM).  OIHOBPEMEHHO
Pa3BUBAIOTCS ~ PECIMPATOpPHBIE HAPYLIEHHS (JIAPHHTOTPaXeOMAaLILus,
THOMHBII OPOHXHT, OPOHXOITHEBMOHHSI, HHOT/A aTEJEKTa3bl, CIIOHTAHHBII
mHeBMoTOpakc) . VI3 1abopaTopHBIX IOKa3aTeneil HAOMIOQAaeTCs yBeIUde-
urue COD, 303MHODUITHUSI, HHOTIA aNbOYMUHYPHSL.

Meiiep-1llguxkkepama - Beiiepca cunopom (s. Meyer-Schwickerath -
Weyers), r1a30-3y00-manbleBOd  CHHAPOM,  IJa30-3y0o-majblieBas
JuCIUIasys, cuaapom ['mncmm.

Omucan coBMecTHO HeMenkuMH Bpadamu Meyer-Schwickerath G,
Criiterich E., Weyers H, B 1957 1.

3aboneBaHue SBISIETCA SKTOAECPMAIBHOW JMCIIa3MeH, pa3BUBAIOLIEHCS B
pe3ynbTaTe IOPAaKEHUS LEHTPOB IuddepeHnnanuy, B BHAEC COYETAHUSL
aHOMaNMi TIJla3, BOJOC, 3yOOB, IHCTAIBHBIX OTJENOB KOHEYHOCTEH.
XapakTepusyercs MNOpaKeHMEM JIUCTAlbHBIX OTJENO0B KOHEYHOCTEH B
BUJle KaMITONAKTWIHK ¢ KyOoBHAHOH nedopmanueil cpenHux ¢ananr,
curgaktiied IV u V maneies, a Takxke MHUKpo(TaabMHEH, HHOTJA C
AHOMAJIMSAMM Paay’KHOM 000I0YKHM U TiaykoMoil. Hoc maneHbkuid, cemio
HOCAa IIMPOKOE C  ICEBJOTHIEPTENOpH3MOM. I 'eHepanm3oBaHHAs
JIMCIUIA3HsI 3yOHOH 9Malii ¢ KOPHYHEBBIM OKPAIIMBAHUEM H CBOCOOPa3HOM
SIMKOOOpa3HOW  THIOIUIa3ueil ee. [ MMOTPHX03 ¢  NUTMEHTHBIMH
paccTpoiicTBaMu.

Meuce cunopom (s. Meige). Cm.: Meuosce - Munvpou - boune
CUHOPOM.

Meuce - Munvposn cundpom (s. Meige - Millroy). Cm.: Meitioce -
Munspoti - Honne cunopom.

Meiuce - Munvposn - Honne cundpom (s. Meige — Milroy - Nonne),
cungpoM Meibke, cuniapom Meibke - Munbpos, cunapom Honue -

Musbposi, XpOHHYECKas HacCleICTBEHHass TpodoJepMa, BpPOXKICHHAs
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Tpodonepma, NHUMPATHIECKHH OTEK, MCEBAOOTEYHAs THIIOAEPMAabHAs
runepTpodus, BpPOXKIEHHAs HACICACTBEHHAs CIOHOBOCTb, CEMEHHBIH

HACJIeICTBEHHBII OTeK, UIOTIATHYECKHI HACJIe/[CTBEHHBII
JTIM(paTHIeCKIH OTeK, Tpo(hOHEBPO3, HEBpPOApTPUTUUECKAs
TICEB/IOCIIOHOBOCTD.

CuMnromMaTtrKy 3a00lIeBaHUS BIIEpBBIe omucan (paHIy3ckuil Bpad Meige
H. B 1889r.

CrpagaHue HOCHT CeMeiHbIi  XapakTep. BeposTHo, cBsfizaHO ¢
Pa3BUBAIOIIMMHCS B OMOPHOHAIPHOM IEPHOAE TECHETHYCCKUMH HWIIN
MePUCTATHYECKUMH HAPYLICHUSIMH CHCTEMBI THUIO(DH3 -IIPOMENYTOTHBIH
MO3T. XapakTepusyercs MajbIM pocTtoMm, UHGAHTUIH3MOM,
THIOTEHUTAIN3MOM, 3aJI€PKKOH (U3HIECKOro U ICHXUIECKOTO Pa3BUTH,
BEIDKCHHBIM ~ IUIOTHBIM ~ OOJIC3HEHHBIM  OTEKOM  TOJICHEH, pexe
pacmpocTpaHsOIUMCes Ha 0eipa, 0XKUPEHUEeM MO THIY peiTy3, Kudo3zom
TPYAHOTO OTAEeNa II03BOHOYHOIO CTON0A, aKpOMUKpHEH, BalbIyCHBIM
OTKJIOHEHWEM TOJIEHeH M IUIOCKOBAIBI'YCHOH Jedopmarueil  cTor.
OTMmevaeTcs TUMOTOHMS MBIMI. B 061acTu OTEKOB 4YacToO pa3BHBAIOTCA
TpodUUecKHe I3BBI, KOTOPHIE JIETKO HHOUIIUPYIOTCS.

Meiicnepa nepenom (f. Meissner).

IMox >TuM Ha3BaHHMEM OIHCHIBACTCS H30IMPOBAHHBIM IIEPENIOM 3aJ[HETO
Kpasi AUCTATbHOro MeTasnudusa OoipmedeprnoBoil koctu. KimmHnueckas
KapTHHA [PH  OTCYICTBHM  CMEIICHHS  OTJIIOMKOB  HAllOMHHAET
MOBPEXKJCHHE CBS30K TOJICHOCTONHOrO cycraBa. IlodoTomy, ecim
peHTreHorpayss CBOSBPEMEHHO He IPOU3BOMUTCS, HEpeJoOM B psje
CIIy4aeB OCTAeTCsl HEPACIIO3HAHHBIM.

Mennepa 6onesznv (m. Moeller). Cu.: Meanepa - baproy 6onestb.

Mennepa - Bapnoy 6onesns (1. Moeller - Barlow), Xenna - Mennepa -
Bapnoy cunapom, Memiepa Oone3nb, bapinoy 6one3nb, BpuHTOHA
Gone3Hb, Xemia OONE3Hb, ,,pAXUTHYECKUH CKOpOYT”, NETCKHH CKOpOYT,
TeMOpparnyecKuil paxuT, TeMOPParunuecKuii TuaTe3 HOBOPOXKICHHBIX.
Onucana anriuiickumu Bpadamu Cheadle W. B 1872 r., a 3atem Barlow T.
B 1883 .

SIBnsercst mposBieHHeM TsbKenoro asurtammHo3za C. PasBuBaercs B
IPYAHOM Bo3pacTe. XapaKTepU3yeTcsl yXyIIIEHHEM OOILIEero COCTOSHUS,
rUnoTpodueil, reMopparn4eckuM IHATE30M, MPOSBIIOLIUMCS METKHMH
KPOBOU3IUSHUSIMHA noJ KOXY u CIIU3UCTBIE 000J109KH,
MOJJHAJIKOCTHUYHBIMK ~ T€MAaTOMaMH, HOCOBBIMH  KPOBOTCUCHHSIMH,
remarypueif. OTMeYaroTCs MPUNYXJIOCTH B OONACTH  CYCTaBOB,
4eTKooOpas3Hble pebpa, OONE3HEHHOCTh TPH MNaNbHalUU  AWaQU30B
(BcyiencTBHE MEPUOCTANBHBIX FEMATOM).

PeHTreHOJOTrMYECKHU OTMEYAIOTCS HPOCBETICHHE B o00JIacTH
MCTaM30B, YIUIOTHEHHE pPOCTKOBBIX 30H, (parMeHTauus saep
OKOCTCHEHHMs, HENOJHBIE W IIOJNHBIE IIepPEIOMBI, CMEIIeHHE sIep
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OKOCTCHEHM, OCCI/I(l)l/IKaLll/Iﬂ remaroM. [locie wu3jIeYEHUs] OCHOBHOTO
3a00JIeBaHUsT HA JUIATCJIBHOC BPEMsA COXPAHACTCA KOJBLECBHUIHASA TCHb
SAAEP OKOCTCHEHUS C IIPOCBETIICHUEM B LIEHTPE.

Mennuka - Huonca cundopom (s. Melnick - Needles), BpoxxaeHHas
OCTEO/IHUCILIA3HSL.

Bnepsele ommcan amepukaHckuMu Bpadamu Melnick J. C.u Neediest. F.B
1966 .

AYTOCOMHO-IOMHHAHTHOE HacIeACTBeHHOe 3aboneBanue. IIposBisercs ¢
NEepBEIX JIET OKU3HM CICAYIOIIMMH CHMITOMAaMH:  3K30(TanbMus,
MUKDOTHATHs, HapylICHHE Pa3BUTUS 3y0OB, BBICOKMH U y3KHH JI00,
HCKpHBIICHHE KOHEUHOCTell mo Tumy cubitus valgus m genu valgum,
HeOOoJIbIIIOE YKOPOUCHHE AUCTAIBHBIX (haJlaHT HajbleB, 0COOEHHO MEepBBIX
manelieB  Kucrteil.  JUTMHHBIE  KOCTH  HEPAaBHOMEPHO  yTOJIIEHBI,
CKJICPO3HPOBAHEL, IeOPMHPOBAHBI, HMeETCS TsDKemas coxa valga.
Habnronaercst 3amas3iplBaHie B IIOSBICHHH KOCTHBIX dacTeil pebep u
KIIIOYMI, HEJOpa3BUTHE KOCTEH Tasa ¥ BEPTIY)KHBIX BIIAJWH,
nyroobpasHasi (popMa II03BOHKOB 3a CHUET ,,BHIEMKH B IIEpEHEM OTJele
ux ten. Hepenko passuBaercs kudos v cKommos.

Mepuwa - Bonommena cunopom (s. Moersch - Woltman), nporpec-
CHpYIOIIasi MBIIIIEYHAasi CKOBAHHOCTb.

Onucan amepukanckumu Bpadamu Moersch F. P. u Woltman H. W. B 1956
I.

XapakTepusyercss  OOJNE3HEHHOIl  CKOBAaHHOCTBIO  MBINI, KOTOpas
CHMMETPUYHO PACHPOCTPAHACTCS HA MBI KOHEYHOCTEH, IeH,
TynoBula.  3a0oleBaHME  CONPOBOXKAAETCS  ITapPOKCH3MAIbHBIMHU
MpUCTyNIaMU My4YHTeIbHOH 0oy M Taxukapauu. IIponecc mporpeccupyer
U MOJKET NPUBECTH K OOILEH PUTHIHOCTU MYCKYJIaTyphl.

Munxkmena 6onesns (m. Milkman), Munkmena cunapom, Jloosepa -
MunkmeHa cuHiapoM, Jloosepa - [leOpeit - MuikMmeHa CHHIpPOM,
MHOXKECTBCHHBIE  CIIOHTAHHBIE  HMAMOIATHYECKHE  CHMMETPHYHBIE
NeperoMbl, O0JIE3HEHHBIH 0CTE03 ¢ NICEBIONIEPETIOMAaMH.

Brepssie omrcana amepukanckuM BpadoM Milkman L. A. B 1934 r.
XapakTepusyercss MHOKECTBEHHBIMH CHMMETPUYHO PACIIONOKEHHBIMU B
KOCTSX 30HaMU HEpecTPONKH, KOTOpPBIE pacCMaTpHBAINCH BHadalle Kak
MePesIOMBI. Knunanuecku 3aboseBaHme MPOSIBIISIETCS 60JibI0
PEeBMATOMIHOTO XapakTepa B MOSCHHIC, HIDKHHX KOHEYHOCTSIX,
HEYBEPEHHOH ,,yTUHOH~  MNOXOJIKOH, MEIJIEHHO pa3BHBAIOIUMUCS
nedopMalusiMK O3BOHOYHOTO CTOJNIOA, Ta3a, IPYAHOI KIETKH, JUTMHHBIX
TpyOuaThIX KocTeil. PEHTTreHOTOTrMY e cKH BBIBIIOTCSA B KOCTIX
MpO3payuHble MONEPEYHO PACIIOJIOKEHHBIE 30HBI MEPECTPOUKH IUPUHON 1
- 10 MM, KoTOopble B psme, CilydaeB BO3HHKAIOT Ha (oHe 00Iero
ocreomopo3a. Yame Bcero MOpakaloTcsl JOOKOBBIE, OeIpeHHBIE,
OoJblIeOepIIOBEIe, JTydeBble, JIOKTEBBbIE KoCTH, pedpa. CoxepkaHue
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KanpLus ¥ pochopa B KPOBH COOTBETCTBYET HOPME.

Mumenca cunopom (s. Mietens), HM3KOPOCIOCTh C TJIA3HBIMH Ha-
pylIeHusAMH, CHHIpOM MuteHca - Bebepa.

Brnepsrie onucan Hemenxkumu nexuarpamu Mietens C. u Weber H. B
1966r.

HacnencrteenHoe — 3a0osieBaHue, — IMepefaroleecsi MO ayTOCOM-HO-
pPELEeCCUBHOMY THITYy. XapaKTepU3yeTcs HHU3KOPOCIOCThbIO, TOMYTHEHHEM
POTOBHII, HUCTarMOM U KOCOIJIa3UeM, THIIOIUIA3Uell HOCa, YKOPOUYCHHEM
JIy4eBOW M JIOKTEBOW KOCTEH, BBIBUXOM TOJIOBKHM JIy4€BOH KOCTH C
HaJIMYMeM Cru0aTenbHONH KOHTPAKTyphl B JIOKTEBOM CycTaBe. MoryT
HMETh MECTO KOHTPAaKTYyphl B KOJEHHBIX CYCTaBaX, BBIBUX TOJOBKH
OePEHHON KOCTH, MOJIbIE CTOMNBI. YMCTBEHHAash OTCTaJOCTh CPEIHEH
CTETEeHH.

Mumuenna cunopom (s. Mitchell), Gonesnr I'epxapara, JOKaIbHBIN
Ba30MOTOPHBII HEBPO3, DPUTPOMETANHS, IPHUTPOAEPMHUs, BA30OMOTOPHBIIT
rapaand KOHEYHOCTEH.

Brepsele ommcan amepukaHckuM HeBporatoinorom Mitchell S.W.B 1872r.
IIposiBisieTcs: Ba30MOTOPHO-TPOGHUYECKHM HEBPO30M, BCTPEYAETCS MPH
9CCEHIMAIBHON TMIIEPTOHHH, OPTaHUYECKHUX 3a00JIEBaHUSIX LEHTPAIBHOM
HEPBHOM CHCTEMBI, a TAK)XKe 3a00JIEBaHUSIX KPACHOM KPOBH (ITOJNHIIUTEMHH,
noaurao0yinun).  XapakTepudyercs — OTEYHOCTBIO M THIepemueii
JMCTAIBHBIX OTAECNIOB HIDKHAX M BEPXHHX KOHEYHOCTEH, GOJIC3HEHHBIM
YyBCTBOM JKXKEHHs IpH corpeBaHnd. OJHOBPEMEHHO OTMEYAIOTCS
TUMEPICTe3MH M TApacTe3nH, THIEPTHAPO3, TPOHUECKHE pacCTpoicTBa
Ha KHCTSX W CTOMAaX NP COXPAHMBIIEMCS IyJIbCE HA JIy4eBOM apTepuu U
TBUIBHOM apTepHH CTOIIBI.

Muxaiinosea Indemuueckuii Ooeopmupyouwjuit 0cmeoxoHopos.
Cwm.: Kawuna - bexa 6onesns.

Monumeoxcu nepenom (f. Monteggia), MoHTeDKH TOBpEXKICHHUE.

Brepsele ommcaH HTANBIHCKEM Xupyprom Monteggia G. B. B 1814r.

Xapakrepu3syeTcsl MepesoMOM JIOKTEBOM KOCTH B BEPXHEH TpeTH WM Ha
TpaHHIle BEPXHEH U CpeJHEeH TPeTH, BEIBUXOM TOJOBKU JIy4eBOH KOCTH.
MexaHu3M ~ TOBPEXACHUS -  4Yalle BCEro  InpsMas  TpaBMa,
HEMOCPECTBEHHbIH ylap B 00JacTH BEPXHEH TPeTH Npearuieybs Io
nmokTeBoil koctH. OmmcaHo naBa Tuma neperoMa MoOHTemXH -
pasrubaTeNnbHBI U CrHOATENbHBIH, OTIMYAIONINECS PAa3IMYHBIM BHIOM
cMelleHHs OTJIOMKOB. IlIpu pasrubareIbHOM THIE MHEpenoMa OTIOMKH
JIOKTEBOII KOCTH CMEMIAIOTCS IIOJ YITIOM, OTKPBITBIM K3aIH, o0pasys Ha
TpeAriedbe XapakTepHoe yriryonenue. ['ooBKa JIyueBoif KOCTH IIpU 3TOM
CMELIAaeTCsl KIepeid M KHApY)XH. 3HAYMTEIbHO pexe HaOIoIaeTcs
crubaTenbHBIA THI IIepelIoMa, IPH KOTOPOM OTJIOMKHU JIOKTEBOH KOCTH
CMEIAIOTCs O] YIJIOM, OTKPBITBIM KIIEPEIH, a TOJOBKA JIy4EeBOH KOCTH
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BBIBUXHUBACTCA K3aH.

Mopa cunopom (s. Mohr), poTo-ITHIIEBON-TUTUTAIBHBII CHHAPOM.
Bnepseie onrcar Mohr O.L. B 1941 1.

Ilepenaercs 1m0  ayTOCOMHO-PELIECCUBHOMY  THUIy, HaOJIIOJAaIOTCS
cemeiiHble ciiydan 3a0oseBaHus. i JAaHHOTO CHHAPOMA XapaKTepHBI
HU3KMH POCT, IUIOXOW POCT BOJIOC, W3OTHYTas IE€PEHOCHUIIA, BBICOKOE
TBepJoe He0O, pacIieryIeHHe $3bIKa M Y3JI0BaTOCTb €ro, THUIIOILIa3us
BEpXHEH M HIDKHEW 4eNoCTH, yacTh4Has cuHaaktwius | mamema crom, 1
IJTFOCHEBOW KOCTH, CIHMSIHUE MHOTOYTOJIbHOW M JIaJbeBHJIHON KOCTEi,
YKOpoueHue Kucte, nedopmanus V manbla U HapylIeHHE OKOCTEHEHUS
MeTa(HU30B [UIMHHBIX TPYOUYaThIX KOCTEH.

Mopeana cunopom, II (s. Morvan, II).

Omnucan ¢panmy3ckum BpauoM Morvan A.M. B 1883 r.

3aboieBanue, O-BUIUMOMY, SBISIETCS 0C000i (OpMOH CHPHHTOMHUEIIHH.
XapakTepusyeTcss HapylIeHHEeM TeMIepaTypHOil 4YyBCTBUTEIbHOCTH. B
OTJIMYKE OT TUIHMYHOH CHPUHTOMHEINH OTMEYAIOTCSl CaMOIPOU3BOIbHEIC
aMITyTallMy MajblieB WIM WX yacTed (Myrwiasuuu). Yaine nopakarorcs
KHCTH, peXe CTOIBL. B mocneanue roasl 5ToT CHHAPOM CUUTAIOT HCTUHHOM
CHPHUHTOMUEIIHCH.

Mopkuo 6one3ns (m. Morquio), Mykonomucaxapuao3 - tunm IV,
CIOHANIOAIH(U3apHAs JIUCIIIA3US, XOHAPOOCTEOJUCTPODUS,
nedopmupyromas ocTeoxoHapoaucTpodusi, Mopkuo - Bpaitncdopna
cuHapoM, Mopkuo - VYmepuxa cuHzapoM, K - Mykonomucaxapumos,
9KCLEHTPOXOHApoItasus, [yrse - Menxuopa - Kimayzena cuaipom.
BriepBbie onucana ypyrsaiickum neauatpoM Moiquio L. u aHruiickum
BpauoM Brailsford J. fb 1929 r.

HacnencrBeHHoe 3ab0neBaHue, IEPeacTCs [0 ayTOCOMHO-PELECCHBHOMY
Tumy. IlposiBisiercs ¢ 2-leTHero  Bo3pacta.  XapakTepHu3yeTcs
KapJIMKOBOCTBIO M 3HAYUTEIBHBIMU JAeOpMALUAMU CKelleTa, 0COOEHHO
TPyAHOH KiIeTKH, TYromoaBIKHOCTE B CyCTaBaX H BMECT€ C TeM
pacciabiieHHe CyMOYHO-CBSI30YHOTO ammapaTa MENKHX CyCTaBOB, Iles
yKOpoueHa, runoruiazus orpoctkoB I u Il medHbIX 1o3BoHKOB. JIuuo
oOBIYHOE, pa3Mephl depena Oe3 nM3MeHeHUH. MHorma oTMedaeTcst pesko
BEID)KCHHOE IIOMYTHEHHE pOTOBUII B TMO3JAHHE CPOKH OOJIE3HH.
BeIsaBIsIIOTCS a0OpTabHbIE H3MEHEHHMs, HCTOHYEHUE 3y0oB. VIHTEIeKT He
HapyIleH, OTCYTCTBYeT remartocmuieHomeramus, C Modoil BbIIensercs
60JIBIIIOE KOJIMYECTBO KepaTaHCyIb(aTa.

PeHTreHonorMyecKkHd BHAHBI XapaKTepHble H3MEHEHHS B
MI03BOHOYHOM CTOJIOE: YIUIOIIEHHE Tel ITO3BOHKOB, OCOOCHHO CHIDKCHHE
BBICOTHI TIEPEIHUX OTJEIOB, 3ala3iblBaHHE B Pa3BUTHU arnodu30B,
ocoberno B XII rpyanom u I mosicaudHoM mo3BoHKax. Kudockomuos.
Onuusbl JMMHHBIX TPyO4YaThIX KocTell Henopas3BUTHL. OKOCTEHEHHE
MeTaU30B TaKKe HeperyiasspHoe M mo3xHee, Metapussl KocTel
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YKOPOYEHBI, IIMPOKHE MabIBI KUCTU YTOJIIEHBI, C KOHNYECKOH (HopMoit
snupu30B. Hepenku ocTeoapTpuThl, OCOOEHHO B Ta300€IpPEHHBIX Cy-
CTaBax.

Mopkuo - Bpauncgopoa cundopom (s. Morquio - Brailsford). Cm.:
Mopxkuo 6onesHo.

Mopkuo - Yaspuxa cunopom (s. Morquio - Ulrich). JlaHHbI# 3110HUM
ynoTpebisercss B cilydasx Oone3HH Mopkmo, Korja B JOIOIHEHHE K
CKEJIeTHBIM M3MCHEHWUSM HaOJII0JaeTCs IOMYTHEHUE POTOBHIIL.

Mopo3zoea - IOuznunza cundopom (s. Jungling). Cm.: FOuenunea
obonesnb.

Mopmona 6onesns (m. Morton), nepuHeBpalIbHBIH GuOPO3,
MOMOUIBEHHAsT  HEBPAITHs, (POKANBHBIA  TpaBMAaTHYECKHIl  HEBPUT
nopomBeHHoro Hepsa III u IV naneues, cHHAPOM MOPTOHOBCKOTO Masblia,
MeTarapcalrus, Heppanrus MopToHa.

Bnepssre o Heit coodmn Morton T.G. B 1876 .

Penko  BecTpewaromieecss  3a0oneBaHMe.  ODTHONOTHS M TaTOreHE3
3a001eBaHUs OCTAlOTCS HesCHBIMH. KimHmka OomesHn MoproHa
MPOSIBIISIETCSl  CUIIBHOM, JKrydei, ,,HeBEIHOCHMOW” OoJibi0 B oOnactu
TPEThEro MEeXIAaJIbleBOro mpomexxyTtka y ocHoBanus III u IV mambues.
Bonb ycunuBaercst mpu Harpyske, ocIa0eBaeT Mocie pasrpy3Kd CTOIBI H
ucyesaer  mocie  cHATHA  0o0yBu. Ilpum  mpoBepke  OoneBoi
YyBCTBUTENIBHOCTH OMpEAeseTcss rumoansresus IV mamblia, 4yBCTBO
oHeMeHHs. CXaTHe CTOIBI B IONEPEYHOM HAINpaBICHHH BBI3BIBACT, KaK
MPaBUIIO, Pe3KyI0 60ib. YacTo oTMedaeTcst JIoKaabHast 60JIe3HSHHOCTD IIPH
Hanblaly TPEThEro MEXIMAIbIEBOrO MPOMEXYTKA. Y STHUX OONBHBIX
ompenienseTcsl monepedHoe IIockocronue. Ha peHTrenorpamme
OTMEYAIOTCS PACXOKACHHE IUIIOCHEBBIX KOCTEeH, SBIEHHSA aedopMu-
PYIOIIETo apTpo3a MEJIKUX CyCTaBOB CTOII.

Mopmona cundpom (s. Morton), ykopoueHHas | miocHeBast KOCTb.
Onucan amepukaHckuM xupyprom Morton D. J. B 1927 r. Anomanus I
IIocHeBoi kocTH. Jledopmamus cTomsl 0OyCIOBICHA YKOpOYeHHEM I
IUTIOCHEBOI KOCTH, IPOSIBIISICTCS €¢ HEOOBIYHON IOJBHKHOCTBIO, OOJBIO,
HPHITYXJIOCThIO, CKOBAHHOCTBIO CTOIIBI.

Mypa nepenom (f. Moore).

Onucan amepukanckuM xupyprom Moore E. M. B 1872 1.

Ipencrasnsier coOoii mepenoM IHUCTAIBHOrO KOHI[A Tyd4eBOH KOCTH C
BEIBUXOM JIOKTEBOH M yIIEeMJIEHHEM IIWJIOBHIHOTO OTPOCTKA TOX
KOJIbLIEBUTHOM CBSI3KOH.

Mypxka cunopom (s. Murk). Cu.: Ancena 6onesnv.
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Mywe cunopom, I (s. Mouchet, I).

Bnepssie onmcan ¢panirysckum xupyprom Mouchet A. B 1914r.

SIBiseTcst IMO3IHUM IOCJIEACTBHEM IIepeioMa JUCTAIBHOIO KOHIA
IUICYEBON KOCTH CO CMEIICHHEM OTJIOMKOB. M3-3a HEmpaBHIBHOIO pocTa
MEJHaTbHOTO MBIIIENKa IIEYeBOH KOCTH B CBSI3H C HEHOPMAlbHBIM
MOJIOKEHHEM  JIOKTEBOTO HEpBa Pa3BHBACTCS HEBPHUT  ITOCIEIHETO.
XapakTepeH aHaMHe3: HaJn4yKe nepeaoMa B 00JacTH JIOKTEBOTO CYCTaBa B
JETCKOM BO3pacTe C HEYCTPAHEHHBIM YIIOBEIM HIH POTAIUOHHBIM
cMemenreM. Yepes MHOro JIeT TIOCHE MepeloMa IOf  BIHSHUEM
HE3HAYUTENbHOH TPaBMBI, HEPCHANPSHKCHHS MM (DH3UYECKON HArpys3Ku
Pa3BUBAETCS MapaJId JIOKTEBOTO HEPBA C HAPYIICHHEM TyBCTBUTEIBHOCTH
B 30HE €ro MHHEPBAaLM M IBUTATENbHBIMU paccTpoiicTBaMu. THIHYHBIM
SIBISIETCSL  KOrTeoOpasHas nedopMmarust KHCTH, OTBEACHHE V Mamblia,
aTpodust 067aCTH BO3BBINICHNS V Mallbla.

Mywe cunopom, II (s. Mouchet, II).
Omnucan ¢panmy3ckum xupyprom Mouchet A.
SIBnisieTcs IpOsBICHNEM aCeNTHIECKOTO HEKpo3a 0J10Ka TapaHHOI KOCTH.

Mionnepa - Beiicca cunopom (s. Miiller - Weiss).

Ormucad HE3aBUCHMO JIPYT OT Apyra Hemeukum opromnexom Milller W. u
aBcTpuiickuM pentreronorom Weiss K. B 1927 1.

OTHOCHTCSI K aCeNTHYECKOMY HEKpO3y. XapaKTepU3yeTcsl IOpaKeHHEeM
JIaJIbeBHIHON KOCTH CTOIIBI, Pa3BHBAOLIMMCS y B3pOCIHbIX. [IposiBisiercs
GOJIBI0 O THUIBHOW MOBEPXHOCTH MPOKCHMAJIBFHOTO OTAeTa CTOIBI.
OOGBIYHO CTONA IUIOCKOBANBIYCHAS, MMEIOTCS MOJOTOYKOOOpa3HbIe
nanslel. Jacto mopaxarorcst 06e CTomnbsl. PEHTre HOJNOTr MY eCKH
ompenessieTcsl CKIepo3 u AeopManusi JaabeBUIHOW KOCTH, KOTOpas
PE3KO CIUTIONIEHA U CMETEHa B THUTbHO-MEIHALHOM HAIIPABICHUH.

Miwnnepa - Puéounza - Knemenma cunopom (s. Miiller - Ribbing -
Clement). Cum.: Pubbunea cunopom.

Mionxmeinepa cundopom (s. Minchmeyer), MHOXECTBEHHas MeX-
MBIIICYHAs OCTeOMa, occuuimpyromas (GacuuanbHas THIepIasus,
occupuuupyrompii  GUOPO3UT, MPOTrPECCUPYIOMINN  MHOXKECTBEHHBII
occuuIUpyomui MHO3HT, OCTEOINIACTHYECKast MHUOMATHS,
[IPOTPECCUPYIONIasi BPOXACHHAS MONHOCCU(DHUKALHS, OCCHMUINPYOLIHIA
MPOTrPeCCUPYIONINiT HHOPOLEIUTIONHT, IPOTrPECCHPYIOIIas MHOKECTBEHHAS
occudumpyromas GpuépoucIIaus.

IMoxpo6uo onmcan HemenkuM BpadoM Miinchmeyer E. B 1869 r.
IpencraBnser coGoif 3aboieBaHMEe C MOHOTMOPUIHONH JOMHHAHTHOM
HACIIE/ICTBEHHOCTBIO € BapHabeNbHOI SKCIPECCHBHOCTBIO, Pa3BUBACTCS
BCJIEACTBHE MATOJIOrNYecKOr IuddepeHInay KIeTOK MEXMBIICYHBIX
nepemMbldek. 3aboieBaHME OOBIMHO HAYMHACTCS B paHHEM JETCKOM
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BO3pacTe, Yallle y JIMI My>CKoro noja. Xapakrepuszyercsi OKocTeHeHHEM
CKEJICTHOM ~ MYCKyJNaTypsl, (acumid, CyXOXXKWJIHH U  allOHEBPO30B,
pacmpocTpaHAOIIUMCS B KayJaJdbHOM  HAIpaBICHUM, Pa3BUTHEM
TYTONOJBMKHOCTH M aHKMJIO3a COOTBETCTBYIOIIMX cycTaBoB. Hepenko
OJHOBPEMEHHO B KOXK€ M MBIIIIAX ONPEAESIOTCS BOCIAIUTENbHBIC HH-
¢unpTpaTl. Menkue CycTaBbl CTOI, HO3BOHKOB, peOEpPHO-IIO3BOHKOBEIE
CyCTaBbl ~aHKHJIO3UPYIOTCA. YacTo OTMEUarOTCs MUKPOJAKTWIUS U
KIMHOJAKTHINS TAaNblleB KUCTEH, MATOYHBIC IINOPHI, BaIbIyCHas CTOMA.
DUKCHPOBAHHOE IIOJOXKEHHE TPYIHON KIETKH M II03BOHOYHOIO CTOIOa
BeleT K pa3BUTHIO 3a00JICBaHMI JIETKUX W CepAld, pa3BUTHIO
HEeJOCTaTOUYHOCTH cepiua H Jerkux. BemencrBue Hapymenus (yHKIuH
KOHEYHOCTEH OHM PEe3KO TUMOTPOGHIHEL.

Penrrenonoruuecku ONpPEJEIAOTCS  KpPYIHbIE  Y4acTKU
OKOCTEHEHHSI B MBIIIIAX, CPAIICHHE UX C KOCTAMH, I03BOHOYHBIN CTONIO B
Bujie 0aMOyKOBOH TpPOCTH, aHKMIIO3BI cycTaBoB. Ilocie mpekpaleHus
pocta  occHpHKauWs MBI~ MOXET  OCTaHOBHThcsA.  IIporHos
HEeOIaroNpPUsTHRINA H3-32 CONMYTCTBYIOMNX (yHKIMOHAIBHBIX HapyIICHUH
1 3a00J1eBaHui.

H

Happpyuzepa cunopom (s. Naffziger), cunmpom mieiiHbIx pebep,
cuHapoM Ancona, cunapom Howue, cunapom T'ota, cunapom [lota -
Iononbaa, cueapom Kynepa, CHHAPOM BBHIISTYMBAHUS JIECTHHYHOM
MBIILIIBL

Brepsrie onucan amepukanckum xupyprom Naffziger H.C. B 1937 1.
SBhsercst  CHEACTBUEM  CHAaBIEHHS  COCYJOB U HEPBOB  IIEU
JIOTIOJIHUTENIBHBIMU  IIEHHBIMU  peOpaMu W TEpeAHeH JIeCTHUYHOM
MBIIILEH. XapaKTepu3yeTcss HaIUYUeM JIOTIOJIHUTENbHBIX IEeHHBIX pebep.
IposiBisieTcss B HEpUOA IIOJIOBOTO CO3PEBAHUS, KOIZa 3aKaHUMBACTCS
occuUKaLKs JOMONHUTEIbHBIX pedep. I[IpoBomHUpyOMUM MOMEHTOM
MOXeT OBITh TpaBMa, (pu3nyecKas Harpy3ka. KIIMHU4YeCKH BbIIIE KITFOUUIIBI
ompenenseTcss IUIOTHOE BBIITYMBAHUE, HAJ KOTOPHIM ITAJIBIIUPYETCS
MyJIbCUPYIOIIMHA y4acTOK MOAKIIOYMYHOM apTepuu. BosibHbIEe KamyroTcs
Ha 6oip B 00NACTH ILIeH, IUIeYa, BO3HUKAIOIIYIO IPU ABIDKCHUH TOJTOBBI
w pykd. OTMedaeTcsi mapecTe3us. WK THUIOCTE3Hs HalblleB, BEHO3HBIH
3aCTOH, HCYE3HOBEHHE ITyJIbca Ha JIy4eBOH apTepHu IPH HAKIOHE TOJOBBI
WM HObeMe PYKH, HOBBILICHHE TOHYCA IepeIHeH 3y0UaTol MBIIIIIEL.

Ban Heka cunopom (s. van Neck), 6one3ns Ban Heka - Onennbepra,
cunapom Openbbepra, osteochondritis ischiopubica, osteochondropatia
ischiopubica.

Brepssie omucan He3aBUcUMO ApyT ot apyra Odelberg A. u van Neck M.B
1924 r.

DTHOJNOrHS U MAaTOTEHE3 COBMAJAIOT C IPYruMHU (OpMaMH acEeNTHYECKOTO
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Hekpo3a.  Yame ~ OosieroT  MaslbuuMKH, ~ OOBIYHO  CTpajaroliue
npeanyoepTaTHBIM WK TyOepTaTHBIM oxupeHueM. [Ipossnsercs B 6 — 10-
JIETHEM BO3pacTe B BHAEe OOIM M OrpaHHYEHUS MOABIDKHOCTH B
Ta300eJpEHHOM CyCTaBe ¢ HOCIeRylomed XpoMoToi. Omnpenensercs
JIOKaJIbHAasl OOJIE3HEHHOCTh NPH JABJICHUM Ha 00acTh HUCXOMSAIICH BETBU
100koBOI KocTH. IIpH peKTanbHOM HCCIEOBaHUM INPOLIYIIBIBACTCS TaM
K€ OrpaHUYEHHOE OITyXOJIEBUJHOE 00pa3oBaHHe, OOJIE3HEHHOE HAOLIYIIb.
PeHTreHonormyeckKku B 00JIACTH CENAIMIIHO-TOOKOBOIO CHH-
XOHApO3a  OHpeleNsieTcs  IIapoOBHAHOE  pPacHIUpeHHe,  HepeaKko
JIBYCTOPOHHEE.

Hueepzenvma - Ilupanvmana cundpom (s. Nievergelt - Peaeman),
cuMQaNaHrus ¢ aTHIINYHOH KOCOJIAaNoCThI0, CHHApoM HuBepremnbra.
Brepsrie onucan mBeiiiapckum oproneaoM Nievergelt K. B 1944 r.
HacnencrBennoe — 3aboneBanme.  Xapakrepusyercss — cuMamaHruei,
ATUINYHOM KOCOJAIOCTHIO, CIMSHUEM KOCTeH 3aIsiCThsi U IPEAILTIOCHEI,
BPOXACHHBIM BBIBUXOM WIIH IOJBBIBUXOM TOJIOBKM JIy4€BOH HIIH
JIOKTEBOH KOCTH, Aedopmanuell KHUCTeH U CTOH, JOKTEBHIX CyCTaBOB,
pasnoyJIbHapHBIM CHHOCTO30M, JUCTIIa3uen KocTel roJIeHH,
[UICYEIyYEBbIM WIIH  IUICYETOKTEBBIM CHHOCTO30M, OpaxuIaKkTHIIHeH,
xiuHoMakTHnelt. [loxonka HapynieHa, 60Ib B CTOIAX, HHOT/A TIyX0Ta.

Huoepna nepenom (f. Niederl), anaroHanbHblii BEPTUKAIBHBIN IEPETOM
KOCTeil Ta30BOTr0 KOJIbIA.

IpencraBnser co6oi pa3HOBUIHOCTH JBOMHHOTO BEPTUKAIBHOTO TEpPENoMa
KOCTEH Ta30BOro Kojblla TUMa MaibreHs. XapakTepusyercsl MepeaoMoM
KOCTell IepemHero OTAena C OJHOU CTOPOHBI, COUETAIOIHMCS C
MEPEIOMOM 3aTHETO OT/IENa Ta30BOr0 KOJIbLA C APYTOil CTOPOHBI.

Hunscena cunopom (s. Nielsen), BpoxneHHas UCTpOdHS IIen
Hunbcona, cunapom Yibpuxa - Huniecona.

Bnepssie onmcan narckum BpadoM Nielsen H. B 1934 r.

3a0oneBaHue  SABIACTCS ~ MHOXKCCTBEHHBIM  IIOPOKOM  Pa3BHUTHL.
XapakTepusyercss JBYCTOPOHHEH KPBUIOBHIHOI CKIaAKOW IIeH W
KOMOMHALMeil CHMITOMOB, THUIMYHBIX JUIL CHHApPOMOB boHeBna -
VYiepuxa, Knunnens - @eiins.

Humana - Iuxa 6o0ne3ns (m. Niemann - Pick), mumnonno3 HepBHOI
CHCTEMEL.

Brnepsele ommcaH HemenkuM BpadoM Niemann A. B 1914 T
Mopdonoruyeckre HccaeaoBaHus MpoBen HeMeukuid maromor Pick L. B
1926 1.

Bpoxnennoe 3aboneBanue. Ilepenacrest mo ayTOCOMHO-pe-LECCHBHOMY
THITy. XapaKTepu3yeTcsl HapyLICHHEM KHPOBOro 0OMeHa U HaKOILICHHEM
JIMINJIOB, IPEUMYIIECTBEHHO (OCHO-TNIHI0B, B OpraHax ¥ TKaHIX, B TOM
YHCIIe Celie3eHKe, JIMM(ATHISCKUX y3JaX, MEeYeHH U KOCTHOMO3IOBOH
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nojocty. B kpoBu noBblaeTcs copepxaHue xosnecrepuna. Hadmonarores
CIUIGHOMETAJNsI, yBEIUYCHHE Ie4eHU, IMM(ATHUECKHX Y3/I0B, CIeNoTa,
HapylleHHe UHTeIekTa. bonesHp pe3ko mporpeccupyer. JleTH oTcTaroT
HE TOJIBKO B YMCTBEHHOM, HO ¥ B (hu3mueckoM paszBuTHH. CO CTOpPOHEI
HEePBHOI CHCTeMBbI M3MEHEHHs Te ke, uTo u mpu Oonesnu Tes - Cakca
(BpoxkneHHast (opMa aMaBPOTHUECKON ceMeiiHON muaworuu). HepBHbIE
CTBOJIBI M Y37bl, IJIMS TAaKXKE COAEPXkAT IOBBILIEHHOE KOJIWYECTBO
munuaoB. HaGmiomaioTess kupoBoe MHepepokAeHHe KOCTHOTO MO3ra,
U3MEHEHHS B KOCTAX B BHIE HCTOHUCHHS KOPKOBOIO BEIECTBa,
0CTeOoIopo3a, HapyueHus: occudukayy snupu3oB. C TeUCHNEM BpeMEHH
HACTYNAlOT SNHGHU3UTHI, Yalle TOJNOBKU OeJPEeHHONW KOCTH, HapylIaeTcs
¢byHkus cycrasa. [IporHo3 HeOIarONPHATHBIH, JETH YMUPAIOT B IEPBEIE
JIBa roJ1a XU3HU.

Hupxogga - Xroonepa cunopom (s. Nierhoff - Hiibner).

Bnepsele onncan Hemenkumu ucenenoBarensimu Nierhoff H. u Hiibner O.
B 1956T.

KoHCTHTYIIMOHANBHEI MeTadHnu(HU3apHEI SHXOHIPAIBHBINA JTH30CTO3 C
MPOCTOH JIOMUHAHTHOH HACJIeICTBEHHOCTBIO u HETIOJTHOH
MEHETPAHTHOCTBI0. [IPOSIBISIETCST HEMOCPEICTBEHHO IIOCIE POXKACHUS.
XapakTepusyercs: JUCIIPOIOPIHEe HOPMAIFHOTO TYJIOBHINA U MAJICHBKHX
KOHEYHOCTEH, TSKENIBIMU CyJOPOraMy, yBEJIIMYEHHEM OCTATOYHOTO a30Ta
KPOBH. PEeHTreHONOTHYECCKH 0OHapyXHBAIOTCS
pacmpoCTpaHEHHbIE HApyIICHHs OKOCTCHEHHs TpyOuaThIX KOCTEH,
M03BOHKOB U pebep. [Iporuo3 HebnaronpusTHBIN.

Honne cunopom (s. Nonne). Cn.: Hagppyueepa cunoponm.

Honne - Munspou cundpom (s. Nonne - Milroy). Cw.: Meiice -
Honne - Munopoii cunopom.

Hopmana - Byoa cunopom (s. Normann - Wood). Cu.: Tes - Cakca
bonesnb.

O

O'Kounnopa cunopom (s. O'Connor).

IMog »STHM DSHNOHUMHYECKHM TEPMHUHOM IIOJPa3yMEBACTCS  PEIKO
BCTPEUAOIUICS aCeNTHYECKU HeKpo3 Smudu3a JOKTEBOIO OTPOCTKA
JIOKTEBOH KOCTH.

Oodenvoepza cunopom (s. Odelberg). Cu.: Ban Hexa cunopom.

O3e cunopom (s. Hozay). Cu.: Ban bozapma - O3se cunopom.
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Onépaiuma cunopom (s. Albright). Cu.: Bpaiiyesa - Jluxmenwmetina
bonesnb.

Onaopaima - Bamnepa - Baymoepza cunopom (s. Albright -Buttler -
Bloomberg).

Omnucan amepukanckumu Bpauamu Albright F. u Buttler A., Bloomberg E.
B 1937 .

IIpencraBiasieT KOMIUIEKC BPOXKACHHBIX aHOMaIWM, MPOABIAIONIMHACS
HHU3KHM POCTOM, PaxWTOM, YCTOHYMBBIM K 3prokaisuudepony (Bur. D),
runodocharemucii, runepdocdarypueii.

Onépaima - Xaoopua cundpom (s. Albright - Hadorn), Xanopna -
Onbpaiita CHHAPOM.

Onucas B 1940 r. amepuxanckumu Bpadamu Albright F u Hadorn W.

B ocHoBe 3a001€BaHus JIeXKAT NepPBUYHbIC HAPYIIEHHS KATHEBOIO OOMEHa,
KOTOpBIE TPOSIBISIIOTCS NEPHOIMYSCKUMI MBIIICYHBIMH TapaludaMHi ¢
napecre3ueii, apeduekcucii, ciaabocTeio, 0O0JBI0 B KOCTAX, B CIIHHE,
PBOTOM, TOHOCOM, OJBIMKOH. PEHTTE€HOIOTHY e CKHU BBUBIICTCS
3HAYHUTEIBHBIH OCTEONOPO3 C MHOXKECTBEHHBIMH II€PEIOMaMH KOCTEHl.
XapakTepHa ~ TIHIOKAJbLEMHS,  THICPXJIOPEMHs,  TUIEpKaInypus,
THIIEPKAJIBLIHY PHIS.

Onve o6onesus (m. Ollier), IUCXOHIPOIUIA3US, MHOMXECTBEHHBIH
XOHAPOMAaTO3 KOCTEH, OHXOHAPOMATO3, OKOCTCHEBAIONIMII IHates,
XOHAPOIVICILIA3Ms, BHYTPEHHUH XOHIPOMATO3, SJHXOHPO3.

IlepBoe  KIMHUKO-DEHTICHOJIOTHYCCKOE  OMHCAHHE  OOJIBHOTO  C
JMCXOH/poOIIa3uel, mosiBupiueecss B 1897 r., NpHHAUIGKUT PyCCKOMY
Bpauy M. I'. ArampkaHoBy, B 1899 r. Gomesnp ommcan (paHIy3cKUi
xupypr Oilier L. X.

3aboneBanue BpoxxaeHHOe. CyIIHOCTH €0 COCTOUT B 3aMEIJICHHOU H
H3BPALICHHOH OCCHU(UKAIMY YMOPUOHAIBHOIO Xpslla. XapaKTepu3yercs
MAaTOJOTMYECKMMU  XPSAILIEBBIMA  O4araMM B MeTadHU3apHBIX U  pexe
nuadu3apHbIX OTAenax TPyOdYaThIX KOCTEH, a WHOTAA Ha MPOTSHKCHHU
BCETO Tella IUIOCKOH KocTH. Yale BCTpedaroTcsl MOJIHOCCATBHbIE (hOPMEI
aucxonjpomasud. OfHa TpeTh OOIIETO KONHYECTBAa BOBICYCHHBIX B
porecc KOCcTeil IPUXOAUTCS Ha (pajlaHry MajblieB KHCTH U CTOII, [ISICTHBIC
KocTH, pedpa. YacTo mopaxkaroTcst KOCTU Ta3a, OApEeHHbIe U ILIIOCHEBbIE
KOCTH.

Bonesns Onbe BBIBILIETCS, KaK TOIBKO PeOCHOK HAaUMHACT XOAUTh. B aTOT
nepuox oOHApPYKHBAIOTCS XPOMOTA, IPOTPECCHpYIOIlee YKOPOYCHHE H
HCKPHBIICHHE HWKHUX KOHEYHOCTEH, MHOT/[a MATOJOTMYECKHE TICPETOMBI.
Jlns 3aboneBaHus XapakTepHb! JedopMmaluu B BHAE TramndeoOpasHOro
HCKpHBIICHUS Iuadu3a 6enpa, BaIbIyCHOrO JHOO BapyCHOTO OTKIOHCHUS
KOJICHHOTO cycTaBa M Jp. Ha KMCTSX M cTomax yTOJIIAOTCS OTACIbHbIC
Gbamanrm  mameeB  3a  CY4eT  IUIOTHBIX  chepudeckoil  (opMsl
ONyXOJEBUIHBIX  oOpaszoBanmid. Ilpm  Gompmmx  nedopmarusx
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HaOnoJaeTcs OorpaHuYeHue JBWKeHUi. IIporHos mius Ku3HM TIpH
JUCXOHJIPOIUIA3UK Y JIeTel OnaronpusaTHbIA. Y JeTell cTapiiero Bo3pacra
1 B3pOCIHBIX YXYAIIAETCS B CBSI3H C BO3MOXKHOCTBIO IEPEX0/a OTIENbHBIX
XPSIIEBBIX 0YaroB JUCXOHAPOILIA3UH B HCTHHHEIE OITYXOJIH.

Onve ocmeomuenum (o. Ollier), anbOyMHHO3HBI OCTCOMHENHUT.
Penxast opmMa XpPOHHYECKOTO OCTEOMHENHTa, BO30OYIMTENEM KOTOpPOit
SIBIISIFOTCSL CTAaMIOKOKKH C OCIAa0JCHHON BHPYJICHTHOCTBIO. OTianyaercs
TeM, YTO BOCIIAIMTEIBHBIN IIPoNece B KOCTH He IIPUBOJHUT K HATHOGHUIO, a
3aKaHYMBAETCA OOPA30BAHMEM CEPO3HOTO 3KCCY/aTa, HAIIOMHHAFOIIHM
CIIM3UCTYI0 CHHOBHAIBHYIO JKUIKOCTH C IOBBIICHHBIM COACPIKAHUEM
6enka. KnuHnueckue mposiBIEHHS IPH 3TOH (GopMe MeHbIIe BBIPaXKeHEI,
4eM npu O0OBIMHOM ocTeomuenure. Yamie mopaxkaercst GeqpeHHast KOCTb,
porecc 00BIYHO OrpaHUYNBACTCS KOPKOBBIM BEIIIECTBOM,
COIPOBOKAAETCS OTCIOUKOH HAaIKOCTHUIBI Ha OOJIBIIOM INPOTSKCHHH,
CEeKBECTpaL¥sl HHOTa OTCYTCTBYET.

Omobpedana cunopom (s. Ombredanne), mocaeoneparOHHBI CHHAPOM
ONETHOCTH W JIMXOPAJKH, CHHAPOM OJETHOCTH U THIEPTEPMHH Y
HOBOPOK/ICHHBIX.

Omnucan ¢panmy3ckum xupyprom Ombredanne L. B 1929 1.

OOycnoBlIeH ~ HapyIIEHMEM  TEMOJAMHAMHKH  C  TOCIeAyromeit
runeprepMueld  u runokcueil.  OCHOBHOM — NPUYMHOW  CIYXKHUT
ONCpAIIMOHHBI  CTpecC MHPH  BPOXKIEGHHOH WIM  IPHOOpETCHHOH
MpeApacnoyoxkeHHocTH. Pa3BuBaercs uepe3 6 - 12 4 mocne Xupypru-
YECKOro BMEIIATeNbCTBA Yy AeTel B Bo3pacte 6 - 18 Mec M mposBIsSeTCs
BHaJaje IOBBIIEHHeM Temmeparypsl no 40°C u Gomee TrpamycoB H
BBIDAXKEHHON OJETHOCTBIO KOXHM JIMIa (BMECTO COOTBETCTBYIOIIETO
MOBBIIICHUIO TEMIEPATYPbl MOKPAacHEeHHUs ). IIpu 3TOM ydamaoTcst myJIbe U
IBIXaHHE, TaJaeT apTepHalbHOe HaBieHue. PeOeHOK Bsil, amatudeH. [lpn
OMOXMMHYECKOM HCCIENOBAaHUM LICJIIOYHBIE PE3epPBHI CHIDKCHBI, B MOYe
areToH. [IporHo3 HeOIaronpUsTHBI.

Oczyoa cunopom (s. Osgood). Cu.: Oceyoa- LlInammepa 6onesHo.

Oczyoa - IHlnammepa 6one3ns (m. Osgood - Schlatter),
OCTEOXOHAPONATHUS OyrpucTocTH GobLIeOepIIoBoi KOCTH,
ano¢usuonarus, anopusur llnarrepa, Jlayna 6onesns, cunapom Ocryna.
B 1903 r. amepuxanckuii opronen Osgood R. W. u mBeiiniapckuii Xupypr
Schlatter C. He3aBuCMMO JApyr OT Jpyra OIMCAIH CBOEOOpasHOe
HU3MEHEHHe B obacTu GoubleOepIioBON KOCTH Y JIMIL MOJAPOCTKOBOIO U
IOHOIIIECKOTO BO3PACTa.

OTHOCHTCS K OCTEOXOHIPOIATHSIM, OJJHAKO B IIOCJICTHUE I'OJIbI TOSBHINCE
uccnenosanus (H. JI, Kpbuios, 1970), B KOTOPBIX JI0Ka3aHa Beayllas poib
B reHe3e JaHHOM MaTOJOTHH IOBPEKACHUS CBSI3KH HAJKOJICHHUKA, B BHJC
YaCTUYHOTO OTPBIBA OT amodu3a WIH ymIHOa ee HIKHEH 4YacTH, T. e.
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TPaBMaTHYECKOT0, BEPH(PUIUPYIOIIETO JUraMEHTHTA ¢ (JOPMHPOBAHHEM B
CBSI3KE KOCTHOTO ()parMeHTa.

Bcerpeuaercs yame y MansuukoB 13 - 18 et. B GonpmmHCTBE CiTydaeB 3T0
JBYCTOpOHHEe mopakeHHe. KinHHYeckd TposBisieTcs OOJIe3HSHHOM
MPUIYXJIOCTBIO ~ KOHWYECKOH  (GopMbl B obmactu  OyrpucTOCTH
OoubIIe0epIIOBOM KOCTH, KOTOpasl JIydllle OIpeAeNseTcs HPH COTHYTOM
KOJICHHOM cycTaBe. boib ycmimBaercs npu xonpbe, deped 1-2 mec
OTMEYaeTcss  HEepe3KO  BBIpaXEHHas  arpodus  Mbimy — Oexpa.
PeHTreHoOnOTrMYeCcKHU HPH CTPOro OOKOBOU MpOEKIMH B anoduse
GourbIIeOepIIoBoi KOCTH omnpenernsieTcs: fedeKT (HUIa) U TeHb KOCTHOTO
(bparmMenTa, pacnonoKeHHOTo BOMM3U. Ha MATKOM peHTreHONIOrHYecKoM
CHHMKE OTMEYaeTCsl YTONIICHHE CBS3KH. IIpu JUIMTENBHO TeKyIieM
3a0oneBaHNU OyrpucTOCTh OONBIIEOEPOBOH KOCTH JehopMHpPYeTcs,
(dopMupyeTCsl  3K30CTO3, HEPEeAKO MHPOCIEKUBAIOTCS  KUCTEBUIHBIE
MIPOCBETICHHS. ITponecc 3aKaHIUBACTCSI CKJICPO3HPOBAaHUEM
Pa3peKEHHOro yyacTka KoCcTH. [IporHo3 OaronpusTHbIN.

Ocmeppeiixepa cunopom (s. Osterreicher).

Omnmucan aBcTpuiickiM BpadoM Osterreicher K. B 1929 r.

HacnencrBennoe 3aboneBanne. XapakTepusyeTcs MOpakeHHEM CKelleTa U
HOTTel; MOXET paccMaTpHBaThCsi Kak abopTuBHas (opMa CHHIpOMA
Typnepa - Kuzepa. [IposiBisercst 1ByCTOpOHHEI! aria3uell Ha/IKOJICHHHKA,
amia3dell WIH TOJBBIBUXOM TOJOBOK JIy4eBBIX KOCTEH, OXHOBPEMEHHO
OTMedYaeTcs JUCTPOQuUs HOTTeil.

Ocmeppeiixepa - @onza cunopom (s. Osterreicher - Fong), Cm.:
Typuepa - Kuzepa cunopom.

Ocmaepa cunopom (s. Ostler), oHuxorpudus OOJBIIOro Mmajibla HOTH,
Ocrtiiepa 60MIBIIO} HaNel CTOMEL.

Korreobpasnast nedopmaiipiss OOJBLIIOTO TMaiblia HOTH, O00YCIOBJICHHAs
runeptpoduell 1 HempaBUIBHBIM POCTOM HOITS, KOTOPBIH HpHOOpeTaeT
CXO/ICTBO C H30THYTBIM POTOM, BBIIMYKIOCTBIO OOpALICHHBIM KBEPXY.
JedopMHUpOBaHHBIN HOTOTH BPE3aeTcsi B MATKHE TKAHW HOITEBOI'O BAJIHKa,
BBI3BIBAET 00JIb, MEIIACT HOIICHHIO OOYBH.

Omma mas3 (Otto pelvis), IpOTPy3Hs BEPTIY>KHON BIIaJUHBI.

Brnepaeie onucan HemerkuM Bpauom Otto-Chrobak B 1824 r.
Habmogaercss NPeMMYIIECTBEHHO y  JKCHIIMH, HAacleLyercss IO
JOMHHAHTHOMY THILy, CLUCIUICH C IIOJIOM. XapaKTepHu3yeTcs Iiy0oKoi
BNAJMHOW M NPOTpy3HEHl €e MeaualbHON CTEHKH, YTO BEIeT K
TYTOHOJBIKHOCTH B Ta300€PEHHOM CyCTaBe, aCHMMETPHH KOCTEil Ta3a,
MHOT/Ia HOSIBILIFOTCSE 60JIb B XPOMOTA.

1
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Ilaiina o6onesns (m. Pyle), cemeiiHas wmeraduzapHas nucIUIA3MS,
kpaHuoMeTtadm3apHas jpucmiasus, Ilaiima - Koma Gomesns, bexBuna -
Kpaiina cunapom.

Onucana B 1931 r. amepukanckum Bpadom Pyle E. J.

Ilepemaercs 1O ayTOCOMHO-PELECCUBHOMY THILy. XapaKTepU3yeTcs
HEpe3KO BBIPOKEHHBIMH Ae(pOpMalUsIMH KOHEYHOCTEH, IIPOSIBISTIOIIMMHUCS
YTONIIEHHEM MPOKCUMAIIbHBIX MM JACTaldbHBIX OTHEIOB KOCTeH ¢
SIBIEHUSIMH THUIIEPOCTO3a CBOJa depemna. [T03BOHKM cileTka YIUIOIICHBI,
pebpa yTOJNLIEHbL. YTOJMIEHHBIMA MOTYT OBITH KIIIOYHIIA, KOCTH Ta3a.
Oco0eHHO pe3Kue U3MEHEHUs BBIpaXEHbl B MeTadusax UIMHHBIX
TpyOUaThIX KOCTeH: IPOKCHMAIBHBIA OT/EN IUIeUeBOM, TUCTANBHBIA OTIET
KocTeil npemieubs, 6eapeHHoil kocTu. Taxke H3MEHEHB! KOCTH ILSICTH U
MPOKCHUMaJIbHBIE (DaNaHTH.

BonbHble XapaKTepH3yIOTCS CBOCOOpa3sHBIMH dYepTaMHU JHIA, IIHPOKUM
IUIOCKMM HOCOM, THIIEPTENOpPU3MOM, IporHaTHell, Opaxuuedanueii.
Hepenko HaOmiomaercss CHW)KEHHME CyXa, aTpousi 3pUTENBHOrO HEpBa,
napanud JHUIEeBOro HepBa.

IHlanmaygpa cunopom (s. Paltauf), rumonuryurapHas KapiuKOBOCTb,
runodusapHas KapiIukoBocTb. Cu.: @poauxa cunopom (be3 ymcmeenHou
omemanocmu).

Ilannepa  6Gonesny (m. Panner), paccekaroMUIIOCTEOXOHAPO3
JUCTAIBHOTO dJHH(H3a IUIEYEeBONH KOCTH, OCTEOXOHIPHT IUCTAIBHOTO
snu(u3a MIeYeBON KOCTH, OTPaHUYCHHbIH aCEITHYSCKUH HEKPO3 TOJOBKH
J1€4€BOM KOCTH.

Onucana B 1929 r. narckum penrrenonorom Fanner H. J.

Habnronaercst y nereil u moapoctkoB B Bo3pacte 12-17 ner. IlposBisiercs
00JIBI0 B 00MACTH JIOKTEBOTO CYCTaBa, yCHIMBAIOIIEHCS NPHU ABIDKECHHH,
HMHOTJIa TPH OIIYNBIBAHUM JUCTAIBHOIO OJMU(U3a IUIEYeBOH KOCTH
BBISBISCTCS OOJE3HEHHOCTh. B Tex ciyyasx, KOrja IPOHCXOMUT
oTmeneHHe (parMeHTa u oOpasyercs ,.CyCTaBHash MBI, HEPEAKO
BO3HHKAET 6nokana cycTaBa. Penrrenonoruyecku
00OHAPYKUBACTCS OTPAHUYCHHBIN YYaCTOK YIVIOTHEHHOW KOCTHOH TKaHHW,
Yalle BCETO pacHoJlaraloluiics B 00JacTH TOJOBKU IUIEUEBOH KOCTH,
HHOTJIa OlpeJeNnsieTcs CBOOOJHOE BHYTPHCycTaBHOe Teno. JledeHue
KOHCEPBATHUBHOE, PEKE XHUPYPrHUecKoe - yHajsieTcs IOpaKEeHHBIH
y4acTok. [Iporuo3 61aronpusTHBIH.

Hanuiona-Jlesce - Ilcoma cunopom (s. Papillon-Leage - Psaume),
POTO-JNLEBON CHHAPOM, MaIbLE-IHIEBOH CHHIPOM, SI3BIYHO-JIHIEBAS
JUCTIIa3Hs.

Onucan ¢paniy3ckumu Bpadamu Papillon-Leage u Psaume J. B 1954 1.
TMopaxaroTCst IPEUMYIIECTBEHHO JIMLIA )XEHCKOTO PO/, II09TOMY CHHAPOM
CYHMTAIOT HACICJACTBEHHBIM, CLEIUICHHBIM C MOJIOM. XapaKTepu3yercst
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HapylIeHHEM Da3BUTHS JIMLEBBIX KOCTEH, albBEOJSPHBIX OTPOCTKOB H
3y6oB. Kak mpaBuio, nmmeeT MeCTO He3apalleHHe MATKOTO U TBEPIOro
HeOa, paclielUleHHe s3blKa U Ty0, THIOIUIAa3Hs HOCA, YeIocTel,
HapylLIeHHEe POCTa BOJIOC Ha roJioBe W juue. ITanbipl Kucreil ykopodeHsl,
AaCHMMETPHYHBI, HEPeIKO CpamleHbl, BCTPeYaeTcs MONUJAKTHIUS.
TpyOuaTble KOCTH YKOPOUEHBI, YTOJIICHB], Pa3BUBAIOTCS ACHMMETPUYIHO,
HEJIOPa3BUTHI.

Ilappo 60ne3np (m. Parrot), Bernepa 0onesns, ncesnonapamud Ilappo,
CHUMMIUTHIECKUI OCTEOXOH/IPHT.

DTUM TEPMUHOM, MPEATI0KEHHBIM (paHIy3cKkuM neauarpom Parrot J. M. B
1871 1., o00O3HAuarOTCS MATOJIOTHYECKHE BHYTpH-MeTadHU3apHbIC
TepesioMbl, HAOJIONAfOIIMECs B TIEPBBIE MECAIBl II0CIE  POXKJICHHS
pebeHKa, Tpu  CU(PUINTHYECKOM  OCTEOXOHAPUTE,  SBIIIOMIEMCS
MIPOSIBIICHHEM PaHHETO BPOXKACHHOTO cudminca. BenencTsue HapymeHus
JHXOHAPAJIBHOTO  OKOCTGHEHMs,  PaspylIeHUs  CHQWINTHYSCKUMH
TpaHyJSIIUSIME T'yOuaToll KOCTH M KOPKOBOTO CNOS NIPU HE3HAYHTEIHHOM
JAaBICHUH WIH MBIIICYHOM HANpPSHKCHHH MPOHCXOJHUT CMEIICHHUE
SMU(U3APHOTO KOHIA KOCTH. KiMHHYeCKHM JTH  IIaTOJIOTHYECKHE
MepeIOMBbl HPOSBIAIOTCS HPHIYXJIOCTHIO, OONIC3HEHHOCTHIO B 0ONACTH
CycTaBOB KOHEUHOCTeH. [TopaxkeHHbIe BepXHUE KOHEYHOCTH 0E3)KU3HEHHO
CBHCAalOT ¥ IIPOHM3BOJAT BIIEUATJICHHE IApaM30BaHHBIX, HA HIDKHHX
KOHEYHOCTSIX HEPEeAKO MMEIOTCs crubarenbHble KOHTpakTypsl. Haubonee
YacTO  IOpaXkaeTcs  NPOKCHMANbHBIH  SnHpHU3  IUIEUeBOH |
6011b11e0epPIIOBOH KOCTEH, OJJHAKO HEPEIKO MMEET MECTO MHOXKECTBEHHAs
JIOKaIH3anust CHHINTHIECKOTO OCTEOXOHIPHUTA.
PeHTreHOIOTHYeCKHY e U3MEHEHUS 3aKIIOYAIOTCS B PACIIUPEHUH
30HBI IIPEBAPUTENHHOIO OOBI3BECTBICHHUS, HEPOBHOCTH €€ KOHTYPOB,
(parMeHTAIMU U CMEIIECHHH dudu3a.

Happo cunopom (s. Parrot), xoumpomuctpodus, axoHIPOIUIA3HS,
XOHJPOAUCTPO(HUUECKAs — KApIHMKOBOCTb, MHKPOMENHS, BPOXKICHHASL
xoHapoauctpodus, [Tappo - Kaypmana cuuanpom.

Ommcan ppanmysckum neguarpom Parrot I M. B 1878 1.

BpoxieHHOE HACleAICTBEHHOE CHUCTEMHOE 3a00jIeBaHUE, MOpaXKarolee
CKeIIeT B BHJE HApYIICHHs SHXOHJIPAIBbHOrO pas3BuTus. Ilepemaercs mo
JOMUHAaHTHOMY THITy, HO dalle BO3HHMKAaeT CHOpaJU4ecKd, 4acTrora 2-3
cinyyast Ha 100 000 HaceneHus. XapakTepu3yeTcs KapJIHMKOBBIM POCTOM,
JUCTIPONOPIMEH TONIOBBI, TYJNOBUIIA U KOHEYHOCTEH, IIOCIIeTHUE
YKOpOYeHBI Ooyiee pe3ko, dYeM Tynosume. HaOmiomarorcs —Taxke
,0aleHHplil 4yepen” (Opaxuuedanus), CEIJOBHAHBIA HOC, MPOTHATHUS,
IyrooOpasHble MCKPHBIICHUS JUIMHHBIX TPYOYaTBIX KOCTEH, yCHIICHHBIH
nopmo3. KuetH pyk yKOpo4yeHBI 3a CYeT paBHOHW [UIMHBI ITAJIBLIEB
(m3omaxkTuiKs). IHTEIIEKT He CHIDKEH.

Happo - Kaygpmana cunopom (s. Parrot - Kaufmann). Cw.: Ilappo
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CUHOPOM.

Ileosncema oonesus (m. Paget), nmedopmupyrommii ocreurt,
nedopmupyromias  octeomucTpodus,  JIOKaaM30BaHHas  (GUOpO3Has
ocreoaucTpodusi, XpoHuueckas nedopmupymomas runeprpopuyeckas
OCTEOMAJISILIHS.

Onucana anrnuiickum xupyprom Paget J. B 1877r.

CemeiiHOe Hac/IeCTBEHHOE 3a00JIeBaHKe, EPENaeTCs 10 JOMHHAHTHOMY
turry. Hexoropsie aBrops! (McKusik) yTBepiknaior, 4ro 310 3ab01eBaHue
CLIEIUICHO C II0JOM, OOJICIOT OOBIMHO MY’KUMHBI. BosHmkaeT y mozei
crapue 40 - 60 ner. TeueHne 6ONE3HHU MOCTENEHHOE, OOJIE3Hb HAYMHACTCS
B BHAC IUCTPO(UUECKOro mpomecca B KOCTSX, NPH KOTOPOM Haj
mporeccaMi  pe3opOLUH TPEBATUPYIOT MPOLECCH ANNO3UIUH  KOCTH,
MOSIBIISIFOTCS. YYaCTKHU CKIIEPO3a M 1opo3a.

3abosieBaHNe B HAYaIbHBIX CTAAMSAX MPOTEKAET OECCHMIITOMHO U 4acTo
SIBJISIETCS. PEHTI€HOJIOTHYECKOi Haxonkol. C TedeHneM BPEMEHH 4epell U
KOHEYHOCTH YTOJIIAOTCS, HOSBISIETCs 0071, AedopMarus, orpaHuYeHIe
IBIDKEHHH B CycTaBaxX, HCKpPHMBICHHE O€Apa M TOJCHH BBIMYKIOCTHIO
KHapy>KH, IUieda - BHITYKJIOCThIO KHYTpU. BropnuHo pasBuBaercst kudos,
KU(O-CKOIMO3, H3MEHSAECTCS OXO/IKa.

PEHTreHONOIrMYECCKHU BBUBILCTCS Pa3BOJIOKHEHHE KOPKOBOTO
BEIeCTBA TPYOYATHIX KOCTEH, MCYE3HOBEHHE KOCTHOMO3TOBOU IOJIOCTH.
Tlopaxatorcss  00bluHO  Bce  TpyOuarble kocth. OHHM — UMEIOT
GeCCTPYKTYPHBIN PHCYHOK C XapaKTEPHBIMH IISITHUCTBIMU YIUIOTHEHUSIMH,
HAllOMHUHAIONIMMH XJIONbST BAaThl WM KIOYKM IIepcTd. Ilpm a3toM
3a00JICBaHUH MOPAXKAIOTCST U JPYrHe OPraHbl M CHCTEMBI: LCHTpaJIbHAs
HEpBHAsI CHCTEMA, TIOSIBIISICTCS CHIKEHHE CITyXa, 9TO MOXET OBITh CBSI3aHO
CO CIABJICHHEM YEPEIHOro HepBa. bosie3Hs mporpeccupyer a0 KOHIA
*u3HU. MHOr 2 HaOmo1aeTcsl MaauTHU3alus.

Hennezpunu - Imuoa 6onesny (m. Pellegrini -  Stied),
MEePUTECHIMHAT KOJICHHOTO CycTaBa, TeHU wmiu nepenoM llltuna, 6one3ns
IItuna - IlemmerpuHy, HOCTTpaBMaTHUdYecKas IAapaKOHIMISIpHAs
occudukanus O6expa, mapaoccaiabHas CONMYTCTBYOIIas TeHb Ilemterpunmy,
Kemnepa - [lemuterpunu - lltuaa Gonesus.

Bnepssie onucan B 1905 r. uranesHckuit Bpad Pellegrini A., a B 1907 1. -
HeMelkuid xupypr Stied A.

Occudukar, pacrnonoXeHHbIH B MATKHX TKaHAX B OOJIACTH BHYTPEHHETO
Mmblmenka Oenpa. bomesus Ilemnerpunn - IlltHaa GOIBIIMHCTBO aBTOPOB
CYHUTAIOT 3a00J€BaHUEM TPaBMATHUYECKOro NMpoucxoxaeHus. [Ipu orprise
BHYTPEHHEH CBA3KM OT MbllIenka Oeapa B MeCTe €€ IpPUKpPEIICHUs
HaJKOCTHUIA TIOJHUMAeTcs U obpa3yeTcs IOJHAJKOCTHHYHAS TeMaToMa,
nojBepraromasics occupukanuy. 3aboyieBaHMe wYalle HaOIOAaeTCs y
MY)XYHH B Bo3pacte 25 - 45 jer, Hepeako y crnopTcMeHoB (6OpLOB,
MITAHTUCTOB, JIBDKHUKOB). XapaKTepHu3yeTcs: 00NbI0, JTOKAIU3YIOMEH s 110
BHYTPEHHEH CTOpDOHE KOJICHHOIO CyCTaBa W YCHIMBAIOLICHCS NpH
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nanenanuu. Pexxe ynmaercs npollynaTh YIUIOTHEHHE TKaHeW B 3TOM
obmacti. OKOHYATENbHBIH [MArHO3 YCTAHABIMBACTCS C OMOIIBIO
PEHTTEHOJIOTHYECKOTO HCCIIEIOBAHNS, KOTOPOE BBIBISET CEPHOBHAHYIO
TeHb PA3JIMYHOIO pa3Mepa BOJIM3UM BHYTPEHHETO MBIIENKa OeIpeHHOH
KOCTH.

Ilepmeca 6one3unr (m. Perthes). Cwm.. Jlecea - Kamwee - I[lepmeca
bone3Hb.

Ilepmeca - Kuzaunza cunopom (s. Perthes - Jungling), koctHas
Ooute3Hp beka, KMCTO3HBIN MHOKECTBEHHI OCTHUT, IMOJMKHCTO3-HBIH OCTUT
IOHrnMHra, MHOXECTBEHHBIH KHCTO3HBIH OCTHT IOHIIHHTa, KOCTHBIM
TyOepKymuy, TyOepKyJIe3HbIi MHOXKECTBEHHBIH KHCTO3HBIH  OCTHT,
6one3np Mopo3soBa - FOHrnuHra.

Boepseie ommcan H. B. MoposoBsiM B 1908 r., 3aTeM HemenkuMm
xupyprom Jimgling O. B 1919r.

Kocrhass ¢opma cunapoma benve - beka - Illaymana, BO3MOXHO
CBS3aHHass C  TyOepKylIe3oM,  CapKOHIO30M.  XapaKTepu3yercs
0OJIE3HEHHBIM TIPUITyXaHHeM ¥ THIepeMHuell manbleB kucred u crom. Ha
MOPaKCHHBIX YYaCTKaX KOXKM H3MEHEHHs HAalNOMHHAIOT OTMOpPOXEHHE,
o3HoOneHKe. IHOTHA OTMeUaloT 6OoNe3HeHHOe MpHITyXaHHe XpsIel Hoca
nu ero jgedopmammoo. PeHTreHomOrm4Yyecku  OTMEYaercs
OCTEONOpO3 MOPAXKEHHBIX YYacCTKOB cKeyieTa (KMCTeH M CTOm) C
YTONIIEHHEM KOPKOBOTO BellecTBa O3 MepHOCTAIBHON peaKIiy, Haaudue
KHCT.

Iupcona cundopom (s. Pierson), mOCTTpaBMAaTHYECKUHl HEKPO3
JI0OKOBOW KOCTH, HEKPOTHYECKHII OCTUT JI0OKOBOU KocTH. IlposiBisercs
60JIbl0, BO3HHKalolleH B 007acTH MHHEPBALMM 3aMUpaTeNbHOTO HEpBa
Iocle Harpy3KH MOpHBOAAIMUX Mbimr Oeapa. Ilpm mamsmanum
onpenensercs: 60JIe3HCHHOCTh JIOOKOBOH KOCTH B MECT€ NPUKPEIUICHUS
TOHKOW  MblIIbpl  Oeapa. Ilpy pEHTreHONOrMYEeCKOM
HCCIIEIOBAHUU OIIPEe/esIeTCsl HapylIeHHe CTPYKTYPhl HUCXOJSIIEH BeTBH
JIOOKOBOH KOCTH.

ITomne 6onesns, mun II (m. Pompe, II). Cu.: Max Apona 6one3n.
ITomne cunopom (s. Pompe). Cm.: I'upke cunopom.

Hopaxa - Jwpanme édone3ns (m. Porak - Durante). Cm.. Bponuxa
bose3Hb.

IIomma o6one3ns (m. Pott), TyOepkyje3 IO3BOHOYHOIO CTONOA,
TyOEpKyJI€3HbIH CIIOHUIINT.

Omnucana anrmuiickuM xupyprom Pott P. B 1779 1.

BebpBaeTcss TyOepkyne3HOH manoukoil. Xapakrtepusyercs OOJIBI0 H
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OrpaHUYCHNUEM IOJBWXHOCTH B II03BOHOYHOM CTOJIOE, pedIeKTOPHBIM
HANPSHKCHUEM MBI CIHHBL,  KU(OTHYECKHMM  HCKPHUBICHHEM
MI03BOHOYHOTO CTOJ0A, CO BPEMEHEM - peOepHBIM TOpOOM H HapyIIeHHEM
JBIXaTeNbHOH W CepACYHO-COCYIHUCTON JeATENbHOCTH, IIOBBIICHHOM
B030yauMocThio. [TopakeHne MOXKET JIOKaIU30BaThCs HA JTIOOOM YPOBHE
MO3BOHOYHOTO CTON0A, HEPEIKO IOSBIIOTCS HATEUHbIE a0OCLECCH H
CBHUIIM (B 3alyLICHHBIX Ciydasx). MHorma HaOmomaercss IOpaXkeHUe
CcycTaBoB (TyOEpKyJIE3HBI KOKCHT, TOHHUT M T. [I.), HAINYHE KOHTPAKTYp,
TYTONOABIKHOCTH. [Ip pe HTT€HONOTHYECKOM HCCICIOBAHUI
YCTaHABJIMBAIOTCS  OCTEONOPO3 ITO3BOHOYHOTO CTON0A, JIECTPYKIHS,
nedopMariust Tes1 HO3BOHKOB, HHOT/IA OKOCTCHEHHE CBSI30K.

IHomma nepenonm (f. Pott).

Onucan aHrinuickuM xupyprom Pott P. B 1769 r.

ITox 3TUM Ha3BaHHMEM ONHMCBHIBACTCS IIEPEIOM OJHOI MM 00CHX JIOJBDKEK
W 3aJHEro Kpas IHCTalbHOrO sSnudusa Oo0ibmeOepHoBOil KOCTH ¢
O/IBEIBHXOM MJIM BBIBUXOM CTOIBI K3a1i. OCOOCHHOCTh MEXaHH3Ma 3TOTO
mepesaoMa 3aKiI4YaeTcss B OJHOBPEMEHHOM COYETAaHHH MOBOPOTA CTOIBI
KHapy)KH ¥ ee IOJOLIBEHHOTO CrHOaHMs. XapaKTepu3yercs pe3KoH
nedopmariueil TOJICHOCTOMHOTO CyCTaBa 3a CYET BBICTYIAIOIIETO O[T
KOJXKell IepefHero kpas JUCTaIbHOrO 3mudu3a 601bmed6epoBoi KOCTH U
CMEILEHHS CTOIBI K3aJy M JIaTepalbHO, HapyIeHneM (yHKouu. J(narnos
YTOUYHSETCSL C IIOMOIIBIO pPEHTreHOorpauu, NPOM3BEACHHOW B JBYX
MIPOSKIHAX.

Ilpaoepa - Bunau cunopom (s. Prader - Willi), cunnpom Ilpanepa -
Jlabxapra - Bunnu - ®ankonn.

Briepssie onrcan mBeiinapckumu Bpadamu Prader A., Labhart A, Willi H,
Fanconi G. B 1956 T.

WHorma oTMmewaeTcs KpOBHOE pOACTBO poxuteneil. IIpenmonaraercs
pelieccUBHasl HACNEICTBEHHOCTh. Hepeako mpH poskIeHHH HaOIIofanoch
aCPUKTHYECKOE COCTOSHME, BBIPQKCHHAs THIIOTOHUS MBIMIL, CIab0CTh
COCaHMS M KPHUKA, CHIDKCHHE CYXOXKIIBHBIX peieKcoB. XapaKkTepu3yercs
onurodpeHneit ¢ BecesbM, J0OPOLYITHEIM HACTPOSHUEM, MaJIbIM POCTOM,
MQJICHBKUMU KUCTSMM M CTOIIAMH, OXKUPEHUEM, TUIIOT€HUTAIU3MOM,
3aJlepKKOM  IOJNIOBOTO  pa3BHTHA. IHOrAa OTMEYAlOTCs YacTHYHAs
CHH/IAKTHIIMS, KINHOJIAKTIIINS, aTHIIMYHbIE CKIIAJKH Ha KHCTSIX, BBICOKOE
He00, HEZI0Pa3BUTHE YIIHBIX PAKOBUH.

IIpaoepa - Jlabxapma - Bunnu - @ankonu cunopom (s. Prader -
Labhart - Willi - Fanconi). Cw.: Ilpadepa - Bunnu cunopom.

Ilpeiizepa 6onesnv (m. Preiser), OCTEOXOHIPONATHS JIAbCBUIHON
KOCTH KHCTH, OCTEOMALSILHS JIAJbCBHIHON KOCTH, OCTEOXOHAPUT
JIaJbEBHIHOM KOCTH.

Omucana HemenkuM opronenom Preiser G. K. B 1911 .
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OtHocuTcs K rpynmne ocreoxonaponaTuil. KiMHMYecKH NposBiseTcs
60JIbI0, OrpaHMYCHHEM JBI)KCHHII B JIyde3alsiCTHOM cycTaBe, Ooib
YCHITUBACTCS npu CKATHH HaibLEB B KyJIaK.
PeHTreHONOTrHMYECKHU ONpefe/sieTcsl YIUIOTHEHHE JaIbeBUIHOM
KOCTH, HEPAaBHOMEPHOCTb €€ CTPYKTYpPBI, HAIMYHE MEJIKHX KHCT. DTH
W3MEHEHHSI MHOTJA HAllOMHHAIOT KapTHHY IepecTpOHKH JIaabeBUIHOU
KOCTH TIOCJIE €€ TIepesioMa.

IIpogpuwe cunopom (s. Profichet), orpaHMYEeHHBI KaIbIUHO3,
KaJIpLIeBast I10Jjarpa, KOXKHBIH KaMeHb, GpochaTiaeckuii nuader.
JHeranbHo onucan (paHiy3ckuM BpadoM ProfichetG. C. 1890r.
IpencraBnser coboif cucremMHOoe 3a00NeBaHHE C  HapyIICHHEM
KaJBIIIEBOTO OOMEHAa B ME3CHXMMAIBHOM TKaHH. XapaKTepusyercs
Y3€IKOBBIMHU OTJIOKCHUSIMH COJICH KaNblisl BHYTPHKOXKHO U B MOAKOXHOM
OCHOBE KOHEUHOCTE B 00JIaCTH KPYIIHBIX CYCTaBOB U CYCTaBOB ITAJIBIIEB.

Ilymo - Konneca nepenom (f. Pouteau - Colles), nepenom Komneca,
9KCTEH3HOHHBIN IIepPeIoM Ty4eBOl KOCTH B KIACCHIECKOM MeCTe.
Brepsele mepenom Jy4eBOW KOCTH B KIACCHYECKOM MecTe ObUI OIMCaH.
Pouteau C. B 1783 r. bonee noapo6noe onucanue npexacrasieHo Colles A.
B 1814r. Cm.: Koaneca nepenonm.

Ilymmu 6one3ns (m. Putti), BepreOpanbHblii cuHApPOM. OmnucaHa
HTaNbsIHCKUM opTomenoM Putti V .B 1927 r. 3axmodaercs B NMepBUYHON
JiereHepalii MeXII03BOHOYHBIX Xpsieif, o0braHo oxHoro. IlposBisercs
OOoNIBI0 B TOACHUYHOW 0ONACTH, HUPPAIUUPYIOIIUMH B  HIDKHHE
KOHEYHOCTH, HAIlOMHHAsl HIIMAC C €ro OOJEBBIMH IHUKIAMH, HEpexKo
nmeercs ckomuo3. CUHMTAIOT, YTO MNPUYMHOM 3a00JICBaHMS SIBISETCS
uHQpEKIUs, XOTd  HE  MCKIIOYEHO  3HAYCHHE  MHKPOTPABMBI.
PeHTreHOTOTMYEeCKH BBIABIAIOTCS JCTCHEPATHBHBIC H3MECHECHHUS
B MEXII03BOHOUHBIX CyCTaBax, HEPEAKO - aHOMaIMu IV - V noscHUYHBIX
MI03BOHKOB.

H¢aynonepa - I'ypnepa cunopom (s. Pfaundler - Hurler). Cwm.:
Typrepa 6onesno.

Hgeugepa - Beoepa - Xpucmuana cunopom (s. Pfeiffer - Weber -
Christian). Cu.: Bebepa - Xpucmuana cunopom.

P

Pagena - Ilewe cunopom (s. Ravin - Pecher), cemeiinas Hacmen-
CTBEHHas JUCTPO(UYECKast apTPOMAIIAIIHUSL.

Onucan ¢paniy3ckumu Bpadamu Ravin D. u Pecher A. B 1941r.
IpencraBnsier coOoif OCTEOAPTPONATHIO HESICHOH STUOJIOTHH, KOTOpas
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MpOsIBISIETCsT  Ae(opMaluell HaibleB KUCTEH, MOABBIBUXOM OOJBIIHX
maneleB,  cnaboOCTBI0  CyMOYHO-CBS30YHOIO  amapara  CyCTaBOB,
IUIOCKOCTOIIMEM, BAlIbIyCHBIM  OTKIOHEHHEM TroleHed, Kupo3oM.
PeHTreHONOTrHMYECKHU BBIBISIIOTCS OCTEONOPO3, KHCTO3HbBIE
00pa3oBaHMs B KOCTSIX.

Paiinu - Illeaxmana cunopom (s. Riley - Schwachmann), runiepocros
Paiinu - [IIBaxmaHa.

Omnucan amepukanckumu Bpadamu Riley C. M, Schwachmann H.B 1943 r.
XapakTepusyercss ~COYCTAHHEM  MHONATHH M TUIepOCTO3a,  Ha-
CIIEICTBEHHOTO MPOUCXOXKICHHs. [IpOsBISIETCS] pacCTPONHCTBOM HOXO/KH,
[OBBIIICHHEM MBIIIEYHOTO TOHYCa, pPe(IeKCOB, CIabOCTHIO MBILIIL,
KJIOHYCOM CTOIl. B o0nacTu nuadu3oB HaNbIUPYIOTCS OMYXOIH KOCTHOM
KOHCHCTCHIIMM. PEHTreHOJTOTrMYEeCKHM B ITHX YydYacTKax
OTMEYAeTCs B3yTHE KOCTU U CKIEPO3UPOBAHNE KOPKOBOTO BEIIECTBA.

Paccensa cunopom (s. Russell), Hanusm Paccens, BHYTpuUyTpOOHBII
JUCMOP(UYECKHI HAHU3M.

Onwcan anriuiickuM neauarpom Russell A.B 1954 r.

XapakTepusyercs JHCIPONOPLHOHATBHBIM  KapIUKOBBIM  POCTOM -
OTHOCUTEIBHO YKOPOYEHHI IPOKCUMAIbHBIE U yIIMHEHH AUCTalIbHBIC
4acTH KOHe4yHocTeHd. YacTo HaOmIoAaloTcss reMuatpodus KOHEYHOCTEl,
JHMIA, CKOJNMO3, THIEPIOPH03, KIMHOJAKTHINS, BalblyCHBIC CTOIIBL,
THIOIUIA3Msl MYCKYJNAaTyphl H IIOJKOJKHOH OCHOBBL. XapaKTepHBI TaKikKe
KpaHuonedaabHas AWCIUIA3Ms, MHKPOCTOMHS, BBICTYNAIOIUA  HOC,
MHKPOTHATUS, YMepEHHBII THIEPTETIOPH3M, THIOTCHHUTAIIN3M,
KPHITOPXU3M, NIPEKACBPEMEHHOE BBINaZIeHUE 3y0O0B.

Paméena cunoponm (s. Rathbun), runodocdarasusi.

Omnucan ameprukanckuM neauarpoM Rathbun J. C. B 1948 1.

OtHOCHTCSL K (DepMEHTONATUSIM C HapyLIEeHHEM MUHEPaJbHOrO OOMeEHa,
00BIYHO HACNIEJCTBEHHOTO MPOUCXOXKACHNUS, C BPOXKIACHHBIM OTCYTCTBUEM
WIM YMEHBIICHHEM aKTHBHOCTH, INENOYHON (ocdarassl, B pesyibTare
Yero B TKAaHAX HakammBaooTces d(Upsl  GochopHOH  KHCIOTHL.
XapakTepusyercss MHPOSIBICHUSIMH TSDKEJIOro paxurta ¢ aedopmarmeit
IPYIHOH KIJIETKH, YeTKaMH B o0iacTH pebep, yTOJIIEHHEM SMH(H30B,
HCKpHBIICHHEM IHadu3oB OenpeHHONW KocTH M KocTeil roneHu. Tomyc
MbIII HoHWKeH. OTMewaercss runoauHamus. MHorzma BcieacTBue 1o-
BBILICHHUST COJICPIKAHHS KaIbLHs B KDOBU M B MOYE PAa3BHBAKOTCS TSKEIIBIC
M0YEYHO-ypeMUUYecKHe HapymeHus. [Ipn OHOXMMHYECKOM HCCIIEI0BaHUH
KPOBH OTMEYAETCsl Pe3KOe CHIKEHHE aKTMBHOCTH ILIENOYHOH (hocaTasbl
OpH  HOPMAlbHOM coiepXaHud (ocdopa, HMHOIIA IOBBILICHHOM
COZlep)KaHUH Kalblus. B Moue coeprkaHue Kalblusl HOBBIIICHO.

Peoapa cunopom (s. Redard), aprporpunos, ,,A€peBsSIHHBIC KYKIIbI .
Boepseie ommcan Otto A. W. B 1841 r., nosmgnee Redard B 1893 r.
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BBIICTMI (POPMY apTPOrpHIIO3a ¢ pa3ruOaTeIbHBIMU KOHTPAKTypaMu (THII
L, JIEPEBSIHHON KYKJIBI”).

Knuanka 3abomeBaHust IpoOsBISeTCSs B BHJAE  MHOXECTBEHHBIX
BPOXKJICHHBIX ~PUTHAHBIX KOHTPakTyp H jAedopManuii CycTaBoOB,
COYCTAIOMIMXCS C HEJAOPa3sBUTHEM MbIII. HecMoTpst Ha pPUTHAHOCTD,
MOJHOTO AaHKWIO03a IIOPaXEHHBIX CYyCTaBOB He ObiBaeT. s oToi
[AaTOJIOTHH IIATOTHOMOHMYHA IIPOHAIIMOHHAs KOHTPAKTypa BEPXHHX
KOHEYHOCTeH, Oosiee BbIpaXKCHHAS B UCTANBHBIX CErMEHTax. Y OONBHBIX
HMEIOT MECTO KOXHble CKIagku (pterigium) B oOmactu mied, B
MOAMBINICYHBIX BIAJMHAX W B OPYrux Mecrax. Hepenko oOHapykuBaroT
BBIBUX Oejpa, B KOJICHHBIX CYCTaBax - JedopMaliu mo TUmy genu valgum
u genu recurvatum. Kuctu 0OBMHO (HKCHPOBAaHBI B JTyde3alsiCTHOM
cycTaBe B IIOJOXKEGHMH CrHOAaHWS ¥ YJIBHapHOIO  OTBEICHHS.
TonycorHyTble nanblibl cOOpaHbl B ,,KY4Ky”’, TEpBBIA maner pac-
moyiaraeTcsl MOIEpeK KUCTH, oOpamleH K OCTalbHBIM CBOCH TBIILHOH
TIOBEPXHOCTBIO. Y OOJBHBIX YacTO HAONIOAOTCSA SKBHHOBAPYCHBIE, Pexke
ISITOYHBIC U IUIOCKOBAJIBIYCHBIE CTOIBIL.

Peiinxapoa - Igpeugpepa cunopom (s. Rheinhardt - Pfeiffer), yneHo-
GbubynapHas qucniasus, Me3oMeInyecKas OpaxuMeInust.

Onucan Rheinhardt u Pfeiffer B 1967 r.

Hacnencreennoe 3aboJeBaHue, nepenaeTcst 0  ayTOCOMHO-
JIOMHHAHTHOMY THIy. IIposBIsieTcss ¢ pOXACHHSA. XapaKTepusyercs
JHCTIPONIOPIIMOHANEHEIM YKOPOYEHHEM KOHEYHOCTEH, Me30[epMalbHOH
Opaxumelnyeil, HMCKPUBIEHHEM JIy4eBBIX KOCTeHl W OrpaHUYeHHEM
CYMHHALMK M MPOHALMM Tpeariedbs. ManoOepioBasi KOCTh Takke
IyrooOpa3HO  HCKpHBJIEHA, YKOpOYeHAa ¥  YTONIIEHA. OHH(H3EI
JIMCTAJILHOTO KOHIIA JIOKTEBOH M NMPOKCHMAJIBHOTO KOHIIA Malo0epIoBOH
KocTeil He occuduuupyrores. Jlnapuspl yka3aHHBIX KOCTEH YBEIUYCHBI 110
OIMpHHE, UMeeT MeCTO THIepIUIa3sHs MEXKOCTHOH  MeMOpaHbI,
COOTHOLICHUSI B  JyYe3aIsACTHBIX ¥ TOJICHOCTOIIHBIX ~ CyCTaBax
HapyIIATCs, KaK M MOJBIKHOCTE B HUX. JIyueBble U GoibliebeprioBbie
KOCTH TaKKe HECKOIBKO YKOPOUYEHEL.

Peimepa 6one3ns (m. Reiter), octpoe BocmajgeHue CycTaBoOB, CHHIPOM
Ouccanxe - Jlepya, yperpanbHblii monuapTpur, cuHApoM Duccanxke -
Jlepya - Peiitepa, ypeTpo-riia3o-cycTaBHONW CHHAPOM.

Onmucana B 1916 r. Hemerkum Bpauom Reiter H.

XapakTepusyercss OCTPHIM IOIHAPTPUTOM, OOIBIO B CyCTaBaX, BBICOKOH
TeMIIepaTypol, ypeTPHTOM, T'HOIHBIM KOHBIOHKTHBHTOM, IUICBPHTOM H
ITHEBMOHHEH. IIpakTuyeckn MOpaXarTcs BCE CYCTaBBbI.
PeHTreHOIOTrMYEeCKH OTMEUaeTCs OCTEOHOpo3, Aedopmarnus
cycTaBoB. B mocnenyromeM pa3BHBaeTCsl TYTONOABIDKHOCTH. boie3Hb
nporpeccupyert. 3a00JeBaloT KaK B3pOCIbIE, TaK U JIETH.

Pexnunexaysena oonesus (m. Recklinghausen), runepnaparu-
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pcousHas octeoauctpodus, reHepali30BaHHast ¢bubposHas
ecreoqucTpodus, aedopmupyromas — octeomuctpodus,  Gudpo3Has
JMCIUIa3Hs, TUIEpPrapaTHpPeo3, T'€HepalIn30BaHHbI (HHOPO3HEIH OCTHT,
cunapoM Enrens - Pexnunrxaysena.

Onucana Hemeukumu Bpayamu Engel G. B 1864 r. u Recklinghausen F.D.
B 1891 r.

B oOCHOBe ee JIOKHT HapyuleHHe (YHKIHH [apalidTOBHIHOM KelIe3bl
BCIICACTBHE pa3BUTHS aJcHOMBI. Hapymraercsi MuHepanbHbIA 0OMEH,
YCHIIMBAETCS BhICICHHE Kaipuus U (ocdopa u3 opraHmzmMa ¢ MOUOI,
MOBBIIIACTCS aKTUBHOCTH LICJIOYHON (ocdarasbl, a B CBIBOPOTKE KPOBU
MOBBIIIACTCS COJCPXKAHUE Kanblusi u (ocdopa, B MOYe - OKCHIIPOIIHHA.
TosiBisieTcst GOJIb PAa3IMYHOTO XapakTepa, CyXOCTb KOXH, MBIIICYHAS
cnabocTh. PEHTIr e HOJNIOT MY € CKHU BBIBIICTCS OCTEOIOpPO3 U 00-
pa3oBaHME MHOXKCCTBEHHBIX KHCTO3HBIX IPOSIBICHHH B  KOCTIX,
HCTOHYCHHE KOPKOBOIO BemlecTBa. HaGromaroTcst  aToOIOrHYeCKHe
[epesioMbl Ha MECTe KHCTO3HBIX 0YaroB B KOCTSX, JeopMariii KOCTEH.
BaXHBIM ~ NaTOTHOMOHHYHBIM  ITIPU3HAKOM,  BBIBISEMBIM  IIPH
PEHTTCHOIOTHYECKOM ~ OOCIICOBAHMH, SBISIETCS — CyOmepHocTasbHAs
pe3opOuust cpeaHuX (ajgaHT MajableB KUCTH, OOJbIICOSPIIOBBIX KOCTEH,
KITIOUHLI, AJIbBEOJISIPHOTO OTPOCTKA HIKHEH YEITIOCTH.

M. K. Knumosa (1970) BeiensieT Tp THIIA CTPYKTYPHBIX H3MEHCHUH IIpH
[epPBHYHOM  THIEPIIAPATHPEO3e:  OCTEONOPOTHYECKUH,  KHUCTO3HBIMH,
CMCLIAHHBII M [BE CTAAUM 3a00/ICBaHHSA: HAYAIbHYIO, NPH KOTOPOM
BBUSIBIISIFOTCSL KHCTO3HBIE M3MEHEHHSI M OCTEOIIOPO3 B OTACIBHBIX KOCTSX,
BTOPYIO (BBIP@KEHHYIO) - OCTEOINOpPO3 M MHOXKECTBEHHBIC KHCTO3HBIE
o4ary HaOJIOJAIOTCS BO BCEX KOCTAX. VIMEIOTCS M3MEHCHHS H B APYTUX
OpraHax: IOYKe, HEYCHH, JKEIYHOM IIy3bIPE, MBIIINAX, ITOKEIYI0YHOMI
Kenese, MUIIEBOM KaHalle, HepBHO-IICHXUYECKOil cdepe.

Peknunexayzena cunopom (s. Recklinghausena), neiipodubpomaros,
HEeWPOTIINOMAaTO3, BPOXKACHHAS HEHPOIKTOJepMalIbHAs JUCTIIA3HS.
BrniepBeie onucan HemerkuM narosorom Recklinghausen F.D. B 1882 r.
HacnencrBeHHass NaTONOTHA, IepefacTCs IO IOMHHAHTHOMY THILY.
XapakTepusyercs HaJIM9UEeM CKOJINO03a, JI0)KHOTO cycrasa
GoublIeOepIIoBOl KOCTH, rHHepTpOdHeil KOHEYHOCTEH, CoueTaroIecs ¢
MOpakeHHeM KOXHU B BHUJE HOSBIEHHS Ha HeW COEAMHUTEILHOTKAHHBIX
Y3€IKOB M CBETJIO-KOPUYHEBBIX MsATeH auamerpoM 10 - 50 mm. V3enku
HaxXOAATCA M B TOJIIE HEPBHBIX CTBONOB. MHOrMa mmeer Mecto 0o0neBoit
cunzapoM. bonesns nporpeccupyert. [IporHo3 HeGIArONPUSTHEII.

Pexknunexayzena oomocmoponnsnsn 6onesnv (m, Recklinghausen).
Cwm.: Agppe - Jluxmenwmeiina cunopom.

Penanoepa - Mrwanepa 6one3ns (m. Renander - Miiller),
OCTEOXOHAPOIATHSI CECaMOBU/THOM KOCTH | masbla CTomsI.

Bnepsele onmcana B 1925 r. Renander, a 3atem Miiller W.
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OCTeOXOHIPONATHS CECAMOBUAHOM KOCTH | MuTrocHehanaHroBoro cycrasa
yalle BCTPEYAeTCsl y JKEHIIMH B Bo3pacte 15 -30 ner, mposBisiercs
[IOCTEIECHHO HapacTaroiel OOIBI0 y OCHOBAHMS MAJIbIa, yCHITHBAOIIEHCS
npu x0760e, 0COOCHHO npu pasrubanuu I naJbla.
PEeHTreHONOTrMYECKH  BBIIBIICTCS HM3MEHEHHE CTPYKTYPbI
CEeCaMOBH/IHOM KOCTH, HHOT/[a OTMEYAeTCs e (pparMeHTaLHs.

Puoounza 6onezny (m. Ribbing). Cu.: Deiiepbanxa 6onesnb.

Puoounza - Miwnnepa 6onaesus (t. Ribbing - Miiller). Cu.:
Detiepbanka 60ne3Hb.

Puébounza cunopom, I (s. Ribbing, I), curapom Mrosuiepa - Pu66unra -
Knemenra; cunnpom Jlemana - PuGOunra - Mromepa; smudu3apHbii
ou3ocTo3  PuOOmHra; onupm3apHBII  OHXOHAPANBHBI  AU30CTO3;
HACJIC[CTBEHHOE  MHOXKECTBCHHOE  ONU(H3apHOE  PACCTPOICTBO;
MHUKPOSIH(DH3BI.

Omnucan mBenckuM peHTreHonorom Ribbing S. B 1937 1.

OTHOCHTCS K 9HXOH/JIPAJIBHBIM JTU30CTO3aM DHIOTEHHOT'O IIPOUCXOXKICHUS
C KOHCTUTYILMOHAIbHOW HEMOIHOLEHHOCTBIO BACKYJIAPH3ALUU  sACp
OKOCTEHEHHsI. XapakTepusyeTcs Holomeil 6oibpio B 00IACTH KpPYHMHBIX
CYCTaBOB. Wnorna HaOJI0aeTCst YMEHBILIECHHE pocra u
HEMPONOPIHOHATBEHO KOPOTKHE KOHEYHOCTH.
PEeHTreHONOIrMYEeCKH OTMEYAacTCs YMCHBIICHHE B pa3Mepax,
nedopmarys U GpparMeHTanys siep OKOCTCHEHUs

CO CKJIOHHOCTBIO K paccacbiBanuio. Miiller Bbiiensier 3 Tuma nopaxeHus:
a) KOpBITOOOpasHbIi nedekT smupm3a; 0) ¢ HH3KO PACHOIOKCHHBIMH
YeTKO OTIPaHUYCHHBIMH 3IH(H3aMH; B) Pe3KOe yMEHBIICHHE I (U30B.

Puébounza cunopom, II (s. Ribbing, II), HacmenCTBEHHBIH MHOXKe-
CTBEHHBII nadu3apHbIi CKIIEPO3.

Onucat WBeACKHM peHTreHosorom Ribbing S. B 1949 r.

IpexncraBnsier co0OM MHOXKECTBEHHBI CKJIEpO3 IuadH30B JUIMHHBIX
TpyOuathix koctedd. [IposBisiercss y ymm B Bo3pacTe okomo 30 jer
HeoIpeIeIeHHON 60JIbI0 B HIKHUX KOHEUHOCTSIX.
PEHTreHONOIrMYECCKH BHISIBIICTCS TOMOIGHHOE YTONIICHHE
KOPKOBOTO BellecTBa AWAa(HM30B JUIMHHBIX TPyOdaThIX KocTeid. IIpornos
0JIaroINpPUATHBI, IPOLIECC HE IPOIPECCHPYET.

Poske - 0e Tonu - Kagpgpu - Cmuma cunopom (s. Roske - de Toni -
Caffey - Smith). Cwm.: Kagpu 6onesno.

Ponanoa nepenom (f. Roland).

IMox 3TMM TEPMHHOM HOJPa3yMeBaeTCs OCKOJIYATBIH I€PEeIoM OCHOBAHHs
I nsctHOM KOoCTH. MeXaHU3M MOBPEKAEHUS - CHIIBbHBIH yaap mo ocu I
ISICTHOM KOCTH, (PMKCHPOBAHHOI B ITOJOXKEHHH NPHBEICHHUS H CTHOAHUS.
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B pesynpTaTe TpaBMBl BO3HHKA€T MHOIOOCKOJBYATHI  IlEpesoM
OCHOBaHMS | msACTHOW KOCTH, IHHHA IepeloMa IPUHUMAaeT (GopMy
mepeBepHyTOl  OykBel Y.  XapakTepusyercs — HPHITYXJIOCTBIO,
nedopmarme, peskoit 60iabl0 B obiacT 1 3amsCTHO-ISICTHOTO CycTaBa,
orpaHHYeHHeM OTBeJeHHs | mambia.

Poma - Bepuxapoma cunopom (s. Rota - Bernhardt), mapammu
Bepuxapara, HEBPHUT JlaTepalbHOTO KOXKHOTO HepBa Oelpa, KOpceTHas
HEBPAITUs, PACCTPOICTBO TyBCTBUTEIBHOCTH bepHxapaTa, Mepanrus.
OmnucaH He3aBHCHMO Jpyr OT japyra pycckuMm Bpauom Por B. K. u
HEeMEeLKHM HeBponaroioroM Bernhardt M. B 1895 1.

XapakTepusyercs HapylIeHHeM YyBCTBUTEIBHOCTH IO JIaTepalbHOH
MOBEPXHOCTU CpemHel TpeTH Oexpa B 30HE MHHEPBALMHK JIATEPaIbHOTO
KOXKHOTO HepBa Oenpa. MoOXeT pa3BUTHCS MOCHE Omepanuii B o0iacTi
Ta300€PEHHOT0  CyCTaBa, CBA3aHHBIX C  DAacTsDKEHHEM  WIIH
TpaBMaTH3alMeH JlaTepalbHOro KOXKHOTO HepBa Oenpa. MHorna npuauHoM
SIBIIACTCS IOCTOSIHHASL TPaBMAaTH3allMsl JIaTepalbHOH IOBEPXHOCTH Oelxpa
onexaoi. Omrymaercss TyBCTBO MONI3aHUS MypalleK, XOKEeHHe, CHIDKCHUE
B OTOH o0OnacT  TeMIepaTypHOH, TAaKTHWIBHOH W  OoneBoi
qyBCTBUTENIBHOCTU. VHOTHA pa3BUBAIOTCS TPO(UUECKHE PACCTPOICTBA C
MECTHBIM THIIEPTPHUXO30M WU BBIIIAICHAEM BOJIOC.

Pommepa - pba CUHOpom (s. Rotter - Erb),
OCTEOXOHAPOJIECMOJUCTIIA3HS.

Bnepsele onmcan HeMenkuMu Bpadamu Rotter W. u Erb W. B 1948 1.
3aboneBaHue  SIBISACTCS ~ CHUCTEMHBIM  TIOHWIDKCHMEM  IIOTCHIHU
MC30/IepMaJbHBIX 3apOJBIIIEBEIX KIETOK K POCTy U AuddepeHnuanym.
OTMeueHb! ceMeifHbIe ClTydan 3a00JIeBaHuUs. XapaKTepu3yeTcst MaJIbIM WK
KapJIMKOBBIM ~POCTOM, aTpoduell KOCTeil ¥ MBI, BPOKIACHHOM
paccIabiIeHHOCTBIO CYMOYHO-CBSI30YHOTO —ammapara ¢ BBIBUXaMH U
MOABBIBUXaMH, Hepeako kudockommosom. Hapsimy ¢ 3THM pa3BHBaroTcs
KOHTDAKTyphl, CBA3aHHbIE C PyOIOBBIM MEPEPOXACHUEM MBbIIIL HIH C
pa3BUTHEM MHOXECTBCHHBIX KOXHBIX CKIaJoK. IloakoxkHas OCHOBa
KOMIIEHCATOPHO rumneprpodupoBana. OTMevaeTcs HeOPa3BUTHE KUCTEH U
cToM, OOYCIOBICHHOE YKOPOYGHHMEM IMSCTHBIX M ILIFOCHEBBIX KOCTEH.
Habmromatorcst OucIUlacTHYeCKHEe W3MEHEHHS U B JAPYTHX OTHAeNax
ckernera: Opaxwuiedaians, TUIOIUIA3Hs OCHOBAHMS dYepera, CHHXOHIPO3BI
TIO3BOHKOB, PasHble pa3Mepbl ux Tei, menn. Koctu koHewHocTel ToHKMe,
YKOpOUCHHBIE. BcTpedaroTcss MHOXKECTBCHHBIE IOPOKH  Pa3BUTHS
BHYTPEHHUX OPraHOB.

Powe - Cmepua cunopom (s. Rocher - Steam). Cu.: I'epena -Cmepna
CUHOPOM.

Pos - Mapomo - Kpemna - Kypmpekysa - Anaxcuna cunopom (s.
Roy - Maroteaux- Kremp - Courtrecuise - Alagille), tu3ocreockiepos.
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Onucan B 1968 r. rpymmoii aBTopoB: Roy, Maroteaux, Kremp,
Courtrecuise u Alagille.

OtHOCHTCS K TpyIIe HAaCICACTBEHHBIX 3a0boneBaHHMil.mepena-IoMuXcs 1o
ayTOCOMHO-PELIECCUBHOMY THITY. IIposiBisieTcss B IepBbIe TOIBI JKH3HHU.
Huskuit  poct, mNOBbINIEHHAs JIOMKOCTh KOCTEH, HeAOpa3BUTHE U
paspymeHue 3y0oB, arpodus 3pUTEIBHBIX HEPBOB, OyIbBapHBIC
napanuyy, aTpoQust MBI ¥ KOXH - XapaKTepHbIE IPHU3HAKH 3TOrO
3a007eBaHNsA. PEHTIreHONOTMYeCKHU MPOSBISIOTCS YTOIIICHHE,
CKJIEPO3 KOCTel CBOJIa U OCHOBAHHUS Yepelia, YMEHbIICHHE HIU OTCYTCTBUE
masyx, CKJIepo3 MO3BOHKOB, pebep, KIIFOUHIL, JIOIATOK M KOCTel Ta3a ¢ ux
runomnasueil. JInuHHBIE TpyO4aTble KOCTU TAkKe YTOIIIEHBI 33 CYET
KOPKOBOTO BEIECTBA, OCOOGHHO B oOmacTH JUA(QU30B, HEPEIKH HX
HCKPHBJICHUS U iepOopMaLiH.

Pyouncmeiina - Teii6u cunopom (s. Rubinstein - Taybi).

Omnucan amMmeprkaHckuMH Bpadamu Rubinstein J. u Taybi H. B 1963 1.
SBnsiercst KOMOWHUPOBAHHBIM BPOXKACHHBIM HapyIICHUEM.
XapakTepusyercss KOPOTKHMH, INHPOKHMH IHCTaIbHBIMU (haJaHraMu
MEePBEIX NMAJIbLIEB KUCTU ¥ CTOIBI, aHOMAIMSAMH JIMLA (THIEPTEIOpPH3M,
KJIIOBOBH/IHBIH HOC, AHTHMOHTOJNOW/HBIC TIJIa3HbIE IIEJIH, KOCOIIasue,
IT03), aCTUTMAaTH3MOM, KaTapaKTOH, yMCTBEHHOH orcranocThio. MHorma
HaOMIONAIOTCS AHOMAIMHM depena, BHYTPEHHHX OpraHOB, Jpyrue
nedopmaryu ckenera (rpyauHsI, TO03BOHOYHOTO cTonba).
PeHTreHonOTrMYecKHU oOmpefensercs THUIEpIUIasus (anaHr
NIEPBEIX IAJIBIIEB KUCTH U CTOIIBL.

Pyccu - Jleeit cundopom (s. Roussy - Levi), atakcus, apedmexcus
HAaCJIe/ICTBEHHAs.

Brepssie omucan ¢paniy3ckumu natogoramu Roussy C. u Levi G. B 1926
I.

Hacnemyercs 1o ayToCOMHO-IOMHHAHTHOMY M ayTOCOMHO-PEIECCHBHOMY
THITy. XapaKTepHbI: aTAKCHYECKas MOXOJKa, POrpeccHpyomias aTpopus
MBIIII[ TOJNICHHM, HAJIM4HE KOCTHBIX JedopManuif, MOJBIX CTOII,
KHA(OCKOIN03a, OTCYTCTBUE PEaKLUH 3pauyKoB Ha CBET, CHIDKCHHE WIH
OTCYTCTBHE CYXOXWIBHBIX pPeIeKCOB, HAIH4YUE MOJOKUTCIBHOIO
cumnToMa bBaOGHUHCKOro, paccTpOiCTBO TIiIyOOKOI 4yBCTBHTEIBHOCTH,
HapyIlIeHHe KOOPIMHALMN IBIKSHUH, CllaboyMue.

Pycma cunopom (s. Rust), I03BOHOYHO-CYOOKIUNUTANbHAS OOJIE3Hb,
Pycra GonesHs.

Onucan Hemeukum xupyprom Rust J. N. B 1834 r.

PazBuBaetcsa B pesynprare AecTpykuuu Ten I m II melHBIX MO3BOHKOB,
BeyIlel K KOMIIPECCHH MPOJOITOBATOr0 MO3ra. XapaKkTepH3yeTcsi 00JIbIo
U OTEYHOCTHIO B OOJIACTH OCTUCTBIX OTPOCTKOB BEPXHHX INEHHBIX
M03BOHKOB. [Ipy M3MEHEHHN MOJIOXKEHUS OONBHON MOAAEePKUBACT TOJNOBY
pykoii. 3aboneBaHHME TPOSBISETCS TaKXKe HEBpAITHeHl TPOWHUYHOTO
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HepBa, MApAIHMYOM S3BIKOTJIOTOYHOIO HEpBa € THIOTpOduUel s3bIKa.
WHorna npu ciaBieHun OJy>KAAIOIIEro HepBa HAOMIOJAeTCs TaXUKapAus.
PenTreHonormuecKku BBABIAIOTCA IECTPYKTHBHbIE HW3MEHEHHUS
BOCIAJIMUTENBHOW MM omyxoseBoi stuonornu Tten [ um Il meitHpix
TT03BOHKOB.

Pycmuykozo - Kanepa 6onezns (m. Kahler), muenomuas 6oJe3Hb,
MHOXXECTBEHHasi (popMa MHUENOMHOI 0O0JI€3HH, MHOKECTBEHHAs: MHEJIOMA,
ILIa3MOIUTOMA.

Brnepsbie onmcana B 1873 r. O. A. Pycruukum, 3aTeM aBCTpUCKUM
Tepanesrom Kahler O. B 1889 1.

CucremHOe  3a00leBaHHE,  COIPOBOXK/AIONIEECS  IATOIOTHYECKOH
nponudepanyeil ImIa3MaTHIECKUX KISTOK KOCTHOro Mosra. Ilpm stom
yauie HOPaXarTcs MIOCKUE KOCTH, HO U TPyO4aThle KOCTH TaKXe MOTYT
BOBJIEKaThcsl B Ipolnecc. Yame HaOmomaeTcs y JHII MY)KCKOTO IOia B
Bo3pacte 50 - 60 ner u upe3BbIUaitHO peako y aereii. [Topaxarorcst pedpa,
4yepen, KOCTU Ta3a, Mo3BoHKH (B 50 - 70% cmydaeB) u auadusbl
TpyOuaThIx KocTel. II3MeHeHHS HOCSAT CTPOr0 OCTCONHTHYECKHIl
xapakrtep. 3aboJieBaHHEe HAUMHAETCS ¢ OOIIEro ymaaka CHil, HoTepy pabo-
TOCIIOCOOHOCTH, HOIOIIEH OONM B KOCTSX, 3HAYMTENBHOTO HCXYHAHHSA.
Hepenko BO3HHKAIOT IATONOTMYECKHE IEpETIOMBI, dame pedep,
nedopMaruy, KOTOpble CBS3aHBl HE TOJNBKO C IIepelioMaMd, HO U ¢
KOPEIIKOBBIMH PacCTpOWCTBaMM, mnapanuyamu. HaOmomaercst HHU3Koe
apTepuanbHOe  JaBieHHe. [IpH  OHMOXMMHYECKOM  HCCIENOBaHUH
00HapyXUBAIOT THICPIPOTCHHEMHUIO, HAIM4YMe B Mode Oenka bBena -
JkoHca, rTunepkanbiueMuo. Hepeako uMeeTcsi aHeMusi BCIEICTBUE
3aMeIEeHHs] KOCTHOTO MO3Ta TKaHBIO OITyXOJIH.
PenTrenonormuyecku 3a0ojeBaHHE BHAYaJle IPOSBISLETCS
paccestHHbIM 0CTEONOpPO30M, Mo3/1Hee - MHO>XE€CTBEHHBIMH
JECTPyKTHBHBIMH OYaraMy JUTHYECKOTO XapakTepa, KOTOphIe OBICTPO
YBEJIMUHMBAIOTCS B pa3Mepax. Peakius OKpyKalolled TKaHH B BHIC
cKJepo3a OTCYTCTBYeT. Tena IO3BOHKOB YIUIOIIAIOTCS, HAINOMHHAIOT
piObH  TO3BOHKH. KOCTHOMO3roBas IONOCTb TpyOuaThIX KocCTei
pacumpena. B nanpHeimem pa3BuBaeTcs  Kaxekcws. MertacTassl
HaOIIOJAI0TCS B CelIe3eHKe, IEYCHH, TUM(BAaTHIECKUX y3lIax.
JlnarmocTudeckoe 3HAUCHHE UMeeT ITyHKIUS TPYAUHBI, KOTAa BBIIBISIOT
KIETKH C IDIa3MOM, OKpyJKalomed SKCHEeHTpuueckoe sapo. Ilpornos
HeOIaronpusATHBIN.

C

Caiipuakca cunopom (s. Cyriax), Iapuca - Komu cunapom, cuaapoM
CKOJIB3SILIIEro pedpa, CHHAPOM CKOJIB3AILIEro pedepHoro Xpsia.
Brepsrie onucan anrnuiickum xupyprom Cyriax G. H. B 1919r.
IposBisieTcss MpUCTYIaMu CHIIBHOU OONM B NepemHel CTeHKe IPyAHOH
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KJIETKH, KOTOpBbIE OOBIYHO CHMYJIHPYIOT CTEHOKapAuio, Tpombo3
BEHEUHBIX apTepHid, MeXpeOepHyl0 HEBPAITHIO, IJIEBPHUT, CIIOHTAHHBIHA
ITHEBMOTOpPAKC, XOICHHUCTUT. Bomb MoXKeT HMppajuupoBaTh B ILIEUEBOH
CycTaB M IUIEYO TOH ke CTOpPOHBL. B OombmmHCTBE CitydaeB Ooib
00ycoBIeHa AaBICHHEM Ha MeXpeOepHbIIl HepB MIIH COIPOBOKAAIOIINE
€ro CHMIIaTHYECKHEe BOJIOKHA YPE3MEpHO NOJBIDKHBIX IEPeIHUX OTIENOB
VIII - X pebep mpu HapyIIeHWM HX KOCTHO-XPSILEBBIX COCIHHEHHIL.
Ipuctyn Gomu MOXKET BO3HHKATh IPU PE3KOM JBIDKEHHH, HOBOPOTE
TyJIOBUIIA, Kalllle, YNXAHUH, HOAHATHU TSDKECTH, 3aHATHAX CIOPTOM H T.
I

IMpu o6caenoBaHNK GOIBHOTO BBIABISAETCS MATOIOTHYECKas! IOJIBUKHOCTD
NepefHHX KOHIIOB  yHNOMSHYTBIX pebep, HHOrga Habmomaercs
MPUITYXJIOCTh, OOJIC3HEHHOCTh B O0JAacTM HX  KOCTHO-XPSILIEBBIX
coeauHenuid. [Ipyu HajaBIMBaHWM Ha TNEPEAHUH KOHEl pedpa MOXKHO
BBI3BAaTh IPHCTYII OOMH.

Canouno - Hynana cundpom (s. Saidino - Noonan). Cu.: Maesckozo
CUHOPOM.

Canveuonu cundopom (s. Salvioii), cemeiiHas HeHpPO-OHIAOKPHHHAS
OCTeOomaTHsI.

Onwcan UTalbsIHCKUM nieauaTpoM Salvioii G. B 1948 .

IIpencrapnser co0oi1 CeMeitHO-HaCIeICTBEHHOE, TO-BUIUMOMY,
JOMUHAHTHOE  PACCTPOICTBO  HEUPO-DHIOKPHHHOW  CHCTEMBI, C
HapylIeHHeM MHHEPaIbHOro OOMEHa, NPOSBISIONIEeCS B JETCKOM
BO3pacTe. XapaKTepU3yeTcsl TMIIOTOHMEH MBI HIDKHHUX KOHEUHOCTEH,
OTpaHUYEHHBIMU y4YaCTKaMH aTpOo(HUH, PacCTPOUCTBOM IIOXOIKH H3-3a
MOPKEHUsI  OKCTPANMPAMHAHOH CHCTEMBI M XOPEO-aTeTOUIHBIMH
JBIJKEHUSMM,  PUTHIHOCTBIO,  MAapaldyoM  MHUMHUYECKHX  MBIIIIL.
Habmromatorcst  pacmpocTpaHeHHass Oolb B KOCTIX M CyCTaBax,
CIIOHTAaHHBIE IEPEIOMBI, BTOPHYHBIE Ne(hOopMaluy KOCTei, HapylieHUe
pocra. OIHOBPEMEHHO OTMEYAETCs TMIEPreHUTaN3M, THHEKOMAaCTHs.
IMpy GHOXUMUYECKOM HCCIICIOBAHHU KPOBH BBIBISICTCS, YTO COACPIKAHUE
(ochopa MOHMKEHO, KAIBLHS - HOPMAIIBHO.
PenTrenonoruyecku oTMeuaeTcs reHepajli30BaHHas
paBHOMepHast aTpoust KOCTHOH TKaHH, B OCOOEHHOCTH - KOPKOBOTO
BeIecTBa TMa(U30B U POCTKOBBIX 30H. IIpOrHO3 HEOIarONPHSATHBII.

Cangununno cunopom (s. Sanfilippo), mykonomucaxapunos - III Tum,
nonmuuucTpoduueckas  ONUroQpeHws, — KISTOYHas  MeTaxpoMasus,
ceMeliHas oauropeHnuecKas MOIUAUCTPOPHSL.

Bnepssie onucan Harris B 1961 r., 3atem Sanfilippo S. J. B 1963 r.
HacnencrBenHoe 3aboneBanne, IepeacTcs 10 ayTOCOMHO-PELECCHBHOMY
THIy. XapakTepu3yeTcss HEPe3KO  BBIPAXKEHHBIMH  KOCTHBIMH U
COMAaTHYECKHMH M3MEHEHUSIMH, TYTOIOJBIDKHOCTBIO B CYCTaBaX, PE3KHM
CHIDKCHUEM HHTEIUIeKTa. JI3MeHEeHHs TpOSBISIOTCS B 3HAYUTENIBHO
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MEHbLIEH CTENEHH, Y€M IIpH JPYrux THIAX MYKOIOJIHCaXapu/i030B.
IMomyTtHenus porosui HeT. OTMedaeTcst AeHIUT Y9H3UMOB. B Moue MHOTO
renapaH-cynbgara.

Ceugpma - @upa cunopom (s. Swift - Feer). Cu.: Qupa cunopom.
Cegepa 6oneszns (m. Sever). Cu.: [llunya - Xaenynoa 6onesns.

Cenvmepa - Ceu¢pma - @upa cundpom (s. Setter - Swift - Peer).
Cwm.: Qupa cunopom.

Cecmana - Jlexnconna cunopom(s.Cestan - Lejonne). Cm.: Opba
obonesnb.

Cuzana - Kammana - Mamy cunopom (s. Siegal - Cattan - Mamon),
neproanyeckas 0oe3Hb PeiiMaHa, XpOHHYECKUI CEMEHHBII OIHCEePO3HT,
TapoOKCU3MaIbHbII HeOaKTepHaIbHbIH TIEPUTOHUT c
IUICBPONIEPHKAPANANEHOH U apTHKYISIpPHOI peaknuel, Hepuoaudeckas
ceMeliHas 60JIe3Hb, IEPHOJHIECKUIT HEPUTOHHUT.

Brepsrie onucan ¢paniry3ckum Bpauom Siegal S. B 1945 1.

IpencraBmser  coboif  ceMeWHO-HACIEACTBEHHOS  a/UICPrHYECKoe
3aboneBaHMe, 4Yalle  IOpaXarollee  MyXYHH.  XapaKTepu3yercs
MEePUOANYECKIMH MPHCTYIAMH IIOBBILICHHS TEMIeEPaTyphl, OOJICBBHIMH
MIePUTOHEANbHBIME KPH3aMHU, OONBIO B CyCTaBaX, MHOIJA C SBICHUSAMH
apTpuTa. IIpoMexyTky Mexay NpUCTYIaMH HeonnHakoBble. Kpome aTHX
XapaKTepHbIX CHMITOMOB, HAOIIOJAIOTCS Takke PEHUAUBHPYIOIIAs
JpHTEMa, PENUIUBUPYIOMUH MONHCEPO3UT C SBICHHSMU ITOPAKCHUS
movyex (TMOSBICHHEM B Mode Oenka, MHIMHIPOB, JPHTPOLUTOB).
OcTaTouHBI a30T B CBHIBOPOTKE KpPOBM TMOBBILNIEH. ApTepHanbHOe
JIaBJICHUE TIePHOJHIECKH ITOBBIIIACTCSL.

Cunveepuienvoa CuUHOpom (s. Silfverskiold),  arunmuunas
aXOH/IPOILIA3Hs, MHOXKECTBEHHAs OCTEOXOHIPOINATHUS, CHHIPOM MopKHo -
CunbBepienbaa.

Onmucan mwBenckuM opronenom Silfverskiold N. 8 1925 r.
XapakTepusyercs JUCIPONOPIMOHANEHEIM HHU3KHM POCTOM, KOPOTKHMH
KOHEYHOCTSIMH, OOJBINOH TOJIOBO, PaCIUIIONIEHHBIM HOCOM, IIHPOKOH
TPYAHOH KJIETKOW, JIOPIO30M, COYCTAIOIIUMCS CO CTHOATENbHBIMH
KoHTpakTypamu Oenep. Hepenko oTmedaercs coxa vara, genu valgum,
Oonraromuecss cyctaBbl. PEHTIreHOJNOTHMYECKH  BBIIBISETCS
HapyLICHHE OJHXOHAPAIBHOW OCCH(MHKAILMK, OCOOCHHO Ha HIKHHX
KOHEYHOCTSIX, paclIupenue snudu3a u Meradusa OeJPeHHON U B MEHbIIICH
CTENIEHU JAPYIHMX KOCTEH BepXHEH M HIDKHEW KOHEYHOCTEH, CHIDKEHHE
IUIOTHOCTHU KOCTEH.

Cumenca - Bnoxa cunopom (s. Siemens - Bloch). Cm.. Bnoxa -
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Cynvybepeepa cunopom.
Cummonoca 6onesns (m. Simmonds). Cu.: bexmepesa 6onesnb.

Cupuakca cunopom (s. Cyriax), NOABWKHBIA peOEPHBIH Xpsil,
MIOIBIDKHOE Pedpo.

Cmuma nepenom (f. Smith), crubaTenabHBIl NEPENOM TUCTATBLHOTO
MeTasnudusa JTydeBOH KOCTH, IEPEeNHHH MaprHHANbHBIH IIeperoM
JIy4eBOH KOCTH C IIOJIBHIBUXOM JIy4e3alsiCTHOIO CyCTaBa.

Onucan Smith R. W. B 1841 r.

Berpeuaercss penko, BO3HHKAaeT B pe3ylbTaTe MaJeHHS HA KHUCTb,
HaXOJULIYIOCS B TIOJIOKSHHH JIAJOHHOTO CTHOaHus. J{MCTaNbHbINH OTIOMOK
JIy4eBOi KocTH, B OTanume ot mnepenoma Komteca, cmenaercss 00bIMHO B
NaJOHHYI0 CTOpoHy. JIMHHA meperoMa NPOXOAMUT OT JIAJOHHOI
TIOBEPXHOCTH Jy4eBOH KOCTH K CyCTaBy. BMecTe ¢ TUCTaIbHEIM OTIIOMKOM
B JIAZIOHHYIO CTOPOHY CMEINAIOTCSI KOCTH 3aMSCThs, CO3/[aBasi BICYATICHHE
MO/BBIBHXA B JIy4e3alsiCTHOM cycraBe. KuCTh ycTaHaBIHMBaeTcsl B IIOJO-
JKEHHe HeOONbINOIl NpoHAIMU, CrubaHus W OTKIOHEHUS B JIYYeBYIO
CTOpOHy. XapakTep HepeIoMa yTOYHSETCS C MOMOIIBI PEHTICHOTPaMM,
MIPOU3BEACHHBIX B IBYX IIPOCKIIUIX.

Cokonbckozo - Byiio 6one3ns (m. Bouillaud), octpeiii cycraBHOI
pEeBMAaTH3M, PeBMaTHUYECKHII OIHAPTPHT, byiio GonesHs.

Ommucan ¢panysckum Bpaudom Bouillaud J.B. B 1832 r. Bonee mogpo6Hoe
OITMCAaHUE MPEACTABICHO OTe4ecTBeHHBIM TepareBToM I'. M. CokonbcKkuM
B 1836T.

Octpoe 3aboneBaHHe WH(PEKIMOHHOW OTHOJNOTHH. XapaKTepu3yercs
MPEUMYIIECTBEHHBIM ~ TOPAKCHUEM  CEPJICYHO-COCYIHUCTON  CHCTEMbI
(oHpmokapaut, Muokapaut). Pexe, B 45% ciny4aeB, B KIMHHYECKOW
KapTHHE Npeo0IafaloT WM3MEHEHHWS CO CTOPOHBI CYCTaBOB, KOTOpBHIE
MPOSIBIISIIOTCS. BHICOKOI TeMIepaTypoi, CHIIbHOH OOJIBIO, MPUITYXJIOCTBIO,
THIepeMUell KOXKHBIX IIOKPOBOB B OONacTH CyCTaBOB, HaJIMYHEM
CepO3HOr0 BHINOTA. BcelencTBue cUIbHOI Oonu  OONBHBIE HPHIAIOT
KOHEYHOCTSIM ~ TIOJIOXKEHHE  CTHOaHus,  HEPEIKO  Pa3BUBAIOTCS
crubarenbHbIe KOHTPAKTYyphl, OJHAKO IIOPAKEHHBIE CYCTaBBl He
aHKWwIo3upytoTcs. Ilocie JMKBHOAMyU IpHcTyna (QYHKIHS CycTaBa
BOCCTaHaBNMBaeTcs.  Yamie  JApYrux  MOPAXalOTCS  KOJICHHBIE,
TOJICHOCTOIHBIC, JIy4e3aIsICTHBIE M JIOKTEBBIE CYCTaBBL 3aboleBaHUE
HOCHT NPHUCTYIOOOPa3HBIi XapakTep, MPU TOM B IPOLECC BOBICKAIOTCS
TO OJIHM, TO APYrHe CycTaBbl. IIpH PEHTIeHOIOTMYECKOM HCCIICAOBAaHUH
MOPaKEHHBIX CYCTAaBOB BBUIBIICTCS OCTEONOPO3 OSHH(H30B, KOTOPBIHA
HOCHT HEPBHOPE(ICKTOPHBIH XapakTep M 3aBUCHUT OT MHTCHCHBHOCTH W
TPOJIOJDKUTENIBHOCTH MATOJIOTMYECKOTo Mpoliecca.

Cnaiipe cunoponm (s. Spira).
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Brepseie onmcan aHriuiickuM BpadoMm Spira L. B 1928 r. 3aGoneBanue
00yCIIOBICHO [INTEIBHBIM MPHEMOM BOABI, COAEpXalleil H30bITOUHOE
KOInM4ecTBO (Gropa. XapakTepusyercs AUCTPOGUUIECKUMU H3MECHCHUSIMH
9MaJI¥, TOBBIIIEHHON JIOMKOCTBIO BOJIOC, JJaXK€ ITOJHBIM X BBIIAJCHUEM.
Habmoatotess 3yasime JepMaTo3bl, S3BEHHBIH CTOMATUT, XapaKTEPHbI
TaoKe 3amopsl ¢ KoiaukaMu. OTMEYaloTcss OrpaHHYCHHE IBIDKCHUH B
NI03BOHOYHOM CTOJIOE, MOPaKEHHBIX CyCTaBaX, [ApecTe3Hd IHUCTAIbHBIX
OT/IEJIOB KOHEYHOCTeH, OCOOCHHO BEPXHHX, HOYHBIC CYIOPOTH MBILII]
Oexep, cTom, KHCTe. PEHTre HOTOoTrMYe c KU OTMEYAeTCs CKIEpo3
KOCTHOH TKaHH, OCCH(HKALUS CBSI30K M CYXOXKWINH y MECTa UX KOHTAKTa
C HaAKOCTHHIIEH, OCCH(MKAIMA MPOAOJIBHBIX CBA30K I[I03BOHOYHOTO
ctonba. ITpu 6HOXMMHYECKOM HCCIEI0BAaHUH KPOBU COAEPIKAHUE KaIbIHs
B CBIBOPOTKE HE HapyIIEHO.

Cmeiinopoxepa cundopom (s. Steinbrocker), muede-kucreBoit
CHHZIPOM, pedeKkTopHas AUCTPOHs BepXHeil KOHEYHOCTH.

B 1948 r. amepuxanckuii HeBpomatosor Steinbrocker O. ommcan Tak
Ha3bIBAaGMBIM III€Ue-KUCTEBOIl CHHIPOM U OOBSCHHI €ro BereTaTHBHO-
JUCTPO(UYECKHM  HpoleccoM, OOYCIOBICHHBIM  JIeTCHEPATHBHBIMH
N3MCHEHUSIMH LIEHHBIX MEKIIO3BOHOUHBIX JIUCKOB.

[Tneye-kuCTEBON CHHIPOM BCTPEUAeTCs JOBOIBHO penko. boms B obnactu
KHCTH HA4MHAETCs OJHOBPEMEHHO WM IOCIEHOBATeIbHO C OOJEBBIM
CHHIPOMOM B oOmacTé Iuieda. Bckope MOSBIAIOTCS OTEK U
TYTONOJBIKHOCTD KUCTH W IANBIIEB, CTHOATENIbHBIC KOHTPAKTYpHL. M3-3a
OTeKa HCYE3al0T KOXKHbIe CKIaakd. Koka CTaHOBUTCS —IJIAJIKOM,
HaTAHYTOH, Onectsmiedd, OleAHO-IMAHOTUYHOH, TeMmeparypa ee
cHmkaercs. Ha aTom done mporpeccupyeT THIOTPO(US U CMOPIIUBACTCS
JIaJJOHHBIH arnoHeBpo3. PenTreHonornuecku obHapyxuBaetcs qupy3HbIit
OCTEONopo3 KHCTH M TojoBKH Iuieda. Hepenako coueraercs ¢ miede-
JIOIIATOYHBIM HEePUAPTPUTOM.

Cmuxaepa 6one3ns (m. Stickler), BpoxxaeHHast apTpoOhTaIbMOIATHL.
Omnucana amepuxanckuM BpadoM Stickler G. B. B 1965 .

BpoxieHHOe  HacleICTBEHHOE 3a00ieBaHWE, HANOMHUHAOIIEE IO
KJIMHAYecKOl KapTuHe Gone3sHp Mopdana. Ilepemaercs mo ayTocoMHO-
JIOMHHAHTHOMY THILy. [IpOsIBIsieTCsl B paHHEM JeTCTBE. XapaKTepUu3yeTcst
nedopmarueii cycraBoB ¢ mepepasrnGaHHeM B KOJCHHOM, JIOKTEBOM H
Mex(aTaHroOBBIX CyCTaBax.

BonbHBIE KalyroTCs Ha OONb 1O yTpaM M OrPAaHHYCHHE IBIKCHHH B
cycraBax. OTMEYarOTCsl MUKPOIHATHS, HEBBIPA3HTENBHOE JIMIIO, MHUOIINS,
paclieIUieHHe  TBEPAOrO M MATKOro  Heba, CHIKGHHME — CllyXa.
PEeHTreHONOIrMYECKH  BBISIBIICTCS  MANCIUIA3HS  SMH(H30B,
pacIIMpeHHe KOHIOB JUIMHHBIX TPYyOYaThIX KOCTEeH, CHIKEHHE BBICOTBI TEIl
MO3BOHKOB, ~HEPaBHOMEPHOCTh cycTaBHbIX Iueineil. C  Bo3pacToMm
HACTYIAIOT BTOPWYHBIC JICTCHCPATHBHBIC H3MCHEHHS B CyCTaBax,
TOSIBJISIFOTCSL KHCTHI B SMTMMETA(QU3apHBIX 00JIACTSX, CY)XCHHE HIIH MOJIHOE
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HCYC3HOBCHUE CYCTaBHBIX LL[eJ'ICﬁ, BIUIOTH 10 KOCTHOI'O aHKHJIO3a.

Cmunna 6one3ny (m. Still), peBMaTOMIHEBIA apTpUT pAeTel, aTpo-
(udeckne apTPHUTHI, XPOHUUECKHH PEBMAaTOUIHBINA apTPUT, FOHOIIECKHH
nedopmupyomit apTpuT.

Onucana anrnuiickum nenuarpom Still G. F. B 1897 r.

Otnonorust He yrouneHa. CymecTByeT Teopust 00 HHQEKIMOHHOM
MPOMCXOXK/ICHUH  OOJNE3HM M O  TEHETHYeCKH  OOyCIIOBIEHHOI
[PEepPacIONOKeHHOCTH.  BO3HHKAaeT B IepBble  TOABI  OKU3HU.
XapakTepu3syercs: BOCIAIUTEILHBIME H3MEHEHISMH B IIEPHAPTUKYJIIPHBIX
TKaHsAX, OOpa3OBaHHMEM BHINOTA B CYCTABHYH IIENb, JACCTPYKIHUEH
CYCTaBHBIX  IIOBEpXHOCTEH, OrpaHMYCHHEM IOABIDKHOCTH, a B
MOCHENyIOIeM -  aHKWIO3HPOBaHWEM  CYCTaBOB,  yBEJIMYCHHEM
mM(paTHYeCKUX y370B, OCOOCHHO B MOJMBINICYHBIX BIAJMHAX U B
o0lIacTH JIOKTEBBIX CYCTaBOB. BrTopuuHas aHeMus, JeHKOIEHUS,
yBEJIM4EHHE COD, CBETJIO-KOpPUYHEBas MMATMEHTAIIHS KOXH,
UPHUAOLMKINT, TIUICBPUT, IIEPUKAPANT YacTO COIMYTCTBYIOT JaHHOM
MaTONOTHH. PEHTreHONOTMYEeCKH BBIBISIETCS OCTEOHNOpPO3
CYCTaBHBIX KOHIIOB, KOCTHas aTpO(usl, B IO3HUX CTAAUSX - QHKUJIO3.

Cvezpena cunopom (s. Sjogren), BHECYCTaBHOH peBMATOUIHBIN
TIOJIUAPTPHT.

Onucan mBenckuM opransmonorom Sjogren H.C. B 1933 1.

Ocobast kuHUYecKast (opMa.peBMATOUAHOTO MONUAPTPHUTA, IPH KOTOPOH
JOMUHUPYIOT TaKHe BHECYCTaBHbIe IIPH3HAKM, KaK BOCIIAIUTEIbHBIC
SIBIISIETCSL CO CTOPOHBI IJIa3, CIH3UCTOH OOOJOYKM pTa M IJIOTKA. Y
OOJIBHBIX OOHAPYXKUBAIOT CYyXOHl KepaTOKOHBIOHKTUBHT, IIPH KOTOPOM
CJIe3Hasl CEKpelUs McYe3aeT, BEI3BIBAs BECbMa HENPHSATHOE OIIYIICHUE
CYXOCTH BEK WJIM HaJIU4HS OCTOPOHHETO TeNa, B JaIbHEHIIEM BO3HUKAIOT
M3MEHEHHsS] POTOBHIIBI, JOXOMSIIHNE 10 ee U3bsa3BIeHus. [laTomorndeckas
KapTHHA U3BA3BICHUI CKIEPHl BeCbMa HAIIOMHHAET KapPTHHY y3€JIKOB IPH
PEBMATOMTHOM TOJIHAPTPUTE. SIBIEHUS CO CTOPOHBI CIM3UCTON 000JI0UKU
pTa H TIOTKA OOYCIIOBIEHBl HCYE3HOBEHHEM CIIIOHHOM CEeKpeInH,
BEICHIXaHHEM M IOKPacHEHHEM CIIM3HUCTOH. Y OOJIBHBIX IIOSBIISIOTCS
3aTpyAHEHUs] TPU TJIOTAHWM M JKEBAHWH, JIETKO pPa3pylIaroTcs 3yOBl,
YBEIMUHMBAIOTCS ~ Pa3Mephl  OKOJOYLIHBIX, IIOJHIDKHEUYENIOCTHEIX |
MOABSI3BIYHBIX CIIOHHBIX JKele3. B jmaneko 3amenmmx ciaydasx MOTYT
MOSIBIISATBCSL TIOPAXKEHHS M JAPYTMX CIHM3HCTBIX 00oNouek (Kemy/Ka,
IIPSIMOY KUIIKH, BJIAralIHIna).

T

Tapamuvinosa 60ne3usv Cy.: Xonoa - Kpucmuana - Llonnepa 6onesno.

Tesenapa cunopom (s. Thevenaid), cemelinas S3BeHHO-MYTHUIIHPYIOIIAs
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aKpornaTHsi, CeHCOpHas Heliponatus Jlenu - bpayna.

Brepsrie onucan ¢paniyzckum Bpauom Thevenaid A. B 1942 1.
IpencraBnser  coOOH  ayTOCOMHO-IOMHHAHTHOE  HACIEACTBEHHOE
3a00JeBaHNe C BapUaOEIbHOH IKCIPECCHBHOCTHIO, B OCHOBE KOTOPOIO
JIEXUT BPOXKACHHOE MOpaKeHHe Neprudepuueckoro HeipoHa, Bemyiiee K
akpoocTeonu3y. CHHIPOM TMpOSBISETCS B JETCKOM BO3pacTe H
XapaKkTepu3yercs CHMMETPHUYHBIMU paccrpoiicTBamMu TpouKH
JUCTaIbHBIX OT/AENOB KOHEYHOCTEH ¢ HAapylIeHHeM TAaKTHIbHOH, HHOTJA
00JICBOI TyBCTBUTENILHOCTH, AKPOLMAHO30M, U3BA3BICHHEM KOHIEBBIX
(araHr, HHOrZJa CIOHTAaHHOW ammyTanued. [lambIBl  yTONIIEHBI
(xonbacooOpasHple  manmblpl). MHOrma — oTMewaeTcs — MOpaKeHHE
9KCTPAITMPAMHUAHBIX ITyTel, MOBBINIEHHE CYXOXWIBHBIX pPe(IEKCOB,
MOJIOKUTENBHBIH cuMnToM babuHckoro. Habmrogarorcst aGopTHBHBIC
(hOpMBI C MaJIOBBIPAKEHHON CUMIITOMATHKOIA.

Tepnepa - Kuszepa cundpom (s. Tumer - Kieser), KOCTHO-HOTTeBOit
JHU30CTO3, HACTIEACTBEHHAs! KOCTHO-HOI'TeBas! UCIUIA3Hs, KOCTHO-HOITEBas
qucmactadeckass ansOymuHypms, ®onra cuazpom, Ocreppeiixepa -
®DoHra CUHJIPOM.

Onwucan ameprkanckuM Bpadom Turner J. W. B 1933 r., 3aTeM HEMELKUM
BpauoM Kieser W. B 1939 .

Hacnencreennoe 3aboJeBaHue, nepenaeTcst o ayTOCOMHO-
JOMUHAaHTHOMY Tumy. IIposBisieTcs B HeTCKOM Bo3pacre. Xa-
paKTepu3yeTcs THIIOIUIa3Uel HOTTel, Jallle IepBBIX, HeOPa3BUTHEM HIIH
OTCYTCTBHEM HAJIKOJICHHUKA, THIOIUIa3Well TOJIOBKH JIy4eBOH KOCTH,
HE/IOPa3BUTHEM JIONIATOK, MUTMEHTalel paxyxkHoi obonouku. Hepenko
9TOH MATOJOTHHU COIYTCTBYeT npoTeunHypust (B 30% cirydaes), HapyIIeHUE
(byHKIHN MIOYeK. PenTrenonoruuecku OIIpeNeIIACTCS
HEJI0pa3BUTHE KOCTEH Tas3a, I'MIIOINIA3Hs SMU(U30B AUCTAIBHOTO KOHIA
OeIpeHHBIX, IICUCBBIX KOCTEH, BHIBUX MM IOJBBIBUX IOJOBOK JIyUEBBIX
KOCTeil.

Tea - Cakca 6onesnv (m. Tay - Sachs), nepebpomaxyisipHas
JIETeHepalus, aMaBpOTHYECKas WIUOTHS, pPaHHss JeTcKas HIUOTHS,
JIUTIONI03 HEPBHOM CUCTEMBI, JIMTIOMJIO3HBII MaHTIIMO3UT, niceBno-I ypepa
CHH/IPOM, Helipo-BUCIIEpaIbHBIN CeMEHHBIN JTUITONU03, TAHTITHO3U/103.
Bnepsele ommcana aHrmiickuM odranmsmonorom Tay W. B 1881 r. u
aMepUKaHCKUM HeBpomaToiorom Sachs B. B 1887 r.

3a0oneBaHNe HACIIENCTBEHHOE, CeMEiHOe, IepenaeTcss IO ayTOCOMHO-
JOMHHaHTHOMY Tuiy. [IlposiBiaseTcs B  IepBble MECSLbl JKM3HU.
XapakTepusyercs HapyIIEHHEM >KHPOBOTO  OOMEHa, HOpaKeHHEeM
TOJIOBHOTO M CIMHHOTO MO3Ta, CHMHANBHBIX TaHININEB. JleTH COHJIUBEI,
aTlaTHYHbI, MaJONOABIKHEL, HE CHJIAT, HEe XOIiT. IlopaxkeHbI BHYTpEHHHUE
opraHbl, HO MeHblle, 4eM npu OosesHn Humana - Iluka, cxomHol ¢
JTAaHHOM mMaTojorueil M MMeIoued oauH reHe3. THUIHYHBIM NPU3HAKOM
amaBpo-tuueckoil uauorun Test - Cakca ABISETCS KapTHHA IJIA3HOTO JHA:

116



Caosaps MHYECKHX HA3BAHMII Goesneii u (V) u
aBT. KON MPOQ. A-p Me/l. HAVK E. II. - Kues: Buma mkona. Tonosroe uan-8o, 1982. - 184 c.

aTpodusi IUCKOB 3PUTENIBHOIO HEPBa M BHIIHEBO-KPACHOE ILITHBILIKO B
MakyJIapHoW obOmacti. Hwucrarm, kocoriasue, criemnora, cinaboymue,
MBIIIICUHAs c11ab0CTh, COCYAUCTO-/IBUTATEIIbHBIE paccrpoiicTBa
COIPOBOXKAAIOT JaHHOE 3a00JICBaHHE.

KocTHass cucrema Takke MOpaKeHA: KOPKOBOE BEIIECTBO KOCTEH
HCTOHYEHO, OCTEONOpO3, HapylIeHHe occupuKanuu SHu(pU30B, C
TEUCHHEM BpPEMEHH BO3HHUKAIOT SNU(U3UTHL, HapylmIeHHE (QYHKIUK
cycraBoB. bones3Hb mporpeccupyer, 1eTH He)KH3HECTOCOOHBI.

Teitou cunopom (s. Taybi), OTONATATOAUTUTATBHBIN CHHIPOM.

Onucan Taybi H. B 1962 r.

XapakTepu3yeTrcss COYCTAHWEM JHCIUIA3UH KOCTeH, HH3KHM DOCTOM,
pacuierieHneM HeOa, crienudIIecKUM JIMLOM, IIIyX0TOH, HeIOPa3BHTHEM
noa0Opo/Ka,  TUHEPTENIOPU3MOM,  MHKPO-CTOMHEH, MHKPOTHATHEH.
Habmronatorest Takxke neopMarys rpyaHOH KISTKH, KOPOTKOE TYJIOBHIIE,
OrpaHNYeHHe PasTHOAaHMs U CYNHHAIMU HPEaIuieybs, KOPOTKUE IIHPOKUE
I manbLB! KHCTH U CTOIBI, HeAOpasBuTHe pedr. CHHAPOM, BEPOSTHO, TIepe-
JaeTcsi IO ayTOCOMHO-PEIeCCUBHOMY THUILy; MOpa)KaloTCsl TJIABHBIM
00pa3oM MaJbYHKH.

Teitunenoepa cunopom (s. Teutschlinder), mnporpeccupyrommii
JIMTION IOKANBIIHO3, IIPOTPECCUPYIOIIUH JIMIOTPaHyJIeMaTO3HBII
KaJIbLUHO3, JIMMOKAJBLHOTPaHyIEMATO3, MHOXXECTBCHHBIH
JIMIIOrPaHyJIeMaTO3HbIH KaJIBLMHO3, YHUBEPCAIBHBIN HHTEPCTULHAIBHBIN
KaJIbIINHO3, JIUIIONJOKAJIBIINEeBAs nozjarpa, TPOTPECCHPY 0NN
BHYTPHMBIIICYHBIN JIMIOrPaHyJIeMaTo3, JUCTpOduYecKuii
METATHIONANIECKUN KAIBLIHHO3.

Bnepseie ommcan HemenkuM naroiorom Teutschlander O. B 1935 .
3aboseBanue 00yCI0BICHO paccrpoiicTBOoM nHIEhaTbHO-
TOPMOHAIBHOW  PEry/slMH C HapyIIEHHEM XOJECTEPUHOBOTO U
MHHepadpHOro oOMeHa. lmeror 3HauYeHWe M HACIEICTBEHHO-
KOHCTUTYIIMOHAJIbHbIE (haKTOPhl. XapaKTepU3yeTCsi HapyIIeHHEM 00IIero
COCTOSIHHMSI, MOCTEIICHHBIM Pa3BUTHEM IUIOTHBIX OOJIC3HEHHBIX 0Yaros,
PACIIONIOKEHHBIX B CHHOBHAJIBHBIX CYMKaX B 00JIACTH KPYITHBIX CYCTaBOB
U TPOXOAAIMX BOJNM3M HUX CYXOXKWIMH M MBI, 3areM ovark
YIUIOTHEHUSI Pa3Msr4aroTCst, MosiBisieTcst (uirokTyanus. B obmactu aciuit
U CEpo3HBIX O00ONIOYEK - JIMMOWJIHBIE OTJIOXKEHHS C 00Opa3oBaHHEM
BTOPUYHBIX TpaHysieM 0e3 0co0oil TeHIeHUMHM K OObI3BECTBICHUIO. B
CTAQUU{ pPa3MSTYCHHS Y3JI0B OTMEYAaeTCs MOBBILCHHE TEMIICPATypBI.
Hepenxo Ha0moaeTcs TaKKe HapyIIeHHe obMeHa c
THIEPXOJEeCTepPHHEMHEH,  AUCTpOUel MBI, CKIepoJepMHEH |
OCTEOTIOPO30M.

Tuébupoce - Baiiccenbaxa cunopom (s. Thibierge - Weissenbach),
CKJICPOACPMHSI, CKIICPOJAKTHIIHS.

Onmucan Thibierge E.u Weissenbach R. B 1911 r.
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Xapakrepusyercs  OJHOBPEMEHHBIM  HajuuueM  Oone3Hu  PeliHo,
CKJICPOJIAKTHIINH, OTIOKCHHS H3BECTH B MIOAKOXKHOH OCHOBE H KaTapPaKThI.
Jluaraos CKIEepOJEepPMHH yCTaHABIMBACTCS HA OCHOBAHHH CBOMCTBEHHOM
9TOMy 3a00JIeBaHUIO CKJICPOaTpOGHU KOXKM Ha KOCTHBIX BBICTYIIAX,
JENMIMEHTAlUH H CKiIepo3a B (opMe IOTOCOK, CKICPOJAKTHIUH H
gacTuuHOro obumsicenus. Ilpu cximeponepmun Tubupixe - Baiiccenbaxa,
KpOME I€PEUUCICHHbIX CHMIITOMOB, BCTPEYAlOTCs SIBJICHUS HEKpo3a U
OTJIOXKEHUE CONel Kaublusi B OOJACTH IUCTAlNbHBIX (hallaHr MajbleB
KHCTEH.

Tumana cunopom (s. Thiemann), Tumana - OneiimHepa Oone3Hb,
aBACKYJSIDHBI ~ HEKpo3 (aaHr ManblleB KHCTH, OCTEOXOHAPUT
MeTaKapHalbHbIX 1 METaTap3aJIbHBIX KOCTEH.

Onucan HemenukuM xupyprom Thiemann H. B ,1909 r.

XapakTepusyercs NOpaXeHHeM SMuU(U30B (agaHr ManbleB KHCTEH H
CTON, KOTOpOE damie TNposiBisieTcs y roHomeil. OObYHO mopaxaroTcs
smupussl cpenuux Gamanr II - III nmampueB KUCTH, NPOKCUMAIBHOI
¢damanrn 1 mamema cromsl, I mmiocHeBol KkocTH. COOTBETCTBYIOIIHE
majblbl  yKOPOUeHBl.  JIBIDkeHHsT B MexX(alaHIOBBIX  CyCTaBax
HapymanTcs. PEHTIeHONOT MY CKHU ONPEesieTcss YMCHBIICHHUE
Pa3MepoB NOpaXKEHHBIX SIMHU(H30B, X PACCAChIBAHUE.

Tumuye cunoponm (s. Tietze), octeoxoHapUT pedpa.

Omnucan HemenkuM xupyprom Tietze A. B 1921 1.

Otnonorust HesicHa. XapakTepuzyercss nedopManued, NPHIyXJIOCTHIO,
Oonplo B o0sacT peOEpHO-TPYAMHHBIX COYJICHEHWI NP MalblIaluy,
rIyOOKOM  JbIXaHHW, Kanmie. PeOepHble XpAIM — OKOCTEHEBAIOT,
HapyLIaeTCcsl MOJBMKHOCTh TPYAHOH KIETKH, CHIDKAeTCS JbIXaTelbHas
¢yukuus. MHorma mpoTekaeT ¢ MOBBILICHHOH TemmepaTypoil. Hauamo
3a00JI€BaHus OCTPOE, IIOJOCTPOE.

Tpesopa 6oae3ns (m. Trevor), reMuMenndeckas: hopma smupu-3apHOt
JHCIUIA3HHU, TAP30METanus, Tap303nudu3apHas akIa3ms.

Bnepseie onucana Mouchet, Belot 8 1926r. TrevoiB 1950r. Beinenmn ee B
OT/CTBHYIO ~ HO3OJIOTHYECKYIO  CIMHHIY, JaB CBOH TEPMUH -
Tap303nudU3apHas AKIa3HsL.

Omu¢uzapHas TeMHMeNMYeckas JAUCIUIa3Ms - peakoe 3aboneBaHme,
OTHOCAIIeECS K Ipymne Snudu3apublX  JWCIUIA3HU  CKelleTa U
BO3HHKAalollee B JETCKOM BO3pacTe BCICACTBHEC IIOPAXKEHUS OIHOH
MoNOBUHB! dnu¢pu3a. BHavyame MHOTHE aBTOPHl OTHOCHIM JaHHYIO
MAaTOJIOTHIO K OCTEOXOHJPOME, OJHAKO I'MCTOJIOTMYECKHE HCCIICAOBAHUS
nocnenuux yet (I. W. JlaBpumesa u A. I'. ITeuepckuii, 1974) nozsonumm
OXapaKTEepH30BaTh 3Ty IATOJOTMIO KaK AWCIIACTHYECKMI Tporecc,
MPOSIBILIIOIMNCS 3aAePKKON (HOPMUPOBAHHS CYOXOHAPAIBHON KOCTHOM
IUIACTHHKA ¥ TPOJO/DKCHHEM  KOCTeoOpa3oBaHUS HAa  OCHOBE
HE3aKpBIBIIEHCS B CPOK POCTKOBOM 30HBI CYCTaBHOIO OmHUdHU3a.
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[pomomKaromMiicss poCcT MOPaXEHHOH MOBEPXHOCTH OOYCIIOBIMBAET He
TOJBKO €ro (yHKIMOHAJIBbHYIO CTPYKTYpy, HO U (opmy. 3aboneBanue
Yame IopakaeT JIMIl MYKCKOro mosia B BospacTe 3-14 mer. HamGonee
YacTas JIOKaJIn3anys 3a001eBaHus: TapaHHAasi KOCTh, IPOKCHMAIBHBIN MIIH
JIUCTaJbHBIA 31K (pU3  OOoNbIICOEPIOBOH KOCTH, IMCTAIBHBI KOHEI]
6enpeHHol kocTu. OCcaHbl MOPAXKSHHS H HA BepXHEil KOHEYHOCTH.
PeHTreHONOTrMYEeCcKHU IHpH OTOM 3a00JIEBaHHU OTMEYAIOT
YBEINYCHHE MOJOBUHBI 3MU(H3a, KOTOPOE HPHUBOIUT K AchopMaruu
CycTaBa, HCKDHBIICHHIO OCH KOHEYHOCTH. B H3MEHEHHOM cycTaBe
orpanndeH o0beM IBrkeHWH. [Ipum Xoxpbe HabIIOHAlOTCS XpOMOTa |
6016, B psizie ciyuaeB MOXHO OOHApyKUTh aHATOMHYECKOE YKOPOYCHHE
MOPaKEHHOTO CETMEHTA. 3a00IeBaHue IPOrPEeCCUpyeT.

Tpenema cunopom (s. Trelat), coenMHUTENFHOTKAHHOE 0Opa3oBaHKuE B
MIOAKOJIEHHOH sSIMKe, CKIIaJaTas KoxKa.

Bnepseie onmcan Trelat B 1869 r.

HacnencTBeHHast Maroyiorus, MepeJacTcss [0 JAOMHHAHTHOMY THILY,
HEpPeAKO BCTPEYaloTcss M CIOpajudyecKue Cilydad, He HCKIIOYeHa
ayTOCOMHO-pPELIeCCHBHAs Tepeada 3a0oneBanus. JJisi JaHHOTO CHHIpOMa
XapaKTEPHBIM SIBISIOTCS: COCIMHUTEIBHOTKAHHBIC J0OPOKa4eCTBEHHBIC
oOpa3oBaHusl B 0OJACTH IOJKOJCHHOH SIMKH, IIOJHOE WM YacTUYHOE
HEJOpa3BUTHE HAAKOJIECHHWKA MM HalIW4he JBYX HEIOPa3BHTHIX,
TUMOIUIA3Ksl MAajbleB, CHHAAKTWIHS, yBEIMYCHHE OOJBIIMX MajbleB
CTOIIBI, JUCIUIA3Usl HOITeH, scrotum bifida, xpunropxusm, Hemopa3BUTHE
MOJIOBBIX T'y0, HAJIWYMe IaXOBBIX IPBDK, CKIAAYaTOCTh W HCTOHYCHUE
KOXH, paclleryieHne ry0 u HesapameHue Heba. Ortmewaercs psan
HEBPOJIOTHYECKHUX PACCTPOMICTB, 00YCIOBICHHEIX HEBPUTOM CEHAIIHIITHOTO
HepBa, KOTOPBII HepenKo OKa3BIBACTCSI BKJTIOUYCHHBIM B
COEIMHHTEIbHOTKAHHbIE 00pa3oBaHMsA B OOJACTH MOAKOJIEHHOH SIMKH.
BepxHue KOHEUHOCTH, Kak IIpaBWIO, He mopaxeHsl. Hepenko
HaOJF0JAeTCsT U3BSI3BICHHE CIIM3UCTON 000JI0UKH POTOBOIT ITOJIOCTH.

Tpysnna - Kiwone cunopom (s. Troell - Junet), akpoMeranoua-Hslit
THIEPTHPEO3 C THIIEPOCTO30M, aKPOMETATIO-TUPEOHIHBIH KOMILIEKC.
OmnucaH HE3aBUCHMO IPYr OT apyra mBeackuM Bpadom Troell N. A. u
mBeinapckuM TepanesroM Junet R. M. B 1938 r.

PasBuBaeTcst B pesynbrare runepdyHKnuM runodusa 1mbo HapyIICHUS
(GyHKIMM IMTOBHIHOM >kele3bl. BcTpedaercs y HOXKMIIBIX IKEHIIHH.
XapakTepusyercs akpoMeralHel, THIepoCcTO30M CBOJa Yeperna H APYrHuX
KOCTell ckeleTa, yBeIMYEeHHEM ¥ runep(yHKIUeil IUTOBHIHOI JKelesbl,
HMHOT/JIa OJJHOBPEMEHHO BCTPEYACTCS caXapHbli anaber.

Typeiuna cundpom (s. Touraine), cuaapom Typeiina - Conenra - 'omnie,
OCTCOJICPMOIIATHs, MaXUACPMONEPUOCTO3, CHHIPOM TaxXuAepMaTUTa -
MIAXUIIEPUOCTHTA - OCTCO(PUTOM.

Ommcan coBMecTHO (paniy3ckumu Bpadamu Touraine H., Solente G. u
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Golle 1.b 1935 .

IpencraBnser co0oil reHepaIM30BaHHBIM OCTEOCKIEPO3, CBSI3aHHBIA C
mucyHKIUMEeH  SHAOKPUHHOI  cHCTeMBl JHOO C  HapylleHHEM
IudHIeQanpHoH  perymwinuu. HaOmomarotcs ceMeiiHBle ciydan C
HeperyIspHO-JOMUHAHTHBIM HACICIOBAaHUEM H CHOPAJHYECKUE CIydau.
IMopaxkaloTcst TONBKO MyXYMHBL XapaKTepH3yeTcs YTONICHHEM WU
CKJIQ[YaTOCTBIO KOXKM Ha JIULE, BOJIOCHCTOM YacTH TOJIOBBI, KHCTSIX H
cronax. CainbpHble >KelIe3bl KOXH THIEPIUIA3HPOBAHBI, CEKPeLHUs HX
obmnpHas. HalOmiomaroTcs JABYCTOPOHHHE CHMMETPHYHBIE KOCTHBIE
pa3pacTaHusl Ha KOHEYHOCTSAX, OCOOCHHO B AUCTAIBHBIX OT/ENaX; HalbIbl
Ha KHCTAX M CTONAX YTOJIIEHBI, HOI'TH Ae(OPMUPOBAHBI, OTHOCHTEIbHOE
yIUIHHEeHHEe KOHeYHOCTeH. OTMeuaeTcs: HOBBIIIEHHOE BBIIEICHHE C MOYOH
3CTPOreHoB.  3aboneBaHWE  IIPOTPECCUPYET  MEIIEHHO, JIOCTHTaeT
MaKCHMYMa B TPETbEM AECATHICTUH.

Typuepa cundpom, TOBPEXKIECHHE MEKKOCTHOTO THUIBHOIO HEPBA
MpeaIIeybs.

Habmromaercss mpu HOBPEXIEHHH  3aJHETO  MEXKKOCTHOTO  HEpBa
MpeAIuIedbss CMECTHBLIMMUCS OTJIOMKAMH JIy4€BOM KOCTHM Hpu ee
mepenoMe B HIDKHEH TpeTH. XapaKTepu3yeTcsl BBIPAKEHHBIM OTEKOM
KACTH ¥ HaNblleB, HapymeHHeM (YHKIUH, OOIbIO, OCTEOHOpPO30M,
BEI3BaHHBIMH HEHPOTPOYUUECKIMH H3MEHEHUSMH.

Typnuna cunopom (s. Turpin). Cn.: Typnuna - Kacma cunopom.

Typnuna - Kocma cunopom (s. Turpin - Cost), OpOHXO-NHIIEBOJHAS
9KTa3usl C MHUILEBOJHO-TPAXEANbHOI (PHUCTYIION U TO3BOHOYHO-PEOCPHBIMU
OpOKamy passutus, cuaapom TypruHa.

Brepseie onmcad ¢panuysckumu neguarpamu Turpin R., Levoine 1. M,
Chassagne P.B 1949 r.

Ipencrasnsier coboif IMOpHONIATHYECKOE HAPYIICHHE Pa3sBUTUs Tpaxew,
OpOHXOB, MHIIEBOJA, TTO3BOHOYHOIO CTOJ0a M pedep. Xapakrepusyercs
BPOXICHHBIMI OPOHXO03KTA3aMH, yBEINUCHUEM IHIIEBO/A U COOOIICHHEM
€ro ¢ Tpaxeei, MOPOKAMH Pa3BUTHs TO3BOHOYHOTO CTOJOA (yBEIMUEHHE
KOJIMYECTBA MO3BOHKOB, MX PacIICIUIEHHE M JAPYroe), a TaKkKe MOPOKaMU
pasBuTHA pedep (Jale areHe3uel nepBeIX pedep).

Yy

Yunnnaa cunopom (s. Whipple), aptpo-nepukapanTudeckas creatopes,
IUNOAUCTPOGHS.  KULIOK, JUMO(ardyeckuii rpaHyleMaro3  KHIIOK,
HETPONHYECKOE CIPY, HAHOMATHICCKAs! CTCATOPEsL.

Onucan ameprkanckuM naronorom Whipple G.H.B 1907 r.,

OOGyCIIOBIIeH HAapyIIEHHEM BCACHIBAEMOCTH JKHPa B KHIIKAX, BO3MOXHO,
BCIICACTBHE IOPKEHUS CTEHKH KHIIKM MHKpOOAaMH W HapyIICHHS
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XKHPOBOro oOMeHa. IlopakaeT NPCHMYIUECTBEHHO MYKYMH CpPEIHEro
Bo3pacTa. PasBuBaeTcs mociae HEMPOJODKUTENBHOrO HETHIHYHOIO
MIPOJPOMAJILHOTO HepHuoja. XapaKkTepH3yeTcs CTeaTopeei, METEOPU3MOM,
crnasMaMM  KMIIOK,  IIPOrpeccupyrolleil  KaXxekcHell, TIHIIOTOHHEH,
aJMHaMHUel, WHOTJa OTEeKaMH B CBS3M C runoansOymumypuei. Hepenko
HMMEET MECTO ABUTAMHHO3 C TIOPAKEHUEM KOXKU U CIM3UCTHIX.

OOBYHO B JaJbHEHIIEM pa3BHBAeTCs IOJUAPTPUT, IIOJIHCEPO3HT,
BacCKyJIHT, JHIOKapAuT. VHorma HaOmiomaeTcss Me3aJeHHT WIH Jaxe
reHepann3oBaHHas ITuMdaneHonarrs. OTMedaeTcss TUIIOXPOMHAsT aHEMUS,
YMEHBIIIEHHE COACPIKaHHs B KPOBU OENKOB, XOJIECTEPHHA, KaJIbIIUL.

Ynunzepa 6one3nv (s. Uehlingera), maxugepMOHEpHOCTO3, TIeHe-
paNU30BaHHBI THUIEPOCTO3 €  MaxXHAEpMHed, TrumepTpoduyeckas

0CTEO/IEPMONIATHS, AKpONaxXuIepMHUs c MaXUIEPUOCTO30M,
HTNOTIATUIECKUIT CeMEHHBIN TeHepaTn30BaHHBIN octeopuTo3,
HJIMOTIATHYECKAs THIEPTPOGHPOBAHHAS ocTeoapTponarus,

AKPOMETaJIOUHBIA OCTE03, KOCTHAas W KOXHas Meranusi, octeopuros
Opunpeiixa - Ipba - ApHobaa.

Onucana mBeiapckum narosorom Uehlinger E.B 1941 r. AyrocoMHO-
JOMHMHAHTHOE HACJEJCTBEHHOE 3a00JeBaHME, MPU3HAKH KOTOPOTO
MPOSIBIIIOTCS. B MOAPOCTKOBOM BO3PACTE, Yalle MOPa)KalOTCSl MyXKUHHBL.
JIns TaHHO# MaToJNIOTMK XapaKTepHbl UCKPHUBIIEHUE MaJbLIEB KUCTEH, CTO,
TUIEpIIa3us MSTKUX TKaHEH, AMCIPONOpPLMSA JUIMHHBIX TpPyOuaThix
KOCTeil, yTONIIeHHe U TUIepruapo3 cron u kucteil. Cebopest KOXH, ITO3
BEK, JKMPHasi KOa JIMLA U TOJIOBBI, YacThle Oiedaputsl, 60JIb B CycTaBax,
MOCIEIHIE YBEITMYEHBI B obbeme " ne(OpMHUPOBAHBI.
PeHTreHONOrMYeCcKU BBHIABIICTCA CKIEPO3 KOCTEH, YTOIILECHUE
KOPKOBOT'O BELIECTBA C IEPHOCTAIbHBIMU HACIOCHUSMH, CIIOHIHO3a
papeduimpoBana. Koctu depema yTOJLIEHBI, (POHTAIbHBIE CHHYCHI
YBEIMYEHBI, OCCU(PHKAIMS MEKIIO3BOHOUYHBIX CBS30K, THIIEPOCTO3 MEJIKHUX
CYCTaBOB (MEXII03BOHOYHBIX, KOCTOBEPTEOPAIBHEIX, MEX(aTaHIOBBIX H

ap.).

Yavpuxa cunopom (s. Ullrich), BpoxieHHas aTOHWUYECKas CKIe-
pOTHYECKast MbILICUHAs! AUCTPODHS.

Omnucan HemenkuM neauarpoM Ullrich O.

TlposiBnsiercss ¢ poxkaeHusl.  XapakTepusyercs  ciabopasBUTOM
MYCKYJIaTypoi AMCTadbHBIX OTAENOB KOHEYHOCTEH, KOHTPaKTypamu
MIPUBOJSINUX U CTUOAIOIIX MBIIII, OTPAHHYEHUEM OTBECHHS U CTUOaHUs
B IUICYEBBIX M Ta300CeIpeHHBIX cycraBax. Hepenko oOpasyercs
kudockonano3. BeipaxeHa oOias acTeHHs,, THIEPIUAPO3, CYXOKHIbHbBIC
pedItekchl HOpMAaNbHbIE I YCUIEHHBIE, HHTEIUIEKT He CHIDKEeH. BonesHn
HE MPOTpecCHpyeT, OAHAKO IPOTHO3  HEONArompHsTHBIH  H3-3a
HMHTEPKYPPEHTHbIX 3a00JI€BaHUH, Yalle BCEro MHEBMOHUH.

Yavpuxa - ®@eaxmuzepa cunopom (s. Ullrich - Feichtiger),
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JMCKPaHHO-NUT0-(aaHTUsl, POCTOKCKHUIT AereHepaTHBHbIN THII.

Onucan HemeukuM BpadoM Feichtiger B 1942 r.

MHOXECTBEHHBIH MOPOK Pa3BUTHUsI, OOYCIOBICHHBIH T'€HETHYECKU, HIH
SMUI'€HETUYECKU TIEPUCTATUYECKOE pacCTpoiicTBO. [Icuxuueckoe pa3BUTUE
HOpManbHOE. BpIpakeHHe IHI@ TUIMYHOE: Yy3Kas IJa3Has IMIellb,
ONYIICHHBIH Yrol HOCA, BHICTYNAIOMUH OONBIION YPOAIMBBIA I1100.
VYuHbBle pakoBHHBI Je(OPMHUPOBAHBI C Pa3sBUTHEM IIpeaypHKYIIPHOTO
YIIHOTO HPHAATKa M IUIOCKHMH YIIHBIMH PaKOBHHAMH (KOIIAYbM YIIH),
MHKpPOTeHHeH, Borubell macThio. ['1a3a ManeHbkue, Konmaboma pajryKHOH
000JI0YKH, TOMYTHEHHE pOTOBHIIBI, IOTeps Cclyxa. Pa3BuBaercs
JOTOJHUTENbHBIA  Talel, peke HEeCKONbKO TPHUAAKTOB  Ialbla,
mucananrus. HapymeHo pa3BuTHe IIONOBBIX OPraHOB: THIOCHAINS,
kpunropxusM. MHoOraa ormMedarorcs aepopManuy CTOII, IIOPOKH Pa3BUTHS
cepaua, IoYeK, KUIIOK.

Yavpuxa - ®pemepesn - Jona cunopom (s. Ullrich - Fremerey-
Dohna), awm3sHuedanonepmarodakus, AUCKPAHUOJU3OMHUS, CHHAPOM
®pemepest - Jlona - Yibpuxa.

Bnepseie onmcan HeMenkuM BpadoM Fremerey-Dohna H. B 1952r.
3a0oneBaHue CBA3aHO C MOPaKCHHEM ILIOAA. XapaKTepHU3yeTcsl MallbIM
pPOCTOM, TPEyroIbHOI (opMoll uepena, MHKpoOre-HHEll, MHKpPOCTOMHUEI],
,LIITHUYBUM JIUIOM”, BPOXJIEHHOIN KaTapakToii M JpyruMH IOpOKaMHU
pasBUTUSL  I7a3, THIOOTPUXO30M,  CKIEPOTHYECKU-aTPO(PUUSCKUMHU
U3MEHEHMSIMH KOXH B O0IAaCTH BEHTPAIBHBIX CETMEHTOB 4epera,
04aroBoi JIeHKoIepMHUEH.

@

@ankonu oOoneszns (m. Fanconi), anemuss @DaHKOHH, CceMeilHas
MEpHEL030I0JI00Hass ~ aHeMHsi Yy  JeTeil, KOHCTHTYLHOHAIbHBII
MaHMUETO(TH3 ¢ MHO)KECTBEHHBIMH TTOPOKAMH Pa3BUTHS, aIlIaCTHYECKast
aHeMus C BPOXKICHHBIMH aHOMAIUSIMH - TUTT DaHKOHH.

Onucan mBeiinapckum neauarpom Fanconi G. B 1927 1.

KoHnctuTynnoHansHast MaHMHEJIONAaTHs, COYETAOIIANACS c
MHO)KECTBCHHBIMH ~TIOPOKAMH  DasBUTHS, C TPOCTOl PEeleCCHBHOM
HACJIC[ICTBCHHOCTBIO. BCTpeYarTcss TakKe CIOpaJuyYecKue —Ciydan
3a0oseBaHms. XapaKTepU3yeTcsi MalbIM HIH KapiHKOBBIM POCTOM,
HHOAHTAIN3MOM, THIOTCHHTAIH3MOM. Uepen MaleHbKHH, OTMEYArOTCS
MOPOKU PA3BUTHUSl KUCTEW, TUIO- WIM aria3us Heba, MOPOKU pPa3BUTHUSL
MOYeK, AHOMAJIUH NHIMEHTAIUH KOXH, MHKPO(DTAIbMUs, KOCOTNIa3He.
Pedyiekchl TOBBIIIEHBI, 0COOEHHO KOJICHHBIH, T/Ie HHOT/IA yIaeTCs BHI3BATh
KJIOHYC. XapakTepHbl J1a0OpaTOpHBIC IMOKA3aTENU: THUIEPXPOMHAs MHUK-
pOLMTapHasi aHEeMHs, JICHKOIEHUSI C IMCEBIOIENbIePOBCKUMH SIICPHBIMHU
CTpyKTypamu,  Tpombomenus.  KOCTHBIE ~ MO3r  THIIOIUIACTHYHO-
AlUIaCTHYHBIA, CcOAepXHT kup. OcMoTHYecKass ¥  MeXaHH4ecKas
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PE3UCTEHTHOCTb SPUTPOLUTOB HE HapyIICHA.

@Danxonu - Anvoepmunu - Ilenveezepa cunopom (s. Fanconi -
Albertini - Zellweger), nccBopaxuTHieckast alu0rnueckas OCTeONaTus.
Onwucan mBelapckumu Bpayamu Fanconi J, Albertini A., Zellweger H. B
1948 r.

KoHcTuTynmonaneHoe HapylieHHe OOMeHa C ali030M M OCTEONaTHEeH.
XapakTepusyercs HPONOPLHOHAIBHO MalbIM POCTOM HOBOPOXKAECHHOTO
OpH COXPaHEHHHM HOPMalbHOH Macchl Tena. BelpakeHHe IHIa
XapaKTEepHO: BBICTYMAIONINKA 1100, y3Kas IIETEBUIHAS CKJIAAKa MEXKIY
BEKAaMHM, HEPE3KWil T'MIepTENopH3M, TIyOOKHMH M HIMPOKMH Yron Hoca,
Cy’KCHHBIE HOCOBBIE XOJIbI, IIOCTOSIHHO OTKPBITBIH POT C BBICTYNAIOIIEH
HIDKHEH  4YeNIOCTBIO,  MAaKpOIJIOCCHs, MHKPO- M THIIOJOHTHS,
MHOXECTBEHHbIE THACTEMBI, JUCILIA3Hs YITHOX PAKOBUHEI, IIIes] KOPOTKasl,
XpoHHUeCcKHi Onedapo-KOHBIOHKTUBHUT. HaOmogaloTcss BpOXKAEHHBIE
MOPOKH Cep/ua.

B ceBOpoTKEe KpOBH OOHApyXXMBAalOT yMEHBIICHHE COICpXKKaHMS Oelka,
Kalbplys, IIEJIOYHBIX pe3epBoB. B Moue - anbOyMUHBI, JICHKOIHTEL
LIIMHIPBI, aMAHOKHCIIOTEL. B CIIMHHOMO3rOBO# JKHAKOCTH ONPENeNsieTcs
MOBBIIIGHHOE  COAEpKaHHe OelKa, IONOXKHUTENbHAs  peakius ¢
KOJUIOMJHBIM  3010TOM. PeHTremonormuecku Ha (oHe
CHCTEMHOI'0 OCTEONOPO3a OTMEYAETCs] HEJAOPAa3BUTHE SIEP OKOCTEHEHHS,
pacIIIpeHHe POCTKOBBIX 30H, HMCKPHBIEHHE MeTadH30B U JHA(U3OB,
TICEB/IONIEPEIIOMEL.

Dankonu - /lebpe - 0e Tonu 6one3nn (m. Fanconi - Debre -de Toni),
runodocdaremuyeckasl IodedHas ocTeomaTHs, QocdaraTHel auader,
BTOPHYHBIIl THIIEPIAPATUPEOUAN3M, PAXUTONON00HAS 6OJIE3Hb, TIOYESTHBIH
paxuT, runodochareMus.

Omnucana uranssackuM nexuatpoM de Toni J. B 1933 r., dpanmysckum
BpauoM Debre R. ¢ coaBt. B 1934 r. 1 mBeiinapckum neguarpom Fanconi
J.B1936T.

HacnencrBeHnoe 3aboneBaHue, CBS3aHHOE C OJH3UMHBIM Oe(EeKTOM B
MOYEYHBIX KaHAJbIAX, HapyLIeHneM peabcopbuun ¢ocdaTos, Beaymux K
runodocoaremun. [IpuanHoii 3a001€BaHNs CUUTAIOT TUIIOABUTAMHHO3 D,
BO3HHUKAIONINI B pe3yNbTaTe HEJOCTATOYHOIO MOCTYIUICHHS B OPraHU3M
sprokampiupepona ¢ THIEH W HapyIIEHHs ECTECTBEHHOIO €ro
obpasoBaHus B opranusMe. HauanbHble pu3HaKy 60JIE3HU MOSBIAIOTCS B
mepBbIe MECAIBl M TOABI JKU3HU. XapaKTepH3yeTcs HU3KHM POCTOM,
paxUTHYECKUMH  JNeOopMalMsIMU  TPYOHOH  KIETKH,  BapyCHBIMH
nebopmarmsiMu Oeziep, roneHel u crom. MckpuBieHns: HaOMIOAAI0TCS U B
KOCTAX BEPXHHX KOHeuHocTeil. Bo3HuKaeT aucTpodus KOCTHOH TKaHH,
HETIPaBUJILHOE Pa3BUTHE CKeJieTa ¢ MHOTO-IUIOCKOCTHBIMH Jie)OpMaLisIMu
Ha (OHE XPOHUUECKOTO HapyIIeHUs (HocHOPHO-KATBIHEBOr0 0OMEHa.
PeHTreHOOOTHMYECKH  ONPEACIAIOTCS  OCTEOHNOpO3  KOCTeH
BEepXHHX M HIDKHHX KOHEYHOCTEH, pacIIMpeHHe OSIU(U3apHBIX 30H,
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B3AyTHEe MeTadH3apHBIX OTIAETOB JUIMHHBIX TPYOYaThIX  KOCTEil,
HIMPOKONETINCTAsl CTPYKTypa TryO4aToro BemecTBa. Y  B3pOCIBIX
HaOMIOJAIOTCA  OCTeOMANslMU, 00jb, Muomarus, runodocdaremus,
YBEJIMYCHHE BBIZCICHHUS C MOYOM aMHHOa30Ta, (oc(aroB, OKCHIIPOJIHHA.
Hapyuraercst KHCIOTHO-IIENOYHOE PAaBHOBECHE, AKTUBHOCTDH MICIOYHOM
¢docdarassl  moBbimieHa. VHorAa  HAOMIONAKOTCS  MATOJIOTMYECKHE
nepesioMbl. THTEIUIEKT He CHHKEH.

@anxonu - Ilnesunzepa cunopom (s. Fanconi - Schlesinger).
Onucan coBmectHo Fanconi G., Girardet P., Schlesinger R., Butler N.,
Blaek J. B 1952 1.

IpencraBnsier co6Oif  XPOHMYECKOE HAPYLICHHE KAIBLHUEBOIO U
(dochopHOro obMeHa C OCTEOCKICPO30M, HapyIICHHEM (U3MYECKOrO H
[ICUXMYECKOTO  PasBUTHA.  XapaKTepusyeTcsi  MaiblM  POCTOM,
omurodpenueli, obmei aucTpoduel, runepreHsueid. BrlpakeHue mHIa
cBOeOOpa3HOe, TUIIEPTENOPU3M, KPYIJIBIi, BBITYKIIBIH JI00, OTKPHITHIH POT,
TUIOIUIA3Ksl HIDKHEH YeNIFOCTH, 4acTO KOHBEprupyloliee Kocornasue. B
aHaMHe3e 3alop, IIOHOC, PEHUAUBHUPYIOIIHE HPHCTYNB IUXOpajgkd. B
CBIBOPOTKE KPOBH PE3KO YBEIHYCHO COACpKaHWE KaubLus U Qocdopa,
YMEPEHHOE YBEIMYECHHE XOJCCTCPHHA, B TEPMHHAIBHBIX CTaJMsIX
yBeIMYEHHE OCTAaTOYHOrO a3oTa. B Mode - Oelok, yBeIHUCHHOE
comepxaHue Kaiplust u (ocdopa, CHIDKCHHBIH KIMPEHC MOYEBHHEIL.
PeHTreHONOrMYeCKH ONPEAesieTcs CKICPO3 OCHOBAHMUS Yepera,
[IPEXACBPEMEHHOE CHHOCTO3HPOBAHNE KOCTEH depera, HepOKaIbLUHO3.

Dapoepa CUHOpOM (s. Farber), JTUCCEMUHUPOBAHHBIN
JHIOTpaHyaemMaTos - Tai dapbdepa.

Omnucan aMmepukanckuM neauarpoM Farber s.b 1952 1.

BpoxieHHOe HapylleHHe OOMEHa JHIIOMAOB U MYyKOIOJIHCA-XapHIOB,
NpOSBIIONIEECST  yXKe B TIPYZHOM  BO3pacTe C  MEUICHHBIM
MIPOTPECCUPOBAHUEM W HEOIArONPHATHBIM NPOTHO30M. XapaKTepU3yeTcs
XPHIIOTOH, 3aTpyJHEHUEM TJIOTaHuS, PBOTOH, OJIBIIIKOM,
MHOXECTBCHHBIMH HPHITYXaHUSIMH B 00JIAcTH CyCTaBOB, KOHTPAKTypaMH,
THIepeMUel KOXH B OJTHX ydacTkax. Ilo Kokel MHOXXECTBEHHbIE
IpaHyJIeMbl, TIEUCHb yBEJIUYCHa. PEHTT € HONOTHYEeCKH B KOCTIX
OIIPeIeIAIOTCS. MHOXKECTBEHHBIE OYart JIECTPYKIIUH.

®espa - Jlanzenena cunopom (s. Fevre - Languepin), cuHIpom
Iammnuona - I'perana - Kneiina, cunapom Komurca, cunapom Komnmrca -
Maroscu, nTepuruil NoAKOJNICHHON SIMKH.

Onucan ¢ppaniy3ckiumu Bpadamu Fevre M., Languepin A. B 1962 r.
BpoxIeHHbI MHOKECTBEHHBIH IOPOK Pa3BUTUS C PELIECCUBHOH, pexke
JIOMMHAHTHOH HacIeJCTBEHHOCTbIO. XapaKTepPU3yeTCsl KPHITOPXHU3MOM,
paclIeIUICHHEM MOIIOHKHM, aIlla3uedl WM THUIOIUIasuel  OoibImx
monoBsIX Iy6. Ha koke MHOXKECTBEHHBIE HEBYCHI M IIITHA I(BeTa Kode ¢
MosokoM. OHOBpeMeHHO HaOJironaeTcst GpUCTynna HIDKHEH ryObl, ryOHO-
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HeOHas 1Iejib, CUHAAKTWINA, KPBUIOBUJHBIC CKIIAJIKU KOXXH B obnactu
TIPOMECKHOCTA | MOAKOJIEHHOW SIMKH B obmactu TIPOXOKACHUA
CENAINIITHOI0 HEPBA, HAPYIICHUE ITOXOIKH, Z[C(bOpMaLIPII/I CTOII.

@Deiiepoanka 6one3zns (m. Fairbank), MHOXecTBeHHast snupu3apHas
JHCIIIA3HS, TeHepaIN30BaHHBII OCTEOXOHJIPUT, ATUIHYHAS
axoHJpoIUIa3us; nepudepudeckas (GopMa aTUNUYHOW aXOHAPOILIA3HH,
MHOXXECTBEHHOE HapyIleHHe dSHHGH30B, MO3NHIL MHOXKECTBEHHAs
snuduzapHas AUCIUIA3HsA, MHOXKECTBEHHBI SIH(H3apHBIL JH30CTO3,
Pu66unra 6omne3nb, Pubounra - Mrosuiepa 60J1e3Hb.

Onwucana Hanbosee MOJTHO aHIITHHCKUM paauonoroM Fairbank T. B 1935 r.
Hacnenyercs kak 1O JNOMHHAHTHOMY, TaK M IO PELECCHBHOMY THILY.
XapakTepusyercs HapyIIeHHEeM IpoLecca pa3BUTHS SIH(PH30B TPYOIATHIX
KocTell B BHAE HMX THNOIUIA3MM M HHKOHTPYSHTHOCTH. IIposBisercs
HH3KHM POCTOM, JedopMarieil CycTaBoB KOHEUHOCTEH, KOHTPaKTypaMu U
0O0JIEBEIM CHHIPOMOM, OpaxHuIaKTHINEH U BPOXKACHHBIM IT0JBEIBUXOM WIIH
BBIBUXOM HAJKOJICHHHKA, HApyIIEHHEM MOXOAKM U OrpaHHYCHHEM
IOBIDKCHHH B CyCTaBaX, HCKPHBICHHEM OCH HIDKHHX KOHEUHOCTEIl,
c1abOCTBIO  CYMOYHO-CBSI30YHOIO  amllapara,  IUIOCKOBAJbI'yCHOH
nedopmarnueit CTOTI, c HENpaBUIbHON nanbleBon JTyTOH.
PeHTreHODOTHYeECKH ONPEACNAIOTCS TAKXKE OABBIBIXH TOIOBOK
JIy4eBBIX KOCTeH M  (parMeHTamus MeJIKHX KOCTeH  3aIsiCThbs.
T1o3BOHOUHBIN CTONO HOPMANbHBI WM W3MEHEHUS €ro HAIOMUHAIOT
6onesns Lloiiepmana - May.

Dennunza cunopom (s. Foiling), denunkeronypus, GcHuIypus,
(eHnIIpOoBHHOTpaIHAS onurodpenms, (eHmIIpOBHHOTpaIHAS
HMOCLMIBHOCTD,  allb()a-KeTOHOKHCIOTHAs — onmuro¢ppenus.  Omucan
HopBexkckuM BpadoM Foiling J. A. B 1934 r. HacnexcreenHoe
pELIECCHBHOE HAapylIeHHEe OOMEHa aMHHOKHCIOT. XapaKTepH3yeTcs
3aJePKKON  (PU3MYECKOr0 M ICHUXMYECKOro pa3BHTHSA (Majblii pocT,
uHGAHTUIN3M, TsDKenas onurodpenuns). OTMevaroTCss ABUraTelbHBIC
paccTpoicTBa:  PUTHAHOCTB, XOPEOATETOTUYECKHE MUOKIOHHYECKHE
runepkunessl. [lpy crostHMM M Xoxp0Oe pa3BUBaeTcs KHOTHUECKas
OCaHKa, MO0JOXKEHHEe CrHOaHus B Ta300€APEHHBIX M KOJEHHBIX CyCTaBax
(moza  mmrekantpoma).  Peduexcsl  mosbmeHsl.  HaGmiomarores
smuenTudopMuble npunagkd. OOmas HEZOCTaTOYHOCTH MHIMEHTAIHH,
TOBBIIICHHAs CBETOYYBCTBUTEIBHOCTb, CKIOHHOCTh K (pOTOJEpPMATO3aM,
THIIEPTHAPO3 C  XApPaKTePHBIM HENPHSATHBIM  MBIIIMHBIM  3alIaXOM.
BropuyHas ok3eMaTH3anys KOXKH U CKJIOHHOCTh K Pa3BHTHIO UMIIETHTO.
Hepenko HaGmogaroTcsi Takke APYrHe MOPOKM pasBUTHs: spina bifida,
35149651 Ty0a, BOTYBS [IaCTh U Jp.

B CBIBOPOTKE KpOBH OTMEYAaeTCs YMEHBIIGHHE caxapa, Kalblus,
IIEJOYHBIX pe3epBOB. B Moue ompesensercss MOBBILICHHOE COAEPKaHUE
(eHnI-anb(ha-KeTOHOBOH KHUCIOTHL
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®Deamu cunopom (s. Felty), peBMaTougHbIii apTpPUT CO CIUICHO-
aZicHOMETaIneH.

B 1924 r. amepukanckuii Bpau Felty A. R. u3 rpynmsl XpoHHYECKHX
HecTelM(pUISCKUX ITOJIHAPTPUTOB BBIEIHI CBOCOOPA3HBIN KIMHHYECKUH
CHHZIPOM: TIOJIHAPTPUT, CILICHOMETAIHs U JeHKOIEHNUs], TITaBHBIM 00pa3oM
3a C4eT YMEHBIICHUS KOJINYECTBA HEUTPOPUIHBIX TPaHyIOLUTOB.
Hapsimy ¢ TpeMsi OCHOBHBIMU CHMIITOMAaMH y 9THX OOJBHBIX OTMEYaeTcs
yMepeHHOe yBenuueHHe TMM(ATHIECKHX y3710B M IUTMEHTalus KOXKH Ha
OTKPBITBIX ~y4acTKax Tena. BosHukaer 3a0oneBaHne OOBIYHO B
MOJPOCTKOBOM BO3pacTe. Xapakrepusyercs XPOHHYECKUM
MIPOrPECCUPYIONINM TeUeHHeM: 3a00/IeBaHNe Yallle BCeT0 HAYMHACTCS, KaK
NepBUYHO  XpoHMUYeckoe. HauwampHas  cTagus — XapakTepusyercs
MOpaXXEHUEM  MPEHMYILIECTBEHHO cycTaBoB. CO  CTOPOHBI  KpPOBH
OTMEUYAIOTCS YMEPEHHO BBIPA)KCHHAS JIEHKO- M HEUTpomeHus. AHeMUs H
TPOMOOIIEHHsI OTCYTCTBYIOT. BO BTOpOH CTamuM OTYCTIMBO BBIPaXKEHBI
CeJIe3eHOYHO-CYCTaBHOM CHHAPOM C SIBICHUSMU JIeHKONeHun. B Tperbeit
cTaauu oblIee COCTOSIHIE Pe3Ko Hapymaercs. HabmonaeTcs: BeIpaxxeHHAas
cnabocTh, BSIIOCTb, aJWHAMHsS, pa3BUBaeTcs Kaxekcus. Koxa cyxas, Ha
OTKPBITBIX ~ 4YacTsAX  Tella  MOSBISIETCS  JKENTOBATO-KOPHYHEBas
mUrMeHTanus. Beipaxena nedopmaliis cycTaBoB ¢ IHOIBBIBUXaMH (anaHT
majnbleB KHCTeH M crom. PasBuBaeTcs ocTeomopo3 M aTpodus MBI,
INepenBikeHHe GOIBHBIX PE3KO 3aTPYAHEHO.

I'emaTonoruyeckue JaHHBIE XapaKTepU3yIOTCs BBIP)KCHHOH
THIIOXPOMHOH aHeMHUel, yMepeHHOII TpoMOoIeHuel, pe3Koil IeikoneHueH
C  HelTpomeHMeH, JOXOIAIIEH 0  CTENEHM  arpaHyJIolUTO3a,
OTHOCUTEIBbHBIM TUM(}O- U MOHOIUTO30M. B 3TOT mepuox Habmoparotcs
4acTele O0OCTPEHHs IONUAPTPHTA C BBICOKOH TeMIepaTypol, HHOTrJa
03HO0AMH U IOTaMH.

Depcma - Ocmpema cundpom (s. Furst - Ostrum), Octpema - Depcra
CHHJIPOM.

Onucan amepukanckuMu Bpadamu Furst W. u Ostrum H. W. B 1942 r.
IpexncraBnsier co60if KOMIUIEKC BPOXKACHHBIX aHOMAIWi - IUIaTHOA3ws,
CHHOCTO3  INCHHBIX  I03BOHKOB,  COYCTAIOMIMECS C  BBICOKHM
PACIOI0KEHHEM JIOMATKH.

Quccanance - Jlepya cunopom (s. Fiessinger — Leroy). Cu.: Peiimepa
60s1e3Hb.

Quccansce - Jlepya - Peumepa cunopom (s. Fiessinger -Leroy -
Reiter). Cm.: Peiimepa 6one3ns.

Quumepa cunopom (s. Fischer), cuaapom Bymike - Ourepa.

Onucan HemerkuM aepmatonorom Fischer H. B 1921 r.

SIBnsieTcsl  TOMHHAHTHO-HACICACTBCHHBIM  3a00JICBaHHEM OKTOACPMBL.
IIposiBisieTcst B paHHEM JETCKOM BO3pAcTe W XapaKTEePH3yeTCs JIaJOHHO-
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MOJIOUIBEHHBIM THIEPKEPaTO30M C THIEPrHAPO30M, OHHXOTPUXO30M,
BIOCIEACTBUHM OHHXOIHM3UCOM, PEIKHM POCTOM BOJOC Ha BOJOCHCTOH
YacTH TONOBBI, OPOBAX, pecHUNaX. JIucTanbHble (aaHTU MaIbLIEB KUCTEH
1 CTOII NAJTHIETIONO00HO YTOIIEHE! 32 CUET YBEIMUYCHHSI KOCTHON OCHOBEL.

®Dozma cunopom (s. Vogt). Cu.: Baapoenbypea cunopom.

Donvkmana 6oneszns (m. Volkmann), rumoruiazus ManaoOeprioBoi
KOCTH U BaJIbT'yCHOE HCKPHBIICHUE CTOIIBI, CHHAPOM MacTporacTHHO.
Ommcana HemenkuM xupyprom Volkmann R. B 1873 r. Cnopanudeckoe
3abosieBaHKe, MPOSIBISACTCS C POXKACHMSA. XapaKTEpPHBIM sl TAaHHOTO
3a00JIeBaHMs SBISIOTCS: YKOPOUCHHE U JedopMaliis roJeHH, OIHOe WIH
HETOJIHOE HEeJIOPa3BHTHE MaJI0OEPIIOBOIl KOCTH, YKOPOUEHHE U YTONIIEHHE
6oJ1bIe-0epIIoBOil KOCTH, BAIbI'yCHOE OTKIOHEHHE CTOIBI, HEPEAKO BbI-
BUX WJIH TIOJBHIBUX €€ M HEJOPa3BHTHE KOCTEH IPEAILIIOCHEI, ILIIOCHEI,
majbleB. JIBIKeHUs B TOJEHOCTOIIHOM CycTaBe orpaHHueHsl. Croma
OOBIYHO HAXOJUTCSI B MOJIOXCHHH CTOWKOTO MOJOLIBEHHOTO CTHOAHWUS,
MBIIIIBI HA TOPa)KEHHOU CTOPOHE HEJJOPa3BUTEL

Donvkmana konmpaxkmypa (c. Volkmann), mapanny @onbpkmana,
MbllleyHass  KOHTpakTypa  (oipkMaHa, HUIIEMHYECKHH  Hapaiud,
HIIEeMHYEcKasi MbIIIeYHas: KOHTPAKTypa.

Onucana HemenkuM xupyprom Volkmann R .B 1881 1.

KonTpakTypa npeariedbs ¥ KUCTH, PeXKe CTOHEL, B Pe3yJbTaTe pyOL[0BOTO
MePEepOXKICHHST MBIIII] TPAaBMAaTHUECKOTO IPOMCXOXIEHMs. Pa3BuBaercs
O0BIYHO y JieTeil U MOJPOCTKOB TOCIE MEPENOMOB B 00J1acTH JOKTEBOTO,
pexe, KOJICHHOTO, CyCTaBOB BCIEACTBHE CHABICHHS COCYJOB H HEPBOB
HapacTallledl reMaTtoMOd NpPH HEYIOBJICTBOPUTENHHON pENO3ULIUH
OTJIOMKOB HJIH MMMOOHIN3AL[MH KOHEYHOCTH TIyXOil THIICOBOM MOBSI3KOM.
BHavane MOSBISIOTCS pacCTPOUCTBA UyBCTBUTENIBHOCTH, OJIEXHOCTB,
[[MaHO3, MapecTe3Hsl JUCTAIbHEEe MeCTa MOBPEXKICHUS, pe3kas 0oJb IpH
MTACCHBHBIX JIBM)KCHHSX MA/bIIEB U OTPAaHUYEHUE MX aKTUBHBIX JBUKCHUM.
OnHOBpeMeHHO HaOIII0JaeTCs BEIPAXKEHHBIH OTeK B oOnacTu mepenoma. B
JanpHeieM pa3BUBACTCS MAapaJId MBI NPEIUICYbs U KUCTH (CTOIIBI),
crubaTesbHast KOHTPAKTYpa ¢ KOTTEOOPa3HbIM IOJI0KEHHEM KHUCTH, Pe3Kast
aTpoQuUs MBI IPEIUIeYbs X KUCTH, UX PyOII0BOE IIepEepOsKICHIE.

Donvkmana nepenom (f. Volkmann).

Bnepssie onucan Volkmann R.

SIBnsieTcss Pa3sHOBHUIHOCTBIO IIepenoma J[IomouTpeHa, OTIMYaeTcs TeM,
YTO HapsAay ¢ MepeoMOM MeJUalbHOM JIOJBDKKA U ManoOeplioBoOil KOCTH
[IPOMCXOJUT IIEPENOM JIATEPAIbHOrO Kpas JUCTalIbHOro 3nuMeradusa
60JIbIIEOSPIIOBOH KOCTH, OTIIOMOK KOTOPOTO OOBIYHO UMEET TPEYTONbHYIO

dopmy.
@Dopecmbe 6onesnv (m. Forestiei), crapuyecKuil aHKHIO3UPYHOLIHI
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THIEPOCTO3 II03BOHOYHOIO CTOJIOA, TMIEPOCTATHYECKUH CHOHIMIES,
JIO)KHO-PU30MEITMUYECKHH  MCeBAONONNApTPUT, cuHapom dopectbe -
Poreca - Kepoina.

Bnepsele onncana ¢paHiy3ckuMu HeBponaronoramu Forestier J. u Rotes-
Querol J. 8 1950 1.

XapakTepu3syeTrcs: TyTOHOABIDKHOCTBIO IPYAHOTO U MOSCHUYHOTO OT/EIOB
M03BOHOYHOIO cronba, HAIOMUHAIOIIETO AHKHUJIO3UPYIOunit
cnonmunoapTpur. Haumnaercs y s crapme 50  jer, waige
oOHapyXUBaeTcs y OONBHBIX AuMa0eToM. PEHTTreHONOTHUYECKH
omnpesieNsieTcss  apTpo3 BO BCEX CyCTaBaX IO3BOHOYHOIO CTON0A M
BBIpa)KeHHas! pordepanus ocTteoGUToB ¢ TeHICHIUEH K HX Pa3BUTHIO B
TOPH30HTAIFHOM HAIPaBICHUH U MOCIEAYIONNM UX COMmKEHUeM, HO Oe3
cpamienus. IlepeqHss MpomoibHAs CBsI3Ka OCCHMMLHPYETCs, OTIOXKCHUE
conell KambLus HaOIIOZaeTcs Ha HECKONBKHX MO3BOHKaX. Kpecrtroso-
MIO/IB3/IONIHBIE COWICHECHUS, a TAK)Ke MEKIIO3BOHKOBBIE IIPOCTPAHCTBA HE
HU3MEHEHEL.

@Dopecmve - Pomeca - Keéepona cunopom (s. Forestier - Rotes -
Querol). Cu.: Boresnb @opecmoe.

@Dpaitbepea 6one3us (m. Freiberg), ®paiibepra - Kemepa cuampom,
snu¢puzapuelii Hekpo3 Dpaiibepra - Kenmepa. Cm.: Kenepa emopas
bonesnb.

®Dpancya CuHopom, 1 (s. Francois, 1), ceMelHas
JIEPMOXOH/IPOKOPHEANIbHAS AUCTPODHSI.

Omnucan 6enpruiickuM odransmonorom Francois J. B 1949 1.
TlpeacraBnser co0Oi CEMEWHBI JIMMOMI03 C TOPAKCHUEM KOXH,
POTOBHIIBI, CKEJIETa C PEIIECCHBHOI HACIEICTBEHHOCTHIO 0€3 HapyIIeHHs
(YHKIMOHANBHOTO M IICHXMYECKOIO  Pa3BUTHA.  XapaKTepHu3yercs
CHMMETPHYHBIMH JUCTPOMHIESCKUMH HAPYIICHUSIMH KOCTHOH M XPSIEBOH
TKaHU M JUCTAJbHBIX OTJEIOB KOHEYHOCTEll, 00pa3oBaHHEM KCAaHTOM Ha
CrHOAaTEeIbHBIX OBEPXHOCTSIX JIOKTEBBIX CYCTaBOB, JUCTAIBHBIX OTIENIOB
KHCTH W TajblieB, CIMHKE HOCA M YIIHBIX PAaKOBHHAX, AUCTpOQHei
poroBoii 000704KH (KarjaeBUIHBIM WX MOHETOBUIHBIM KEPATHUTOM).

@penuxa cunopom (s. Frohlich). Cu.: babunckozo - @penuxa cunopom.

@penuxa ncegoocunopom (p. S. Frohlich), JIOXKHAst
a/INIIO30TeHUTANBHAS TUCTPODYIS, JTOXKHBII TUITO(U3aPHBIH CHHAPOM.

JloOpokauecTBEHHOE HACJECTBEHHO-KOHCTUTYLIMOHAIBHOE —OXUPEHHUE,
pasBUBawLieecss B NPENyOepTaTHbIi WM MyOepTaTHBIA  HEPHOI.
Haunnaercs B 8 - 10-meTHeM Bo3pacte. XapakTepHu3yeTcs 0XKHPEHHUEM,
4acTo 3a/IepXKKOM poCTa W TMOJOBOTO Pa3BUTHs, SMOLMOHAIBHON
BSUIOCTBIO,  aaTHYHOCTBIO, CHIDKEHHEM TpyHocmocobHoctH. Bce
CHUMIITOMBI TIOCJIE TOJNIOBOTO co3peBanust (13 - 14 jer) JUKBHIUPYIOTCS.
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Co CTOPOHBI OIOPHO-/ABUIATEILHOIO aNapara OTMEYAIOTCs YMEHbIIEHUE
pa3sMepoB CTOI M KHCTeH, IIOPOKH pPAa3BHTHA CTOI, BalbIyCHas
nedopMarus KOJIEHHBIX CyCTaBOB.

@Dpemepeii - Jouna- Ynvpuxa cunopom (s. Fremerey - Dohna -
Ullrich). Cm.: Vavpuxa - @pemepeii -[Jonna cunopom.

@puopeiixa cunopom, I (s. Friedreich, 1), arakcus ®@punpeiixa, Tabec
Opujpeiixa, HACICACTBCHHAs aTaKCHs, CEMEHHAs aTaKCHsl, CIHHHAIbHAS
aTaKCHsl.

Omnucan HeMenkuM knuaunucroM Friedreich N. B 1863 1.
AYTOCOMHO-PELIECCHBHOE, ~ PeXE  JOMHHAHTHOE  HACIEACTBEHHOE
MOPaKEHHE MO3XKEUKa M CIIHHHOI'O MO3Ta C MEePepOXkKICHUEM ITHPaMUTHBIX
myTeil. XapaKTepusyeTcsl CHMITOMAaMH IOPAKEHHS MEPEeAHNUX pOroB:
TSDKEIBIM HapyIICHHEM IOXOJKH, aTaKCHeW, JEerKUM pPacCTpOHCTBOM
YyBCTBUTEJILHOCTH, WHOIZIA TAPECTE3UIMH, a TaKKe CHMITOMAaMH
MOpaKeHHs] MHUPAMMAHBIX MyTed B BHAC CHa3Ma, MHPAMHIHBIX 3HAKOB
(momoxuTenpHEIl  cUMNTOM ~ babuHCKOTO), pa3BUTHUS  KOHTPAKTYD.
CyXO0XHIbHBIE pedIeKChl, 0COOCHHO Ha HIDKHUX KOHEYHOCTSIX, HCUE3alO0T.
OTMeuarTCs U CHUMITOMBI IOPKECHHS MO3KEYKA: aTAKCHs, HUCTArM,
paccTpoiictBa peun. B mocmexyromeMm pa3sBHBAIOTCS XOPEONOTOOHBIC
paccrpoiicTBa IBHKECHUH.

Hab6monaercs nedopmanust OTIOPHO-JIBUI'ATEIILHOTO anmapara,
xudockonuos, spina bilida. Ocobenno xapakrepHa ,,croHa Opuapeiixa”-
momasi CToOma C KOrTeoOpasHbIMH mHaiblaMu. OTMedaloTcsl TakkKe
MOpaKCHHE YEPEMHbIX HEPBOB, INIyXOTa, aTpodus 3pUTENBHOrO HEpBa,
PaccTPOICTBO IICUXHKY, BPOXKICHHBIE IIOPOKH Cep/ila, MUIIEBOro KaHaa,
MOYEBOTO ITy3BIpSI.

@puopeiixa - dpoa - Apnonvoa cunopom (s. Friedreich - Erb -
Arnold). Cm.: Yauneepa 6onesne.

@puopuxa cunopom (s. Friedrich).

Omnucan HemenkuM xupyprom Friedrich H. B 1924 r.

IposiBsieTcsl aceNTUYECKUM HEKPO30M SMUdH3a TIPYyJMHHOTO KOHIA
KIIIOYUNBL.  XapakTepusyeTcs OOJe3HEHHOH NPHIyXJIOCThI0 B oOnacTu
IPYAUHHO-KIIOUYMYHOTO CycTaBa. TaM ke ONpeenseTcs TUIepeMHs KOXH.
PeHTreHONOrM4YecKH B KIOYUIE ONPEACIAIOTCS  OdYaru
MIPOCBETICHHS B SIH(H3E e¢ CTePHAIBHOIO KOHIIA.

®pumena - Hlenoona cunopom (s. F'reeman - Sheldon), uepernHo-
KapIHo-Tap3albHas AUCTPODHSL.

OmnucaH coBMecTHO aHIMiickuMu Bpadamu Freeman E. A. u Sheldon J. H.
B 1938 T.

KoMOnHIpOBaHHBIH, BO3MOXKHO, HACJIEICTBEHHBII IOPOK Pa3BUTHUS JIUIA,
KHUCTEH M cTom. XapaKTepusyeTcs MOpPOKaMH pa3BUTHs KOCTeH Juua, B
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pe3ynbTare 4ero JIMIO yiiomaerca. O4eHb XapaKTepHbI: MAaNCHBKUH POT,
HOC, ITy0OKO pACIONIOXCHHBIE TJa3a, THIEPTENOPH3M, JUIMHHAs HOCO-
ryOHas CKIafKa, BBICTYNAIOMUHA JOOHBI Oyrop, IOIHBIE IIEKH,
KOCOTJIa3ue, BBICOKOE cTosHne Heba. Kpome Toro, oTMeuaroTcs aHOMaIHU
Pa3BUTHS CTOII, JIOKTEBOE OTBEACHHE KHCTeH 0e3 KOCTHBIX Ie()eKTOB ee U
IpeIUIedbsi, KOHTPAKTypa MableB, YTONIIEHHE KOXU M KIETYaTKH B
obuactu I nanpia. OOBIYHO POCT OOJNBHBIX YMEHBIIECH, HHTEIIEKTyalbHOE
pa3BHUTHE HAPYLICHO.

X

Xaznynoa 6onezns (m. Haglund), sx30cro3 Xarmynua.

Onucana mBenckum xupyprom Haglund P. B 1928 1.

[MposiisieTcst GONBIO TIPU  NaNblALMK, YTOJNIEHUEM, THIEPEMHEH B
obiactit Oyrpa msTOYHON KOCcTH. IIpy DEHTIEeHONOTMYECKOM
HCCIIE/IOBAHUE  OOHApY)KMBAeTCs  pa3pacTaHhe KOCTHOW TKaHH Y
BEPXHE3/[HETO Kpasi MATOYHON KOCTH.

Xanzapma cunopom, I (s. Hanhart, I), perieccHBHBIIH KapaHKOBBIi pOCT,
JTUCTCHUTAJIbHBIN KapJIMKOBBIN POCT, HAHU3M.

OmnmucaH mwBeiinapcknm BpadoM Hanhart E.B 1925 1.

JlucreHuTanbHbIA KapIMKOBBIA POCT € PELECCUBHON HACIIEACTBEHHOCTBIO.
Onwucan kak sHIemuueckoe 3aboineBanue B llIBeiinapum, FOrocnasum.
Hawano 3a0oieBaHus Ha BTOPOM IOy JKH3HH. XapaKTepH3yeTcsl Pe3KOH
3alep>)KKOM pocTa, KOTOpas NPUBOAUT K IPOMNOPLHOHAIBHOMY MajaoMy
WIH KapauKoBoMy pocTy. OIHAKo POCT, XOTS U O4YeHb 3aMEJICHHBIN,
npopomkaercst no 40 ner. OXHOBpEeMEHHO HAOMIONACTCS aIUIO30-
TeHHUTAIbHAs JUCTPODHS C CEKCyalbHbIM HH(paHTHIN3MOM (O0JIbIIe BBIpa-
JKEHHBIM y JHMI] MYXCKOTO II0Ja), BBIpOKEHHE JHIAa CTapyuecKoe.
PeHTreHonorumuyecku oTMedaeTcs peskast 3a7ep)KKa
occubHKALNH.

Xanzapma cunopom , II (s. Hanhart, II), BposkneHHast akpoTepus,
HIDKHEYETIOCTHOM IM30CTO3 U IepoTenus (OTCYTCTBHE OTIENBHBIX YacTel
Tena).

Onucan mBeiinapckum BpadoM Hanhart E. 8 1950 r.

Ipencrasnsier coboif HACICACTBEHHBIH AN30CTOTHYCCKUH KOMIUICKCHBIH
MOPOK  PasBUTHA C  MPOCTHIM  PEIECCHBHBIM  HAC/ICIOBaHHEM.
XapakTepusyercs 3aJepKKOH (U3HIECKOro pa3BUTHs, MaJIbIM POCTOM IIPH
COXPaHCHWH WHTEIUIEKTa, ,,ITUYbUM” JIULOM C PE3KO CPE3aHHBIM K3aau
MOA0OPOAKOM M BBICTYMAIOIIUM  OOJBIIMM  HOCOM, OTCYTCTBHEM
OTZHENbHBIX YacTei Tena.

Xanemana nepenom (f. Hangman), KpaHHOILEHHBII CUHAPOM, NIEPETIOM
IEHHOTO oTzxena MI03BOHOYHOTO cronba, TpaBMaTHYECKHH
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CIIOH/IMIIONIMCTE3 IEHOTO OT/es1a HO3BOHOYHOT'O CTOJI0a.

OnwmcaH aHruicKuM TpaBmaroiorom Watson-Jones R. B 1913r.

Ilepenom II  meiHOro TO3BOHKA, BO3HUKAIOUWMNA TIPH  PE3KOM
nepepasrubaHuu nIeifHoro oTzena M03BOHOYHOIO cronba.
XapakTepusyercs TeTpamape3oM H  APYTHMH  HEBPOJIOTHYCCKHMH
paccrpoiictBamu. MHorga nepenom II meiiHoro mosBoHka coyeraercs c
MOBPEXJICHUEM uepena U | meiHoro no3BoHka.

Xagepxamna cunopom (s. Haferkamp), cunapom reHepaanzoBaHHOTO
reMaHrHoMaTo3a ¢ OCTEOIH30M.

Onucan HemeukuM naronorom Haferkamp O.B 1961 r.

XapakTepusyercss pacIpOCTPaHEeHHOH OONbI0 B KOCTSAX M CyCTaBax,
HHOT/Ia CIIOHTAHHBIMH MHOXKECTBEHHBIMH IIepelioMaMH, JedopMarisiMu
KOCTEH, MPOTPECCHBHBIM YXYZIICHHEM OOIIEro COCTOSHHUS OONBHOTO.

Penrrenonoruuecku OINpEAEIAI0TCA pacrpocTpaHeHHbIE
FEMaHI'MOMBI,  DPacIlOJIOXKEHHblE B~ KOCTHOMO3IOBBIX  KaHalax,
TeHepaTn30BaHHBIN HEPaBHOMEPHBIH 0CTEeO0Iopo3, CIIOHTAHHBIE

nepenomsl, ocrteonn3. OTMedaroTcs Takxke aHemus, mnosbimenue COD,
YBEJIMYCHHE KOJINYECTBA O-IJIO0YJIMHOB.

Xebepoenoeckue y3nwt (t. Heberden), medopmupyrommii aprtpos
Mex(aTaHrOBBIX CyCTaBOB KHUCTEH, BbymapoBckue Y3IIB,
nedopmMupyOIIHMil MOIUAPTPO3.

Bnepssle maronorus omnucana aHrimiickuM BpadoMm Heberden W. B 1802
I., o3xe (pany3ckuM kmmHunuctoM Bouchard C. J. y mury crapyeckoro

BO3pacTa.
B crapueckoM BO3pacTe 4acTO HaOIIOAAIOTCS y3lI0BaThblie JIehopMaruu
MexX(anaHroOBbIX CyCTaBOB KHUCTEi, HHOT I HEPaBHIBHO

paccMaTprBaeMble Kak PEBMAaTHYECKHE WM IOJarpHYecKue. JTH y3JIbl
SIBISIIOTCSL  HPOSIBICHHEM KOCTHBIX KpaeBBIX —pa3pacTaHHil, pe3ue
BEIPQ)XCHBI B OCHOBAHMSX IHCTANbHBIX (hanaHr (XeOepIeHOBCKUE Y3IIbI)
naJiblieB, MeHee pe3ko B cpenHux (ByiapoBckue y3ibl).

BymapoBckue y3Ibl TOSBISIOTCS B 0Oolee IIO3JHEM BO3pacre, dYeM
XebOepaeHOBCKHE. Y3IIbl 3TH SBISIOTCS MPOSIBICHHEM 1e()OPMHUPYIOIIETO
apTpo3a, BO3HHKAIOT HAa IOYBE HWHBOJIOTHBHBIX H3MEHEHHH CYCTaBHBIX
xpsmeil. CycraBHble Imenn (alaHr ManbleB CYKCHBI, IIOSBIISIOTCS
CYOXOHAPaJBHBI  CKJIEPO3 W JEreHepaTHBHBIE  KHCTEBHIHbBIC
MPOCBETJCHHUS B CTPYKType KOCTH, 3aTeM MOSBIIIOTCS —Y3ypaluil
CYCTaBHBIX IIOBEPXHOCTEHI M KpaeBble pa3pacTaHHs B BHJE IIHIIOB,
ocTeo(uToB (y3IbI). DTa MATOIOIHS COIPOBOXKAAETCST OOJIE3HEHHOCTEIO B
KUCTSIX NIPH ABMXKCHUH MAIbIEB U TYTOMOABIKHOCTBIO.

Ban oep Xeee cunoponm (s. Van der Hoeve), HacieCTBEeHHAs JIOMKOCTh
KOCTei BaH Jiep XeBe, Tpuaaa BaH Aep XeBe, CHHIPOM JIMHTOHA, CHHAPOM
,,CTeKIISIHHBIC TIOAU~, CHHAPOM ,,CHHHE CKJIEPHl - OTOCKIEPO3 - IOMKOCTb
Kocreit”.
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Brepssie omucan romanackuM odraiasmonorom van der Hoeve B 1916 1.
Ipencrasinsier co6oi JOMHHAHTHOE HACIEICTBEHHOE 3a0o0JeBaHHe C
BBIP@XXCHHON 3KCIIPECCUBHOCTBIO. XapaKTepU3yeTcsi HECOBEPIICHHBIM
KOCTCOOpa30BaHHEM, CHHUMH CKIEDaMH, CHIDKCHHEM CiyXa, KOTOpOe
HPOSIBISAETCS yXe B IOAPOCTKOBOM Bo3pacrte Wid mosjanee. Hepenxo
TaKXKE OTMEYaeTcsl AUCIUIa3Ks 3y00B, UX IMO3[HEE Pa3BUTHE, H30OBITOYHAS
[OJIBM)KHOCTh B CycTaBax. MHOr/ia Kpome BBINICHA3BaHHBIX IPH3HAKOB
HaOJIolaeTcsi  CoYeTaHHe JPYrMX CHMITOMOB: I(BETOBAs  CIIETOTA,
CHHIAKTHJIMS WIIH apaxHOJAKTHIINS, BOJIUbS I1aCTh, 3as4bsi Ty0a, Iporpec-
cupyromas aTpousi MBILILL, SMUICIICH ¥ reModuiindeckuii cuaapom. Ha
pPEeHTreHOrpaMMe CKeleTa OTMEYAIOTCsS TUMOCTO3, AehopMaiun
KOCTeH Mocie 3aXHBICHHs mepeaoMoB. Ilocie OKOHYaHHS —pocTa
[IPOYHOCTH KOCTell noBbInaeTcs. [Iportos GnaronpusTHeIi.

Xeiixa - Acmana  cumopom (s. Heuck -  Assmann),
OCTEOCKJIEPOTUUECKAsT aHEMUSI, OCTEOMHENIOPETHKYJIE3, OCTEOMHUOCKIIEPO3,
MHUEN0(hHOPO3, OCTEOMHENIOTIOITHYECKAS UCTIIA3HsI.

Onucan Heuck u Assmann.

OcreockiepoTnieckasl aHEMHsl HPOSIBISETCST OONBI0 B KOCTAIX,
CIIOHTaHHBIMH TIepeNoMaMi, AedopMmanueil KocTeid, HapyIIeHHeM pocTa.
OTMmedaroTcst Takke HapylmleHHe (GYHKIUM THOO(H3a, TYrOyXoCTb,
HMH(MAHTHIN3M, T€IaTo- U CIUICHOMeTass. PEHTT e HONOTHYECKH
OIPE/IEIISCTCS BBIPAXKEHHBII OCTEOCKIEPO3 TPyOUaThIX KOCTEH, Cy)KEHHE
KOCTHOMO3TOBOr0 KaHana. [Ipu uccinenoBaHNM KPOBU BBIABISCTCS HOPMO-
WIM TUIIOXPOMHUAs aHEMHs, IPHUTPOOIACTO3, JIEHKONEHUS CO CHBHIOM
BJICBO.

Xenua - Pozenoepza cunopom (s. Hench - Rosenberg),
HHTEPMUTTPUPYIOIIMHA  PEBMaTH3M, HOJIMHAPOMHBIA  pEBMaTH3M
(peunIMBUPYIOLLHIA).

Ommucan amepukanckumu Bpadamu Hench P. S. u Rosenberg E. K. B 1944
T.

3a0oneBaHue sBIsETCI 0CO00H (OpMOH PEBMATOUTHOTO apTPHTA
HEYCTaHOBICHHOI'O HIPOMCXOXKICHHUSI. Xapakrepusyercs
MOBTOPSIIOIIMMHCSL € Pa3HOH IepHOJUYHOCTBIO TNPHUCTyHamH Ooinu,
COIPOBOKNAIOMIEHCS TPUIlyXaHHeM M THIEepeMHed KOXH B oOnacTu
COOTBETCTBYIOIETO CYCTaBa WM JaKe CyCTaBOB, HApYIICHHEM (yHKIIHH.
IpucTynsl HAYMHAIOTCS OCTPO, 0€3 BUIMMON MPHYUHBI, CUMITOMAaTHKA
HapacTaeT B TEUEHHE HECKONBKMX YacoB, a 3aTeM Takke B TEUCHHUE
HECKOJIIBKHX YacoB JHMKBHAUpYeTCs. IIpHCTynbl oOBIMHO Hpoxonsr Oe3
TOBBIILICHUS TEMIIEPATYPbl U HAapyIIeHHs o0miero cocrosHus. Ha koxe B
00JIaCTH CyCTaBOB 4acTO 0Opa3ylOTCsl YUacTKH C IIOKPACHEHHUEM KOXH H
YPTUKOIIOJOOHBIMH BBICHIITAHUSIMYI, MHOTAA IMOSBISIOTCS MENKHE Y3eIKH
MoJ| KOXKeH, Ucyesaroliue 4yepe3 HecKoJIbKo JHed. Bo Bpems mpucrymnos
OTMedYaeTcsl He3HAUUTENbHOS YMEHbIICHHE MM HOPMAIbHOE KOJIHMYECTBO
JIEUKOIIUTOB €  YMEPEHHBIM JUMQOLUTO30M U  OTHOCHTEJIBHBIM
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HOJMMMOP(MHOANEPHBIM JICHKOLMTO30M. B oTimume OT ayieprudeckux
CHHZIPOMOB OTCYTCTBYET 303MHO(DUIHS.

Xepuka cunopom (s. Herrick), anemuss Xepuxa, 60Jie3Hb reMOTIIOONHA
S, CepHOBHAHO-KIETOYHAs AHEMHsS, MEHHCKO-KICTOYHAs AaHEeMHUs,
JPETaHOIUTO3.

Ommcan amepukanckuM Bpauom Herriek 1. B.B 1910r.

XapakTepusyeTcss XpOHHUECKOW I'eMOJMTUYECKON aHeMuel ¢ XKenTyXoii,
yBeJIHMYeHHEM IIeUeHH, celle3eHKU 1 nuMdaTudeckux y31oB. [lcuxmdeckoe
1 (usnyeckoe pasBHTHE 3aAeP)KaHO (TEMOJMTHYECKHII HH(AHTHIN3M).
OrMeuaercst 00b B JKMBOTE, MOYKAX, MBIIIAX, cycraBaXx. OTMeuaercs
MOBBINIEHHAsT CKIOHHOCTh K TpoM0o03aM, >MOONMSIM, OOpa3OBaHHIO Ha
roneHn  s3B.  CycTaBbl HEpEIKO IPUIYXAlOT, B  JaJbHEHIIEM
nedopmupytotes. MHorna HabGmogaeTcss KPOBOM3NUSIHHE B CETYATKY H
rIa3Hoe SI0JIOKO ¢ INOCHEYIOIUMHI BOCIIAIHTENGHBIME H JIeTeHEPATHB-
HBIMH H3MEHEHHMsMH. Y Jereil 3a0oieBaHHME 4YacTO HayMHAETCs C
0OJIC3HEHHOT0 NPHUITyXaHUs ThIIa KUCTeH M cToml. lccnenoBanue KpoBH
BBIBIIET HOPMOXPOMHYIO aHEMHIO C MACCHBHBIM MAaK-POILHTO30M,
CEpIIOBUIHBIMH KJIIETKAMH, aHU30- M IMOMKWIOLHMTO30M, HOJMXPOMa3sHeil.
PeHTreHoOnO0TrMYEeCKHU OTMEYAIOTCS YYACTKH CKJIEpO3a KOCTU Ha
(oHe ocTeonoposa, KOPKOBOE BEIIECTBO HCTOHUCHO.

Xeccnepa cunopom (s. Hassler).
INox nmaHHBEIM TEPMHHOM MOAPa3yMEBAETCS CIIOHTAHHBIH aCeNTHYCCKUH
HEKPO3 BEPTIIY>KHOU BIAINHEL

Xooxckuna 6onesns (m. Hodgkin), paccaceiBanue KOCTei.

Briepsrie onucana anrnuiickum Bpadom Hodgkin T.

IposiBnsieTcss B~ paHHEM  JISTCKOM  Bo3pacTe.  XapaKTepusyercst
paccacblBaHHEM Tell MO3BOHKOB, KOCTEH Taza M KOHEUHOCTEH, HpHIEM
paccachlBaHUIO OOBIYHO ITOJBEPraloTCs MPOKCHMANbHBIC KOHIIBI KOCTEil.
3aboseBaHre HayMHAeTCs ¢ OONM, KOTOpas C TEYCHHEM BPEMEHH
ycunuBaercss Ha (oHe mporpeccupytomero imsuca kocreil. ITo ocm
JUIMHHBIX TPYO4YaTBIX KOCTEH MHOSBISIOTCS NEPHOCTAIBHBIC HACIOCHUS,
HpeBpallaloNrecs B KOCTHbIe 00pa3oBanus. [Ipu 3Toil maToioruu MoryT
HaOII0JaThesl TUM(OCAPKOMBI.

Xwonepa - I'epmepa ungpanmunuszm (i. Hibner - Gerter). Cm.: ['u -
Tepmepa 6onesnb.

Xonoa - Illwnnepa - Kpucmuana 6oae3ns (m. Hand - Schiiller -
Christian), THCTHOLIUTO3, THCTHOLUTAPHBII peTuKyIes,
reMo(aromUTapHbIii  PEeTHKYJe3, CEeMEWHbI  3puTpodaronuTapHbIit
peTHKyJe3, CEeMEHHBIH JIUM(OTUCTOLMTO3, KOCTHBIH KCAaHTOMATO3,
cunzapou Ilromnepa - Kpucruana, TapaTtsiHoBa 60ne3Hb.

Ha6nronan 6onproro Hand B 1893 1.
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Onucana pycckuM BpadoMm H. W. TaparsiHOBbIM B 1913 1., aMmepuKaHCKUM
nexuarpom Hand A. B 1893 r., aBcTpuiickum pentrenonorom Schiiller A.
B 1915 r., amepukanckum Bpadom Christian H. B 1920 .

HacnencreenHoe cemeitHoe 3aboneBanme. Yame 3aboieBaroT aeTn
JOIIKOIBHOTO  BO3pacTa. Bonesnp  BbIpaxkaeTcs ~— COYETaHHEM
MHOXECTBEHHBIX KOCTHBIX 0YaroB M OOIIUX SIBICHUH, pa3BUBAIOIIUXCS B
CBSI3H C NOPXEHHEM I'MIIOTAIAMHYCCKOH 0OJACTH, CONPOBOXKIAIOLIMMCS
paszapaxeHueM rnepeaHed gonu runodusa. BHavyane zaboneBaHue Teder
0ECCHUMITOMHO, 3aTeM MOSBILIOTCA OONb M IIPUITYXJIOCTh B 0ONACTH
KOCTHOTO OdYara, IHOBBINIEHHE TEMIIEPaTypbl M J03MHOGMIINS B KPOBH.
OOBIYHO MOPaXKAIOTCS IUIOCKUE KOCTH (Tas3a, uepemna), pexe - IJTHHHbIE
TpyOuarsle (OeapeHHast KOCTb). D03HHOGHITbHAS TPAHyIeMa MOXKET HMETh
MOHOOCCAJBHYIO ¥ HOJIHOCCATBHYIO (JOPMBL.

XapakTepHbIM PaHHUM PEHTT€HOJIOTHYECKUM IIPU3HAKOM Y03HHOMHILHON
TpaHyJIeMBl SBISETCS OBAIBHOE WM SHIEBHIHOE IPOCBETICHHE, Kpas
KOTOpOTO MHOTJa HAllOMHHAIOT KPY)XeBa. B 3TOM NpOCBETIICHNH BUIHEI
HCEeBJOKUCTO3HBIe oyardn. M. B. Bonko (1974) mnpeanonaraer, 4to
KOCTHBIH KCAHTOMATO3 SIBISETCS YACTHBIM IPOSBICHHEM pPacIpocTpa-
HEHHOW (OPMBI MHOXKECTBEHHOTO KOCTHOTO 903HHO(MIIE3a C OPasKeHHEM
KOCTeHl OCHOBaHHUSA 4Yepema, OONacTH THIOTAlaMyca, 4YTO BBI3BIBAET
U3BECTHBIC CHMIITOMBI.

MHenue 00 OTCYTCTBHM CBUIIEH IIpH KOCTHOM  KCaHTOMAaTo3e
HenpaBwibHO (BonkoB M. B.). OOpaszoBaHue CBUILEH 3aBUCHT OT
JIOKaNM3aluK IOpPaXKEHHUS] M XapaKTepa OKPYXKAIOIMMX MSITKHX TKaHEH.
OmnucaHo BbIIENIEHHE CIENH(MUYECKHX MacC U3 CIYXOBOTO IPOXOAa HpH
MOPaKCHHH BHCOYHOH KOCTH. IIpM OTCYTCTBHM BHYTpUUYEPEHHBIX
CHMIITOMOB Ha MBICIIb O KCAHTOMATO3HOH (hopMe MOTYT HaBecTH olIee
COCTOsIHHE OOJNBHOTO (MOBBILIEHHAS! TEMIIEPATypa, BSUIOCTh, ITACCHBHOCTD,
MOTepsl anmeTuTa U CHA) M JaHHBIE THCTOJIOTMYECKOIrO HCCIEIO0BaHUS.
Bonesns XoHna - [ronnepa - Kpuctuana jerko AHarHocTUPyeTCs ¢ MOMO-
b0 TYHKIHOHHOW Oworcun. B Maskax oOHAapyXHBaoOT OOJbIIOE
KOJIMYECTBO 303MHO(DUIBHBIX IPAHYJIOUHUTOB KaK 3PEJIbIX, TAK 1 MOJIOJBIX
Ha CTaJHU MHEJIOIHTOB, BCTPEYAIOTCS HeHHCThle KieTku. Oxono 20%
JeTeil ¢ KOCTHBIM KCAaHTOMATO30M IIOTHOAIOT OT HENOCTaTOYHOCTH
JBIXaHUA M KPOBOOOpAILIEHHs BCIEACTBUE HAPYIICHHS  (yHKIHIt
THIOTAIAMHYECKOH MK JudHIedaIbHOH 001acTi Mo3ra.

I

Huena - Onnenzeiima cundpom (s. Ziehen - Oppenheim), cuaapom
IlIBansbe - Iluena - OmmnenreiiMa, nedopmupyromas MbIIICYHAS
IMCTOHWS, TOP3HOHHBIA  CIma3M, TOP3HOHHBIH  HeBpo3  LlueHa,
MPOrpecCUpyYIOINi TOP3UOHHBIN Crla3M y JeTei.

Onucan BrepBble HeMeUKHMM BpauoM Schwalbe B 1908 1., 3arem
HeMenKuMH HeBpornaTtonoramu Oppenheim H. u Ziehen G. B 1911 1.
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OTHOCHUTCS K JIOMHHAHTHO-HACJIEICTBEHHBIM 3a00JICBAHUSIM.
XapakTepusyercss CyIoporaMd OONBIIMX TPYIH  MBINI, HACHIIb-
CTBEHHBIMU JIBUOKCHUSIMHU KOHEUHOCTEH, YepeayOLUIMMKICS C PUTHHOCTHIO
W THUIOTOHHEH MBIIICYHBIX Tpyni. BO3HUKAET TOP3HOHHBIN CIasm,
BBIYypHBIC TI03bI ,,KJIOyHA . HemocpeaCTBEHHO MOCIE  POXKICHUS
BBISBJISIIOTCS  TIOPOKU  Pa3BUTHSL CTON, OrpaHMYCHHE [JBIDKCHUH B
JIUCTAJIBHBIX OTJIEIaX HUKHUX KOHEYHOCTEH.

3aTeM MOSBISETCS PE3KO BBIPAKCHHBIN JIOP03 U CKOJHO3 MOSCHHYIHOTO
oTAena MO3BOHOYHOTO croiba, ,,0CaHKa OJHOropboro BepOmoaa”.
TToxozka cBoeoOpa3Hasi TaHIlYOLIAs, MOANPHITMBAIOIAS.

q

Yenonepa 6onezny (m. Chandler), nanonatuueckuii HEKpO3 T'OJOBKH
Genpa.

Bnepssie omucana B 1924 r. Schmorl, 3atem Femister u Chandler.
DTHoNOrKs HEesICHA, HO MPEJIIONaraeTcs, YT0 IPUYHHON HEKPO3a FOIOBKU
OeIpEeHHON KOCTH MOTYT OBITH BpPOXKICHHBIE BacKyJSIpHBIE aHOMAJHH,
ameprus 1 1p. Bo3Hukaer nmperMMyecTBeHHO y My»4uH Mexay 30 u 60
rogamu. IIposiBisercs Gonbio B Ta300eApeHHOM cycTaBe (WM B 000uX),
OrpaHHYEHHEeM IOJBIDKHOCTH B cycTaBe. ['0loBKa OeApeHHOI KocTH
MOCTENEHHO HCKPOTH3UPYETCsl, BO3HMKAeT ocTeonopo3. Yacto 31O
3a00JICBaHUE COYETACTCS C aPTEPUOCKICPO30M, OOIE3HBIO MEUCHH U
MOYeK.

Yuona 6one3ns (m. Cheadle). Cu.: Meanepa - Bapnoy 6onesHo.

Yuona - Bapnoy é6onesnsv (1. Cheadle - Barlow). Cwm.: Memrepa -
bapnoy 6onesnes.

Yuona - Mennepa - Bapnoy 6one3ns (1. Cheadle - Moeller -Barlow).
Cwm.: Mennepa - Bapnoy bonesHo.

1

Hlamnuona - I'pezana - Kneitna cunopom (s. Champion - Gregan -
Klein). Cum.: @espa - Jlaneenena cunopom.

Hlapko 6onesns (t. Charcot), Ooyie3Hb CYCTaBOB, Ta0eTHUYECKas
aTpesus, ,HEUYYyBCTBUTENbHBIH  CycTaB”,  apTponaTtusi  CyCTaBOB,
HEBPONAaTHYECKHI OCTEO0apTPHUT, CHOUITUTHICCKHI CIIOH/IAITHT,
TabeTH4ecKas aTponaTs.

Brepssie omucana ¢panity3ckuM HeBponatoiaorom Charcot .M. B 1892 r.
DTHONOrHs HeICHA, OJJHAKO MOSBICHHE IIPOIecca B CyCTaBax CBS3BIBAIOT C
cudumrcoM. XapakTepuzyeTcsi TIOTePCH KOXKHON UYyBCTBHTEIBHOCTH B
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obyacTi CycTaBOoB. BoO3HHMKaeT BHE3aIHO, MOSBISIETCS OTEYHOCTh B
CycTaBax, 3aTeM Bceil KOHEYHOCTH, BTOPUYHO BO3HHKAIOT AehopMaluu,
ocTeo(HTHI, TYrOmoABIKHOCT. bomm Het. IIpomecc MokeT JUIMThCS OT
HeJleNIn JI0 HECKOJIbKUX MecAleB. Penko coderaercs ¢ 3pHUTOMAaTo30M
koxku. Yame dTa maronorus HabmIOmaeTcs Yy OKGHIIMH. Peaxius
BaccepmaHa OJIOXKUTEIbHAS.

Illapko - Mapu - Tyca - F'ogpdpmana cunopom (s. Charcot - Marie -
Tootli - Hoffman), cuanpom Illapko - Mapu, meimreunast arpodus Hlapko
- Mapu, ammorpodus Illapko - Mapu, nporpeccuBHas MbIIICUHAsS
atpodust.

Boepssle onucan ¢panmy3ckumu Bpadamu Charcot J. M, Marie P., Tooth
H.H.B 1886T.

HacnenctBennas cemelinast MuonaTHsi, 4acTO C ayTOCOMHO-TOMUHAHTHON
HACJIEICTBEHHOCTEI0, HAUMHAIOMASCS 10 MyOepTaTHOTO IepHoja, Jalle y
MaJbyuKoB. HaumHaercst ¢ mapecte3mn B 0OJAaCTU TOJEHH U CTONBI, B
JabHEHIIeM Pa3BHBAIOTCS MapaldyM MBIIII] TOJICHA M CTOIBI, OCOOCHHO
HMHHEPBUPYEMBIX MaloOEpIOBEIM HEPBOM, AedopMaius CTOIBI MO THUITY
MapaTUTUYECKOHl KOCONANOCTH, aTpod¥s MBI TOJCHH, CHIKCHUE
CYXOXKWIBHBIX peduekcoB M (GUOPWILIIPHBIE NOAEPTMBAHMS MBIIII B
MOpaKeHHBIX y4yacTKax. MIHOrja B HanbHEHIIeM IIponece MopakaeT TakKe
mpemuiedbe ¥ KUCTh, MOSBIIOTCS — TpOpHYECKHE  HapyLICHHS,
HMHTEHIMOMHBI TpeMop, OoJie3HEHHbIC OIIyLIeHHs Cyaopor. B psme
ciTydqaeB HaOIIIOJJal0TCsl PAcCTPONCTBA HMHTEILIEKTa, TApaIid MBI T71a3a,
9K30()TANIBM, HOTHIUTEMHS, KH (O3, CKOINO3.

Hlapko - Ipéa cundpom (s. Charcot - Erb). Cm.: Opba - Llapxo
CUHOPOM.

Ileapya cunopom (s. Schwartz), BpoxneHHsII Onedapodumos B
COYETAaHUH C MUOIIATHEH.

Onucan amMmeprkanckuM Bpadom Schwartz O. B 1959 r.

HacnencrBeHHoe 3aboneBaHue, epeacTcs 0 ayTOCOMHO-PELECCHBHOMY
THIy. XapakTepu3yercss  CKEeJIeTHBIMH  JHUCIUIa3MsSMH,  KOPOTKUM
TYJOBHIIEM, MUOTOHHEH, MacKoOOpa3HbIM HEMOABMKHBIM JHIOM. Jlis
JaHHOH  MHATOJNIOTMH  THUNUYHBl  TEHEPalU30BaHHBII  OCTEOIOpPO3,
TYTOIOABIDKHOCTh B CYCTaBaX, KOHTPAKTYpEI, Ae(opMalul KOHEUHOCTEH,
KU(OCKONNO3,  IUIATUCHOHAMINS, KOPOTKHE Malblbl KHCTEH U
IUIOCKOBAIBIYCHBIE CTOIIB, CHIDKEHHE 3PEHHUS U IITO3.

Hlgaxmana - Jaiumonoa cundpom (s. Shwachman - Diamond). Cw.:
IImuoa 6onesnus.

Ilgeouayepa 6one3nn (m, Schwediauer). Cu.: Anvbepma cunopom.
Llene cunopom (s. Scheie), Mykomomucaxapumo3 - THI V, TO3IHASA
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6onesHb ['ypiniepa, kietouHas meraxpomasus, Llnera - ['ypiepa cunapom.

Brepsrie onucana amepukanckuM odramsmonorom Scheie N.G. B 1962 r.

HacnencrBeHnoe 3aboneBaHue, epeacTcs M0 ayTOCOMHO-PCLECCHBHOMY
THIly. XapakTepusyercs AeGopManusMH KOCTEHl U KOHTpPAaKTypaMH B
OONBIINX M MajbIX CyCTaBaX, TYTONOJABI)KHOCTBIO. KHCTH HMMEIOT BHA
KOITHCTOH  jambl”. VIHTemnekT He HapylmleH WIM — HapylleH
HE3HAYHUTENNbHO, IOMYTHEHUE POTOBUIl YMEPEHHOE, IIMTMEHTHBIN PETHHHT.
Poct HopmanbHblid. Knuanuecku nuddepenumposars cunaapomsl Llleiie u
I'ypnepa oueHb TPYAHO, BEAYIIMMH B yCTaHOBICHUH AUATHO3A SBIISIOTCS
Omoxumuueckue wuccinenosanus. Ilpm cuaapome Illeife ¢ Mowoil B
6OJIBIIIOM KOJIMYECTBE BBIBOAUTCS A€PMATaHCYIb(aT.

Hlepewmesckozo - Tepuepa cunopom (s. Turner), TepHepa CUHIPOM,
Tepuepa - OnOpaiita cunapoM, Mopranbu - Tepuepa - OnOpaiita
cuHApOM, Yibpuxa - TepHepa cHHIPOM, OBapHalbHas HAHOCOMUSL.
Onucan  coerckuMm  sHAOKpuHosorom H. A.  IllepemeBckumu
aMepuKaHCKUM yueHbIM Turner H.

OtHocuTess Kk umcly 3a0oneBaHHil, OOYCIOBICHHBIX XPOMOCOMHBIMH
AHOMAJTHSIMH. XapakTepusyercs HU3KAM it KapJIMKOBBIM
MPONOPIMOHANBHEIM POCTOM, IO3JHMM OKOCTEHEHHEM amu(U3apHBIX
Xpsllel, HaIM4YueM IBYCTOPOHHEH JIeTaTelNbHOH HEeperoHKH (TTepHUrHii)
ey, aedopManuei TpyIHOH KieTkH, pebep, MO3BOHOYHOTO CTOJIOA,
JIUCIUIa3Hed Ta300eqpeHHBIX CycTaBoB. OOpalaloT BHMMaHUE BSJIOE
BBIP)KCHHE JIMIIA, OTBUCIINE BEKU I7a3 M YIIBI pra (,JIHI0 chHHKCA”).
YacTo HaOMIONAIOTCS APYrHe aHOMAJIMHK: TIIyX0Ta, KaTapakTa, ITyJeriasue,
MUTMEHTHOE MEPEepOXKICHHE CEeTYaTKH, CyKCHHe aopThl, JAe(eKT
MENOKEITy JOUKOBOH HIEPErOPOJIKH cepaua, JIICCOLMUPOBAHHEIN
HMH(AHTHIN3M IIOJOBBIX OPraHOB, AMEHOpEes U JIp.

Illepepoa nepenom (f. Shepherd).

Bnepseie ommcan Shepherd.

Ilon >TMM Ha3BaHWMEM NOAPA3yMEBAETCS PEAKO  BCTPEHAOLIMHCS
H30JIMPOBAHHBINA MEPEIOM 3a/HET0 OTPOCTKA TAPAHHON KOCTH, KOTOPBIi
KIMHUYECKH  HPOSBISIETCST  OONbIO,  NPHIYXJIOCTBIO B 00JIacTH
TOJICHOCTOITHOTO CyCTaBa, HPEHMYIIECTBEHHO 10 3aJHe-JIaTepalbHO
[OBEPXHOCTH, HapyiieHueM  (yHKuuH. XapakTep  MOBPEXACHHI
yTOYHsIeTcsl Ta OOKOBOW peHTreHorpamme. OMHAKO HEPEAKO HMEIOTCS
OTIpe/ie/ICHHbIE JIMarHOCTHYECKHE TPYAHOCTH, 00yCIIOBIICHHbBIE
HEOOXOANMOCTBIO HCKITIOYEHHUS 00aBOYHOM TPEYTroJIbHON KOCTH.

Hlaccenvaka cundpom (s. Chassaignac), mapanuu Illaccensbsika,
OOJIC3HCHHBIN Tapanud y MaleHbKHX JeTell, NIPOHAIMOHHBIA MOABBIBUX
TOJIOBKH JIY4€BOH KOCTH.

Onmucan ¢ppanmy3ckum xupyprom Chassaignac C. M. E. B 1856r.
BcenencrBrue 00I€3HEHHOCTH IIPH MOABBIBHXE TOJNOBKH ITy4eBOH KOCTH Yy
gereil  2-5 et HaOMIO#aeTcs  JIOKHBIA - Mapaldd  MPeIIUIedbs.
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XapakTepusyercs BBIHYKIEHHBIM IOJIO)KEHHEM INpeaIuieybs U KUCTH B
MOJIOXKEHUH IPOHAIMH, OTCYTCTBHEM AaKTHUBHBIX ABIDKCHHI B JIOKTEBOM
cycraBe m3-3a 0Oos3HH Oomu. Ilocnme oTBiIedeHHs BHHMaHHSA peOCHKA
OrpaHUYEHHbIE JBM)KEHMUS CTAHOBSATCS BO3MOMKHBIMU. XapaKTepeH
aHaMHe3: peOeHKa BeNU 3a MOJHATYIO KBEpPXY pYYKy, Pe3KO IOTSHYIH.
IMocne ycTpaHeHUs HOABBIBEXA OOJIb U ,,[ICEBIONAPAIHY” JINKBUIUPYIOTCS
B TEYEHHE HECKOJIBKUX MUHYT.

HTunya 6o0ne3us (m. Schinz), ocreoxoHIpomarus Oyrpa IATOYHOU
koctH, octeoxoHaponarus I[lunna - Xarnmynma, Cesepa 0oiesHb,
ano(H3UT MATOYHOM KOCTH.

Bnepsele ommcana mBenckuM xupyprom Haglund P . 1907 r., omHako
MPaBUIIbHOE 00BSICHEHUE MAaTOJOIHYECKOro Iponecca qaHo Schinz B 1922
T.

Bcerpeuaercss penxo, KIMHHYECKH HPOSBIAETCS OONBI0 IPH XOAbOe,
XPOMOTOH, TpPUNYXJIOCTBI0O B oOmactw Oyrpa ISTOYHOI  KOCTH,
OOJIC3HEHHOCTBIO IIPY HAJABIMBAaHHM. PEeHTIreHONOTHMYECKHU
BBIBILIETCS] HApYIICHHE CTPYKTYPHOTO PHCYHKA anodu3a, pparMeHTanus,
CEKBECTPOIOOOHBIC YYAaCTKH, YBEIMUCHHE PACCTOSHUS MEXIY anodu3oM
U MATOYHOH KocThio. HepoBHOCTH KOHTYpPOB KOCTHBIX IOBEPXHOCTEH
Gouiee BEIpa)keHa, YeM B HOPME.

IInammepa cunopom (s. Schlatter). Cm.: Oczyoa - Llnammepa
CUHOPOM.

IlImuoa cunopom (s. Schmid) wmeraduzapHbIian30CcTO3, 00JIE3HD
Slucena - [lImupa - I1IBaxmana - JlalimoHa.

Hacnencreennoe 3aboJeBaHue, nepenaeTcst o ayTOCOMHO-
JIOMMHAHTHOMY THITy, MpOSBIs€TCS B JETCKOM Bo3pacte. B ocHoBe
CHUHIpOMA JIOKHUT THIIOIUIa3Usl  BOJIOKHHUCTOIO  Xpsllla  CYCTaBOB.
3aboseBaHue M0 KIMHUYECKON KapTHHE TsDKEee TUIMa OO0Je3HH, KOTOPBIi
onucan SIHCeH, XOTS KIMHMYECKUE CHMITOMBI MX HJICHTHYHBl U
BBIP@XKAIOTCS B KapJIMKOBOCTH, IMOPaXXCHHH SNH(U30B U MeTadu30B,
HaJMYUM coxXa vara, genu varum. Hepenko coderaeTcs ¢ TSDKEIBIM
BapHKO3HBIM DPACLUIMPEHHEM BEH M HapyIleHHeM (YHKIHH KHUIIOK H
TOJKEITYI0UHOIT JKeme3bl, a TAKKE KpoBeoOpa30oBaHuSI.

Hloumxayepa - Mapu - Cenmona cunopom (s. Scheuthauer - Marie
- Sainton). Cm.: Mapu - Cenmona cunopom.

HInannanea - Tanneinepa cundpom (s. Spanlang - Tappeiner).
Onucan aBcTpuiickuM BpadoM Spanlang H. B 1927 r.

3aboneBaHHe  HACIEACTBEHHOTO  INPOMCXOXJIEHMS.  XapaKTepu3yercs
JIaJI0HHO-TIOIOIIIBEHHBIM KEepaTo30M c MHOKECTBEHHBIMH
BOPOHKOOOpA3HBIMH OYaraMH OpPOTOBEHMS Ha JAJOHSIX U JIaJOHHOH
MOBEPXHOCTU TaibleB M AU(GDY3HBIM OPOTOBEHHEM IOIOIIBEHHOM
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MoBepXHOCTU cTon. OTHOBPEMEHHO HAOJII0aeTCs MOIHOE MIIM YaCTUYHOE
OTCYTCTBHE IaNblieB. XapaKTepHbI TAKXKe TUIEPTHIPO3, KPaeBOH KepaTuT,
YaCTUYHAS WM ITOTHAs aTOMeIHs.

IlInema - I'ypnepa cunopom (s. Spat - Hurler). Cw.: Illeiie cunopom.

HInunvmeiiepa - @ozma - Bammena cundpom (s. Schpielmeyer —
Fogt - Batten). Cm.: Tes - Caxca b6onesHo.

HInpenzens 6onesnv (m. Sprengel), BPOXKICHHOE BBICOKOE CTOSHHE
JIOIATKU, BPOXKAGHHAs BBICOKas Jomartka, aedopmanusa Illmpenrens,
HEyCTOHYMBasl JIOMATKA.

Brepsele ommcana HemenkuM BpadoMm Eulenburg M. M. B 1862 r., Gonee
noapo6Ho HemenkuM xupyprom Sprengel O.K. B 1891 r.

Croopagudeckoe 3a0o0leBaHHE, INPOSBISCTCS C POXKICHHUSA. 3alepiKKa
pa3BUTHA JIONATKH ¥ HApYIICHHE €€ OIyCKaHHs BO3HHKAIOT ¢ 3 - 4-i
HeJenu SMOPHOHAIBHOTO TepHoJa. XapaKTepH3yeTcsl BBICOKUM CTOSHHEM
JIOIAaTKU, KOTOpasi pacIoyaraeTcsl BEIIe 0ObMHOTO YpOBHSI Ha 6 - 12 cM.
JlomaTka yMeHBIIEHa B pa3Mepax HO JUIMHE, HO yBelIM4YeHa 110 LINpHHE,
4acTO MMeeT KPBUIOBUIHYIO popMy. BbicOKO pacmonokeHHas 1omaTka Mo-
BEepHyTa BOKPYT OCH TaK, 9YTO €€ HIDKHHH yrol NpHOMIKCH K
MO3BOHOYHOMY CTOJIOY M 00pa3dyeT C HHM Yroj, OTKpPBITBIH KBEpXy.
Bepxuuit kpait nonatku 3arnyt. [log HUM mMHOrAa oOpasyercs rurpoma,
BCJICICTBHE YEr0 BO3HUKAET ,JIOMATOUHEIA XpycT”. B 25% ciydaes
JIONIaTKa CHHOCTO3HMPOBaHA C LICHHBIMU WM TPYJHBIMH II03BOHKaMH. B
9TOi 007aCTH BO3HMKAET JOMOJHUTENBHOE KOCTHOE OOpa3oBaHME -
oMoBepTeOpanbHas kocTb. B 80% ciydaeB 5TOT HOPOK OJHOCTOPOHHHIL.
Pasnuyaror MbIIEYHYI0 (OPMY BBICOKOTO CTOSIHHS JIOTIATKH ¥ KOCTHYIO -
Gostee TsKeTyl0. TOYKH MPUKPEIUICHUS MBIIIL, MOAHUMAOIIUX JIONATKY,
commkensl. C TedeHHeM BpeMeHH JomaTtka Jedopmmupyercs. Kpome
KOCMETHYECKUX, MOSBISIOTCS M (YHKIMOHATIbHBIE HApyLICHUS B BHIC
OTrpaHUYEHHs IBWKEHMH B IUICUEBOM CyCTaBe M HEKOTOPOH ciabocTh
MBIl Ha CTOPOHE IIOPAKEHUs. BBICOKOE CTOSHHE IIONMATKU HEpeaKo
coYeTaeTcss ¢ HAIM4YMeM MIeifHBIX pebep, CIHSHHEM I03BOHKOB,
CKOJIM030M, YKOPOUE€HHEM BepXHEil KOHEUHOCTH.

HImennepa cunopom (s. Steiner).

Omnucal HeMelKUM HeBporaTosorom Steiner G.

IpencraBnser coboif codeTaHWe psfa BPOXKICHHBIX AaHOMAIUH H
nm3oppeHnn. OTMedaeTcss OMHOCTOPOHHMH THIaHTHU3M  OTHENBHBIX
yacTeil Tesa, Yalue JIMIA, CUHIAKTUINS, THIIOJOHTHS, AUCIIa3us 3yOHOM
9MaITH, MUKponedaus, aMOIHOIHS, TUCTPO(DHS HOITSH, MU30(pPEHHUs.

HImuoa nepenom (f. Stieda). Cm.: Ilennecpunu - Illmuda 6onesns.
HImuoa - Iennezpunu 6one3us (m. Stieda - Pellegrini). Cwm.:
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Iennezpunu - LlImuoa b6onesns.

HImunnepa cunopom (s. Stiller), acrenus IlITumiepa, BpoxkaeHHAs
YHHBEpCalbHas aCTEHMS, aCTEHUYECKas OOJIE3Hb.

Onucan BeHrepckum BpauoM Stiller B. B 1907 r.

XapakrepusyeTcs  BBICOKMM  POCTOM, y3KOH TIpyAHOH  KJIETKOH,
¢uroxtynpyromumu X pedpamu, THIIOTOHHEH MBI, CIUTAHXHONTO30M. Y
OONBHBIX ~ BBIpaXKEHAa  CIA0OCTb  CyMOYHO-CBSI30YHOTO  ammapara,
IUIOCKOCTONHE, KH(03, BAPUKO3HOE PACIINPEHHE BEH.

IlImpromnens cunopom (s. Stimpell). Cu.: Opba - Lllapko cunopom.

LImypze - Beoepa - Kpaooe cunopom (s. Sturge - Weber - Krabbe).
Cwm.: Knunnena - Tpenaynes - Bebepa cunopom,

HTwnnepa - Xpucmuana cunopom (s. Schiiller - Christian). Cwm.:
Xonoa - Lwanepa - Xpucmuana cunopom.

3

Deanca cunopom (s. Evans), peduekropHas cuMMIaTHYECKas
JucTpodus.

Onucan Evans R. B 1946 1.

SIBisieTcst  CIENCTBHEM ~ MAcCCHBHOM  TPaBMBl  KOHEYHOCTH,  CO-
MPOBOXKIAIOLIEHCS MepesioMOM, IOBPEXKACHUEM COCYAOB HJIH HEpPBOB.
[posiBisieTcs MOKPACHEHHEM KOXH, IIOBBIIICHHBIM IOTOOTIEICHUEM,
OTEYHOCTBIO W OONIBI0 B KOHEYHOCTH, COXPAHSIOMIMMUCS JUTHTEIHHOE
BpEMsI IIOCIIE TPABMBL.

Doeapoca cunopom (s. Edwards).

Onucan ameprkanckuM neauarpom Edwards J. H. B 1960 r.
TpenctaBnser co0oil KOMIUIEKC BpPOXICHHBIX aHOMANMW y JeTei ¢
tpucomucii. E. Xapakrepusyercss HeOONBIION Maccoil Tena IpU
POXICHUH, 3a/I€PXKKOH Pa3BUTHS, YMCTBEHHOH OTCTaJOCTBIO, IIyXOTOM,
mapanuyaMi nepupepuueckux HEpBOB, MHKPOTHATHEH, MHKPOTCHHEH,
MOPOKaMU Pa3BUTHs cepra, nouek. Co CTOPOHBI ONMOPHO-ABUTATEILHOTO
anmapaTa OTMEYAlOTCs CHHIAKTHIUS, MHOMKECTBEHHbIE KOHTPAKTYpBI
CYCTaBOB, HEJOPA3BUTHE MBIIIII.

D00oyca cunopom (s. Eddowes), cunapom Cnapgest - Danoyca.

Onucan aHrnuickuMu Bpadamu Sparway B 1896 r. u Eddowes A. B8 1900r.
IpencraBnser coOOH MHOXECTBEHHBIE IOPOKH Da3BHTHS OpPraHOB,
MPOUCXOSIIUX M3 ME30JIEPMBI B COUYETAHUH C MOBBILIEHHON JIOMKOCTBIO
KOCTEeH M CUHUMH CKJIepaMu. XapaKTepu3yeTcsl MOBBIIIEHHON JTJOMKOCTBIO
KocTell CcOo BCell COIyTCTBYIONIEH CHMITOMAaTHKOH (MCKpUBICHHEM

140



Caosaps IMHYeCKHX HA3BAHMII GoesHeii n (V) u
aBT. KON MPOQ. A-p Me/l. HAVK E. II. - Kues: Buma mkona. Tonosroe uan-8o, 1982. - 184 c.

nnadu3oB, 3aTPYAHEHHEM WM HEBO3MOXKHOCTBIO XOJbObI, CHHUMH
CKJIepaMH).

Okmana - Jloowmenna 6onesns (m. Ekmann - Lobstein). Cwm.:
Jlobwmetina bonesis.

Dnepca - Jannoca cunopom (s. Ehlers - Danlos), ,aBycycTaBHBIC
moau”,  BpOXKAEHHas  pa300JTaHHOCTh  CyCTaBa,  dJIACTHYECKas
¢bubpouCcIIIa3us, BpOXKICHHAS Me30JepMaIbHast JUCTPO(U.

Omucan parckum BpadoM Ehlers E. B 1899 r. u ¢panmy3ckum
nepmatonorom Danlos H. A. B 1908 .

OTHOCHTENBHO  pelKas  BpOXKIEHHas  maronorus. Bompoc o
HACJIC[CTBEHHOH Iepesiade He BBIICHEH. DTHOJIOTUS M [IATOTeHe3 HEesICHBIL.
3aboneBaHue MOpakaeT B OJMHAKOBOH Mepe 00a moina. XapakTepu3yercs
CIIeYIOIIMMY IPU3HAKaMU: 1) 4pe3MepHOH dIIaCTUYHOCTBIO KOXKH (B3sTast
MajblaMH B CKIAAKy, OHA MOXKET ObITh NPHIOAHATA BBEpX Ha 10 cM, Ho,
OyayuH OTIYIICHHOM, Cpa3y JKe CTJIQXUBAETCs); 2) PAHUMOCTBIO COCY/IOB
KOXH IIpU Majeiineil TpaBMaTH3amuy ¢ 0Opa3oBaHHEM paH M IIOCIEIy-
FOLIIMM BO3HMKHOBEHHMEM Ha 3THUX MECTax rpy0boro KeuiouaHoro pyoua; 3)
Ype3MEpHOM  MOABMKHOCTBIO  CyCTaBOB, MNPHBOASALICH K  JIerko
YCTpaHHMBIM IOABBIBHXaM; 4) oOpa3oBaHHEM MPUITYXJIOCTeHl Hax
KOCTHBIMH BO3BBILICHUSIMH M MHOXKECTBEHHBIX Y3JIOB B KOXE, KOTOpBHIE
MOTYT 0OBI3BECTBIISTHCS.

PEeHTreHONOrMYeCKH M3MECHEHHH B KOCTHO-CYCTABHOM aIliapare
HE HaXOJIT, OJJHAKO BO3MOXKHBI COUETaHUsI CHHIpoMa Diepea - [lannoca ¢
paanoyIbHAPHBIM CHHOCTO30M, KOCOJANOCTHIO, AedOpMalusMu depera,
BPOXKIACHHBIM BBIBHXOM Oefpa 1 1p.

Dnnuca - eéan Kpegeavoa éonesny (m. Ellis - van Creveld),
XOH/IPO3KTOIEPMAIIbHAS AUCILIA3HS.

IlepBoe coobmienne o Heil caeman Mclntosh B 1933 r., Gonee monHO
onmucanu anrmuiickuit meguarp Ellis R. W. u rommaxnckuit Bpay van
Creveld S. B 1940 r.

HacnencrtBennoe — 3a0oieBaHMe, — INepejaroiieecs 10 ayTOCOMHO-
perieccuBHOMY — Tumy.  IIposiBaseTcs ¢ MOMEHTa  POXKJCHHSL.
XapakTepu3yercss ~ HU3KHM  POCTOM,  HAJIMYHEM  IMOJIMIAKTHIINH,
[OJIMMETAKapIaIiK  aHOMalieil Horredl M 3y0oB, IOpPOKaMH Cepila,
HapyuieHueM Metadu3apHoil occudukanuu. bonbHBIE HUMEIOT Kpyrioe
JIMIO, Y3KYH0 TPYAHYH KIETKY M AeOpMamiy KOHEYHOCTEH 3a cyer
paciuuperus Metadu3oB. [[aTOrHOMOHUYHBIM CHMIITOMOM 3TOM 0O0JIE€3HU
SBISICTCS HAlM4YMe B BEpXHEil TpeTH 0oblIeOeplioBOil KOCTH KOCTHOTO
BBICTYNA - ,,0IMOpbr”. JIIMHHBIE TpyO4YaThle KOCTH YKOPOYCHBI, Kak
[PaBWIIO, TOJIOBKA Jyda BBIBHXHyTa. Hapsjy C 5THM HMEIOT MecTo
HapyIICHHUE JIBIXAaTENbHOH (QyHKIMU U3-3a JeopMalMi TPYAHON KICTKH,
SIBJICHHS] THITOKCUM MBILIIBI CEp/Ila.
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Dneenvmana 6onesnv (m. Engelman), nporpeccuBHas auadusapHas
JICILIA3Hs, MHOXXECTBCHHasI THIIepoCcCalibHAsS ocTeonarus,
MHOXKECTBEHHBIH anau3apHbIil OCcTeoCcKiIepo3, cuHapom Kamyparm -
DHrenpMaHa, CHCTEMHBIH OCTEOCKIIepO3 ¢ MUONaTHell, TeHepaIn30BaHHbINH
THIIEPOCTO3.

Bnepsele ommcana anrmmiickum Bpadom Cockayne E. A. B 1920 1, u
uTanbstHCKUM  xupyprom Camerati M. B 1922 r. HamGonee moxnnas
KIMHUYECKas KapTHHAa ObUIa MPEACTaBlICHA HEMELKMM OpPTOHNEAOM
Engelman G. B 1929 .

HacnencrBenHoe  3aboneBaHme, — mepeiaeTcss 10 ayTOCOMHO-
JOMHHAHTHOMY THIy. [l 3TOH MaTONOrMM XapaKTEpPHO YTOMIIECHHE
KOPKOBOTO BemlecTBa KocTeil. [lopaxkeHue qBycTOpOHHEE, CHMMETPHIHOE.
Yame nopaskaercst 6obmedeprioBast KOCTb. My»KYHHBI 3a00JIEBAIOT pexe,
YeM JKCHIIMHBL. MblnieyHas cnabocTs M 60Nb, HapyIICHHE MOXOMIKH,
CHIDKCHHE MU YBENMYEHHE CYXOXWIBHBIX pedIeKcoB, aTpO(us MBI -
YacThle CITyTHHKH YKa3aHHOTO MopaxkeHHs KocTeil. C TeueHneM BpeMeHH
HapyIIACTCs IPUTPodIacTHIeCKast HYHKIUS KOCTHOTO MO3ra, H3MEHICTCS
comepkaHue Kambnus, ¢ocdopa, menodHoil ¢ocdarasbl B CHIBOPOTKE
KPOBH.

PeHTreHoOnoOruyeckKHu omnpezessieTcss  yTOJIIEHHE  KOCTeH,
ocoOeHHO anadu30B JUIMHHBIX —TPyO4YaThIX KocTed  (OempeHHO,
60JbIIeOepIIOBOM, IIEYEBOM M APYrHX KOCTEH). YTOJIIAIOTCS TaKKe
ISICTHBIC ¥ IUIIOCHEBBIC KOCTH, KOCTH Ta3a. I[lOBEpXHOCTh KocCTeit
CTAQHOBHTCSI BOJIHUCTOW 3a CYET aKTHBHOM, HO HEPAaBHOMEPHOW (yHKIHHI
HaJKOCTHULEL. KOCTHOMO3roBBIE MOJIOCTH CyXeHbl. KocTHas TKaHb
CTAQHOBMTCS HETIOJIHOLIEHHOM, MOSBIIACTCS €€ Pa3sBOJIOKHEHHE U IIECTPBIit
PUCYHOK B BHJE CBETIBIX II0JOC, OOYCIIOBICHHBIH BKIIOYCHHEM
,,II0JI0COK” (hrOpo3HOH TkaHH. B o6macty snupu30B U anmodu3oB UMeeT
MECTO I'HIEPTPOPUUECKUI 0CTEONIOPO3.

Opba 6onesus (m. Erb), mporpeccupyromasi MplmiedHas auctpodus,
MPOrPECCUPYIOLIAs MBILIEYHAsT AaTPO(USL, CHHIPOM ,,CBOOOHBIX IIeyen”
Boepsele omucaHa pycckHM HeBpomatoioroM DoroM, 3aTeM HEMEIKHM
HeBponaronorom Erb W.H. B 1883 r.

IpencraBnsier coOOl HACIEACTBEHHO-CeMeWHOe 3a0o0JeBaHHe, KOTOpOEe
MPOSIBIIETCS. B PaHHEM BO3pacTe HIM B HEPHOJ IOJIOBOTO CO3PEBAHHS.
BEI3BIBaCT CHMMETPHYHYIO aTpO(UIO MBI TYJIOBHUIIA, IOSCHUYHOH
obnacTu, Tasa, MosCa, BEpXHEW KOHEYHOCTH M MPOKCHMAIIBHBIX YacTel
KOHEYHOCTHU. ['pynHast KieTka Iuiockas, Talaus y3kas, ,,ocuHas”. Iloxomnka
yTHHas, BCTaBaHHE NPU CHISYEM U JIEKAUEM IOJOKESHHH HEBO3MOXKHO.
TUNUYHBIM SBISETCS TCEBAOTUNEPTPO(PUS OCAPEHHBIX M HKPOHOMKHBIX
MbImn (,,AKpa THOMA™). BrIgensior psp kimHudeckux ¢opMm Oone3HH
Opba:

1. Cecrana - Jle)xOHHa TNPOrPECCHUPYIONIas MbIIICUHast aTpodus,
JOMUHHUPYIOT KOHTPAKTYPHL, Ae(OpMaIuH.

2. Mromcua - ['pusunrepa.
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3. IlceBmorumeprpoduueckas ¢opMa C  BBIP@KCHHOH  JIOKHOU
runepTpodueii 6eJPEHHBIX ¥ HKPOHOMKHBIX MBIIIII.

4. Topdmana abopTuBHas QopMa NPOrpecCUpPYIONIel MBIIIEYHOH
atpodun.  Bone3Hp mporekaer  CTaOMIBHO, C  OTPaHUYECHHBIMH
runepTpoUsIMU U aTpOGUAMU MBIIIIIL.

5. Topdmana  Tun - OynbpOapHO-IIapanuTHIecKas thopma
IIPOrpeccUpyIonieil MbIIIEYHOH aTpopun.

6. Kunoxa n HeBuHa - riasHas ¢opma Nporpeccupyromeil MbIIeqHOH
aTpo(hHH C MapantnyoM Hapy)KHBIX IIa3HBIX MBILII].

7. Jlaunysu - JlexxcpuHa - getrckasi popma, Mopaxkarolas MbIIILbI JIHIA,
JIONATOK U IJIeda.

8. Jlelitena - Mebuyca - lLlummepnuna - aTtpoduucckas Qopma, ¢
opakKeHHEM Ta30BOTO Tosica 1 bezep.

9. Benanacpa - nepudepuueckas Gopma mporpeccupyromeil MpleqHoi
aTpodun, nosBisromascs Mexxy 40 u 60 romamu. MplimedHoi arpodun
TIOIBEPTAIOTCS Pa3rHOaTeNH MANIBLEB KUCTEH U CTOII, a 3aTeM M CTHOATeIH.

Ipba - T'onvogprama cundopom (s. Erb - Goldflam), cunnpom Dpoa,
curapoM Xomme - lompadaama, cumapom Opba -  OrmmenreiiMa,
[ICEBIOMAPATINTHYCCKAs. 370KQUYECTBCHHAs MHACTCHMS, MUACTCHHYCCKHI
OynIbOapHBIH Mapamud.

Omnucan HemenkuM HeBpornartosorom Erb W. H. B 1878 r.
OyHKI[MOHANBHAS TICEBONAPAINTUYECKAsT MUACTCHHUS C HapyIICHHEM
nepenadn BO3OYXKICHHS C HEPBHOTO BOJIOKHA HA MBIy, BO3MOXKHO,
CBsI3aHHAas C O0Opa3oBaHMEM AayTOMMMYHHBIX Tell. XapaKTepu3yercs
HCXOAHOW  CTabOCTBIO MBI,  yYTOMISIEMOCTBIO,  MOHMKCHHEM
PpaboTOCIIOCOOHOCTH OTAENBHBIX TIpymn Meimi. [locie HampspKeHwHS,
paboTHl OTMEYaeTCsT Pe3KOe CHIDKCHHE MBINICYHOH CHIIBI BIUIOTH JO
Pa3BUTHS JIOXKHBIX Mapaianyeil, KOTOpbIC TUKBHANPYIOTCS MOCIE OTABIXA.
B Hawane 3aboneBaHHS HAOMIONAIOTCS MHPOAOKUTENBHBIE PEMHICCHH,
3aTeM HX JUIUTENBHOCTH coKpaiaercs. Hepenko coderaercst ¢ mopokamMu
pa3BUTHSL HOJIOBBIX OPraHOB M  ONOPHO-JIBMUraTEJbHOrO  armapara
(oMU IAKTHINS).

Apéba - Knromnke napanuu (p. Erb - Klumpke). Cu.: Jiowena - Opba
napanuy.

Apéba - lapko cundpom (s. Erb - Charcot), 6omnesus 1llapko - Dpba,
Goneznp Dpba, Gomesnp IllTprommens, HACIEICTBEHHBIH CHACTHYECKUI
CIMHAJIBHBII Mapaind, ceMeifHas criacTHIecKast apariers.

BriepBbie onncan HemenkuM HeBporaTosiorom Erb W. H. B 1876 1.
CrhacTudeckuit, JIOMUHAHTHO- izt PeLieCCHBHO-HACIETy eMbIH
CIMHAIBHBIN Mapanud. HaunHaeTcs B I€TCKOM WIIH IOHOIIECKOM BO3pacTe,
yaie 3a00ieBaloT MaJbYMKU. XapaKTepu3yeTcs HpOorpeccUpyrolei
MBIIIEYHOH  CIIAa00CTBIO, IOCTENICHHBIM  Pa3BUTHEM  CIIACTHYECKHX
paccTpoiicTB, 3aTpyJHCHHEM IOXOAKH, TIOXOJAKOH Ha  IBIIOYKaX,
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crubareIbHBIMH  KOHTPAKTypaMd B CyCTaBaX HIDKHMX KOHEUHOCTEH.
VHorma aHalnorHyHOe IIOPAKEHUE BBIABISIETCS U HAa  BEPXHHX
KOHEYHOCTSIX. ATpo(GHs MBI OTCYTCTBYET, OpIOIMHBIE pedIeKch
JKMBbIE, YYBCTBUTEIBHOCTb COXPAaHEHa MJIM CTpaJaeT HE3HAUUTENbHO.
Wuorna HaOMIO#AroTcs BPOXKACHHAs IONAas CTOMNA, SMUICHTH(GOPMHBIE
MIPHUIAJKH, PACCTPOICTBO HHTEIIEKTA.

Opnaxepa - Brnaynma - Buesunsa 6one3ns (m. Erlacher - Blaunt -
buesuns). Cu.: Braynma 6onesns.

Dccexc-Jlonpecmu nepenom (f. Essex-Lopresti).

Omucan Essex-Lopresti B 1951 r.

XapakTepusyercss MHOTOOCKOJIBYATHIM IEPEJIOMOM TOJIOBKH JIy4eBOH
KOCTH, COIPOBOX/IAIOIIMMCS Pa3pblBOM AMCTAIBHOTO JIyYEIOKTEBOTO
COWICHEHUS U CMEIICHUEM T'OJIOBKH JIOKTEBOI KOCTH II0 HAIPABICHUIO K
3aICThI0. [IpUUMHOI 3TOrO MOBPEXACHUS OOBIYHO SIBIISIETCS MaJieHHE Ha
KHCTb, HAXOMSIIYIOCS B MOJIOKEHUH THIIBHOTO CrHOAHUs, IIPH TOJTHOCTHIO
BBIIPSIMIICHHOM JIOKTE€BOM CycCTaBe mHpenmiedbs. [Ipum sToM mepernome
HEPEeJIKO TMPOCMATPUBACTCS TTOBPEXKICHHE JIUCTAIbHOTO JIydElIOKTEBOIO
COUICHEHUS.

O

KOuznunza nonukucmosuvtit ocmum (0. Jingling). Cw.: Ilepmeca -
FOnenunea cunopom.

a

Ancena 6onezny (m. Jansen), MeradusapHas XOHIPOAUCILIA3UA,
BPOKJICHHAS MeTauzapHas XOHIPOAUCILIA3NS, BPOJKJICHHAS
KapJIMKOBOCTb, MeTa(u3apHblil IH30cT03, Muuka cuHApoM, MudUka -
SHcena cunnpoM, SIHceHa - [lImuna 6one3Hb.

Bnepsele onncana rojuianackum opronenom Jansen M. B 1934 r. u Gonee
nonHo - Haas ¢ coaBT. B 1969 1.

HacnencrBeHHoe 3a0oneBaHHe, THI HACICIOBAaHHMS HE BBLICHEH.
XapakTepusyercss KapJIUKOBOCTHIO M MHOXKECTBEHHBIMHU Je(opManisiMu
KOHEYHOCTeH Mo Tumy coxa vara, genu varum. HaGmromarorcs Taxke
KOHTPAKTYPHI, KOCOJIAIOCTh, YKOPOUCHHE 32 CUET AUCTATBHBIX CETMEHTOB
KOHEYHOCTH  (Tpeqiuiedbs, TOJEHH), OJK30(TainbM, Opaxuuedanns,
HeJOpa3BUTHE KOCTeH nuua. PeHTreHonoruvyecku B Meraduszax
00HapYKUBAIOTCS KUCTO3HBIE osocTU. Popma 31Hu(H30B HOpMAIIbHASL, HO
BEJIMYMHA MX YMEHBIIEHa U3-3a 3a/iepkku occuduranuu. Ta3oBble KOCTH
TaKXKe yMEHbLIEHbl B pa3Mepax, MMIOIIACTHYHBI, OTMEYAeTCs Haaudue
Oombmmx KHUCT. I[103BOHOUHBIN CTOXO M KOCTH KHCTEH H CTOH He
H3MEHEHBL.
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Ancena - IHImuoa oonesns (m. Jansen - Schmid), Cm.: Aucena
bonesnb.

Anckozo - bunvwoeckozo cundpom (s. Jansky - Billschowsky). Cm.:
Tes - Caxca 6onesnb.

Adge - Jluxmenwmeina ocmeoo-ocmeoma (0. Jaffe -
Lichtenstein). Cum.: bepecmpanda cunopom.

Adge - Tuxmenmmeiina cunoponm (s. Jaffe - Lichtenstein), cunapom
Apde - JluxrenmrediHa - VYiuHrepa, IOHOMIECKUH IehOpMUPYIONIHIL
octeo(hnopo3s, OJJHOCTOPOHHSIS ¢bubposHas ocTeoauctpodus,
OJIHOCTOPOHHSIS 6o11e3Hb Pexnunrxaysexa, HOJIMOCTATHYECKUH
(GuOPO3HEI OCcTHT, KHCTOPUOPOMATO3 CKelleTa, KHCTO3HBIH (hHOpO3HEIH
oCTHT, (pUOPO3HAs IHUCILIA3Us KOCTH, HEOCTCOTeHHas GuOpoMa KOCTH.
Onucan amepukanckumu naronoramu Jaffe H. 1L.b 1935 r. u Lichtenstein
L.B1938r.

XapakTepusyercs: IPUCTYIIO00pa3HbIM TeYEHHEM ¢ HopaxkeHneM auadusa
wm Meradusa OFHONH KOCTH, HHOTAA OAHOCTOPOHHHM IOPaKEHHEM
HECKOJIBKHX KOCTEH, MHOT/la MHOXKECTBEHHBIM INOpakeHHeM. becrmokout
6oIb B TOpaKEHHOM OTJIENie CKeneTa, MCKpuBieHHe Kocrteil Hepemxo
JIMAarHO3 YCTAHABJIMBAIOT IOCJIE MAaTOJNIOTHYECKOro rmepenoma. WHorma
OTMedaeTcs IPEeKIeBPEMEHHOE [I0JIOBOE CO3PEBAHHE.
PeHTreHONOrMYEeCKHU OTMEUAaeTCs PACIIMPEHHE U YUINHCHUE
nuadu30B,  MX ~ WCKPUBIEHHE,  OOpa3oBaHHE  JIOKHBIX  KHCT.
IMatonornyeckue o4aru HUMEIOT CTPETIOBUHYIO thopmy,
pacIpoCTpaHsIOTCS B IPOKCHMAaNbHOM  HampaBiieHuH.  [Iporecc
JIOKAJU3yeTcs B MeTau3ax MIMHHBIX TPyO4aThIX KOCTEH, KOCTSAX Tasa M
IUIEYEBOrO I05ICa.

Apge - JTuxmenwmeina - Ynunzepa cunopom (s. Jaffe —
Lichtenstein - Uehlinger). Cw.: e - Jluxmenwmeiina cunopom.
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NPEAMETHBIA YKA3ATEJb

AbnepranbeHa - dankoHn
00J1e3Hb 5

Abra - Jlerrepepa - Cuse
CHHJIIpOM 5

Ageiuuca - llIMuzara cunapom 6
AncoHa cuHApPOM 6
AnaxxyaHuHa CHHIPOM 6
AusiemaHa CUHIpPOM 6
Annucona arpodus 6
Ans6epc-1llenbepra cuanpom 6
Anbepra cuHapom 7

Anepa cunzgpom, 1 7

Anepa cuanpom, 11 8

Apnonbna - Kuapu  mopok
pa3BuTHs 8

Apnonbaa - Kuapu - Conosrosa
CHHAPOM 8

AxeHnbaxa CMHAPOM 8

Ammapa cuHzApOM 8

Amapa - @ya - Me3oHa CHHIIPOM
9

AmHepa cHHAPOM 9

Babunckoro - ®dpenuxa CHHAPOM
9

Babunckoro - ®pomaHa CHHAPOM
9

Baityorepca cunnpom 9

Bamarrepa cunapom 10

Bambepra - Mapu curapom 10

Banra 6o1e3ns 10

Bapbepa curgpom 10

Bapioy 6omne3ns 10

Bappe - JIsey cungpom 11

Bappe - Maccona cunapom 11

Baprensepdepa cunapom 11

Bactpyna cunapom 12

Batnepa - Onbpaiita - baymb6epra
cHHApOM 12

Bexka xoctHas 6one3ns 12

Bexa capxonnos 12

Bexkepa kucra 12

Benenukra cunapom 13

Bennera nepenom 13

Benre - beka - [Ilaymana cunipom
13

BenbsiMuna cunipom 14

Bepapaunennu cunapom 14

Beprcrpanna cunapom 15

Bepuu - Pome cunzgpom 15

Bepena cunnpom 15

Beppecona -  @opcmana -
Jlemanna cunapom 15

Bepuca cunipom 16

Bumonna cunapom 16

Bbumonna - Ban borepra cunapom
16

Bupu-Encena cunnpom 16

Braynra 6onesHs 16

Bnersana - XakcrxayceHa
cuaapom 17

Bnoxa - Cynbbeprepa cuHAPOM
17

Bnyma cunapom 18

bnyma - Maxaueka -
cuHpoM 18

Ban Borapta - O3e cunapom 18

Ban borapra - Illepepa -
OmnmrreitHa cuaapom 18

Boiina - Crupaca cunapom 19

BonneBu - Yibpuxa cunapom 19

Boprona nepenom 19

Toppe

Bpaiinesa - JInxTeHmreiina
Oose3Hb 20
Bpayapa cunpom 20

Bpaxmana - ne Jlanre cunapom 20

Bpemepa cungpom 21

Bpuina - Cummepca cunapom 21

Bpuncona cunapom 21

Bpunrona 6omes3ns 21

Bpucco - Mexa cungpom 21

Bpoau abeuece 22

Bpyrma cunznpom 22

Bpyrona 6onesns 22

Byiio 6one3ns 23

Byprona 6onesns 23

Bypixya - I'pusens cunapom 23

Ban Byxema 6one3ns 23

Bymaposckue y3ibr 23

Bymke - Omrennopda cuaapom
22
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Bymuke - ®umepa cungpom 24

BokBuHa - Diirepa cunapom 24

Broaunrepa - JleBeHna cunapom 24

Brogunrepa - Jlyanodda - Jleena
CHHApOM 24

Bropube cunapom 25

Baanpgeparepa 6osnesnp 25

BaapaenOypra cunapom 25

Bannepa cunapom 25

Baiica - Mromutepa cuapom 25

Banbaencrpema 6one3nb 26

Bapnenbypra cuaapom 26

Benrepbepra cuaapom 26

Bebepa cunnpom 26

Bernepa 6one3Hs 26

Beitepca cunnpom, 126

Beiiepca - Trepa cunapom 27

Bciins - Mapuesanu cungpom 27

Beiicman-Herre nusocros 27

Becman-Herre cunapom 27

Benannepa cunapom 27

Bepnana cunipom 27

Bepaunra - T'opmana cunapom 28

Buznemana cunapom 28

Bunrondga - I'pelidenmreiina
cHHApOM 28

Bute cunapom 28

Bunnu - Ipanepa cunapom 29

Bunepsanka cunapom 29

Bunssama cungpom 29

Bunrepbayapa curapom 29

Buctaunra cunapom 29

Burrmaka - Dx6oma cunapom 30

Bonasceka cunapom 30

Bonxosa 6one3us 30

Bonbgcona - Pesnuka - I'lonTepa
cunpom 31

Bona cunnpom 31

Je Bpuca cungpom 31

Bpounuka 6ose3nb 31

Byanbmbe nepenom 32

Bypxose 6ome3ns 32

Taiinaiiona cuaapom 32

Taneaunu nepenom 33

Tamna cunapom 33

TanTa cunapom 33
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TapnHepa cunnpom 33

T'appe octeomuenur 33

T"appo cunnpom 34

T'acca 6omne3ns 34

T'aruuncona cunapom 34

Teitne - Menuna 6one3Hs 34

Tenmpmronsiia - XappuHrrona
cuHapom 35

T'epena - CtepHa curapom 35

TeprBura - Beiiepca cunnpom 36

T'eprepa 6onesns 36

T'epxapna 6one3nb 36

T'epma GonesHs, tun VI 36

T'erunncona cuaapom 36

I'u Gonesns 36

Tuncnu cuaapom 37

Tunsdopna cunapom 37

T'upxe cungpom 37

TonbacHapa cunpom 38

TonpTHa cungpom 38

T'opmana - OBepcTpHTa CHHAPOM
39

T'opama 6ose3ns 39

T'opama cungpom 39

T'opama crioHTaHHBIH ocTeonns 39

T'ota cunnpom 39

T'ora - I'toHONB1@ cCUHAPOM 39

TorTpona cungpom 39

Todda 6ore3us 39

T'odda - Kacrepra cunnpom 40

T'odmana curapom 40

Towe cunapom 40

T'omre - llInarenraydepa cHHAPOM
41

I'pame cunapom 41

I'payxana cunnpom 41

I'perra cungpom 41

I'peiira cunpom 42

I'pede - lllerpena cunapom 42

I'pusens cunapom 42

I'pusens - Bypsxe cunapom 42

I'punbono cunapom 42

T'po6a cunmpom 43

I'py6epa cunnpom 43

I'pynsunckoro 6one3ns 43

T'ypnepa Gonesns 43
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I'ypnepa - Ildaynmiepa -
T'tonTepa Gonesup 44

I'o6nepa cunapom 44

T'tonTepa cunnpom 44

T'tonTHA TOHOMIECKMH K103 44

JayHa 6omne3Hb 45

Ie6pe - Mapu cunapom 45

Jebpe - Cemenens cunapom 45

Hexepun-Kiromnke cunapom 46

Jexepuna - Corra cuHpom 46

JHemapke - Pumie cunapom 47

Jlenna - bpayHa ceHcopHas
Heliponatus 47

JenTa - Koctenno cunnpom 47

JHepxyma cunapom 47

Jecro nepenom 47

JIxtoHa 6ose3Hb 48

J3epkuHCKOTO OONe3Hb 48

Juaza Gone3Hb 48

Jurree - Menbxuopa - Knaysena
6one3Hb 49

JunaroHa cunapom 49

Jutpuxa curapom 49

Hoitunennepa 6one3ns 49

Hpeiidyca curapom 49

JroBepHest nepeiom S50

Jrorutd 6ome3ub 50

JrorrontpeHa KoHTpakTypa 50

JromontpeHa nepesiom 51

JromreHHa - Apana cuaapom 51

JromeHHa - ['pusuHrepa CHHAPOM
52

Jromenna - Opba mapanug 52

XKaxy cungpom 53

XKancenbma - JIroTia cuaapom 53

3yneka 6one3Hp 53

3yneka - Kunbeka cunapom 54

3ynexka - Jlepuiua cunpom 54

W3zenena cunipom 54

Huenko - Kymunra cunapom 54

Kanbpe 6one3ns 54

Kamepa cunznpom 55

Kannenona cunapom 55

Kanuana - Kisiiikuna cuaapom 55

Kamnana - Konune cunapom 56

Kancanakuca cunypom 56

Kapnenrepa cunapom 56

Kaynena cunapom 56

Kaydmana cuanpom 57

Kaddu 6onesns 57

Kapdu - Kennn cunapom 57

Kaddu - CunpBepMena cuHapoM
57

Kapdu - Cmura cunapom 57

Kammmna - beka 6one3ns 57

Keiita cunapom 58

Kenepa nepsas 6oneszns 58

Kenepa Bropas 6ome3ns 58

Kenepa - Ituna - Ilemnerpunu
6one3Hb 59

Kenura 6one3Hbb 59

Kennu cunapom 60

Kenun - Kaddu cungpom 60

Jle Kepeena 6ose3Hb 60

Jle Kepsena cunapom 60

Jle KepBena nepenom 60

Kun6exka arpodust 61

Kun6exa 6omne3Hs 61

Knunnenst - Tpenone - BeOepa
cuHapoMm 61

Kmunnenst - Tpenore - Bebepa -
PyGamieBa 6one3Hs 61

Kiunmnens - @eitns cunapom 62

Kiunnens - OeitnpacTeitna
CHHApOM 62

Kmommke - Op6a mapanud 62

Kuucra 6ones3ns 62

Konmena omyxouns 63

Kosnosckoro cunapom 63

Kokeiina cunnpom 63

Kynneca nepenom 64

Komnunsa - DpaHYecKEeTTH
cuHIpoM 64

Konpaau 6onesns 64

Komnurca - Matoscu cuaapom 65

KorTona nepenom 65

Kotynbo cunipom 65

Komesckoro cunapom 66

Kpab6e cunnpom, I1 66

Kpayse - Pusze cunapom 66

Kpu-ato-ma cunapom 67

Kpucruana cunnpom 67
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Kpy3zona cunapom 67

Kynu 6onesns 67

Kynepa cuanpom 67

Kypmmanna - Barrena -
lreitnepra cunapom 67

Kypruca cunapom, I 68

KyckokBuM cunipom 68

Kydca cungpom 69

Krorensbepra -
cUHIIpOM 69

Krommens cunapom 69

Krommens - Bepues 6omne3ns 69

Kronuepa cunapom 69

JlaBepwe cunapom 70

e Jlaure cuaapom 70

Jlanrepa cunapom 70

Jlanrepa - T"aiinaitona cunnpom 71

Jlanaunra 6onesds 71

Jlannonsra cunapom 71

Jlannysu - lexxepuna 6osie3ns 71

Jlannenonra cunzapom 71

Jlanno - Knepe cunzapom 71

Jlancena cunapom 72

Jlancena - MoxaHcoHa CHHAPOM
72

JlayGa Gonesnp 72

Jlaysnmreiina nepeoom 72

Jlerra - KamsBe - Ilepreca
6oe3Hb 72

Jlennepxose cunapom, 1 73

Jlennepxo3e cunapowm, II 73

JlexeHa cunapom 73

Jleiinena - Mebuyca -
Hummepnumua cungpom 74

Jlemana - Pu0G6unra - Mromiepa
cuHIpoM 74

Jlepu cunnpowm, 1 74

Jlepu cunnpowm, 11 74

Jlepu - Beiins cunnpom 74

Jlepua 6one3Hb 75

Jlepua - 3yneka cunjgpom 75

Jlertepepa petuxynes 75

Jlertepepa - Cuse 6ose3Hb 75

JIunpnemana (ukcupoBaHHas
Kpyrias cruHa 75

JIntiis GonesHs 75

Benannepa
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Jlo6erepa nedopmarust 76

Jlobmreiina 6one3Hb 76

Jlobmreiina - Bpommka 0oie3Hb
71

Jloozepa - [IeOpest cunapom 77

Jloozepa - [lebpess - Mnikmena
cunyipom 77

Jloosepa - Munkmena cunapom 77

Jlopena cunznpom 77

Jlopena - JleBu cunapom 77

Jloy cunnpom 77

Jloypena - Myna - bunna - bapae
cunyipom 77

Jlykaca cunnpom 78

JI ymxu Buika 78

JIrorna - XancensMa cuaapom 78

Mapnenynra nedopmanus 78

Maesckoro cuaapom 79

Mak-Apana 6ose3Hp 79

Mak-Kbro3uka cuaapom 79

Mak-Krione-Onbpaiita  cuaapoM
79

Manbrens nospexaesue 79

Manbrenss mepenom KocTeil Tasa
79

MankoBckoro cuspom 80

Mapu cunzapom, 1 80

Mapu - bambepra curapom 80

Mapu - Jlepu cunapom 81

Mapu - Cenrona 6one3ns 81

Mapunecky - lllerpeHa cunapom
82

Mapunecky - Llerpena - I'apnana
cuHIpoMm 82

Mapoto cunjgpom 82

Maporo - Jlamu 60ome3ns 82

Maporto - Jlamu cuaapom 83

Maptuna - Onbpaiita cunapom 83

Mapana cuagpom 83

Mapuesanu cuaapom 84

MacrporactuHo cuHapom 84

Maddyaan cuagpom 84

Mc3zonneBa nepenom 84

MeiienOypra -  Anbreppa -
YnuHrepa cuaapom 85

Meiiep - IllIBukkepara - Beiiepca
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CHHApOM 85

Meiixe cunapom 85

Meibxe - Munspos cuHApoM 85

Meiixke - Muibpos - Honne
CcHHAPOM 85

MeiicHepa nepenom 86

Meepa 60Jie3Hb 86

Mennepa - bapioy 6osne3Hs 86

Mennepa - Hummca cuagpom 87

Mennuka - Humuica cunapom 87

Mepua - BonbTmena cungpom 87

MunkmeHa 60e3Hb 87

MurteHnca cunipom 88

Muruemnna cuaapom 88

MuxaiinoBa SHIEMHYECKHIA
nedopMUpyrOLIHIA
0CTEOXOH/IpO3 88

MosnTemxu nepenoM 88

Mopa cunapom 89

Mopsana cunapowm, 11 89

Mopxkuo 6one3nb 89

Mopkuo - Bpannchopaa cuaapom
90

Mopxkuo - Yiabpuxa cuaapom 90

Mopo3oBa - KOHMIMHra CHHApPOM
90

MoproHa 60se3Hb 90

MoproHa cunapom 90

Mypa nepesom 90

Mypxka cunapom 90

My1ue cunapom, 1 91

My1ue cunapowm, 11 91

Miomnnepa - Beiica cungpom 91

Mrosutepa - Pu66unra - Knemenra
cuHApoM 91

Mronxmeiiepa cunapom 91

Hadduurepa cuaapom 92

Ban Heka cunapom 92

Huseprensra -
cuHIpoM 93

Hunepns nepenom 93

Hunbcona cunapom 93

Humana - I1uka 6one3us 93

Hupxodda - Xiwobuepa cuHAapoM
94

Honne cunapom 94

IMupnasmana

Honne - Munbpoii cuanpom 94

Hopwmana - Byna cunapom 94

O'Kornopa cunapom 94

Opnensbepra cuaapom 94

O3ze cunapom 94

On6paiita cuaapom 95

Onbpaiita - batiepa - biymGepra
CUHApOM 95

Onbpaiita - XanopHa cHHAPOM 95

Ounbe Gone3ns 95

Onbe octeomuenut 96

Ombpenana cuapom 96

Ocryna cunapom 96

Ocrypaa - llInarrepa 6one3Hb 96

Ocreppeiixepa cunapom 97

Octeppeiixepa - ®oHra cUHIPOM
97

Octiepa cunapom 97

Orra Ta3 97

Tlaiina 6one3np 98

Tanrayda curnpom 98

Tlannepa Gone3Hb 98

ITanuitona - Jlexe -
cuHApoM 98

ITappo G6one3ns 99

Tlappo cunapom 99

Tappo - Kaydmana cuagpom 99

Iemxera 6ome3ns 100

Temnerpunn - Illtuna GonesHs
100

Tlepreca 6one3ns 101

Ilepreca - IOHraMHra cuHIpPOM
101

TTupcona cunapom 101

TTomrmie 6ome3ns, Tum 11 101

ITomne cunapom 101

TTopaxa - [lropanre 6ome3Hs 101

Tlorra 6onesns 101

ITorra nepenom 102

IIpanepa - Buu cungpom 102

IIpanepa - Jlabxapra - Bummm -
®danxonu curapom 102

TIpeiizepa 6ose3np 102

Ipodwurie cungpom 103

ITyro - Konneca nepenom 103

ITyrTn 60mne3nb 103

TIcoma
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Idaynnnepa - I'ypiepa cunapom
103

Ideiidepa - Bebepa -Xpucruana
cunpom 103

Panena -Ilemwe cunapom 103

Paitnu - [IIBaxmana cunapom 104

Paccenst cungpom 104

PatGena cungpom 104

Penapa cunnpom 104

Peiinxapna - Ildeiiepa curapom
105

Peiirepa 6one3ns 105

Pexnunray3ena 6omnesss 105

Pexnunraysena cunnpom 106

PexnuHray3eHa — OJHOCTOPOHHSI
6one3ns 106

Penannepa - Mriomnepa Gone3Hb
106

Pu66unra 6one3ns 107

PuG6unra - Mromepa Gone3Hb
107

Pu66unra cunapom, I 107

Pu66unra cunapom, 11 107

Po3ke - e Tonu - Kadpou - Cymuta
cunapom 107

Ponanna nepenom 107

Pora - Bepuxapnara cunaznpom 108

Porrepa - Dpba cunapom 108

Poute - Crepna cungpom 108

Pos - Maporo - Kpemna -
Kyptpekyza -  Anaxwuna
cunapom 108

Py6uncreitna - Teiibu curzpom
109

Pyccu - Jleu cunapom 109

Pycra cungpom 109

Pycrunkoro - Kanepa 6one3Hb
110

Caiipuakca cuagpom 110

Canauno - Hynana cunzapom 111

CanbBuomnu cunapom 111

Can¢umunmo cuaapom 111

Caudra - dupa cuaapom 112

Cesepa 6onesnpb 112

Cemprepa - CBupra - Oupa
cunapom 112
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Cecrana - JIexxonHa cunapom 112

Curana - Karrana - Mamy
cunapom 112

CuinbBepiuens/ia cuaapom 112

CumeHnca - broxa cunapom 112

Cummonsica 6ome3ss 113

Cupuaxoacunjpom 113

Cwmura nepenom 113

Coxkonbckoro - Byiio 6oxe3ns 113

Craiipe cunpom 113

CreiiHOpokepa cunapom 114

Cruknepa 6onesss 114

Cruna 6onesns 115

Crerpena cunapom 115

TapateiHoBa 60me3Hb 115

TeBenapa cunzgpom 115

Tepuepa - Kuzepa cunnpom 116

Tes - Cakca Gone3ns 116

Teiibu cunapom 117

Teitunennepa cuaapom 117

Tubup:ke - Baiiccen6axa cHHApOM
117

Tumana cungpom 118

Tutue cunapom 118

Tpesopa 6one3ns 118

Tpenera cunapom 119

Tpysnns - Xrone cungpom 119

Typeiina cungpom 119

Typuepa cunapom 120

Typnuna cungpom 120

Typnuna - Kocra cungpom 120

Yunms cungpom 120

Ynunrepa 6one3ns 121

VYnbpuxa cunapom 121

VYnepuxa - ®eiixturepa CUHAPOM
121

Vappuxa - OPpemepes - [lona
cuHapom 122

@ankonu 6ome3Hs 122

Qankonn -  AnpOepTHHH -
LenbBerepa cunapom 123

®ankonn - [lebpe - ne Toum
6onesns 123

®ankonu - Ilne3nHrepa cuHApOM
124

dapbepa cunapom 124
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®eppa - Jlanrenena cunapom 124

Deiiepbanka 6one3np 125

®Gemuara cuaapom 125

®denru cungpom 126

®epcra - Octpema cunapom 126

ODuccanxke - Jlepya curapom 126

®uccanxe - Jlepya - Peiitepa
cuHApoM 126

Odumepa cuaapom 126

®orra cuaapom 127

®donbpkmana 601e3Hb 127

®donpkMaHa KOHTpakTypa 127

®donbkmaHa nepenom 127

®dopectbe 6onesnp 127

®opectee - Porteca - Ksepona
cuHpom 128

Opaiibepra 6one3np 128

®pancya cuaapom, 1 128

Openuxa cuaapom 128

Openuxa nceBpocuHapom 128

Opemepest - JloHHa - VYibpuxa
cunpom 129

ODpunpeiixa cunapom, 1 129

Opunpeiixa - Opba - ApHoubaa
cunpom 129

®Opunpuxa cuaapom 129

Opumena - Ilennona cuHAPOM
129

XarnyHnaa 6onesns 130

Xanrapra cusgpom, I 130

Xanrapra cunjpom, II 130

Xanrmana nepesiom 130

Xacepxammna curapom 131

XebepaeHoBckue y3isl 131

Ban nep Xese cunzipom 131

Xeiika - AcmaHa cunapom 132

Xenya - PosenOeprepa CHHIPOM
132

Xepuka cunapom 133

Xeccnepa cunapom 133

XomxkuHa 6one3nb 133

XrobHepa -
nHbasTIIMEM 133

Xsnpa - Ulromnepa - Kpucruana
6onesns 133

Iuena - OmnmenreliMa CHHIPOM

T'eprepa

134

Yennnepa 6onesnp 135

Yunana 6one3ns 135

Yupa - bapnoy 6one3ns 135

Uumia - Memrepa - bapioy
6one3ns 135

Mlamrmona - I'perana - Kieiina
cuaapom 135

[lapko 6ome3ns 135

Mlapko - Mapu - Tyca -
Toddmana cungpom 136

[lapko - Dpba curgpom 136

[IBapua cunapom 136

[IIBaxmana - JlaiiMOHIa CHHIPOM
136

[IBenuayepa Gone3ns 136

lleiie cunapom 136

[lepemeBckoro -
cunpom 137

ledepna nepenom 137

laccenbsika cuaapom 137

Iunna 6ome3Hs 138

Inarrepa cunapom 138

Imuna cuaapom 138

[loiitxayepa - Mapu - CeHToHa
cuHapom 138

[nannanra -
cunpom 138

llInera - I'ypnepa cunapom 139

Inunemeiiepa - dorra - barreHa
cunpom 139

HInpenrens 6one3ns 139

lreiinepa cungpom 139

tina nepenom 139

HItuna - TMamterpunu  Gone3Hb
139

MItunnepa cunnpom 140

HITpromnens cunapom 140

HItypre - Bebepa -
cunpom 140

[lromnepa - XpucTHaHa CHHAPOM
140

DBaHca cunpom 140

Dnsapaca cunapom 140

Onnoyca curznpom 140

Oxmana - JloOmreiina Gose3Hb

Tepnepa

Tannelinepa

Kpab6e
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141
Dnepca - [lannoca cunnpom 141
Omnuca - Ban Kpesenba 6omne3ns
141
OHrenbsMaHa 00e3Hb 142
Dpba Gonesnp 142
Opb6a - Fonbaduama cuuapom 143
Opba - Kmromnke napanuy 143
Opba - Illapko curapom 143
Opnaxepa - bnaynra - Buesuns
6onesns 144
Occekc - Jlonpectu nepenom 144
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IOHrIMHra NOJMKUCTO3HBIN OCTUT
144

SlHcena Gonesns 144

SHcena - lImuna Gonesns 145

SHckoro - bunemosckoro
cuaapom 145

Sdde - JInxreHmrelHa OCTEOUN-
octeoma 145

Adde - JuxreHmTeiiHa CHHAPOM
145

SAbde -  JluxteHwTeliHa -
Viurrepa cungpom 145
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Enusasema I[lempoena Medsxcenuna,
Akos Bopucosuu Kyyenok,
Anamonuii I'ennaouesuy Ieuepckuil,
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Texuuueckuit penaxrop JI. U. [llesuenxo
Koppexrop JI. I'. bamuweesa

Oneparop 4. U. O6nosamnas

Hudopm. 6mank Ne 6793

Hoan. B meuars 06.07.82. B® 02202. dopmar 70 x 90 1/32. Ileuats
odcernas. bymara opcernas, Ne 2. T'apn. IIpecc-Poman. 6,73 yci. meu. 1.
6,73 ycn. xp.-otT. 9,83 yu.-m3a. s Tupax 22000 k3. M3a. Ne 5055. 3ak.
No Z-2.14 Tlena 90 k.

To0BHOE M31aTENBCTBO M3ATENLCKOrO0 00beauHeHus , Buina mkomna”,
252054, Kues-54, yn. T'oronesckas, 7,

Haneuatano ¢ opuruHama-mMakera, IOATOTOBIEHHOTO B [ 0J0BHOM
M3JIaTEIbCTBE U3aTENbCKOr0 00beAMHEHNH ,,Buina mkosa”, Ha Kuesckoi
KHWKHOIT (habpuke ,,)KoBTeHby», 252053, Kues-53, yn. Aprema, 25



Caosaps IMHYeCKHX HA3BAHMII Goesneil n (V) i
aBT. KON MPOd. A-p Me/L. HAVK E. II. - Kues: Buma mkona. Tonosnoe uan-so, 1982. - 184 c.

B rojioBHOM H3aTe1bCTBE
HM3/1aTeJIbCKOro oobeannenust ,BULLIA IIKOJIA”
B 1982 roay rotoBuTCs K BBIILYCKY
HOBasi KHUTa:

I'panso A. A. BpaueGHast 3TUKAa M MeIMIIHHCKAsA
J€OHTOJIOTHsl. -

VYueb. nocobue it MeAMHCTUTYTOB. 15 1. - 513,
pyc. -50 k. 40 000 5k3.

OcBelleHbI aKTyaJIbHbIE MPOOJIEMbl BpaueOHOM 3THKHM M JICOHTOJOTHH B
JIeITeNbHOCTH PAKTHYECKOTO Bpaya.

Oco0oe BHUMaHHE YJIENSeTCs MAOJTY, COBECTH M OTBETCTBEHHOCTH
Bpaya, 3HAUCHHIO €ro clioBa Uil OOJILHOTO, BpadyeOHOW TaiiHe,
MICUXOJIOTHH B3aMMOOTHOIICHUI Bpaya W OOJBHOTO, NMCHXOJIOTHYECKUM
OCOOCHHOCTSM KOJUICKTUBA MEAUIMHCKUX PaOOTHUKOB, MPH3BAHHIO K
MEIMIMHCKOM PO(ECcCHH U APYTUM MOPATBbHO-3THYECKUM BOIIPOCAM.

Hcnonb30BaHbl OOraThlii ONBIT OTE€UYECTBEHHON M COBETCKOW MEIUIIMHBI
B 00nacTu npoecCHOHANBHOI 3THKH U JeoHTONOruu. [locobue mupoko
WUTFOCTPUPOBAHO TPHMEPAMHU M3 MPAKTHKH JIEYCOHO-TIPOYUIAKTHUSCKUX
YUPEKACHUI U OTAEIbHBIX Bpadel.

JU1st CTYyA€HTOB METUITMHCKUX HHCTUTYTOB.

VBAJKAEMBIE TOBAPUII[H!
Dmy KHUZYy MOJCHO 3aKA3aMb 8 MALAZUHAX OOIKHULOMOP208,
00InomMpedbcor308, a Makxtce 8 CReYUAIU3UPOBAHHBIX Ma2asunax ,, Knuea-
noumou»





