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IIPEOVCIIOBUE

B cmenuanbHOl MeAWIIMHCKOW JUTepaType Ui 0003Haue-
HUS Pa3IMYHBIX 3a00JIeBAHUN U CHHAPOMOB IIMPOKOE PacIpo-
CTpaHeHWe TIONYyYWJIM STMOHUMUYECKME TEPMUHBI. DT TEPMHUHBI
4acTo TPUMEHSIIOTCS] TaKKe M B OPTONEIUU M TPaBMATOJIOTHU.
Mexny TeM B Y4eOHBIX IMOCOOUSX MO YKa3aHHOU CITEIUAIbHO-
CTW, W3NAHHBIX B TIOCJIEIHME TOIbI, 3TU TEPMUHBI UCTIOJIb3YIOT-
Cs CPaBHUTEILHO DEOKO, a €CM W YIOTPeONsIoTCs, TO U3-3a
OTPaHMUYEHHOTO O0beMa MU3MAHWI HENOCTATOYHO PAaCKpPhIBAETCS
WX CYIIHOCTb, HE TIPUBOASTCS CUHOHUMBI. OUeBUIHO TaKXe, YTO
3alIOMMHAHWE MHOTOUYMCIICHHBIX TEPMUHOB 3aTPYJHUTETHHO He
TOJIBKO IJIS CTYICHTOB, HO W Ui Bpadeii. OnpeneneHHbIe TPY/-
HOCTU WCTIBITHIBAIOT Bpauu MpU MU(pPOBKE AMArHO30B, 0003HA-
YEHHBIX YITOMSIHYTBIMY TEPMUHAMMU.

[lpu psine cuCTeMHBIX 3a00JIeBaHUI HEPEIKO OTMEYAIOTCS Te
WX UHBIE HApYIIEHUS OMTOPHO-IBUTATEIHHOTO ariapara, Harpu-
Mep KapJUKOBBI POCT, CHHIAKTWINS U T. A. XOTS 3TH CUMIITO-
MbI SIBJISTIOTCSL  BTOPOCTETICHHBIMU, HO WMEHHO OHHM O0pariaioT
Ha cebsl BHUMaHUe OOJbHBIX U Bpaveii.

B mocnenHue ronpl, Giaromapsi 3HAUUTENLHBIM ycTieXaM Me-
TUIIMHCKOW TEHETUKU W BBISIBICHWIO OOJBIIOTO 4YMCa Haciem-
CTBEHHBIX 0OJIe3HEell cKeleTa, MOSBUJIOCh MHOTO HOBBIX 3TIOHM-
MHUYECKNX TEPMUHOB. B cBSI3M ¢ 3TMM BO3HWKIIA MOTPEOHOCTH
B CIHEIMATbHOM CJIOBape 3TMOHUMUYECKUX TEPMUHOB, TIPEIHA-
3HAUEHHOM Ul Bpauyell OpTOIEeOB-TPABMATONIOTOB, XUPYPTOB,
NETCKUX XUPYPTOB U PEHTTEHOJIOTOB, T. €. CIIEIUATNCTOB, KOTO-
pble HanboJjiee YacTo BCTPEYAIOTCS C MATOJIOTUEH OMOpPHO-IBUTA-
TEJIBHOTO  arlnapara.

B paHee n3naHHBIX MEIUITMHCKUX STTOHUMUYECKUX CIIOBAPSIX
(M. @eiirun, 1965; b. Jait6ep u I'. Onbopux, 1974; U. M. Ma-
TammH, A. A. Onbmauenxuii, A. M. ['myaman, 1975) tepMuHsI,
OTHOCSIIMECST K OPTOMENUM W TPaBMATOJIOTWM, TIPEACTABICHBI
HellocTaToyHo. MexXty TeM 3MOHUMUYECKUil CJI0Baph TEPMUHOB
3a00JIeBaHNII ¥ CUHIPOMOB B OPTOTIEAUU W TPaBMATOJIOTUM, B
KOTOPOM OTIOPHBIMU CJIOBAMHU SIBIISIIOTCSI COOCTBEHHBbIE WMEHA,

3



BXOJSILIIME B COCTAB 3TUX TEPMUHOB, OOJIETYUT paboTy ¢ JIUTEpa-
Typoii. B HacTosieM cioBape npu U3M0XKeHUU STTOHUMUYECKUX
TEPMHUHOB YKa3aHbl Haubojiee pacrpoCTpaHEHHbIE CUHOHUMBI
VIOMSIHYTHIX 3a00JieBaHUII M CUHIPOMOB, YTO IMIOMOXeET OoJjiee
TOYHO MAECHTU(DUIIMPOBATH T€ WIM WHBIE TATOJIOTMYECKHE COCTO-
SIHUST OTIOPHO-JBUTaTEIbHOTO armapara. [1pu onucaHuM TepMu-
HOB TpPUBEIEHBI KPAaTKUE CBEIEHUsI, PACKPHIBAIOLIME 3THOJIO-
THI0, TTATOTeHE3, KIMHUKO-PEHTICHOJIOTUYECKYIO XapaKTepUCTH -
Ky 3abojeBaHus. [Ipy MOAroTOBKE HACTOSIIETO CIOBApsl, TIOMU-
MO M3BECTHBIX PYKOBOJCTB IO OPTOMNEIUU W TPaBMATOJOTUU,
LIMPOKO MCIOJBb30BaHbI PabOThl OTEUECTBEHHBIX U 3apyOesKHBIX
aBTOPOB, OMYOJMKOBAaHHBIE TIPEUMYIIECTBEHHO B IOCIEIHES
BpeMsi. DTO TO3BOJIMIIO TPENCTABUTH BOMPOCHI 3TUOJOTHU, Ta-
TOreHe3a, KJIMHMKW OIMKMCAHHBIX 3a00JeBaHUIl U CHHIPOMOB B
acreKkTe COBPEMEHHBIX TOCTXEHUI MEIULIMHCKON HAYKMU.

B mocranosienun LK KIICC u Cosera Munuctpos CCCP
,O HajbHEIeM pa3BUTUM BBICIICH INKOJbI ¥ TOBBIIIEHUM Ka-
4yecTBa MOJTOTOBKY CIELUAIUCTOB", TIPUHATOM B utoje 1979 .,
MOJYEPKUBAETCS 3HAaYE€HHE BBHIMYCKA HEOOXOAMMBIX YUEeOHBIX
MOCOOUI M CIIPAaBOYHOM JTUTEPATYpPhl IUIS CTYAECHTOB U Bpayveid.

VKa3aHHBIM MOCTaHOBJIEHUEM U TPUBEAECHHBIMU BbIILE COO0-
paxkeHUSIMU aBTOPBI ¥ PYKOBOACTBOBAJIUCH IIPU HATTMCAHUU CIIO-
Baps.

SABnsisich IEPBBIM U3IaHKUEM TTOIOOHOTO POJIa IO OPTOITEANH
M TPaBMATOJOTMM Ha PYCCKOM sI3bIKe, TpeiaraeMblii BHUMa-
HUIO YUTaTesIei STMOHUMUYCCKUIA CIIOBAph HE MPETEHAYET Ha TOJI-
HOTY.

OrnaBasi ce6e OTYET B TOM, YTO HEKOTOPbIE SMOHUMHUYECKUE
TEPMUHBI 3a00JICBAHUI ¥ CUHIPOMOB B TPAaBMATOJIOTMU U OPTO-
Meary OKa3aJuCh He BKJIIOYEHHBIMU B HACTOSIIUI CIIOBAapb, aB-
TOPHl C OJIATOMAPHOCTBIO TIPUMYT TOXKETaHWs, CIeIaHHbIe 3auH-
TepeCOBaHHBIMU YMTATEIISIMHU.

SIOHUMNYECKHUE HA3BAHUNA

AbnepranpieHa — Pankonu 6one3Hb (. Abderhalden - Fanco-
ni), cuHopoMm A6mpepranbaeHa - Kaydmana - JlurHa, cuHIpom
"MaHKOHU, IUCTUHOBBIN TUaTe3, aMUHOKUCIOTHBIN 1nabeT, 1uc-
TUHO3, TIOYEYHBI TTMKO-aMMHO-(ochaTHbI nrabeT.

Onucan mBeiiapckuM OuoxuMmukom Abderhalden E. B
1903 1., a 3atem roytaHmckum marosoroMm Lignac G.B 1924 r
mBeiinapckuM negpatpom FanconiG.B 1936r.

Xapakrepusyercss MpPOMOPUUOHAIBHBIM KapiMKOBBIM POC-

TOM, CO CIIOHTAaHHBIMM TIEpEIOMaMU, PaXUTHMYECKUMU M3MEHe-
HMSIMU KOCTei, 0COOEHHO MeTabu30B, aaMHAMUEH CKeJIEeTHOMN
MYCKYJIaTyphl, TIpM3HaKaMu HedpocKiepo3a 0e3 TUIepTeH3WH,
TeMIepaTypHOUl JTaOWJIbHOCTBIO, CBETO0O0sI3HbIO. MHOrIa MMeloT
MECTO TOKCUKO3, XpPOHWUYECKUI 3armop, moixuypus. MHTeIeKT
coxpaHeH. [1py 6MOXUMUYECKOM UCCIIeNIOBAHUM KPOBU BBISIBIISI-
ercs runodocdaTeMusi, TUTIOKAIUEMHUsI, OCTaTOYHBIA a30T, aK-
TUBHOCTb 1IIEJIOYHON ocdaTasbl B mpenenax HOpMbl. B koct-
HOM Mo3re, JuMdoy3ax, cele3eHKe OINPENesSIoTCsS KpUcTa-
g6l uctuHa. [IporHO3 HeOMarompusTHBINA, CMEPTh HACcTymMaeT OT
ypemuu. @opma 3abojieBaHMs, TPU KOTOPOU OTCYTCTBYIOT IPO-
SIBJICHWSI IIUCTUHO3a, HOoCcUT HaszBaHue Jle Tonu - Jlebpe - Dan-
KOHU CUHOPOM.
Abta - Jlertepepa - Cune cuHmpom (s.Abta- Letterer - Siwe),
petukynes Jlerrepepa, aneiikemudeckuii petrkyies Jlerrepepa,
3JI0KQUYECTBEHHBI PeTHKYJe3, WHGMEKIMOHHBIA PEeTUKYI0IHIO-
TEJIN03, OCTPHI TeMOPParM4ecKuii PeTUKYJIOIHIOTEINO03 HOBO-
POXIEHHBIX, TUCTUOLIUTOMATO3.

BriepBble onrcan HemenkuM mnatojiorom Letterer E. B 1924 1.,
NOTIOJTHUTEJIBHO OTKMCaH IIBENCKUM rexuatpoM Siwe S. B
1933 r. 1 amepukaHckuM BpauyoM Abt A. F. B 1936 r.

DrTrosorus TOYHO He ycTaHoBJIeHa. Habmonmaercs mipu 303u-
HoMIbHOW TrpaHysieMe. MHorma paccMaTpuBaeTcsi Kak 3J10Ka-
yecTBeHHast ¢opMa JIMOO TO3MHSS CTaiausl CUHApoMa XaHna -
onnepa - Kpucruana. IlposiBasieTcst y neteii mepuoja HOBO-
poxneHHoe™ M paHHEero IpyTHOTO BO3pacTa B BUIE CENTUYECKOM
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JIMXOpagKd C TeMOpparuvyeckoil TPOMOOLMTONEHUYECKOW Myp-
Mypoii, ¢ yBeauvyeHHeM JUM(}ATUYECKUX Y3JI0B, MEYEHH, cesie-
3eHKU. CONpOBOXAAETCSl BBIPAXEHHOU TMIIOXPOMHON aHEMUeEH,
JIEKOLIMTO30M WJIU JIelKoTleHuel, TpomboLroneHueit. [1pu jo-
KaJu3aluy Tpouecca B KOCTAX MMEETCS MPUIMYXJIOCTb MSATKUX
TKaHeil, 00e3HEHHOCTb PU MajbIaluu U ABUXeHUU. PeHTre -
HOJOTrMYeCKHU — Ha(oHe OOIIEro 0CTe0nopo3a OTMEYaroT-
csl IeCTPYKTUBHBIE OYaru ¢ YeTKUMU FPAHULIAMU B KOCTSIX yepe-
ma, KOHEYHOCTe#, TMOOB3IOIIHbIX KOCTsX, pedpax. Hepenko
HaOJToaeTCsl MeprocTanbHas peakuuu. [IporHos Hebiaromnpu-
SITHBIIA.

ABenmuca — Ilmuara cunapom (s. Avellis - Schmidt). Cwm.:
IlImuoma cundpom.

Ancona cuHapoM (s. Adson). Cm.: Haghgyueepa cundpom.

AnaxyaHuHa cuHapoM (s. Alajouanine).

OmucaH (paHIy3cKMM HeBporaTosoroM Alajouanine T.
B 1930 r. Ilpeacrapnser coboii KOMILIEKC BPOXICHHBIX aHO-
MaJinii, XapaKTepU3YIOIIUiics IBYCTOPOHHUM Tape3oM OTBOJIS-
IIeT0 HepBa, Mape3oM JIMLEBOTO HepBa IO IEHTPATbHOMY THITY,
JIByCTOPOHHEI Aedopmalyieil CToM Mo TUIY pes varus.

AemaHa cuHapoM (s. Allemann).

Briepsbie onucaH wmiBeiinapckum BpauoM Allemann R. B
1936r.

HacnexnctBeHHbIl quctpoduueckuiit cuHapoM u3 rpymmsl (dy-
sencephalia splanchnocystica). ITIposiBisieTcsi MopokoM pa3BU-
TUS TIOYeK (Yallle ABOHAs MoyKa), AeopMaliveil maablieB KKUc-
Teil 1 cTor Thna 6apabaHHBIX TAOYeK.

AnnucoHa atpodust (a. Allison).

[Non maHHBIM TepMMHOM TIOApa3yMeBacTCsl KOCTHAsT aTpousi,
pa3BUBAIOIIASCS BCIEACTBHE Oe3ICHCTBUS.

Omnucana Allison N. u Brooks B.s 1922 1.

Annoepc-Llenbepra cunapom (s. Albers-Schbnberg), cuctem-
HBII  OCTEOMNeTpO3, BPOXIEHHBI OCTEOCKIEPO3, MpaMop-
Hasg GoOJie3Hb, THUIIEPOCTATMYECKasl MUCIUIa3usl, OKAaMEHEIOCTh
KOCTel.

OnucaH HeMeUKuM Xxupyprowm . Albers-Schonberg H.E.B
1904r.

CucteMHoe 3aboJieBaHNe, 3aKITIOYAETCS B TVCTAapMOHUY Pa3-
BUTHSI KOCTHOU M KPOBETBOPHOU TKaHW, HAPYIIEHUW MUHEPATTb-
HOTO OOMEHa, YTO MPUBOAUT K M3OBITOUHOMY Pa3BUTHIO KOM-

MAKTHOTO BELUECTBA KOCTH, 3aOJHSIOLIEr0 TakXe U KOCTHO-
MO3roBble TOJOCTU. bone3Hb BCTpevaeTcsi peiko, BO MHOTHMX
cilyyasix TepefaeTcss MO HACIEACTBY, OAHAKO MMEIOT MECTO U
criopaauyeckue ciyyau. Bo3HuKaeT, BeposiTHO, C POXAEHUS, HO
pacno3Haetcs o3Hee. YeM paHblile NPosBIsieTCs AJaHHAS MaTo-
JIOTUSl, TeM TMPOTHO3 MeHee OnaronpustTHbiil. OTMevaeTcs: 60Jb
B KOHEYHOCTSIX, YTOMJISIEMOCTb MpU xoapde, nedopmanus Ko-
HEYHOCTeid, MaTojoruyeckue nepeaombl. B cBs3u ¢ atpodueit
KOCTHOMO3TOBO# TKaHW pa3BUBAETCS TUIOXPOMHAs aHEMMUs,
JICHKOLIUTO3 Yy JIeTel U JeliKomeHusl y B3pocblx. YacTo y nereit
BCTpevaetcs ruapouedanusi, arpogus 3pUTETbHOTO HEpBa, Ma-
pajuy TAa3HbIX MBI, HUCTarM. 3yObl MOSBISIOTCS MO3AHO U
IJI0XO pa3BUTHL. [leyeHb U cene3eHKa YBeJIMYEHbl. Y HEKOTOPBIX
QOJIbHBIX HAXOMSAT Pe3KOe MOBBIILEHUE AKTUBHOCTU LIETOYHON
(ocdarasbl KpoBu.

PeHTreHonormvyecku - KOCTH CKeJieTa MJIOTHBI,
KOMIAaKTHBI, OECCTPYKTYpHBI, Iy0YaTOe BELIECTBO MpeBpallaeT-
csl B KOMIAKTHOE, KOCTHOMO3TOBbIe MOJOCTU He BUAHBL Koc-
TH, HECMOTPSI HA KOMIIAKTHOCTb, HETMPOUHBI, HEPEIKO BO3HUKA-
10T MaTOJIOTMYECKUE TIEPETIOMBI, Yallle MOBPEXIAI0TCS KOCTU Ye-
pemna, Taza, NPOKCUMaJIbHbIE KOHLbI OEAPEHHBIX U JUCTAIbHbIE
KOHIIbI O€pLOBBIX KOCTel, pedpa, MO3BOHOYHBII CTONO, pexe —
rieyeBble KOCTU U (ananru. [IporHo3 HeGIaronpusITHLIN, C ro-
JaMu 00JIe3Hb POrPECCUPYET.

AnbOepra cuHapoM (s. Albert), axuuto0ypCcUT, aXWITOAMHMS,
TEHO3UT TIATOYHOTO CYXOXKIIVSI.

Onucan aBctpuiickum xupyprom Albert E.B 1893 .

[MposiBnsieTcss MPUTYXJIOCTBIO B OBJIACTH MecTa MPUKPerie-
HUSl TIATOYHOTO (aXW/UIOBa) CYXOXWIMSIL K OYyrpy MsITOYHOMN
KocTU. JIBIDKEHUsI, CBSI3aHHBIE C HAIPSDKEHUEM IISITOYHOTO Cy-
XOXWJIVSI, COTPOBOXMatoTcsl Gonblo. [lpu aTOoM 3aboseBaHUM
B CUHOBUATBHOU CyMKe, HAXOISIIEIHCS MEXIY MSITOYHBIM CyXO-
KUJIAEM ¥ TISITOYHOM KOCTBIO, Pa3BUBAIOTCS BOCTIATUTETbHBIE U3~
MeHeHs, TPUYMHOM KOTOPBIX Yallle BCETO SIBIISIETCSI TPABMa WITH
TIOBTOPSIIONIASICS MUKPOTpaBMaTu3anusi. B HEKOTOphIX ciy-
Yasgx axwnioOypcUT MOXET HaOMIONaThCs MPU PEBMATOMIHOM
apTpuTe, ToAarpe, TOHOKOKKOBOW MHMEKITHH.

Anepa cunapowm, I (s. Apert, I), akpokpaHuonauchanaHrusi, akpo-
c(heHOCUHIAKTUIIUS, aKpoledanusl.
Ommucan dpanmysckuM meauarpoM Apert E.B 1906 r.



Hacnenyercss mo ayTocOMHO-IOMMHAHTHOMY THUITy. XapakTe-
puU3yeTcsl BpOXIEHHBIM MOPOKOM pa3BUTHS yepena (OalleHHbIH
yeper) B COYETAaHMM C aHOMAJIMSMM Pa3BUTUSI KUCTH WM TIpE-
ieubst. JInio JyHooOpa3Hoe, HOC MPUTUIIOCHYT, MyYyerja3ue 3a
CUET TUIOCKMX TJIa3HbIX BMAOWH, BBICOKOE HeOO, MHOTAA pacllern-
JeHHOe, atpodusi 3pUTebHBIX HEpBOB. OTMeYaeTcsl CHHIAKTH -
qus Il - V nanplieB, MOMUIAKTUINS, PAAUOYJIbHAPHBIA CHUHO-
CTO3 C TYFONOABMXXHOCTBIO B JIOKTEBBIX cycTaBax. | maseln Kuc-
TH YKOpOUYEH. AHAJOTMYHAas aHOMaIMs TajblieB Habmomaercs v
Ha cTomax. YKa3aHHble aHOMaJMU HEPeoKO COYETAIOTCSl C aTpe-
31eil 3amHero mpoxonaa, nedekramMu Mo3BOHKOB. bosbHbIE OT-
CTalOT B YMCTBEHHOM U (PU3MUYECKOM Pa3BUTHH.

Amnepa cunapowm, II (s. Apert, II).

OnucaH ppany3ckum nenuatpom Apert E.

BpoxneHHasi aHOMalus TPYJHON KJIETKHU, MPOSIBASIOIIAsICS
BOPOHKOOOpa3HbIMM BMaIWHAMU, PACIOJAralollMMUC CUMMET-
PUYHO IO 00€ CTOPOHBI TPYAMHBI. Y OOJbHBIX MPOCIYIIMBACTCS
CUCTOJIMYECKUIA 1IYyM HaJ JIETOYHOM apTepuei, LIMaHO3 OTCYT-
CTBYeT.

ApHosbaa - Kuapu nopok pazsutusi (a. Arnold - Chiari).CM.:
Aproavda - Kuapu ~ Coaoeyoea cunopom.

Apnonbaa — Kuapu - Conouosa cuHapom (s. Arnold - Chia-
ri - Solovzov), mopok pa3BuTus ApHojbia - Kwuapu, aucrpo-
¢ust Mo3xkeuka, MOPOK Pa3BUTHS MO3Xeuka U MPOJOJIroBaToro
MO3ra C HapylleHUWeM JMKBOPOIWHAMUKH.

OnucaH HemeukuM matojoroM Arnold J. B 1894 r., 3atem
Cblarlll.B 1895r.

ITaronorust oOyciaoBieHa CAaBIMBAaHMEM CTBOJAa MO3Tra U
MO3X€YKa B CYXEHHOM OOJBLIOM 3aTbUIOYHOM OTBEPCTUU
BCJEACTBUE OedopMallii 3aThIIOYHON KOCTU. XapaKTepHas
Uil 3a0ojieBaHUsI MHGAHTWIbHAST KOHCTUTYLIMSI OOJbHBIX CBSI-
3aHa CO CMMHAIbHBIMU Au3paduyeckuMu aHoManusmu. [1poss-
JseTcst B BUIE Tuapouledanuu, mopaxeHuss MO3Xeuka, KOMII-
PECCUOHHBIX MOPaXXeHUil CTBOJIa MO3Ta U CIIMHHOTO Mo3sra. He-
PEOKO COYETAETCs C aHOMAJIMEN IIEWHBIX MO3BOHKOB, CUHIPO-
moMm Kiunnens - ®eiing. . PEHTre HOJTOTUYECKH -Cy-
>KEHME OOJBILOTO 3aTbUIOYHOTO OTBEPCTHS.

AxeHbaxa cuHapoM (s. Achenbach), mapokcuamajabHasi reMaTo-
Ma KMCTH, alloTUIeKCHs MaJIbIIeB. .

BriepBbie ommcaH HemelKMM TepaneBToM Achenbach W. B
1955 .
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Bo3HuKaeT MpeMMyIIECTBEHHO Y XEHIUMH TpU MaToJOTUU
COCYyIOB, BO3MOXHO, Ha MOYBE FMIEPEPrUUECKOro BOCMANIEHUs
U HeWpo-BereTaTMBHBIX HapylleHuil. Pa3BuBaeTcs 6e3 BUIMMOI
MPUYKMHBI, MHOTA MOC]ie MeXaHU4ecKoil Harpy3ku. [IposiBisier-
¢ B BUIIE OTPAaHMYEHHOrO OTEKa Ha JJAMOHHOW WM OOKOBOM IMO-
BEPXHOCTHU TaJiblieB KHUCTH C MOCIEAYIOIMM 0Opa3oBaHUEM Te-
MaTtoM. B TeueHHe HECKOMbKMX HHEW TeMaToMbl paccachlBalOT-
csl, OIHAKO COXPAHSIOTCS OTPaHUYEHHBbIE YYaCTKU DaCIIMpEH-
HBIX TIOZIKOXHBIX BeH. YacTo oTMevaroTcsi peLUIuBBI.

Amapa cuHapoMm (s. Achard), BpoxkneHHass apaXHOTAKTWJIMSI.

HacnencrBeHHoe 3abosieBaHMe, TepeaaeTcss MO ayTOCOMHO-
JOMUHAHTHOMY TuIy. KiMHUYecKasi KapTHHA aHAJIOTUYHA CUH/I-
poMmy MapdaHa, HO OTIMYAETCSI OT HEro HajJIM4yueM ,,l1ayKooo-
pasHbIX" majblieB 0€3 W30bITOYHON TMOABMXHOCTH CYCTaBOB U
OTCYTCTBMEM JIPYIMX CKEJIETHBIX AUCITPOMOPLIMIA.

Amrapa - ®ya - MesoHa cunapom (s, Achard - Foix- Mei"zon).

Onucan ¢paHuysckumu Bpayamu Achard E. C., Foix C,
Meuzon.

XapakTepu3yeTcss OTCYyTCTBMEM KOMUYUKA U HUXKHUX KPECT-
LIOBBIX TIO3BOHKOB, HEIOpPa3BUTUEM KOCTeil Ta3za, aTpodueit
SITOMYHBIX MBIIILL, MBI O€fpa U ToJeHU, HepeaKo Habmoaa-
eTcsl HeiepXKaHKe MOYM U KaJna.

AliHepa cuHOpoM (S. Aschner), HOTTeHaTe/UISIPHBIA CHUHAPOM.

Onucan Aschner B. B 1934 1.

IIpencraBnsier coboii abopTuBHYIO (opMmy cuHapoma TepHe-
pa - Kuzepa. XapakTepusyercsi IMCTpOOUUECKUMU U3MEHEHMSI -
MU HOITeii, yallle BCEro MepBbIX MajlbLEB KUCTU (OHUXOTpOdUs
unu aHoHuxusi). Co CTOpPOHbBI OMOPHO-ABUTATENbHOIO arapara
OTMEYaeTcsl ariasusi WM TUIOIUIa3usl HaAKOJEHHMKA, BBIBUX
TOJIOBKU JIy4€BOW KOCTH.

babunckoro - ®penuxa cuHapom (s. Babinski - Frohlich), cun-
npom ®dpenuxa, cunapom JlanHo — Kiepe, runodusapHoe 0xu-

peHue, TUMOGU3APHBIA CUHAPOM, TUMODU30-TaTaMUIYEeCKUI
CUHIIPOM.

OrnucaH ¢paHiy3cKuM HeBponaTosioroM BabinskiJ. B 1900r.
U aBcTpUiickuM HeBpomaTonorom Trohlich A. B 1901 r.

XapakTepusyeTcsi MaJbiM POCTOM, OXHPEHUEM, TMITOTeHH-
TaJM3MOM, MO3TOBBIMM HapyleHUsIMU (TOJIOBHAsi 0OJb, SMU-
JIenTU(hOPMHBIE CYIOPOTH M 1Ip.). PeHTreHoJOoruyecku
OTMEUAIOTCSl UBMEHEHUS B 00J1aCTU TypPELKOro Ceuia.

babunckoro - ®pomana cuHapoM (s. Babinski - Froment).
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Omnucan B 1918 r. dpaniysckumu Bpayamu Babinski J. u
Froment J.

[MposBasiercss mape3amMu M MbIIIEYHBIMU KOHTPAKTYpaMU UC-
TEPUUYECKOro THUMA, Pa3BUBAIOIIMMUCH TOCIE TpaBMbl. Xapak-
TEPHbI TaKKe HEBPOJOTMYECKHE HapylIeHUs] pedIeKTOPHOTO
XapakTepa - Kay3ajJruu, MOCTTpaBMaTU4ecKuit oTek. PeHT -
TEHOJOTHYECKHU HEPEOKO BBISIBISIETCS OCTEONOpPO3.
Baityorepca cunapom (s. Bywateis), CMHIpOM AJIMTEILHOTO pa3-
NaBIMBaHUS, CAHAPOM CHABJACHUS, TPaBMaTUYECKUI TOKCHKO3,
crush syndrome, CUHIPOM pa3MO3XEHMsI, .TpaBMaTHUYECKast aHy-
pusl.
BriepBbie omvicaH aHrmiickuMm BpadoM Bywaters E. B 1944 T.

XapakTepu3syeTcs CBOeoOpasHbIM KOMIUIEKCOM pacCTPOIMCTB,
BO3HUKAIOIIMX B PE3YJbTaTe IIMTEIbHOTO CHABAECHUS MSTKUX
TKaHeil 3emJieil, OOJIOMKAMU pa3pylIEHHOTO 3[aHUS U T. I.
B maroreHese crHApoMa OCHOBHYIO POJIb UTPAIOT HEPBHOOOJIE-
BO# (paKkTOp, TOKCEMHUS U TulazMonorepst. KimHuyeckas KapTu-
Ha B HaYaJIbHOM TIEPHOJIE XapaKTepr3yeTcs MpU3HaKaMu, Haro-
MUHAIOIIMMU TPaBMaTUUYECKUI 110K, M HApacTalOIIUM OTEKOM
KOHEYHOCTel, MOABEPraBIINXCs caapieHuto. B mocnenyroiieM,
Mocjie KpaTKOBPEMEHHOTO YAYYILIeHUSs, Pa3BUBAIOTCS SIBICHUS
OCTpOii HEMOCTATOYHOCTH TOYEK, BbIpaKalolIMecs B HapacTaHUU
OJIUTYPUM, a30TeMuu, Muoraoounypuu u ap. [To Mepe BoccTa-
HOBJIEHMsI (DYHKLMM TMOYEK B KJIMHMYECKOW KapTHHE MpeBalv-
PYIOT CHMITOMBI, OTpaXalollMe W3MEHEHUS B TOBPEXIEHHBIX
KOHEYHOCTSIX.

Bamarrepa cunapom (s. Bamatter ).
OnucaH wmBeinapckuM mneauatpoM Bamatter F. B 1950 .
IpencraBnsier coOOM  KOMIUIEKC BPOXKIECHHBIX, CEMEHHO-
HACJIEICTBEHHOTO XapakTepa, aHOMAaJMiA: MPOTrepusi, KapauKo-
BbIi pocT, Ne(OpMUPOBAHHBIE CYCTaBbl, APSOIAs KOXa, TOMYT-
HEHME POTOBUIIbI, TUTMEHTUPOBAHHBIE 3yObl. PeHTreHo10 -

ITM4YyecKHU OIpeneasercs reHepainu3oBaHHas IHUCILIA3KS
KOCTEH.

Bbam6eprepa — Mapu cunapom (s. Bamberger - Marie). Cm.: Ma-
pu — bambepeepa cundpom.

banra Gone3nnp (m. Bang), Opylemie3, MajbTHiicKasi IMXOpa-
Ka, YHIYJIUPYIOIas IMX0opaaKa.

[Mox aTMM penko ymoTpeOsSIoIIMMcs B HAcTOSILEe BpeMs
Ha3BaHMEM ToJpa3yMeBaeTcsl OpyleuIes, SBISIOMUIACS XPOHHU -
YecKUM MHGEKIMOHHBIM 3a00JeBaHUEM, HaOI0AAIOIINMCS
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OOBIYHO CpEAM JIMI, HETOCPENCTBEHHO COMPUKACAIOIIUXCS CO
CKOTOM  (BETEpMHAPOB, JOSPOK, PAOOTHUKOB MSCOKOMOMHA-
TOB U T. I1.). ,

Kinununueckas kapTvHa oTavyaercsl nmonumopdusMomM. 3abo-
JIeBAHUE MOXET HAUMHATBCA OCTPO WM TOMOCTPO, PeXe MMEET
MEPBUYHO-XPOHUYECKOe TeueHre. OCTphblil IepHo, XapakTepu  3y-
€TCSl BBICOKOM YHIYIMPYIOLICH TemIiepaTypoil, 0ojiblo B CycTa-
Bax M MbIlIIax, nporpeccupytomeit Cnadoctoio. [Ipu xpoHuye-
CKMX (hopMax yalle BCEro MopaxkaeTcsl OMOPHO-IBUraTeNbHbII
anmapar. Hanbosee TUTMYHBIM SIBJSIETCS MTOPaXeHHUE KPECTIIO-
BO-TIOB3MOIIHBIX CYCTaBOB, IO3BOHOYHOTO CTO/I0A, AKPOMMU-
TBHO-KJIIOUMYHBIX  CYCTaBOB, Ta300€PEHHBIX M KOJEHHBIX
cycTaBoB. bpyleniesHble apTpuUThl OOBIYHO IPOSIBIISIOTCS B BU-
JIe CepO3HOTO CUHOBUTA. i1 OpyLe/Ie3HOTO CaKpOWJIMHUTA Xa-
paKTepHbl ONpeeSieHHble PEHTIEeHOJOTUYEeCKUEe U3-
MEHEHUS — M3beACHHbIE KOHTYPBI COWICHSIOIIMXCS TTOBEPXHO-
CTE, CyXEHUE CYCTaBHOM ILEIU, HAIMYME OIHOTO WIA HECKOJb-
KUX 0YaroB JAECTPYKLIMHU, BOKPYT KOTOPBIX B HaJbHEHIIEM I10-
ABIISIETCA PEaKTUBHBIIN ocTeockiepos. s muJI > P! Harren
JIVUATHOCTUKM CYIIECTBEHHOE 3HAYEHHE MMEIOT CEPOJIOTHYECKIE
peakiuu Paiita u XenuibcoHa, BHYTpMKOXHasl poda biopHa.

bapbepa cunmpom (s. Barber). Cm.:braynma 6one3ns.
Bapnoy 6one3nb (m. Barlow).Cwm.: Meanepa- bapaoy 6oae3us.

Bappe - JIbey cungpom (s. Barre - Lieon), cuHapoM MO3BOHOY-
HOW apTepuvu, 3aIHUU IIEHHO-CUMITATUYECKU CUHAPOM, IIeHHAsA
MUTPEHb.

OrmcaH ¢paHily3ckum HepporartojgoroM Barre J. B 1925 1.,
a bonee neranbHo Lieon J. B 1928 T. .

[TpryKHbI MOSIBICHKMSI CUHAPOMA CBSI3BIBAIOT C BEPTEOpaAIbIION
nuckonatueit Cy - Cyj unu aedopMUpYIOIIMMU MpoLieccaMu
(crioHaue3) B MICHHBIX MO3BOHKAX. DTOT CUHAPOM IPOSIBISET-
cs B TpexX BapMaHTax: | — pacCTpOMCTBO 3pEHMUS B COUETAHUU C
MOPaXeHUEM BEPXHETo LIEHHOro y3Jia CUMITaTUYECKOTO CTBOJIA,
cuHapoM bappe — bepuu; 2 -e npeobnagaHuem 0oau — Iiei-
Hast MUrpeHb, cuHapoMm bepun-Poie; 3 — cunapom IMana, ra-
30/IBUTaTEeIbHBIE M Oy/IbOapHbIE PAcCTPOICTBA,

C mnepBbIX OHEl 3a0oyeBaHUSI TOSIBJISETCS] TOJNOBHAsl OOJIb,
TOJIOBOKPYXCHHUE, TIOTepsl PaBHOBECHs, ILIYyM B YIlaX, pBOTa,
Ba30MOTOPHBIII PUHMT, PACCTPOICTBO 3peHUs1 U OOJIb B IIyOMHE
ma3. PeHTreHosnormuyecku — NPU3HAKM CIIOHAMIE3a
LIEHOro OTIeNla MO3BOHOYHOro cTos16a. ApTepuorpadust yka-
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3bIBACT HA CIaBJICHME ITO3BOHOYHOW apTepuM HAa CTOPOHE Iopa-
XeHusl. MHorma ©one3Hu COITYTCTBYCET IAapeCTE3usd KOXHU JIUIia,
(bI/ISI/I‘{CCKaH N NICUXU4YeCKasd aCTCHUA.

Bappe - Maccona cunapom (s. Barre - Masson), IJIOMaHTHOMBI,
onyxosib bappe - MaccoHa, aprepraibHble aHTHOHEBPOMUOMBI.

OmmcaH ¢GpaHIy3cKUM HeBpomaTojioroM Barre J., rucrono-
rM4YecKoe OoNucaHue MpeacTaBul KaHaacKuii matosor Masson P.
B 1924 1.

[posiBasieTcst UHTEHCUBHOM 00JIbI0, BOBHUKAIOILEH TPY OXJia-
KIEHUU WU MPUKOCHOBEHMM B 00JIACTH JIOKATM3AIMY TJIOMYC-
HBIX OITyxoJiell (Hambosiee 4acTo Majbilbl Kuctu). Omyxonu Be-
JIMYMHOM OT TOPYMYHOrO 3epHa IO BMIIHHM, rojlybOBaToro IBETa,
O0OBIYHO PACIIOJIATAIOTCS B CETYATOM CJIOE IEPMbI, MHOTIA B MO/~
HOTTEBOM IMPOCTPAHCTBE, PeXe B CIM3UCTBIX 000JT0UYKAX, MBILII-
1ax, KOCTsIX, BHYTPEHHMX opraHax. B psie ciydaeB HaOjrona-
I0TCSl OOLIME CUMITTOMBL TIPUCTYIIBI YAYILbSI, TaXUKapAWsi, TH-
MEePTOHMSI, TOBBILLIEHUE TEMITEPAaTYpPhl, 0eCCOHHUIIA, AIMCMEHOPEst
uip. ¢

BaprenBepdepa cunmpom (s. Bartenwerfer); cunnpom Mopkuo,
tun bapreHBepdepa; MeTasnudU3apHBI SHIOXOHIPATbHbIN
m3octo3 Mopkuo, tunm baprenBepdepa.

Omumcan HeMeukuM opromenoM Bartenwerfer K. B 1924 r.

[pencrapisier coboii HacIeNCTBEHHO-PELIECCUBHOE HapyIle-
Hue occudukaryu anudu3sos. [TposiBisieTcs: HEMPOMOPLIMOHATb-
HO MaJIbIM POCTOM C YIUIOLIEHHEM TeJl MO3BOHKOB M JedopmMa-
LIMeil TI03BOHOYHOTO CTOJI0a BO (DPOHTAIBHOW M CArUTTAIbHOMU
MJIOCKOCTSIX, BPOXKICHHBIM BBHIBUXOM Oefiep, CTOI C UX MJIOCKO-
BaJIbIyCHOM nedopmariueii. JIMIIO MOHTOJOMAHOTO THUIA, HEOO
BbICOKOE. MHTEJIEKT Hepenko CHUXEeH. PeHTreHoOJOoTH-
YyeCcKM — IJIATUCTIOHAWINS, aTpodusi, eopMariusi, MHOTIA
MOJIHOE pa3pylieHue 3Muu30B, 0COOEHHO YaCTO U PE3KO Mopa-
KaroTcsl AMUGU3BI TIeYEBBIX U GeIPEHHBIX KOCTEN.

Bbactpyna cuHapom (s. Baastrup), MeXoCTUCTBIN HEOAPTPO3, ,,lIe-
JIYIOLIUIACS] OTPOCTOK", MEXITO3BOHOYHBIN OCTE0apTPO3.

OnvcaH pmatckuM peHtreHonmorom Baastrup C. J. B 1933 1.

SBnsercss ogHOM M3 GOpM CITOHAMIIE3a MOSICHUYHOTO OT/eNa
MO3BOHOYHOTrO CTOJI0A. BO3HMKaeT yalie y JIUIl MOXUIOTO U
CTap4yecKoro BO3pacTa B pe3y/ibTaTe Ype3MepHOro TMIepJIopao-
3a TOCJIe ITUTEIbHOTO HOLIeHUs TsikecTeit. KiiMHuuecku BbIsSIB-
JISIIOTCSI yMepeHHast 60Jib B 00JIACTM KpecTiia, 00JIe3HEHHOCTh
MPU OLIYNBIBAHUM OCTUCTBIX OTPOCTKOB, BBIPAXXEHHBIN JIOPI03
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IOACHUYHOTIO OT/[¢CJIa TIO3BOHOYHOTO CTOJ'I6a, PUTUIHOCTH M)I)II_HL[
CIIMHBl. PeHTTEeHONTOTMYECKHU — pacIiMpeHnE OCTUC-
TbIX OTPOCTKOB B KpaHMOKayJaJIbHOM HaIlpaBJICHUU, 06pa30Ba-
HUEC OCTeO(bI/ITOB Y BECPXHUX U HUXKXHHUX KpPacB OCTUCTLIX OTPO-
CTKOB.

Batnepa - Omnbpaiita - brymbepra cunmpom (s. Butler - Alb-
right - Bloomberg), paxuTr, ocCTeOMASIIUS, ITOYEUHBIA pPAXMUT.

Ommcan amepukaHcKuMU Bpadamu Butler A., Albright F,
Bloomberg E. B 1937r.

XapakTepu3syeTcss U3SMEHEHUSIMU B TIOYKaxX U KOCTSIX, Hapy-
meHneM oOMeHa BellecTB. MIMeeT MecTo TIOCTOSIHHBINA aluios,
YMEHbIIIEeHNEe aMMUaka B Moue. KocTu ocTeornopoTuuHbl, Kak ipu
paxuTe, C JIEMEHTOM paccachiBaHMs. B cbIBOpOTKE KPOBU OTMeE-
yaeTcs TOBBIINIEHHOE CofepxkaHue Kanblus, ¢ocdopa, yBenrnde-
HUE aKTUBHOCTH IIEJIOuHOM ocdataszel, B MOYE - TIOBBIIIEHHOE
coliepXaHue Kaiblusl. W3-3a morepevyHbIX JWHWIE B auaduzax
KOCTel CTaBUTCS IMAarHO3 TceBaonepesoMoB. Tapudbukanus 00-
HapyXWBaeTcs BO BCEX KOCTSAX — TPyOUYaATBIX M TUIOCKUX. Poct
CKeJIeTa paHO TpeKpaliaercs, NeTH HU3KOPOCIBI, XKayloTcs Ha
00JIb B KOCTSIX, C BO3PACTOM TIOSIBJISIIOTCSI BTOPUYHBIE techopma-
. [IporHo3 He6IaronpusITHHIA, O00JIbHBIE HEXXU3HECIIOCOOHEI.

Beka kocthHas 6one3nb (m. Boeck). Cwm.: [lepmeca ~ IOneaunea
CUHOpOM.

Beka capkoumo3 (s. Boeck). Cm.: benve — bexa - Illaymana
CUHOPOM.

Bekkcpa xmcra (k. Bakker), OypcUT ITOIKOJIEHHON SIMKU, TPbI-
JKa IMOIKOJIEHHOM SIMKU.

Brepsrie oncan Bakker B 1877T.

XapakTepu3yeTcsl pacTsDKeHUEeM CYCTaBHOM KarcyJibl U CH-
HOBUAJIbHOM 00O0JIOUKM KOJICHHOTO cycTaBa. KJIMHUYeCKU Mpo-
SIBJISIETCSl B BUZE TPUIYXJIOCTH SIALIEBUIHOM (DOPMBI B TMOIKO-
neHHoi simke. [lomkosmeHHasi KUCTa GOJbliie BBICTYMAeT MpU
pa3orHyTOM KOJieHe, MPU COTHYTOM OHa ME€Hee IUIOTHA M BbI-
nykaa. B To Xe BpeMmss OHa MOXeT OrpaHMYMBAThH CrMOAaHHE B
KOJIEHHOM cycTtaBe. [Ipu pa3pbiBe ee COAEPXKUMOE OIyCKaeTCst
Ha TOJIeHb, IJe 00pa3yeTcsl MPUIYXJIOCTh B 00JIACTU MKPOHOX-
HOIi MBIIILIBI. Eciu pa3pbiB Win pacTsskeHUE KUCTBI IPOUCXOIAUT
OCTPO, MOTYT TIOSIBUTbCS KPACHOTA, MECTHOE TIOBBIILICHUE TeM-
reparypbl, 00JIb U MPUIYXJIOCTb. DTU clydau cieayeT aubde-
peHnpoBath ¢ diedburom. Kricra bekkepa ¢cBoOOIHO WM IIpU
MOMOIIM KJIAITAHHOTO MeXaHM3Ma COEIUHSIETCS C TIOJIOCThIO KO-
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JIeHHoro cycraBa. [lpy ee MyHKIMU OOHApPYXMBAIOT BSI3KYIO
Ipo3pavyHyio XUAKOCTh. [1ocie ee mpoKoiia U yaaleHus comep-
JKMMOTO, KaK MpaBUjIo, OHAa peluuauBupyeT. MHOTIa 3TH KUCTBI
COIEMCTBYIOT 00pa30BaHNI0 BAPUKO3HOTO PACIIMPEHUS] BEH TO-
JIEHH W TIONAEPXKUBAIOT TIpoliecchl Thma ¢reoutoB. CraBiuBast
JuMdaTIecKre Cocyabl, KUCTa MOXKET BbI3BAaTh OTEK MOPaKeH-
HOU KOHEYHOCTH.

Bbenenukra cunopom (s. Benedikt), mapannu benenukra, ciHIpOM
CpeHEro Mo3ra, CMHAPOM KpacHOTO sipa.

BrniepBbie onrcaH aBcTpuiickuM HeBporiatosiorom Benedikt M.
B 1889 r.

B npoucxoxneHuu 3a6ojieBaHUsI OCHOBHOE 3HaYeHME TpU/Ia-
eTcsl TOPaKXEHUI0 KPacHOTO siApa BCJAEACTBUE CHABJICHUS OIly-
XOJIbIO, TYOEpKYJIOMOIA, pexXe KPOBOMIUSTHUEM. XapaKTepu3sy-
eTCsl OHOCTOPOHHUM 3KCTPAIUPAMUIHBIM TUTIEPKUHE30M, Ta-
palMiuoM TIJ1a30/IBUTATEILHOTO HEepBa Ha MPOTHBOIOJIOXHOM CTO-
pOHe, CMacTUYEeCKUM TeMHUIape3oM ¢ MpeobiafaHueM PUTHIHO-
CTU U crM0aTeNIbHBIX KOHTPAKTYP, XOPe0aTeTO30M M MHTEHLIMOH-
HBIM JIpOXaHUEM, TeMuaHecTe3ueil. Y 3a00JeBILIUX B JIETCKOM
BO3pacTe pa3BUBAIOTCs JeopMalivsl MO3BOHOYHOTO CTONI0A U
OIHOCTOPOHHEE HapyLICHUE PocTa KOCTEH.

Bbennera mepenom (f. Bennet), mepeioMoBbIBUX OCHOBaHUS |
TMSICTHOM KOCTH, GOKCEPCKUI TIepesioM.

BrniepBrie onmcan aHruiickuMm xupyprom BennetE. B 1882r.

MexaHM3M TIOBpEXIEHUS — dYallle BCEr0 CUJIbHBINA ymap To
oc | MSICTHOM KOCTH MPHU MOJIOXKEHUH OOJIBILIOTO Maiblia B MPH-
BENCHUU, CTMOAHUM U TIPOTMBOIIOCTABIEHUH, PeXe HernpsiMast
TpaBMa. B pesysnbTate TpaBMbI MPOUCXOOUT OTJIOM TPEYroJib-
HOIl opMbI (hparMeHTa JIOKTEBOTO Kpasi OCHOBaHuUs | msicTHOM
KOCTH. YIEepXUBAaeMbIi MPOYHBIMU CBSI3KAMM OTJIIOMOK OCTaeT-
cs1 Ha MecTe, a | TSICTHast KOCTh COCKab3bIBAeT € CYCTaBHOM TO-
BEPXHOCTHU TPamnelMeBUAHON KOCTH U BBIBUXMBAETCS B ThIJIbHO-
JIy4eBOM HampaBieHuu. s JiepeloMOBbIBMXa OCHOBaHMs |
MSICTHOM KOCTU XapaKTepHa MPUITyXJIOCTb, AedopMalius obiac-
1 | 3amsicTHO-TIsIcTHOTO cycTaBa. Ilpu oIIynbIBaHUM 3TOM 00JIa-
CTM M JaBJCHUM TO OCU | MSCTHOM KOCTH BBISIBASIETCS pe3Kasi
60JIb, MHOTAA KpenmuTalusl OTJIOMKOB. | majei mpuBeieH, ak-
TUBHOE OTBeJEHME HEBO3MOXHO. Bun MoBpeXmeHUs: yTOuHsIeTCs
C TIOMOIIIbIO peHTTeHOoTpad U, NPOU3BEIACHHON B IBYX
TPOEKIIUSIX.

benre — beka — Illaymana cunmpowm (s. Besnier - Boeck - Schau-
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Tami),capkouno3 beka, cuHapom benbe - TeHHeccoHa, rpaHy-
nemato3 latumHcoHa — beka, GonesHbp Mesutepa-beka, mmormno-
un beka, moOpokadecTBeHHBIN TpaHyiaemaro3, capkoun be-
Hee - beka, capkoumos, capkoun-Jlappe — Pyccu, 03HOOIEH-
Hasi BOJYaHKa, Y3JIOBAThIi TyOepKyJie3, JIIOMOWIHBINA TYyOepKy-
Jie3, aHTUOJIIONION, SMUTEIMO3HOKIETOYHBIN TpaHyJIemMaros,
SMUTETMO3HOKIETOYHBIN PETUKYIO3HIOTENN03, 60e3Hp Mop-
THMeEpa, H0O0POKAYECTBEHHBIN y3/10BaThIfl 3MUTEIMO3HOKIETOY-
HBIN peTUKYJIe3.

OtnenbHbIe MPOSIBJICHUST CUHAPOMAa ObUTM OMMCaHbl aHTJIWIA-
ckuM xupyprom Hutchinson I. B 1877 1., dpaniy3ckum aepma-
tosoroM Besnier E. B 1889 1., HopBexxckuMm Bpadyom> Moeller-
Boeck C P. B 1899 r. Kak camocrositenibHOe 3a00JieBaHUE C
pa3HOOOpPa3HBIMM CHUMITOMAaMHU OIKMCAHO WIBEICKUM BpayoM
Schaumann J.B 1917 r.

IMpenmnonaraercsi cBsi3b ¢ TyOepKyjIe30M, OTMEUEHbI ceMeii-
Hble ciayyau 3aboneBanus. [IposiBasieTcs yBennueHueM auma-
TAYECKUX Y3JI0B (B TOM YMCII€ BHYTPUTPYIHBIX, YTO BHUIHO Ha
peHTreHorpamme rpyaHoi kieTku). Ha koxe nuua, crudarenb-
HBIX TIOBEPXHOCTSIX KOHEUHOCTE MOSIBIISIOTCS CAPKOUIIBI, Ha HO-
cy, LIeKaX, BeKax, YIIHBIX PAKOBUHAX, ThIJIE U MajbliaX KUCTEH -
03HOOJIEHHAasT BOJTYaHKa KPAacHO-(PHOIETOBOTO 1[BETa, KOXa Tec-
TOBaToli KOHcUCTeHIMU. OTmevaercss OOpaTUMBbIA MPUIOLUK-
JIUT, UHOTIA OAHOBpeMeHHO mapotut, COD mnosbiieHa. PopMy-
Jla KpOBM M3MEHEHa (MOHOLIUTO3, 303MHOMWINS, a TaKXKe Jeii-
Ko- u JmMporeHus). TyOepKyne3Hble NpoObl OTpULIATEIbHBIE.
PenTreHonormuyecku -B KOPOTKMX TPyOUaTBIX KOC-
TSX BBISBISIIOTCA mpusHaku Oone3nu [lepreca — FOHTIMHTA,
WHOTAA B TejlaX MO3BOHKOB HAXOAST OYard AECTPYKIMU THUIa
MMYEJTUHBIX COT.

Benbsimuna cuHapom (s. Benjamin), anemust benbssmuHa.
Onucana 1911 . Hemeukum neauatpoM Benjamin E.
Pa3BuBaeTcsi B paHHeM JETCKOM BO3pacTe. XapakKTepu3yeT-

Csl HU3KMM POCTOM, OJISIHOCTBIO M TOHMKEHHBIM TypropoM KO-

KM, oJMrodpeHueil, TUIIOXpOMHOIK aHemueil. HaGmiomaeTcs

TakXe ruapoiedasonIHblii Yepern, TUIoIUIa3usi MyCKyJIaTyphl,

TeHUTANi, nedeKThl yiie, yBeluueHne celie3eHku. PeHTre-

HOJOTHUYECKU — UCTOHYCHNE KOPTUKAILHOTO CJI0SI KOC-

Tei (,,rpalMIbHbIE" KOCTH).

Bepapmunenmn  cunapoM (s. Beraidinelli), sHmOKprMHHO-OOMEH-
HbBI CUHIPOM, CHHIPOM ITPOMEXYTOYHOTO MO3Ta, BPOXKICHHbIi
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TUMOTANIaMUYECKOTO MPOUCXOXAECHUSI TUIEPITUTYUTPU3M, MH-
(aHTWIIBHBIE ~ aKPOMCTATOUIHBII TUTAHTU3M, aKpOMETaTOMI-
HBI/ TUTAHTU3M.

BriepBhie ommcaH Opa3wIbCKUM 3HAOKpHHOJIOroM Berardi-
nelli W.B 1954r.

BpoxneHHOe KOMOMHMPOBaHHOE KOHCTUTYLIMOHHO-TOPMO-
HaJbHOE 3a00JieBaHUE C TUIEPAHAPOTEHM3MOM TPU YCKOPEH-
HOM COMAaTOTPOITHOM Pa3BUTHU. [1pearnoaoXuTeabHO pereccrB-
HO-HacJeyeMblii TOPOK Pa3BUTHS TPOMEXYTOUHOTO Mo3ra. Ha-
YHAETCS B paHHEM JETCKOM BO3pacTe, MPOSIBISIETCS YCKOPEH-
HBIM DOCTOM TIO TUIY aKpPOMETAJIOWAHOTO TUTAHTM3Ma, TUTIep-
TeHUTAM3MOM C OTCYTCTBMEM BTOPUYHBIX TIOJIOBBIX MpPU3HA-
KOB, aTpoueil MogKOXHOM XMPOBO KJIETYaTKU, TUIIEPTUIPO-
30M, TemarocryieHoMeranueil. TenocnoxeHne OONBHBIX ATIETH-
4yeckoe, CKeJeTHasi MYycCKyjaTypa rumneprpoduposaHa, (raebo-
Meraus. PeHTreHonmormuyeckKwu OTMEUAEeTCs CMelle-
HUE Sep OKOCTEHEHMS.

Beprcrpanna cunmpom (s. Bergstrand), KopTUKaabHBIN OCTEOMI,
ocreobacTuueckasi 60s1e3Hb, OCTEOMI-OCTEOMA.

BrepBoie ommcan miBenckuM TmaTojorom Bergstrand H. B
1930r.

DTHONOTUSI HE YCTaHOBJICHA. XapaKTepu3yeTcsl JIOKATbHON
00JIE3HEHHOCTBIO yJacTKa KOCTH, Yalle B Auaduse, BHaYaje npu
Harpyske, 3aTeM 0e3 TaKoBOii, 60j1bl0 B HOYHOe Bpems. [TosB-
JISIeTCs IPUITYXJIOCTh MATKUX TKaHe#. ConepXaHue B CHIBOPOT-
Ke KpOoBM Kanblus, (pochopa u criBOpoTouHOit hocdaTassl He
nsmeneHo, COD He yBenuuyeHa. PEHTTEeHONOTUYECKU -
B KOMITAKTHOM BEILIECTBE KOCTH OTMEYaeTCsl YTOJILEHHUEe C TPo-
cBeTieHMeM B LeHTpe. [Ipy mopakeHuUM TyOYaTOro BeILecTBa
OmpeieisieTcsl BepeTeHOO0pa3Hoe B3IyTHE KOCTH.

Bepuu-Pomme cunapom (s. Bartschi-Rochaix), mieitHast MurpeHs,
LIE{HO-MO3TOBOM CMHAPOM, CHHIPOM CHHKOMAJIBbHBIX IIEHHBIX
MO3BOHKOB, KOMITPECCHS MO3BOHOYHOM apTepuu.

BriepBrie omucan miBeiiapckum BpadyoM B'artschi-Rochaix W.
B 1949 r.

OcCTeoXOHIpO3 IISHHOro OTIeNa MO3BOHOYHOTO CTOJ0A, ya-
e TOoCTTpaBMaTuuecKuid. [IposiBisieTcss OIHOCTOPOHHEN MpHC-
TYNooOpa3HOW TOJIOBHOM GOJbIO, TOJIOBOKPYXEHUEM, LIYMOM
B yIIaxX, KOpeIKOBbIMU BbimageHusiMu B oonactu Cj —Cjj, mo-
BOPOT M HAaKJIOH TOJIOBbI BBI3BIBAIOT CWJIbHYIO 0OJIb Ha IPYrou
cropoHe. OTMeuaeTcst Takxke 00Jb MpPU JaBJIEHUM HA OCTUCThIE
OTPOCTKM BEPXHMX ILEHHBIX TMO3BOHKOB, PUTHIHOCTb BEpXHE-
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LIEHOTO OT/ea TO3BOHOYHOTO cToji0a. PEHTre HONMOT U -
yecKH - aedopmaims MeXIO3BOHOYHBIX cowieHeHuit C, -
‘I
Bepena cunnpom (s. Beurom).Cwm.: Buavama cundpom.
Beprecona — Popcmana — JlemanHa cuHapom (s. Bbrjeson —
Forssman — Lehmann).

Ornucad mBeackuMu Bpadyamu Borjeson M., Forssman H. u
Lehmann O.B 1961 r.

3abosieBaHMe HACIEACTBEHHOE, PELIECCUBHOE, Yallle Mopaxa-
folllee MYXUYWH, CBSI3aHHOE C TMOBPEXACHUEM X-XPOMOCOMBI.
IposiBnsieTcsi pe3ko BBIPaKEHHBIM OXHUPEHHEM, OCOOEHHO 00-
nacTi Oefiep M MOJIOYHBIX XKeJie3, OTEYHOCTbIO TKaHei Jiniia, Jae-
(opmarmeit yiHoi pakOBUHBI, COYETAETCS C UAUOTHUEH, STTUIIETT-
cueil, TMIIOTHPEO30M, MHOTIA MMKCeNeMO. XapakTepusyercst
TakXe MaJblM WM JaXe KapJuKOBBIM POCTOM, PE3KO BbIpa-
JKEHHOM BaJIbTYCHOI ecopMaliveil KOJIEHHBIX CYyCTaBOB.

Beprca cunapom (s. Burns).
INox »TMM Ha3BaHMEM OIMCAH PEAKO BCTPEUarOLIMICs acer-
TUYECKUII HEKPO3 TUCTANIBIIOTO 3MUbU3a TOKTEBON KOCTHU.

Bumounna curapom (s. Biemond), cunmpom bumonma - Ban bo-
repra, TMIOTaTaMUYECKU CUHIPOM.

BriepBbie onucaH rojutaHaCKKM HeBpomarosoroM Biemond A.
B 1934r.

HacnencteeHHoe 3aboseBaHMe, BO3MOXHO, BbI3BAHHOE pe-
LIECCUBHBIM TOJM(EHOBBIM T€HOM. XapaKTepu3yeTcsl TUIOTeHU-
TaIbHBIM MHGAHTUIN3MOM C IEPBUYHON aMeHopeeil, paBHOMep-
HBIM OXHMPEHUEM, CHUXEHUEM OCHOBHOTO OOMEHa, TOJIOBOKDY-
>KeHUEM, 00OMOpOKaMu, epeMesKalolIelicss OIUTYpUEit C OTEUHO-
CTBIO JIMIIA, ABYCTOPOHHEH aTUIMYHOW KOJOOOMOM pamyXKHOM
060510uki. Co CTOPOHBI OMOPHO-ABUTATENBHOTO armmapara OTMe-
YyaeTcs TOJM- WJIA CUHIAKTWIMS Yallle TMalblieB CTOIBI, pexe
BCTpeyaroTcs KU(hOCKOIN03, MOPOKU Pa3BUTHS Ta300eIpeHHOTO
cycTaBa.

Bbumonna — Ban borepra cunapom (s. Biemond - van Bogaert).
CwMm.: Bumonda cundpom.

Bupu-Encena cunmpom (s. Birch-Jensen), ,kmemHu" Kucteit
U CTOTI.

BriepBbie coobiieHre o6 3Toi maTtojiormu craenan Bechet B
1829 1., 3atem Liebenam B 1938 r. u 6omnee monHo Birch-Jensen
B 1949 r.

BpoxxneHHoe HacjeAcTBeHHOe 3abojieBaHUe, MepeaaeTcsi Mo
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ayTOCOMHO-JIOMMHAHTHOMY TUMY. XapaKTepU3yeTcsl pacilervie-
HUEM KHUCTeil M CTOMN, KaK MPaBUJIO, C OTCYTCTBUEM CpEIHEro
psiia KOCTel MSICThs U TUTIOCHBI. UHOT/IA B yJIbHAPHOI MOJIOBUHE
KHUCTH OCTaeTcsl JIMIIb V mnajel, a B paauaibHoil - onuH II ¢ co-
OTBETCTBYIOIIIMMU TISICTHBIMM KOCTsiMU. Kak mpaBwiio, oTcyT-
ctByeT | masien; B pacieruieHHOM KUCTh v ctorie. OYHKINS KUCTH
HapylieHa. DTOT MOPOK MHOTIA COYETAeTCsl C paclleIUieHUeM Ty-
OBI, He3apalleHUeM Heba M IpyruMu neheKTaMu.

bnayHTa 6ome3Hb (m, Blount), necopmupyroniuii o0cTeoXOHIPO3
6oJbIIe0epIIOBOll KOCTH, cMHApPOM bapb6epa, pedopmupyronimit
srmudu3nT 60bIIEOEPIIOBOI KOCTH, tibia vaia, 60sie3Hb Dpiaxe-
pa — bnayHta - bue3uHs.

B 1922 r. Erlacher omucan 3aboieBaHKe, COMPOBOXKIAIOIIEE-
cs BapyCHBIM HCKPHBJICHHMEM TOJICHU. YKa3aB, 4TO TPOILIECC JIO-
KaJM3yeTcss y BHYTPEHHETO Kpas MPOKCHMMAaJbHOTO 3mubusa
0OoJIbLIEOEPLIOBOM KOCTHU, OH OIIMOOYHO OTHeC 00JIe3Hb K Je-
dbopmupytomniemy aprputy. bonee mompobHO omumcan 310 3a60-
JieBaHUe amepuKaHCKuii optomnex Blount W. P.B 1937 r., mon-
YEepKHYB €r0 HEBOCTAJIUTEIbHYIO Tpupomy. B oreuecTBeHHOM
JNUTeparype nepoe coobuieHue npuHamiexut A. I1. buesuHio
(1940).

Bonesnp brayHTa OTHOCHTCSI K TpYIINE JIOKAJTBHBIX 3MH(H-
3apHBIX TUCTIIa3Mil, CBI3aHHBIX C U3BpAIlIEHUEM POCTa 3nubu3ap-
HoI ITacTHKY. [locye ee pa3peskxeHus U pa3pbIXJICHUST HACTYITaeT
MpeXIeBpeMeHHasT oCCU(pUKAIINSI MEIUATbHON YaCTU 30HBI POC-
Ta TPOKCUMAJIBHOTO KOHLIA 0OoJblIeOepoBoii KocTu. boiesHb
HEpEeIKO HOCUT BPOXICHHBIN XapaKTep, O YeM CBUICTEIbCTBY-
0T cllyyau ceMeiHoro mopaxeHus. Haubosee moaBepxkeHbI 3a-
0oJsieBaHMIO NETH B Bo3pacTe OT | rozma jo 3 Jier, Jallie JeBOYKHU.
[Tpu omHOCTOPOHHE! MATOJIOTUU OOBIYHO MCKPUBIIEHA JieBasT TO-
JIeHb, TIPUYEM Ha JPYroil KOHEYHOCTH MOXET OBITh KOMITEHCA-
TOpHOE BaJIbTYCHOE MCKPUBJIEHUE TOJEHU. B MOMEHT Harpysku
M XompObl BapycHas jaedopMaivsl TOPaKEHHOM KOHEYHOCTH
yBeIMIMBaeTcs B cpemHeM Ha 10 — 15°, uto cBsizaHO ¢ pa30oJI-
TaHHOCTBHIO MaJIOOEPIIOBOI KOJUTATepaIbHOW CBSI3KM KOJICHHOTO
cyctaBa. bokoBass HEyCTOMYMBPCTb B KOJIGHHOM CycTaBe Oojee
BBIpaXeHa y neteii 104 — 5-JIeTHero Bo3pacta B 3aBUCUMOCTU OT
TspKecT nedopmaruu. [1porpeccupoBanue aedopmaliy coBria-
naeT ¢ mepuomamu pocta aeteil. CTerieHb BapyCHOTO MCKPUBIIE-
HUST KonebneTess oT 8 mo S50°, mpuyeM B Ciydae IBYCTOPOHHEH
JIOKanu3aluy UCKPUBJICHUE He ObIBAET CUMMETPUYHBIM, ClieBa
nedopMansi HOCUT Oosiee TSIXKEIBbI XapakTep, YeM CIipaBa.
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BapycHoc HCKpUBIIEHHE BO BCEX CITyUasiX COYETAETCS-C BHYT-
pPEHHEWl poTaluell TOJNICHU, BeJIMYMHA KOTOPOM WMHOIJIA'MOXET
noxomuth 10 80°. ITOCTOSTHHBIM CHUMIITOMOM 3a00JIeBaHUS SIB-
JIIETCSI XpOMOTa, PEeKypBalldsl KOJieHa, BBICTYITAHUE TOJOBKU
Maj06epIOBOI KOCTH, KJIIOBOBUIHBIN BBICTYIT Ha YPOBHE BEPX-
Hero Mctadusa 00JIbIIe6epPIIOBOM KOCTH, TUCIIPOIIOPIIUS COOT-
HOIIEHWIA MeEXIY JINHON BEPXHMX W HWKHMX KOHEUHOCTEN,
IJIOCKOCTOIHME M aTpodusT MBIIIIL TOJIeHH. BeencTBue TsKenoin
BapycHO# nechopMalry MOXET UMETh MECTO TOABBIBUX HAIKO-
JICHHUKA W TOJIEHN KHapyXu. Bo3MoxXHO coueTaHue nehopMu-
PYIOIIETO OCTEOXOHAPO3a ¢ IPYTUMHU TTOPOKAMHU Pa3BUTHS.

bnerBana — XakcrxayceHa cuHupom (s. Blegvad — Haxthausen).

BriepBbie onmcan natckumu Bpayamu Blegvad O. u Haxthau-
sen H.B 1921r.

[Mpencrabnsier coboii HacleNCTBEeHHOE 3aboJieBaHUE ME30-
JEpMBI B pe3yJbTaTe MyTalUMW IeHa WJIX MX KoMruiekcos. [Ipo-
SIBJISIETCSI MATOJOTMYECKOM JIOMKOCTBIO KOCTEW CO BCei Xapak-
TEPHOU IS 3TOrO 3ab0JieBaHUS CUMNTOMATHKOMN. OTimyaeTcs
OT TUNIUYHBIX (popM Oose3Hu JlobiTeitHa HaTuYKeM 04aroB Mo-
pakeHUsT KOXM CEpOBaTO-CHHETO IIBETa C YETKMMM KOHTYpPaMH,
4acTo 1o mepudepun ¢ 30HOM TUTIEPEeMUM.

bnoxa - Cynbibeprepa curapoM (s. Bloch - Sulzberger), mena-
HobacTo3 bioxa - Cynblibeprepa, MMTMEHTHBIN aepmaTo3 Cr-
MeHca - bioxa, cemeifHBINI XpoMaTo(pOpMHBIN HEBYC, JTUHEN-
HbI{, WJIM TeHepaIM30BaHHBIN, MEIaHO0IACTO3 KOXM, TTUTMEHT-
HBIIl JiepMaTo3, NereHepaTUBHbBIM MeJaHO3 JEePMbl, CUCTEMHBII
MUATMEHTHBIA HEBYC.

OmnucaH miBeiapckuM aepmatoiioroM Bloch B. B 1926 .

SBnsieTcsl HAc/IeNCTBEHHBIM 3a00J€BaHUEM U3 TPYIIbI 3MO-
PUOHOTIATUH, CBSI3aHHBIM C TIOJIoM  (X-XpoMocoma), TIPOSIBIIsI-
eTcs yaille B TPYIHOM WJIM paHHEM NETCKOM Bo3pacTe. XapakTe-
pu3yeTcs TOSIBJIEHMEM O4YaroB TMIEpPIUTMEHTAlMU, aJlonelnen,
00pa3oBaHMEM HEBYCOB, 3alepXKOW pa3BUTHUSI U TUIOTLIA3UEH
3y00B, MUKpouedanueit, 1eOMIbHOCTbIO, CUHAPOMOM JIuTris,
TnopakeHreM 11a3 (Kocoria3ue, BpOXKIeHHOE ITOMYTHEHHE POTO-
BULIBI M XpycTaiunka). M3 mopaxeHUl OMOpHO-IBUIaTEILHOTO
arnmapaTa Hepeako HaOofaeTcss BPOXICHHBIA BBIBUX Oenpa.

bnyma cungpom (s. Bloom), cunmpom biyma - Maxauyeka -
Toppe.

BrniepBble omucaH, He3aBUCUMO ApYr oT apyra, Bloom D.,
Machacek u Torre D. B 1954 r.
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IpencraBnser co6oit HacaeACTBEHHOE TOpaXeHue oOMeHa
BEILIECTB IO THUIY YPOXIEHHOM olmmbku obmeHa". XapakTe-
pU3yeTCsl CTOUKMMU TeJIeaHTMOMaTUYCCKUMU BBICHITIAHUSIMH,
MOBBILIEHHON YyBCTBUTEIBHOCTBIO K YIbTPahHOJIETOBOMY 00-
JIY4EHUIO ¢ TeHACHLMEH K pa3BUTHIO Ty3bIpeid, MOsBIEHUEM Ha
KOXe TSITEeH 1BeTa Kode ¢ MOJIOKOM, MpeXaeBpeMeHHbIM 00pa-
30BaHMEM MOPLIMH. [leTH poXIaroTcsi ¢ Maccoii Tena ao 2,5 KT,
Yy HMX JOJITO COXPaHSIeTCs BBICOKMIA TEMOP rojioca, MHTEJUICKT
He HapyllleH. Y cTpagalonmx CMHApoMoM BiryMa 00bIMHO Mastblii
WY KapJMKOBBIA POCT, HEPEIKO OTMEYAeTCs MOJUAAKTUIMS.

Bbayma - Maxauyeka — Toppe cunapom (s. Bloom - Machacek -
Torre). Cm.: bayma cundpom.

Ban Borapra - O3ze cunmpoMm (s. van Bogaert - Hozay), cunn-
poMm Oge.

BniepBbie onucaH 6ebruiicKUM HeBpoIaTojoromM van Boga-
ert L. B 1953 1.

CeMeliHOE peliecCMBHO-HaCeICTBEHHOE 3a00JieBaHuE, TIPO-
SIBJISIIOILIEECS] TIoCIe 3-TO Tofla XKU3HU. XapaKTepu3yeTcst yKOpo-
YeHHEeM KOHEUHOCTel, 0COOEHHO B IMCTAbHBIX OTAENaX, C Hapy-
HIeHUSIMUA TPOGUKHU U KpOBOOOpalleHus, IMcTpodueit KocTeid,
JMCIUTIa3Keii JIMla, BeIpaXalollencs B yIJIOMIeHUN HOCa, aCUM-
METPUU ¥ YMEHBIIIEHUW HUKH e YeJTI0CTH, TUTIOTIA3U U PECHULL U
OpoBeii, OTCYTCTBUU pocTa GOPOIbI, YBEIMUEHUM YIIHBIX Pako-
BuH. YacTo HabomaeTcsi acTurMaTu3m, Muonusi. Ha penrre -
HOTpaMMax ckelera Ha (OHE OCTeONopo3a OTMEYaeTcs
OCTEOJIN3 MPOKCUMAaIbHBIX KOHIIOB KOCTEIA.

Ban borapra — Illepepa - OmmreitHa cuHapoM (s. van Boga-
ert - Scherer - Epstein), 1epeOpOTeHANO3HBIN XOJIECTEPUHP3,
uepebpaibHas popMa reHepaTM30BaHHOTO KCAHTOMATO3a.

BriepBble OmnMcaH COBMECTHO OE€NbrMICKMMU HEBPOIMATOIO-
ramu vanBogaertL, Scherer H. m aBcTpuiickum 0MOXMMHUKOM
Epstein E.B 1937 .

3abosieBaHUe CBSI3aHO C HApyLIEHUEM XOJIECTEPUHOBOTO 00-
MeHa C OTIOXEHHEM KPUCTALTMYECKOTO M aMOP(HOro XoJsecte-
pYHa, B 0COOEHHOCTH B 00JacTH GEJIoro BELIeCTBa MO3XeuKa 1
JBUTaTeIbHBIX KJIETOK MepeqHux poroB. [TposiBasieTcst ha3HbIM
MopaXkeHWEM LIEHTPAJIbHOW HEPBHOM CUCTEMBbI, 3a1€PXKO# TICh-
XUYECKOTO PAa3BUTHSI C TEPEXOJOM B MMOELMIBHOCTb, MO3Xeu-
KOBO-aTakTuiyeckumu cumntomamu. Yepes 20 — 30 net pa3Bu-
BaeTcs o0llee MopaxeHne UeHTPaTIbHOW HEPBHOM CUCTEMBI, TaK
Ha3bIBaeMblil T'yOHO-sI3bIKO-TOPTAHHBIN OYJbOAPHBIN Mapainy.
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Koxa y OOJIBHBIX cyxas, MOpPLIUHUCTAas. MHoXeCcTBeHHbBIE KCaH-
TOMBI Ha KOX€, B€KaX, CYXOXXKMNIUAX HUXKHUX KOHEYHOCTEM, AUCT-
potbm{ BOJIOC, NBYCTOPOHH/AA IOHOLIECCKAA, WJIMW 30HYJJIApHad,
Karapakra. KonmaectBo XO0JIECTEpMHA B KPOBMW HOPMAJIbHO WUJIN
naxe cHkeHo. Co CTOPOHBI OIMOPHO-ABUIAaTCJILHOIO arirapara
OTMEYAECTCA KI/I(I)OCKO.TII/IOS. Ha pEeEHTreHorpammax CKeE-
JletTa HaOIomaeTcs Bpra)KCHHbeI OCTEOIIOPO3 IMPHU OTCYTCTBUU
JECTPYKTUBHBIX U3MEHEHUI.

Boiina — CrupHca cunapom (s. Boyd - Stearns).

BrepBrie onucan amepukaHckumu Bpadamu Boyd J. m Stearns
G.B 1941 1.

3aboseBaHue CBSA3aHO C HapylIeHWEM MPOMEXYTOUHOTO 00-
MeHa cosieil Kanblist U ¢ocdhopa, HauMHAETCs B JETCKOM BO3pa-
cre. XapakTepu3yeTcss MajbiM UM KapJIUKOBBIM POCTOM, pa3-
BUTHEM TIO3[IHETO PaxuTa, HEPEAKO HAYMHAIOIIMMUCS BHE3aIHO
napajqnyaMu, KOTOpbIe 3aTeM JIMKBUAMPYIOTCS. B KpoBM oTMe-
YyaeTcs aluuao3 C TUMOXJIOpEeMUEH, YyMEeHbIEHNE IIET0YHbIX pe-

3epBOB. Hepenko B Moue BbiaensioTcst coiu ochopHOM Kuc-
JIOTBI.

Bonnesn - Yabpuxa cunapom (s. Bonnevie - Ullrich), cunapom
Vabpuxa — BoHHEBU, ITEPUTHYM-CUHAPOM.

OrnucaH HOpBeXCKMM ydeHbIM Bonnevie K. 1 Hemerikum Bpa-
yoMm Ullrich O. B 1934 1.

IpencrapisieT KOMIUIEKC BPOXAESHHBIX AaHOMAJIMI C HATTMYM-
€M OJIHO- MJIM IBYCTOPOHHMX JIeTaTeJIbHBIX TIEPENIOHOK Ha 11Iee U B
00J1aCTH CYCTaBOB, CUHIAKTUIMM, KIMHONAKTWINM, KAMIITOAAK-
TUJIMU, BPOKIEHHOTO BbIBUXa Oeipa, HapylleHueM (GYHKLINUN Ye-
PerHBbIX HEpBOB - OiedaponTo3, Kocoriasue, mapajiuy JULEeBO-
ro HepBa; THMepTeIOpU3M, BHICOKOE HeOO, Helopa3BUTHE HIX-
Hel YesTIoCTH, YUIHBIX PaKoBUH. MIHOrIa HabmomaeTcs: BpOXKIeH-
HBIIl TMOPOK cepilla, BOJYbsS MacTb, BOPOHKOOOpa3Hasl rpyaHas
KJIETKa, TUIIOCTIaaMsl, AMCTPOGUST HOTTE.

Boptona nepenom (f. Borton), mepenomM ThIIBHOTO Kpas CycTaB-
HOM TMOBEPXHOCTU JIYUEBOU KOCTH, 3aIHUIA MapTMHAJIbHbINA TNepe-
JIOM JIy4eBOW KOCTH, IO(GEePCKUll TepesioM.

IMoBpexneHue sBAsSETCS pe3ynbTaToM (HOPCUPOBAHHOTO
TBUTBHOTO CTUOaHMsT KUCTU. [Ipu 3TOM OT THUTBHOTO Kpasi Cy-
CTaBHOW TOBEPXHOCTU AMCTAJIbHOTO 3Mudu3a Jy4yeBOi KOCTU
oTaensieTcsi HeOoMbILOi KOCTHBIN (dparmeHT. [lepenom Hepenko
MPOCMATPUBAETCSl, MHOTIA MOXET ObIThb OOHApYyXEH JHILIb Ha
pPEeHTTeHOTrpaMMe, MPOU3BEACHHOI B KOCOM HarlpaBie-
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Huu. B Tex ciydasix, Koraa repeioM He IMarHOCTUPYETCS U UM-
MOOW/IM3alINsSl He TPOU3BOAUTCS, CIYCTs] HEKOTOPOE BpeMsi MO-
JKET HACTYIUTh CIIOHTAHHBIA pPa3pbIB CYXOXWIUS JUIMHHOTO pa3-
rubatesis | majiblia KUCTU B pe3yJibTaTe MOCTOSTHHOTO TPEHUS Cy-
XOXMJIUSI 00 OCTpPBIi Kpaii OTIOMaHHOTO (hparMeHTa KOCTH.

BpaiineBa — JluxteHiureitHa 6oe3nb (m, Lichtenstein),pudpos-
Has ocTOomucIiasus, puOpo3Hast MUCIUIa3us, MecTHas (hubpo3-
Hast octeomucTpodus, Onbpaiita cuHapom, Mak-Kione — On6-
paiita CUHIPOM, ToKrcTaTdeckass hubpo3Has AUCTUIa3Ks, I0Be-
HWIBHBIA (DPUOPO3HBIN OCTUT, KUCTOMHOPOMATO3 CKeJleTa, OUC-
CEMUHUPYIOIIAsT OCTeOTUCTPODUSL.

IMepBoe Ha3BaHWE 3TOIf MATOJOTHY JaJl aMEPUKAHCKUI TaTo-
qor Lichtenstein L. B 1938 ., Ho eme B 1927 1. B. P. Bpaiine
ornucan TMomnobHOe 3aboJyieBaHNe, Ha3BaB ero (hrOpPO3HOI OCTeOo-
TUACTpOGUEit.

CucreMHOe 3a00JieBaHUE CKEJIETa, CBSI3aHHOE C HapylIeHUEM
pa3BUTHSI KOCTe, 3aMe/UICHMEeM M W3BpallleHUEeM OCTeoreHesa.
Yame Bo3HUKaeT criopaguueckul. [IposiBisieTcss B JETCKOM BO3-
pacte. Albright F. B 1937 1. onmcan coyetaHue TaKOTO MOpaxe-
HUSI KOCTEH C MPeXIeBPEMEHHBIM TTOJOBBIM CO3PEBAHMEM U OCO-
0ol MUTMEHTAlMell KOXM CBETJIO-KOPMYHEBOTO IIBETA, Yallle B
obyacTi SATOAWIl U CTMHBL KJTMHWUYECKM 3Ta TMaToJOTUST TIPOsSIB-
nsercst nedopMalusIMU KOCTEH, MaTOJIOTMYECKUMU TepeioMa-
mu. Hapynienue oOBbI3BeCTBIEHUST KOCTeil BelleT K BOSHUKHOBE-
HUIO 0YaroB pa3pexXeHus Kak B Meradusax, Tak v B quadusax.
Habmonatotcst MOHOOCcaibHasl, TOJIMOCCAIbHAsI, OdyaroBasi |
nuddy3Hasg Gopmbl. O4arn 0OGBIYHO OTTPAHUYEHBI OT 3MOPOBBIX
YYaCTKOB KOCTU CKJIEPOTMYECKOIl Kaitmoii. KocTh mMeer koi-
6000pa3Hy0 (GopMy, KOPKOBOE BEIIECTBO KOCTH WMCTOHYEHO.
Yame mopaxkaercst 6eipeHHasi KOCTh, KOTOpasi UCKPUBJISIETCST 1
MPpUOOpPETaET BUJI MACTYIIbEH TTAJIKU, TTOCTETICHHO YKOPAaYUBasich
10 JUTMHE, B CBSA3W C YeM BO3HUKAET XpoMoTa, 60ib. [locreneH-
HO HapacTaeT atpodusi MbIIIIL.

Bpayspa cunnpom (s. Brauer), HaciencTBeHHasl JagoHHas U IO-
JOIIBEHHAs pacCestHHas KepaToMa.

BriepBbie onmcad HemenKuM BpadyoM Brauer A. B 1913 .

HacneacTBeHHOCTb TOMUHAHTHAsSI, Yallle MOpaXxkaloTcs MYXK-
yuHBL 3abojieBaHMe HauMHaeTcsl oObraHO mocie 20 yet. Xapak-
TepuU3yeTcss CUMMETPUYHBIM THIlepKepato3oM. Hepenko coue-
TaeTcsl C OCTEONMOWKWIMEH (HaauuyueM B Iy0uaThIX ydacTKax
KOCTM MHOXKECTBEHHBIX KPYIJIBIX U OBAJIbHBIX 0YaroB YIJIOTHE-
HUSI) .

Bpaxmana - me Jlaiite cuHmpom (s. Brachmann - de Lange).

OmucaH HeMeLKHMM IteauatpoM Brachmann W. m romianz-.
ckuM Bpayom de Lange C.B 1916r.

XapakTepusyeTcsi KOMIUIEKCOM BPOXIEHHBIX aHOMAaJIMii:
nedopmMarieit KUCTH, 00YCIIOBIEHHOM yKopoyeHUueM | msicTHOM
KOCTH, YKOPOYEHUEM U CrubartesibHOM KOHTPaKTypoir V masblia
C TUMoOILIa3uelt cpefaHeit dananru; nedopmarmeil MpOKCUMab-
HOro MeTadu3a Iy4eBOii KOCTH C TOJIBBIBUXOM ee ToJoBKU. He-
penKo OTMeYaeTcsi HU3KUU pocT, Opaxuiiedanusi, yMCTBEHHast
OTCTaJIOCTh.

Bpemepa cuHnpom (s. Bremer).

Omucan HeMmelKMM HeBpomnaTojoroM Bremer F.W. Ilpen-
CTaBjIsIeT cO0OM KOMILIEKC BPOXIEHHBIX aHOMAJIMii, BOZHMKA-
IO BCJIEACTBUAE HETIOJHOIO 3aKpBITHSI HEPBHOM TPYOKM B
SMOpHUOHAILHOM IIeprofe. XapaKTepU3yeTcs paclIelIEHUEM
JIyXKeK II03BOHKOB, BOPOHKOOODPa3HOI TPYIHON KJIETKOIi, Je-
dopmaiveil manblieB B BHIe 0apabaHHBIX IAJTOYEK, YPE3MEPHO
JUIMHHBIMU IIJIEYEBBIMU KOCTAMM, apedieKCUeil, HapylleHueM
KOXHOI 4yBCTBUTEJIBHOCTH, aKPOLMAHO30M, XOJOAHBIMU U
BJIAXKHBIMY JIAMOHSIMU M CTOIAMU, TUIIEPTPUX030M, HUKTYPUEIA.

Bpunna - Cummepca cunapom (s. Brill - Symmers), cunmpom
Cummepca, cuaapoM bpumia - bepa — PosenTaist, mumdane-
Homatust bpumna - Cummepca, rUraHTO(OTUKYISIpHAS M-
¢obnactoMa, TUTAaHTOKJIETOYHAS LEHTPAJbHAS TUIEPIUIA3Us.

BrepBrie ommcaH amepukaHcKuMuU Bpauyamu Brill N., Baehr,
Rosenthal N. B 1925 r. Symmers D. B 1927 r. uzyunsn mopcdono-
ruyeckue 0ocCOOEHHOCTH M Ha3Bajl 3abojieBaHUE TUTAHTCKOM (oJi-
JIMKYJIEMOM.

Druonorus 3aboneBaHUs He ycTaHoBieHa. [Ipeamonaraercs
aTunuyHas JuMdocapkoMa, JIATEHTHBIN TpecapKoMaTo3, peak-
st TUMGbOPETUKYISIPHON TKaHU Ha TOKCUYecKue Wi MHbeK-
LIMOHHBIE (B TOM YWCJIE BUPYCHBIE) areHTHl. XapaKTepu3yeTcs
00pa3oBaHWEM IUIOTHBIX IAPOBUAHBIX JUM(MOM, dYaiie B IIeil-
HOW WJIM TIaXOBOU 00J1aCTH, YBETMYECHUEM CEJIe3eHKU, TIeUeHHU.
MHorna mopaxaroTcsl KUMKW ¢ BBITTOTHBIM acllUTOM, HabJroa-
eTcsl TakXkKe IUIEBPUT, OIHOCTOPOHHMIT 3k30dTambM. [locreren-
HO pa3BUBaeTCs aHeMusl, JieiikoneHus: u aumbonntos. [1pu re-
HepayM3aluu mpoliecca HabIoAaloTCs TOPaXkeHsT CKeJleTa ¢ ca-
MOIPOU3BOJILHBIMK TIEPEJIOMAMU Ma MeCTe OOpa3oBaHMsI IMPO-
nmudepatoB. [locie MHOTOJIETHETO CPaBHUTENBHO J0OpOKaye-
CTBEHHOTO TEUEHUsI HEpeAKO HabomaeTcsi ObICTpoe TMporpec-
CHpPOBaHUE C Pa3BUTUEM KaXEKCUM.
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Bpuncona cunapom (s. Brinson).

[lox 3TMM MMeHeM OmKCaH aMepMKAHCKUI HEKPO3 Meouailb-
HOW KJIMHOBUIHOW KOCTHU CTOIIBI.

Bpunrona 6Gonesnb (m. Brinton), Cm.: Measepa - bapaoy 60-
N1e3Hb.

Bpucco - Mexa cunnpom (s. Brissaud - Meige), bpucco nndan-
TUJIU3M.
OnmcaH (paHIy3ckuM BpadoM Brissaun E.
XapakTepusyeTcs MpU3HAKaMy MEPBUYHOTO TMITO(GHU3aPHOTO
HaHU3Ma ¥ BTOPUYHOW MH(DAHTUIBHOW MUKCCIEMBI: KapJIUKO-
BbIM POCTOM, YBEJIMYEHHBIM XKHBOTOM, M30BITOYHBIM PA3BUTH-

€M TIOJKOXHO OCHOBBI, TUTIOIUIA3ME reHeTaInii, 3y6oB, BOJIOC,
MO3IHUM OKOCTEHEHUEeM 3MHU(DU30B.

Bpomu abenece (a. Brodie), wzonupoBaHHBI (Hecneuundbuie-
CKUIf) abclecc KOCTH.

BnepBbie abciiecc KOCTM Yy B3pPOCIBIX OOJIBHBIX OIKCAN aHT-
nuiickuit xupypr Brodie B. B 1845 r. Grariani B 1929 r. ogHuM

M3 TIEPBBIX omucan y peOdeHKa abciecc KOcTh B hopMe mecou-
HBIX YacOB.

XapakTepusyeTcsi HaATMYMEM odara JeCTPYKIIMU KOCTH, KO-
TOPbIl HEPEIKO KIMHUYECKH HE MPOSIBIISIETCS.

[lo pmaHHBIM sUTEpaTypbl, abCIecC MOXET JIOKAaTU30BaTh-
¢ B 0001 KocTH. SIBisieTcss cBoeoOpa3HO (hOpMOiL XpOHM-
YeCKM TEKYILEro ¥ OrpaHUYeHHOTO TeMaTOreHHOTO OCTEOMUETH-
ta. OGHapyXuBaeTcs y Jereil B Bo3pacre or 3 go 16 nmer. Kak
MpaBWJIO, OYaru eIVMHUYHbIE, peXe MX HAXOAAT B APYTHMX KOC-
Tsax. [lpenMyniecTBeHHas1 Jokanu3anus abciecca - MeTadu3bl
JUIMHHBIX TPYOYaThIX KOCTEi, XOTS B HEKOTOPBIX CIIydasX MO-
ryT ObITh B quadu3zax. Hayamo MoxeT ObITh OCTPBIM, C BBICOKOM
TeMIepaTypoii, MosiBieHHeM OOJM B KOHEYHOCTH, MPUITYXJIO-
CTBIO MSITKMX TKaHe#, MHOTIa TMOKpACHEHMEM KOXU Ha YpOBHE
nopaxeHus. [lo3nHee xapakrep 60X MEHSIETCSI, OHA CTAHOBUT-
cs1 Jiepraiolieii, pacrnupaioiieid 1 0COOEHHO OECTIOKOUT GOITBbHBIX
B HOYHOEe BpeMs. [Ipu JioKanu3aluu odyara B MPOKCHUMAaIbHOM
otnene Oempa 60Jb MppamguUpyeT B 00JacThb KOJEHHOTO CycTa-
Ba. PeHTreHonormyeckas KapThHa abciecca KOCTU
pasiinyHa B 3aBUCMMOCTH OT BO3pacTa 00JIbHOTO, JIOKAIN3alluH,
MPOJOIKUTENIBHOCTH M XapakTepa TedeHusl 3abojieBaHusi. Kak
MpaBUJIO, O4ar OeCCTPYKTYypeH, pa3Mepbl ero KoJeOJIoTCs OT
0,5 1o 5 cM B muametrpe. Bokpyr odara Bcerma 4eTKO BEIpaXXeH
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000/I0K CKJIEpO3a, MOXKHO HaOJIIONaTh U MEPUOCTAIBHYIO peak-
LIMIO B BUJIE CJIUBILUXCSI TIEPUOCTAIbHBIX HACTOECHUIA.

Bpyrma cunmpom (s. Brugsch), akpoMUKpHsl, OCTEOr€HHMTab-
Hasl qucTpodus.

BnepBrie onmcan HemenkuM BpauyoMm Brugsch Th. B 1927 r.

3aboseBaHne CBSI3aHO C HapylleHWeM (GYHKUIUKM TepeaHei
noM Tunodusa, 00yCIOBIEHHBIM €e MopaXeHUeM, BOCTIAIUTeE b~
HBIM TIPOLIECCOM WJIM OIYXOJblo. XapaKTepu3yercs: rumodusap-
HBIM HecaxapHbIM IMa0ETOM C BTOPMYHON aMeHopeei, MHOTIA
OTMEYaIoTCsl TPOUIECKUE PaCCTPOICTBA KOXKU, TTOAKOXHOI OC-
HOBBI, BoJioC, HOrTeil. CO CTOPOHBI OTMOPHO-ABUTATEIBLHOTO Aarl-
rnapata HaGJIIOaeTcsl yMEHblIEHWEe MUCTAIBHBIX (haiaHr, Kojbo-
0o06pa3Hoe paclIMpeHue MPOKCUMATbHBIX U CPEIHUX, KOHTPaK-
TYypbl B MexXbalaHroBbIX cyctaBax. Ha peHTreHorpawm-
M aX TajblieB OTMEYaeTCs epPecTpoiika KOCTH ¢ papeduKaiumei
U MecTamMu (popmupoBaHueM JakyH. DajaHru MpUOOPETAIOT M-
JIMHAPUYECKYIO (OopMy. AHAJIOTMYHbIE, HO MEHEe BBIPAXCHHBIC
M3MEHEHUsST OTMEYAIOTCs B IPYIMX KOCTSIX KMUCTH, Yyepera.

Bpyrona 6onesnp (m. Bruton), aramMmmaraoOyanHeMusl.

Bnepseie onricana Bruton B 1952 r.

Bcerpeuaetcst MCKITIOUUTENBHO Y MAJIBYMKOB, YTO CBUIETE/b-
CTBYEeT O HACJeIOBaHWM, CLEIIEHHOM C ToynoM. [IposiBisieTcs: B
paHHEM JEeTCKOM BO3pacTe. XapaKTepu3yeTcsl peLUANBUPYIOLIM-
MU OaKkTepHaIbHBIMU HHOEKUUSIMU (IHTEPUTOM, TEIaTUTOM,
MEHUHTUTOM), CKJIOHHOCTBIO K CENITUYECKOMY COCTOSTHUIO, XPO-
HUYECKOU MHEeBMOHUU, rioMmepynoHedputy. Hepenko Habio-
JIaeTCsT XpPOHUUECKU I MTOTMAPTPHUT.

Byiio 6one3nb (m. Bouilloud). Cwm.: Cokonsckoeo - Byiio 60-
N1€3Hb.

Byprona 6one3nb (1. Bourgogn), mepenoM OCTHUCTBIX OTpPOCT-
KOB TIO3BOHKOB, ,,lTePeJIOM 3€MJIEKOIOB".

Omnucan Bourgogn B 1875 1.

XapakTepusyeTcsi epeioMOM OCTUCTBIX OTPOCTKOB, OOBUHO
VII weithoro u I rpynHoro mo3BoHKOB. [lepeloM OCTUCTHIX OT-
POCTKOB TIPOMCXOMT Yallle BCETO B Pe3yJIbTaTe YPE3MEPHOTO CO-
KpallleHUs] TparelueBUIHON Wi pOMOOBUAHOM MbIiibl. [1po-
SIBJISIETCSI OCTPO#A GOJIbI0O MEXIY JIOMAaTKaMU, MECTHOM MPUITYX-
JIOCTBIO, 0O0JIE3HEHHOCTBIO MIPY HAIaBIMBAaHUM Ha OCTUCTHIE OT-
poctku. Bosb ycuiuBaeTcs mpu IBUXEHUM TOJOBBI, pyK. Jluar-
HO3 YTOUHSIETCSI C TIOMOIIbIO OOKOBOM CITOHIMIOTPAMMEBI.
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Bypxya - I'pusenst cunnpom (s. Bourgeois - Grisel).CM.: Ipu-
3ens 601e3Hb.

Ban Bbyxema 6o5e3Hb (in. van Buchem), sHaocTaibHbIN TUTIEpO-
CTO3, PELECCUBHBIA TUIT TUTIEPOCTO3a, KOPTUKAIbHBIN TeHepa-
JIN30BaHHBIN TUIEPOCTO3.

BriepBrie omucaHa rosutaHackuM BpadoMm van Buchem F. S. P.
B 1955 1.

HacnenctBenHoe 3abosieBaHue, Tepenaercss MO ayTOCOMHO-
petieccuBHOMY TuIry. [lepBble CUMIITOMBI OOJIE3HM TIPOSIBIISIIOT-
cs Mexnay 5 u 15 rogamu xuzHu. [lupokue v yToMIIeHHbIe MOJI-
OOpOIOK M KJTIOUMIIBI, MApaIny JUIEBOTO HEPBA, OOBIMHO B JET-
CKOM BO3pacTe OMHOCTOPOHHUM, BO B3POCIOM - JTBYCTOPOH-
HMii. BuoxuMuyecku orpenensieTcsl MOBBIIICHHAs aKTMBHOCTD
memoyHoi  ocdataspl, KOJIMYECTBO Kaiblusd M ocdopa HoOp-
MaibHOe. PEHTreHOJOTUYEe CKMU BBISIBISIETCS YIJIOTHE-
HMe, CKJIepo3 KOCTell CBoJa ueperna, YTONIEHHEe KOPKOBOTO Be-
IeCTBa [UTMHHBIX TPYOUYATBIX KOCTEN.

Bbymaposckue y3ibl (1. Buchart). Cm.: D6epdenosckue y3noL.

Bbymike—Omrennopda cunapom (s. Buschke-Ollendorf), muc-
CEMUHUPOBAaHHBIN IepMaToPUOPO3 C OCTEOTTOUKHUITHEIA.

BrepBble ommcaH HeMmelKMM IepMmatoiioroM Buschke A. u
amepukanckuM BpadoM Ollendorf H. B 1928 r. CeMmeliHo-Hacien-
CTBEHHAs1 KOHCTUTYLIMOHAJIbHAsI aHOMAJIMSI CPETHETO 3apOIbIIIie-
Boro JiMcTKa. Ha Koxe B BepXHeM OT/elie CITUHBI, XXUBOTA, 3aThII-
Ka, Tutedax, Oeapax, MOSICHUYHO-KPECTIIOBOW OOJIACTH TOSIBIISIET-
Cs CBIllb, PACIOJIOXEHHAST CUMMETPUYHO, CBETJIO-3KEJITOBATOIO
1BeTa, IUTOTHOM KOHCUCTEHIIUU, CJIeTKa IMOIHMMAIOINAsICsS Ham
YpOBHEM KOXU. PeHTreHoMorn4ecKku Ha GoHe MOYTH HOP-
MaJIbHOM KOCTM B TyOUYaTOM BelllecTBe 3Mu(dHU30B U MeTahn30B
JUIMHHBIX TPYOYaThIX KOCTEM, IUTIOCHEBBIX M IISICTHBIX KOCTEH,
(haylaHr HaAOJIONAIOTCS ITATHUCTBIE OYarv 3aTeMHeHUs. Pexe mo-
paxalorcs TO3BOHKU, pedpa, rpyauHa, yeper. MHorna 3aboseBa-
HUE COYETaeTCs] C CMHAPOMOM CHHUX CKJIEp, HECOBEPIIEHHBIM
KOCTeoOpa3oBaHUEM, NEeOMIIBHOCTBIO, SIUJICTICUEH.

Bbymke - ®umepa cunapom (s. Buschke - Fischer). Cm.: Quue-
pPa CUHOPOM.

bokBuHa - Diirepa cungpoM (s. Bakwin - Eiger), KopTukaib-
HBIIA  neOpMUPYIOIINII  IOHOIIECKHIA TUTIEPOCTO3, CeMelHast
OCTeKJIa3ns ¢ OOJBbIIMM 4YeperioM, XpoHWYecKas WAnonaThye-
cKkas ruaepdocdarasusi.
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BnepBble onucaH ameprkaHckuMu neavatpamu Bakwin H. u
Eiger M.S. B 1956r.

CeMeitHO-HaclleNCTBeHHOE 3a00JieBaHNe, TIO-BUIUMOMY, C pe-
1IeCCMBHOW Tepenayeil. bone3Hb HaumHaeTcss B paHHEM JETCKOM
BO3pacTe, XapaKTepU3yeTCsi BBIPAKEHHBIM WCKPUBJICHUEM KO-
HEYHOCTEN, Yalle HUXKHUX, MaTOJIOTMIeCKON JIOMKOCTbIO KOCTE,
CaMOIPOU3BOJbHBIMU TiepesioMamMu. HemocTosiHHO Habomaet-
Csl TIOBBILIEHWE JIOKAJIbHOU OOJIEC3HEHHOCTU B 00J1aCTH TOpaxe-
HUs Kocteil. OTMedaeTcsl yTOJIIeHWe KOCTel Jeperia, BCJIeICT-
BHUE YETo yBEJIUYUBAIOTCS ero pa3Mepsl. [1pu 1abopatopHoM uc-
CJICIOBAaHWY BBISIBJISICTCSI TUTIOXPOMHAsST aHEMUSI, JIGMKOIIUTO3, B
CHIBOPOTKE KPOBW YBEJIIMYECHO COAEpKaHUeE IesIoHO (ocdara-
3. PEHTreHONOTMYECKU - YTOJIIEHUE KOPTUKAIb-
HOTO CJIosl TpyOUaThIX KOCTEW W yeperna, Teja MO3BOHKOB YILIO-
meHbl. Ha done nuddysHoro ocreonoposa otMeyaroTcsi MUKpPO-
TePEIOMBI, JIOKHBIE KUCTHI.

BromuHrepa - JleBeHa cuHapom (s. Budinger -- Lawen).CM.:
brooduneepa ~ Jlyonogpgha - Jlegena cundpom.

bromunrepa - Jlymiodda - Jleena cuHmpom (s. Budinger -
Ludloff - L'a'wen), cunmpom Bromunrepa - JleBeHa; CUHIpOM
Xarnynna — JleBena — DproHma, XOHAPOTIATUS HATKOJICHHWKA,
octeoratiisi HajkoneHHWKa, TpaBMAaTUUECKUN  OCTEOXOHIPUT
HaJIKOJICHHUKA.

BriepBrie omnucan aBcTpuiickuM xupyprom Budinger K. B
1906 r., 3arem Ludloff K. B 1910 r., Lawen A. B 1925 r., Hag-
lund P.B 1926 1., Frond H.B 1926 r.

OOBIYHO HAYMHAETCS B TIOIPOCTKOBOM MJIM IOHOIIECKOM BO3-
pacte. B Hauase 3a0o0sieBaHUsI OOTBHOM MPEABSBISIET KaT00bI HA
HOIOIIIY0 00JTb B TIepeHEl YacTH KOJIEHHOTO CyCcTaBa, XpyCT IMpu
NBUKEHUSIX M OOKOBBIX CMEICHUSIX HaaKoJeHHHMKa. KOHTypwI
cyctaBa OOBIYHO HE W3MEHEHBI, BBINIOTA, KaK IMPaBWJIO, HET.
[ToznHee 6oJb ycvIMBaeTCsl, pa3BUBAIOTCS IBJICHUSI CHHOBUTA 1
apTpo3sa. [lereHepaTUBHbIE U3BMEHEHMS BEIyT K PA3BOJIOKHEHUIO
M CEeKBECTpallMi HEKPOTU3MPOBAHHOTO Xpsiia. B 3roii cramim
Ha PpEeHTreHOTrpaMMe CyCcTaBHas IMOBEPXHOCTb HAIKO-
JICHHUKA HeveTKasl, C HAIMYMeM CyOXOHIPaJIbHOTO CKJIepo3a, Ha
aKCUaJbHOM CHUMKE WHOTIA BHUIHBI OTHEIbHBIE (parMeHThI
HEXHOU KOCTHOW TUIACTUHKMU, 3aTe€M BBISIBIISIOTCSI KUCTO3HBIC
M3MEHEHWs] W pa3pyllieHue snep OKOoCTeHeHusl. B mociemytomnieM
OTMEeYaroTCsl KpaeBble pa3pacTaHUsl OCTeO(PUTOB.

bropHbe cunapom (s. Burnier).
OmnurcaH aMepuKaHCKUM odraibmosioroM Burnier R.
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[posiBnsiercs mpu3HakamMu TUMOGU3apPHOTO HAaHM3Ma, BO3-
HUKAIOIMMU Y OOJNIBHBIX C MEIJIEHHO pacTylleit TepaToMoi, aa-
Balel Ha TMnodu3. XapakTepuayeTcsl TMNOGU3apHBIM Kapiiu-
KOBBIM POCTOM, aIMTNO30-TeHUTaIbHOM nuctpodueii, aTpodueit
3pUTEIBHOTO HepBa.

Baanaparepa 6one3nnr (m. Vaandrager), MeracdusapHasi XOHIPO-
JQuCIUIa3usi, MeTau3apHbIil TU30CTO3.

BniepBbie onucana Vaandrager B 1965 T.

HacnencteeHHoe 3aboneBaHue, MepenaeTcsi MO TOMUHAHTHO-
My TuUIy. XapakTepusyeTcsl YTOJNIIEHWEM M YyBeIUYeHUEM B
obbeMe  KOCTeil, HamuuueM AucxXxoHAporuiasuu; [lopaxkeHue
00BIYHO CMMMETPUYHOE, COMPOBOXIaeTcs necopmalveit U Kpa-
HUOMeTabr3apHOI TUCIUIa3uei.

BaapnenGypra cunopom (s. Waardenburg), ®orta cuHapom, muc-
nedaTogakTUINs, LedarToTaKTUIS.

CuHIpOM omucaH TojulaHAcKUM BpayoM Waaidenburg P J B
1933 1.

IpencraBnsieT KOMIJIEKC MHOXECTBEHHBIX aHOMaJMii pas-
BUTUSI — TUAPOOMTAIbMUSI, TUTIEPTEIOPU3M, GallTHETIONOOHBII
Jeper, pacuieruieHHoe He0O, TMITOTUIa3Usl HUKHEe YeloCTH, He-
MPaBUIbHOE pACIOJOXEeHHEe 3y00B. Y 3TUX OOJBHBIX YacTo
HaOJIIOAIOTCS BPOXKICHHBIE TOPOKM Cepllia, KPUIITOPXU3M, TH-
nocrnaausi, aHoOMajauy KJIIOYMIbl, KOHTPAKTYPbI IOKTEBBIX U KO-
JICHHBIX CyCTaBOB, CUHIAKTUIINSI.

Bannepa cunmpom (s. Vadder).

Habmionaercst y 60J1bHBIX ¢ Oepu-0epu, MposABIsAeTCs 00e3-
HEHHOCTBIO MKPOHOXHBIX MBILILL NPU Majablaluu, norepeir 6o-
JICBOM YYBCTBUTEJIBHOCTM KOXM TMepPeIHEN MOBEPXHOCTH Tojie-
Heil, mocsie TpucenaHuii GOJbHOI He MOXET TOAHSAThCSA Oe3 Mo-
MOIIA PYK.

Baiica — Mionnepa cunapom (s. Weiss - Mliller), ocTeoXxoHaApuUT
JIAIbEBUTHOM KOCTH, aCeNTHMYECKMH HEKPO3 JIIbeBUIHON KOCTH.

BriepBble onucaH HE3aBUCHMMO APYT OT APYra HEMELKUM Op-
tonenoMm Miillei W. u aBcTpuiickum peHtreHosorom Weiss K. B
1927 r.

DTUOJOTUST M TIATOTeHe3 MASHTUYHBI ACeNTUYECKMM HEKPO-
3aM 3MUGU30B IPYroii .JIOKAIU3ALMU, XapaKTepHO IBYCTOPOH-
Hee mopaxeHue. Pa3BuBaeTCsl B 3pejioM BO3pacTe, MPOSIBISETCS
HapylIeHUeM XOabObl, 00JIE3HEHHOCThIO B MPOKCUMAJIbHBIX OT-
nenax Thuta crombl. YacTo coueraeTcss ¢ IJIOCKOCTOMHEM, [e-
dopmanueit cronsl u nanplieB. Ha peHTreHorpamMme
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CpEIHEro OTaeja CTOMbI OIMpene/seTcss yBeIMYEHHE IUIOTHOCTH,
VILUIOUIEHWE U CMEIIEHWE B ThUIbHO-MEIMAJIbIIOM HarpaBieHUN
JIAIbEBUIHON KOCTH.

BanbmeHctpema GonesHp (m. Waldenstrom). Cwm.: Jleeea - Kans-
e — Ilepmeca Gone3ns.

Bapnen6ypra cunmpom (s. Waardenburg), cunapom Dorta, Ke-
danocunnaktunusa Porra, auckedanoqakTUINSA.

BriepBbie omucaH miBeiiliapckuM odranbMonoroM Vogt A. B
1933 r., Gonee moApoOHO KIMHWYECKass KapTHMHA OCBElLIeHa Toj-
naHackum BpayoM Waardenburg P.J. B 1934 .

3abosneBaHNe HacleICTBEHHOE WM 3SMOpUOMaTHyeckoe. Xa-
pakTepu3yeTcsl AMCIIa3uel uia U depena. Y OOJbHBIX HaOIIO-
naetcsi ruApoodTaTbMusi, TUMEPTEIOpU3M, OalleHHOH GopMbl
yeper, HOC TUMa KIIOBAa IOMYyrasi, BOMUbs MAacTh, aedopmarius
HMXXHEM YeNIOCTH, YITHBIX PAKOBMH M KJTIOYMIIbI, BPOXIEHHBIE
MOPOKM cepAua M TonoBoro pa3BuTvss. Co CTOPOHBI OMOPHO-
JBUTATEJIBHOTO ammapara OTMEYaeTcsi KOHTPAKTypa JIOKTEBBIX
U KOJIEHHBIX CYCTaBOB, CMHIAKTUIMS, 0coOeHHO yacto IV u V
MaJbleB KMUCTEH W CTOI.

Bapren6epra cunopom (s. Wartenberg), uaguonaruieckasi akpo-
napecte3usi, AM3ECTe3Us IJIed, MapecTeThueckas Opaxuairus,
rapecTeTHyecKass HeBpaJIrusi, MapecTeTUuecKas XUpaibrusl.

BniepBble omnucaH aMepMKaHCKMM HeBpomarojioroM Warten-
berg R. B 1935r.

3abosieBaHKe BBI3BAHO PACCTPOMCTBOM HHHEPBALMU H3-3a
CHABJICHWsS] WJIM DACTSDKEHMsI TUICUEBOTO CIUleTeHMs] Ha (hoHe
SHAOKPUHHBIX HapylieHui. Yarie HaGMoaaeTcsl y MOXKMUIIBIX JIMIL
XeHCKOTo mosia. TeueHne XpOHUYEeCKOe C ATUTSIbHBIMU PEMHUC-
cusIMU. XapakTepu3yeTcsl TMepeMeKalolencss GOMblo U PacCTpoi-
CTBOM YYBCTBMTEJbHOCTM B KHUCTSIX, BO3HMKAIOUIMMU OOBIYHO
rocye MpoOyXIeHus, KOTOpbIe TUKBUINPYIOTCS TOCTIE HECKOTb-
KHX JIBUXEHUN KMCTBIO U MaJTbLIAMM.

Be6epa cunapom (s. Weber). CM.:Kauneasn - Tpenone cunopom.
Bernepa 6one3nnb (m. Wegner). Cwm.: Ilappo 6oae3Ho.
Beitepca cunapom, I (. Weyers), axpodauualbHblii IU30CTO3,
akpodanuanpHas fucMopbus.
BriepBoie onuican HemenkuM reauatpom Weyers H.B 1952 .
SIBnsieTcst  HeperyJsipHO-IOMUHAHTHBIM HACJENCTBEHHBIM 3a-

0oJieBaHUEM. XapaKTCpHByCTCH Pa3BUTUEM AOIMOJIHUTEIBHOTO
VI YAbHApHOTO Imajablia ¢ OAHOBPEMECHHBIM CHMHOCTO30M CpEI-
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HUX OTJIEJIOB IISICTHBIX KocTeil. KpoMe Toro, HaGmomaeTcs pac-
IIEIJIEeHNe HWDKHEN YeNIOCTH, UCKPUBJIEHUE MEIUaIbHBIX pe3-
LIOB, JIOXKHasl MeIHaIbHasl fMacTeMa.

Betiepca - Twepa cunmpom (s. Weyers - Thier), mia3o-mo3Bo-
HOYHBII CUHIPOM, aTUITMYHBIN HIKHEYETFOCTHO-JIUIICBO TU30-
CTO3, TJ1a30-TIO3BOHOYHAST TUCTLIA3MSI.

OmnwvicaH coBMecTHO HeMmelkuMmu Bpadyamu Weyers H. u Thier
C.1.B 1958r.

[Mpencrapnsier coboii paHHee 3MOPUOHAILHOE HAPYIIUTE
Pa3BUTHSI C KOPPEJIUPYIOIIUMHU TOPOKAMHU PA3BUTHS IJ1a3 U T103-
BOHOYHOTO CTOJI0A.

XapakTepu3yeTcss OTHOCTOPOHHEW aHOMaJWeil pa3BUTHS
IJIA3HOTO 10JI0Ka, BIUIOTH 10 00pa30BaHUsI PYIMMEHTA, a TAKXKE
NMUCTUTa3hell JIOOHOW YacTs KocTeld OpOUTHI U JAPYTUX OTAEJOB
JIOOHOIM KOCTH, YTO BEIET K acuMMeTpuu Jmna. [103BOHOYHBII
cTond nedopmupoBaH (Ku(OCKOIMO3 WM CKOJMO3) B Pe3yiib-
TaTe aHOMAJIWil Pa3BUTHUs TTO3BOHKOB (KJIMHOBUIHBIC TTO3BOH-
KU, TOJIyTTO3BOHKU,, ATUTTMYHOE OTXOXIEHUE pedep).

Beiinst - Mapuesanu cunapowm (s. Weil] - Marchesani).CM.: Map-
Ye3aHU CUHOPOM.

Beiicman-Hetrepa nuzocto3 (d. Weisrnann-Netter). Cwm.: Beiic-
man-Hemmepa cunopom.

Beiicman-Herrepa cuHapom (s. Weismann-Netter), nu3octo3
Beiicman-Herre, muacdwusapHas Tu6nobuoyispHas gucMophus.
Ormmcan ¢dpaniry3ckuM BpadoM Weismann-Netter R .B 1954 1.
[MpencrasnsieT co00i BPOXIEHHBIN .AM30CTO3. XapaKTepU3y-
€TCsT HEMPOITOPIMOHAIBLHO HU3KUM WMJIM KapJIMKOBBEIM POCTOM,
WICKPUBJIEHUEM OOJIBIION M Majoil OeplioBBIX KOCTEil B carur-
TaTbHOU TUIOCKOCTU. DOJIbHBIE HAUMHAIOT XOAUTH B BO3pacTe
2 —4ner. PeHTreHOTOTMYeCKU BHISBIACTCS yTOJ-
IIeHWe KOPTUKAJIBHOTO cliosi nuacdu3os, nepopmaius V nosc-
HUYHOTOTO3BOHKA, aCUMMETPUYHOE PACIIONOXKEHNETa3a.

Benannepa cunapom (s. Welander).CM.: Opba 6oae3ns.

Bep nmana cunapowm (s. Verdan).
Ornucan dpaniy3ckum xupyprom Verdan C. B 1957 T.
[posiBisieTcss 3HAYUTENTLHBIM OTpaHUUYCHHEM OObeMa JTBUXKe-
HUII TIATBIEB KUCTU BCJIEACTBUE CIIMITYMBOTO TEHIOCWHOBUTA,
MPUBOISIIETO K (DUKCAIIUU CYXOXWINN TITyOOKUX crudareeit
B cpainieHusix. HaGmonaercst Takxke y O0JbHBIX MTOCIEe aMITyTa-
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1My V najblia KUCTH; TPU 3TOM HEPEIKO YaCTUYHO OJIOKUPYIOT-
csl B aMITyTUPOBAHHOM KYJIbTEe W CYXOXUJIUS pa3rudaresieid.

Bepmunra — Todmana curapom (s. Werdnig - Hoffmann), ce-
MeliHasl CrMHalbHas MblieyHas arpocdus [odmanHa, mporpec-
CHBHAsI CIIMHAIBHAST MbIIIIeUHasi aTpodusi.

Ormican B 1891 r. He3aBMCHMMO NIPYT OT ApYyTa aBCTPUHACKUM
HeBporarojioroM Werdnig G. u HemenikuMm BpadyoMm Hoffmann 1.

[lpencrasnsier coboii MOHOMEPHO-PELIECCUBHOE HACIEICT-
BEHHOE 3a00JieBaHWE C BPOXICHHBIM HENOPa3BUTHEM BEIIECTBA
TMepeHNX POTrOB CITMHHOTO Mo3ra. OOBIYHO TIPOSIBIISIETCS K
KOHITy TIEPBOTO TOIa XW3HU peOeHKa IMIOTOHUEH CKEeJIeTHBIX
MBIIIII, OTPAaHMYCHUEM JBVKEHUM HVDKHUX KOHEYHOCTEH, CUM-
METPUYHOUN Tporpeccupymoleil atpodueil MbI Oenep, Tasa,
CIIUHBI, B TIOCJIEAYIOIIEM IDIEYEBOTO TI0sICA CO CHWDKEHUEM WA
norepeit pediekcoB. ATpodUsT MBIIIIL] MOXET OBITh He3aMeUYeH-
HOU 13-3a TUTIepTpOodUY MTOIKOXHOM OCHOBBI. YacTo BCiencTere
C1aboCTU MBI pa3BuBaeTcs Kuho3. YyBCTBUTETLHOCTD HE Ha-
pyllieHa, TJIajkas MYyCKyJaTypa He ropaxkeHa. B mociemyromem
pa3BUBAlOTCS OyibOApHbBIC TPU3HAKU, OTPaHUYEHUNE IKCKYPCUH
nuadparMbl U gaxe ee MoJHbIN mapanny. [Ipornos Hebaronpu-
STHBIN.

Bunemana cunnpom (s. Wiedemann), cuHapom aucMeniu Bune-
MaHa, TaIMIOMUIOBas 3SMOpWONATHsi, CUHAPOM Bumemana -
Jlenua.

CUHIpOM TMOAPOOHO OMMcaH HeMellKuM TemuatpoM Wiede-
mann H.R. B 1961 r., cBsSI3b C IPUEMOM TaTMAaMUIA HA PAHHUX
cTamusx GepeMeHHOCTH ycTaHoBWwI Lenz W. B 1961 T.

[MprobpeTeHHBIT KOMOWHUPOBAHHBIN TIOPO.K Pa3BUTHS, CBSI-
3aHHBIN C TIPUEMOM MaTephio TAIMAOMUIA Ha 5 - 8-it Henene Ge-
peMeHHOCTU. [IposIBIsIETCS] MHOXECTBEHHBIMM TTOPOKAMM pa3-
BUTUST KOHEYHOCTEH: amenueil Wi (hOKOMeNneid, arcHC3uel Win
TUITOTEHE3Wel [UTMHHBIX TPYOUaTBhIX KOCTEW, a TaKKe MOpOKaMH
Pa3BUTHS TOJOBHI (aHOTUST MJT MUKPOOTHUS, TUTIOTEHE3HSI YIITHO-
TO Xpsiiia, aTpodusi WIK Y30CTh HAPY>KHOTO CIIYXOBOTO ITPOXO-
na, MUKpoodramemusi, naevus flammens B cpemHeil 4acTH JUIia,
MACTUTa3UsI MO3TOBOTO OT/eNa yeperna, runapotiedans). OmHo-
BPEMEHHO OTMEYAIOTCSI IOPOKM Pa3BUTHSI BHYTPEHHUX OPTraHOB:
ceplia, JeTKUX, KUIIOK, ToYekK, IMOJOBbIX OPTaHOB.

Bunronda - Ipeitdenmreitna curaapom (s. Wiedhopf - Greifen-
stein).

Ornuican B 1931r.
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XapaKTCpHSyeTCH KIIMHUKO-PEHTITCHOJOTUYECKUMU ITPpU3HA-
KaMM aCCIITUYECCKOTO HEKpO3a CECCaMOBUAHBLIX KOCTOYEK CTOIIBI.

Bwuie cunnpom (s. Willet), cuHIpOM TMIICOBOTO KOpceTa, cast
syndrome.

Brepssie omcan Willet 8 1878 r. [ociie HasmoxxeHust LUPKY-
JIIPHOUW TUIICOBOM TMOBSI3KU MO TIOBOAY CKOJMO3a WM IPYTUX
MMaTOJIOTUIECKUX COCTOSTHUI y GOJBHOTO BO3HUKAIOT CUMIITOMBI
OCTPOU WJIM XPOHHMYECKOW HEMPOXOIUMOCTH KHUIIOK (6OJb,
pBOTa, HaMpsDKEHUE TepeaHeil OprolHoN cTeHKH u ap.). CUuHm-
poM OOYCJIOBJIEH CHABJICHUEM JBEHANIATUIIEPCTHON KUIIKUA MC-
3€HTEpUAIBHBIMU COCYIaMU WJIM TPeilEeBOil CBSA3KOU, KOTOPO-
My CIIOCOOCTBYET DPE3KO BBIPAXKCHHBINM MOSICHUYHBIN JIOPIO3.
JIaHHBII CUHAPOM Pa3BUBAETCS B CPOKM OT HECKOJBKHUX YacOB
0 2 MeC ¢ MOMEHTa HAJIOXEHMUSI TUTICOBOI TTOBSI3KHU.

Buin — Tlpanepa cunapom (s. Willi - Prager).Cwm.: Ilpadepa ~
Buaau cundpom.

Bunbaepsanka cunapoMm (s. Wildervanck), weitHo-riazo-iune-
Bast TUCTPOGUsI, NEWHO-TJIa30-yIITHON CUHIPOM, cuHapoM DpaH-
yeckeTTu - KuieiiHa - BuibaepBaHKa.

OmnucaH rotanackum reHetnkoM Wildervanck L. S.B 1952 r.

TlpencraBisieT KOMILIEKC BPOXICHHBIX aHOMAJIMil: acuM-
MeTpUsI JIKla, TJIyXOHEMOTa, HapylleHUe pocTa 3y00B M BOJIOC,
rapajyiiy MBbIIIIL, OTBOISIIUX [J1a3, THHEKOTPOMU3M, 00YK0OOOpa3-
Has rpylHasi KJIeTKa, KOpOTKasi TyroNnoIBMKHas 1esi. PeHT-
TEHOJOTHYECKHU ONPEACAIOTCS KIMHOBUIHBIC MMO3BOH-
KM, CHHOCTO3 TeJl TO3BOHKOB, spinabifida.

Bunbsima cuHapom (s. William), unromnaruyeckasi TUIepKaiblie-
musi, bepena cunapom, ®ankoHu - lInu3uHrepa CUHIPOM,
CHUHJIPOM BacKYJISIDHOTO CTEHO3a.

DTuonorus TAaHHOTO CUHApPOMAa Heu3BecTHa. B ocHoBe 3a60-
JIEBAHUSI JIEXUT runepkanblieMus. [IposiBisieTcss 1u6o B TepBbie
MeCSIIbl, JTUOO B TEpBbIe TOMBI XU3HU. XapaKTepU3yeTcsl HU3-
KOPOCJIOCTBIO, YMCTBEHHOU -OTCTAIOCTBIO, CTEHO30M KPYITHBIX
coCcynoB (aOpThI, JICTOYHOW apTepuyl U Np.), TUTOTUIA3UEU WA
oTcyTcTBHeM 3y0oB. KocTu ckiiepo3upoBaHBI, B TOM 4YHCIE U
MO3BOHKU, pebpa, uepern. Hepenko BBISBISIETCS] KPAHUOCTEHO3,
MBIIIIeYHasT TUIIOTOHMSI, IOBBIIIEHHOE KPOBSHOE naBieHue. [e-
TU HEXU3HECITOCOOHBI, MOTU0AI0T OOBMHO OT HEMOCTATOYHOCTU
KPOBOOOpAIIIEHUSI.

Bunrepbayspa cunnpom (s. Winterbauer), ckiiepogakTUIUSI.
Onumcan amepukaHckuM BpadoM Winterbauer R. H.B 1964 t.

32

3abojieBaHME CEMCIIHO-HACIEICTBEHHOE, Yallle 00JIel0T XKEeH-
muHbl. [IposiBnsiercst B Bo3pacte mocie 20 JieT TeJleaHTUOdKTa-
3UAMU '0e3 BBIPAKEHHBIX TeMOPPAruu, KalblIMHO30M KOXU C
00pa3oBaHUEM COJIUTAPHBIX WM MHOXECTBEHHBIX MPUITYXJIO-
CTell, CKIJIEPOMAKTWINEH, DPEIUAUBUPYIOIIUMU WU3BSI3BICHUSIMU.
TMasbibl TIpUOOpPETAIOT BUI KOITEW, B OOJACTM AMCTAIBHBIX (ha-
JIAHT TIAJBLIEB KUCTed TpoduruecKue HapylIeHUsI, aKpOIMaHO3.
YyBCTBUTEJIBHOCTD K XOJIOJY IOBBIIICHA.

Buctnunra cunapom (s. Whistling), muiio Buctiunra.

HacnenctseHHoe 3a0oseBaHue,, IepeaacTcsl MO JOMUHAHTHO-
My THUITYy, HO OBIBAIOT U CIOPAJAMUYECKHUE CIydyau. XapaKTepu3sy-
€TCsl CBOEOOpPa3HbIM BBIPAXEHUEM JIMLA, TIPOSIBISIETCSI MTO30M
BEK, HEIOpPa3BUTbIM HOCOM, Yy3KUM MaJleHbKMM PTOM, BBICO-
KUM TBEpABIM HEOOM, MaJleHbKUM SI3BIKOM M HOCOBBIM MPOU3-
HOIIEHWEM 3BYKOB. MIMEIOT MeCTO KOHTPAKTyphl TaJblIeB U
JIOKTEeBasl IEBUAIUSI KUCTH, KOCOIAIIOCTh, UCKPUBJICHUE TTO3BO-
HOYHOTO CTOJIOA U BBIBUX TOJIOBKU JIy4EBOU KOCTH.

Burtmaka - Dk6oma cunHmpom (s. Wittmaack - Ekbom), cuna-
pom Dkboma.

OrnucaH HeMelKUM HeBporartosoroM Wittmaack T.B 1861 .

XapakTepusyeTcs TSXKEJIbIMU NMapecTe3usiMU WU OOJIbIO 1O
JlaTepaJIbHOM TMOBEPXHOCTU TOJIEHU, pexe Tmpearvieybs. boib
00BIYHO BO3HUKAET B IOKOE, yalle Hoyblo. CocTosiHUE yiny4yulia-
eTcsl B IOJIOXEHUMU JiexXa Ha KMBOTe. B jerkux ciayvasix 3adone-
BaHMS 0OJIb KPAaTKOBPEMEHHAasl U HACTYIAeT PEIKO, B TSKEJIbIX
cllyyasix MPUCTYIBI POIOJIKAIOTCS YacaMu, HACTYIalT KaXAylo
Houb. MHOra 3a00/1€BaHNe pa3BUBAETCS IIPU OEPEMEHHOCTH, Tie-
rnepeoxyaXIeHuu, Mocje Pe3eKUUr XeylaKa, xeje3oneduur-
HO aHEMUH.

Bonasceka cuHnpoMm (s. Volavsek).
OrnucaH aBcTpuiickuM aepmarosiorom Volavsek W. B 1941 r.
SBnsiercst cBOeoOpa3Hoit GopMO TMATbMO-TUIAHTAPHOTO Ke-
pato3a y OONBHBIX cupuHTOMUENMel. [IposiBisieTcs maabMap-
HBIM KepaTo30M, AUCTpodueil HOTTel, MaNbIbl B BUIe GapabaH-
HBIX TTAJIOYEK, IPU3HAKU CUPUHTOMUEIIHH.

BosikoBa 60Jie3Hb, MHOXECTBEHHasl JehOpMUpPYIOIIast CyCcTaB-
Hasl XOHAPOJUCILIA3US.

BnepBole ormcaHa u BbiaeseHa M. B. BoOJIKOBBIM B OTHENb-
Hyio rpynmy B 1962 .

Penkas ¢opMa aucruiasum ckejeTta. Beaymmumuy cummnToma-
MU y BCeX OOJIbHBIX SIBJISIFOTCS: TUTAHTU3M OIHOW MJIM HECKOJIb-
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KUX KOHEYHOCTEM, yBeIMuYeHue B 00beMe U Aedurypauus cycra-
BOB TOPaXEHHOW KOHEYHOCTU. DTO BBI3bIBAETCS pa3pacTaHUEM
XpSILIEBBIX Macc B MOJOCTH cycTaBa. Kak cienctBue ormevaer-
Csl TYTOMOJBUXKHOCTb CYCTaBOB BILTOTh JI0 XPSIIEBOTO aHKUJIO-
3a. [IposiBisieTcst TakKe BHECKEIETHBIMU TPU3HAKAMU: COCYAU-
CTble U TIMTMEHTHBIE MSITHA Ha TYJIOBMILE U KOHEYHOCTSX, Mpe-
MMYLIECTBEHHO Ha CTOPOHE MOPAXEHMUs; TUIMEPKEePaTo3 KOXHU
Ha TMOJOLUBEHHOI TMOBEPXHOCTU CTOM, TIE€ MOIYT BO3HMUKATh
TpO3IEBUIIHbIE pa3pacTaHMsl, Ha CKJepaxX T'MIepKepaTo3 MposiB-
JIsieTCsl B BUIE OeoBaThiX OJsimek. MOryT BcTpedaTbesi MHOXE -
CTBEHHbIE, Pa3JIMYHbIE MO BEIMYMHE JIMTIOMBI, PACTIOJAraroLecst
Ha nepenHell MOBEPXHOCTU IPYAHOM KJIETKU U XuBoTa. P e H T-
TeHOJOTMYECKHU KOCTHas CTPYKTypa MeTasnudu3oB
paspexeHa U TepecTpoeHa IO IpyOoOTpabeKyJsipHOMY THUITY.

Kak mpaBuio, B TMOJOCTM CYCTaBOB ONpPENENISIOTCS BHYTPUCYC-
TaBHbIC TeJa.

Bonbdcona - Pe3nuka - I'tontepa cunapom (s. Wokfson-Rez-
nick - Giinther).

OmnucaH y GOJIBHBIX C METACTa3aMu OIYXOJIHM B TO3BOHOYHOM
cronbe. KoMIiekc paHHUX CUMITOMOB: OrpaHMYEHHas KOpelll-
KoBasi 00jib, YCUJIMBAIOIIAsICSl MPU X0AbOe; 00Jb MpM Majbla-
LIMU OCTUCTOTO OTPOCTKA MOPaXXeHHOTO MO3BOHKA; YBEJMYEHUE

COD; mnoBbIllIEHHE YPOBHS WIEJOYHOM hocdaTa3bl CHIBOPOTKU
KpOBHU.

Bona cunapoMm (s. Vaughan), muenockiepo3, Tun boHa; muesno-
ckiepo3, Tun Iappucona - boHa.

BriepBbie onucaH aMepuKaHCKUM KauMHMIIMCTOM Vaughan I
M.B 1936 r.

OcHoBOIi 3a0o0JieBaHMS SIBJISIETCS BPOXKIEHHAs IMaToJOrMye-
ckas nuddepeHIMausi ME3EHXUMbI, BCIEICTBUE YEro CTPOCHUE
KOCTM TIpuoOpeTaeT SMOpPMOHAIbHBINA XapakTep. OTmevaercs
yBEJIMUEHUE TEYSHU U CeNIe3eHKM. PEeHTTEeHOJNOru4YecKu
onpezeNseTcs paclIMpeHrue TrybyaToro M MCTOHYEHUE KOPKOBO-
ro BellecTBa KOCTH. XapakTepHa KapTHHA KPOBU: aHEMUsl, dpu-
Tpo01acTO3, JeKeMusl, aHU30LUTO3 U TolixpomaTus. [Ipu ruc-
TOJIOTUYECKOM MCCJIEIOBAHMM B KOCTHOM MO3T€ BBISIBISIETCS
MerakapuoliuTo3, 1 Merakapuooyiacros. B ceneseHke, reyeHu u
JuMGaTHYeCKUX y3/1aX - MHOXECTBEHHbIE O4ard MUeJOUTHON
MeTarula3ud ¢ BBIPaXEHHBIM MeErakapuolMToO0pa3oBaHUEM.

Ile Bpuca. cunapom (s. de Vties), BpoxkaeHHasi HEIOCTaTOYHOCTh
JIAaOWJILHOTO (haKTopa KPOBU C CUHIAKTWIMEH.
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Brepsrie onucan de Vries A*Mathoth 1., Shamir L.B 1951 r.

CeMeiiHoe, MO-BUAMMOMY, HACJENCTBEHHOE CTpaaaHue B BU-
11e coyeTaHus apareMouanu A ¢ CUHIAKTUIMEH. XapaKTepu-
3yeTcsl CUHIAKTUIMEH M TIeMOPPAarMueckKuM AMaTe30M BCIIEACT-
BUE HEJIOCTAaTOYHOCTU V (haKTOpa CBEPTHIBAEMOCTH KPOBU.

Bponuka 6one3ns (m. Vrolik),HecoBepIeHHBI ocTeoreHes, I1o-
paka - JltopaHa 00J1e3Hb, JOMKOCTb KOCTE, MEPUOCTAIbHAS IUC-
J1a3usi, BPOXKICHHAs! pelieccuBHasi hopMa HECOBEPLIEHHOTO OC-
TeoreHesa.

BrnepBble omucaHa rojiiaHACKMM aHatomoM Vrolik W B
1849 .

HacnencteeHHoe ayTocoMHO-pelieccuBHOe 3aboneBaHue. [1po-
SIBJISIETCS C POXACHUsI. XapaKTepu3yeTcsi MHOXECTBEHHBIMU Tie-
peJloMaMu KOCTel, KOTOpble MOTYT HACTYMUTb €lle BO BHYTPU-
yTpoOHOM Tiepuone. JeTu BBINISAAT KapauKaMu, KOHEYHOCTH
neOPMUPOBAHBI OT YacThIX, HEMPABWJIBHO CPACTAIOIIMXCS Mepe-
JIoMOB. HopMasnbHBIMU OCTalOTCS JIMIIL KUCTU U CTOIBI. ['010Ba
yBe/JIMUEHa B pa3Mepax, POAHWYKU LIMPOKHUE, NOJro He occudu-
uupyTcs. B cyctaBax n30bITOUHAsI TOABUXKHOCTh, TUIOTPOMUST
MbIlL. JIJ1si HECOBEPILEHHOTO OCTEOreHe3a XapaKTepHO Hauyue
rosiy0oil OKpacku CKJep, CHUXEHHUE ClyXa U KapuO3HO-KOpHY-
HeBble 3yObl. Hoc ymeHbIlleH B pa3mepax, HOCOBasl Meperopoi-
Ka cierka BaaBieHa. YacTo HaOMIOAIOTCS MaxOBble TPBLKU.
PeHTreHonormuecKku BbISIBISETCS TeHEPATM30BaAHHbIM
OCTEONOpo3 KOCTeil, WCTOHYEHUE KOPKOBOIO BEILIECTBA KOCTH,
GoJibllIe MO pa3MepaM KOCTHbIE MO30JIM B MECTax MepeoMOB.
Juadusbl KOCTei TOJICThIE M KOPOTKKE, C NICTOHYEHHBIM KOPKO-
BBIM BELIECTBOM, MHOT/A MOSIBISIIOTCS KOCTHBIE KHUCTHI.

Byanbmbe mepenom (f. Voilimier), 1BoiiHOI BepTHUKaJIbHBINA Ie-
PEJIoM Ta30BOTO KOJIbLIA.

Brnepsbie onucan Voilimier.

SIBnsieTcsl pa3HOBUAHOCTBIO MepeaoMa MaibreHs. MexaHu3m
MOBpPEXACHUsS — CHaBJICHUE Ta3a, MajJeHue Ha CeNaTUIHbIE Oyr-
pBl U CIaBjleHUE B 00JIACTU KPECTLIOBO-TIOAB3IOIIHBIX COWIEHE-
Huii wam BeptenoB. IIpu nepenome ByanbMbe JuHUS Mepenoma
3a[HEr0 OT/eJla Ta30BOTO KOJIbLA MPOXOAUT Yepe3 KPeCTLOBbIe
MEXXIO3BOHOYHbIE OTBEPCTHSI.

BypxoBe 0Gone3nbp (m. Voorhoeve), 1o1ocaTasi ocTeonaTus, Ju-
HellHasg ocTeomnaTus.

Onucana Voorhoeve B 1924 1.

DTHONOrMS HesCHa, BOBMOXHO, TeHEeTHYecKasi, OTMEYEHBI ce-
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MeliHbIe ciTy4au 3Toi naTojorud. CUMITOMBI MOTYT MPOSIBIISITh-
csl B JIIOOOM BO3pacTe, B OCHOBHOM WX BBISIBJISIIOT PEHTI€HOJIO-
ruyecku. KiMHudyecku Gosie3Hb MPOTEKaeT MOYTH OeCCUMITTOM-
HOo. Ha peHTreHorpaMmax KOCTeil BUIHBI MMPOJOJIbHbBIC
MOJIOCHI, MAylIKe OT MeTadu30B K auadusaM, aHAIOTUYHYIO
,,MICUEPUEHHOCTh" MOXHO BHIETh B KOCTSIX Ta3a. Mexmy IioT-
HBIMM TI0JIOCAMM BUIHBI sIBICHUS] paped®UKaluy KOCTHOW TKa-
HU, WHOTOA HaXOAST HeOOJNbIIMe 3K30CTO3bl. Boje3Hb MemieH-
HO MPOrpeccrpyeT U YacTo SIBJISIETCS ,,pPEHTIEHOJIOrMYECKO Ha-
Xoakou",

laiimaitona cuHopom (s. Gadajone), TpHUXO-pUHO-(aIaHTOBBIN
CUHPOM, TPUXO-pUHO-(DanaHroBas aucruiasusi, tam .

Ormcan B 1966 1. Gadajone.

HacnencteenHoe 3a6ojieBaHue, TIEPENAeTCsl Kak MO ayTOCOM-
HO-JOMUHAHTHOMY THUITY, TaK U IO ayTOCOMHO-PELIECCUBHOMY.
[posiBnsieTcst ¢ TMepBbIX JIeT XU3HU. [t maHHOTO 3a60sIeBaHMs
XapaKTepHbI: HapylleHue (OpMbl HAaAOPOBHBIX YT, paclIMpe-
HHEe KOHYMKa HOCa B BUIE OKPYIJI0i (DOpMBI ,,0yab0bI", Opaxu-
JNAKTWIKST OIHOTO WJIM HECKOJbKMX TMajblieB, YBEJIMYEHUE B
oobeMe MexkGallaHTOBbIX CYCTaBOB, YKOPOUYSHUE TYJOBUILA, 1€-
opmarust 3nudU30B UIMHHBIX TPYyOUATHIX KOCTEiA, MIpeXaeBpe-
MEHHOE 3aKPbITE POCTKOBBIX 30H, YMEHBIIICHUE TOJIOBOK Oe/i-
PEHHBIX KOCTEM, coueTaloleecss ¢ X acenTUYECKUM HEKPO3OM.

laneamm nepenom (f. Galeazzi), laneauum nospexneHue.

Omucan B 1935 1. Galeazzi, KOTOpBIi CUMTAN, YTO OCHOBHOI
MPUYMHOM TepesioMa SIBJISIETCSl HenpsiMoe HacuiKe, OIHAKO He-
peIKO MMeeT MECTO M MpsiMasi TpaBMa.

XapakTepusyeTcsi TMepeJOMOM JIy4eBOM KOCTM B HUXKHEH
TPeTH, peXe Ha TpaHUlle CPenHeil M HIDKHEN TPeTH W Pa3pbiBOM
JMCTALHOTO JIY4eJOKTEBOTO CcowleHeHus. [Ipu 3ToM aucraib-
HBIIi OTJIOMOK JIyUeBOI KOCTHU CMeIllaeTcsi KBepXy BMecTe C 3a-
MCTBEM M KUCTbIO, YCTAHABIMBASCH B TOJOXEHWU TPOHALIUU.
JIMCTaJIbHBIN KOHEIl JIOKTEBOW KOCTH OTXOOUT B CTOPOHY, CMe-
LIAsICh 110 HANPaBJICHMIO K 3aISICThIO.
lanmna cungpom (s. Gull). Cwm.: bappe - Jlvey cundpom.

lanra cunopom (s. Gait), Mykomumumo3 I, aumomMykomnoJmca-
Xapumo3.

HacnencrBenHoe 3aboneBaHue, IE€pPemacTCs MO ayTOCOMHO-
noMwuHaHTHOMY THMy. [IposiBisercss B 8 - 10 et u mo3xe. Xa-
pakTEpPU3yeTC YMCTBEHHOI OTCTAaJOCThIO, HAJTUYMEM IIaXOBBIX
M TMYITOYHBIX I'PhIXK, FeNATOCIIEHOMETAIUEN, IIPOTPECCUPYIOLIEit
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HEBPOJIOTMUYECKO JereHepalieii M 3acTOWHBIM TUCKOM 3pH-
TeJIbHOTO HepBa, YTOJIIEHWEM KOCTeil CBoja veperna, ,,pblobu-
Mu" TO3BOHKAMU, HEIOpa3BUTHEM KOCTeil Taza, YKOpOUeHHEM
JUIMHHBIX TPYOYaThIX KOCTEH.

laponepa cunapom (s. Gardner), cunapom BeGepa - 'apaHepa,
HaCJIeJICTBEHHBIN alleHOMATo3, HACJAEACTBEHHbIN MOAMIIO3 U OC-
TeoMaTo3.

Ornucad ameprkaHckuM kKimHuncrom Gardner E. J. B 1951 1.
pa3IMYHON MeHeTpaHTHOCThIO. B Bo3pacte crapuie 10 set, yaie
crapuie 20 JIeT MOSIBJISIIOTCS MHOXECTBEHHbBIE OCTEOMbI M OCTEO-
XOHAPOMBI KOCTEH ueperna, pexe JUIMHHbIX TPYOUaThIX KOCTeN 1
pebep. Bcenencrue nedopManu JUIeBOM YacTH yepera oopasy-
eTcsl TaK Ha3blBaeMoe ,.JIbBUHOE JIMIO". Pa3BUBAIOTCS MHOXKECT-
BEHHBIC aTePOMBbI, TEPMOUIHbBIE KUCTbHI, TIOAKOXHBIE (HUOPOMBI
U Jeiikomuombl. [Ipy Hanuuum pyoIIOB Ha KOXe HabomaeTcs
obpazoBaHue (GUOPO3HBIX paspacTaHuil. 3yObl BIMANAIOT MPEX-
JeBPEMEHHO. B TOJICTOI KUIlIKe MMEIOTCS MHOXECTBEHHbIE TMO-
JIUTIBI CO CKJIOHHOCTBIO K MaJWTHU3AIUU, YacTO C SIBICHUSIMU
nvcrencun. MHorna HaGromaeTcsi MHOXECTBEHHbIH, peTporepu-
TOHEaTbHbBIN, BHYTPUIIEPUTOHEANbHBII U BHYTPUME3EHTCPUAIb-
HbII hudpomaTo3.

lappe octeomuenur (o. Garre), cuHapom [appe, ckiepo3upy-
IO OCTEOMUETINT.

Onucan HemeukuM xupyprom Garre C.B 1893 r.

SBnsercst cBoeoOpa3HOIl (opMoOii OcTeoMUENUTa. XapakTe-
pu3yeTcst MeUICHHBIM MPOrPecCUpOBaHMEM TPOLIECCa, Pa3BUTH -
eM auddysHoro ckieposa auadusa KOCTU, OTCYTCTBUEM CEKBE-
CTPOB, 3HAYMTENBHON peakimeil sHmocta. KnnmHuyecku otMeya-
eTcsl Howolass 00Jib, MHOTIA OMPEAESETCs] MPUIYXJIOCTh, BOC-
najauTebHas MHOUIbTPALIMs MSITKUX TKaHei, HAarHOeHUe He Ha-
ommonaercst. Yaie Bcero mopaxkaercst OefpeHHas WM IiedeBast
KOCTb, (YHKILIMS OIM3JIeXAIIUX CYCTAaBOB OOBIYHO HE Hapylle-
Ha. PeHTreHoJMOrmyYecKU OMNpenesieTcsi BEpeTeHO00-
pa3Hoe pacliMpeHue auadu3a KOCTH, KOPKOBOE BEILECTBO pe3-
KO YTOJIIEHO, CKJIEPO3MPOBAHO, KOCTHOMO3roBasi MOJIOCTb
MecTaMu O0JIMTepHUpOBaHa.

l'appo cungpom (s. Garrod), alKanToHypHsI, paHHUI OCTCOAPT-
put, aedopMUpYIOLIMIi apTpO3, AIKANTOHYPUUYECKHUH OCTeO-
apTpo3.

Briepoie oncand B 1859 1. Boedeker, koTopslit nan 3Toi na-
TOJIOTUM Ha3BaHHWE ,ankanTtoHypusi'. HapymeHust mMeTaboam3ma
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BosiBIIT Garrod B 1908 1., ¥ ¢ TOro BpeMeHU 3TOT CUHIPOM Ha-
3bIBACTCS €T0 UMEHEM.

HacnencreeHHoe 3abofieBaHue, MepeaaeTcsi MO ayTOCOMHO-
peLieCCUBHOMY THITYy. XapaKTepu3yeTcsl MUTMEHTALUel Xpsiia,
paHHUMM OCTEOAPTPUTAMU U HapYIICHUEM MeTaboau3Ma, Hau-
yueM 3H3UMOJe(hEeKTOB.

lacca Gomne3np (m, Hass), ocTeoxoHIpoOmaTHs TOJIOBKHU IUICYE-
BOW KOCTH.

Briepsrie onmcana HassJ. B 1921 T.

[pencrasnsieT coboil acenTUUECKUIT HEKPO3 IPOKCUMAIIBHO-
ro snudusa maedeBoil KOCTH, HabmomaeTcss OOBIYHO Y JeTeil B
Bospacte 5-10 ser. IlposiBisercss Goibio B 00JaCTH TUIEYEBO-
ro CycTaBa, OTpaHMYEHUEM JIBUXEeHUH. Pe HTreHonmorm -
YeCKW BBISBIACTCS YIUIOMIEHNE MPOKCUMaTbHOTO smnuduza
MJIeYEeBOM KOCTU, HEOAMHAKOBas CTPYKTYypa, HETPaBUJIbHBIC
KOHTYpBI, CyCTaBHas IleJb He M3MEHeHa wiu pacimpena. Oop-
Ma srmudusa 1 GyHKLNS TIEIEBOTO CycTaBa OOBIYHO BOCCTAHAB-
JIUBAETCS HETIONIHOCTBIO.

laramHcoHa cuHmpom (s.Hutchinson), Tpmama I'atuymHcoHa.

Briepsrie onmcan B 185 8 1. anrmiickum Bpauom Hutchinson J.

SIBNsieTCS TO3MHUM TIPOSIBIICHMEM HEJICUYCHHOTO BPOXICHHO-
ro cudbunuca. TunmuHas tpuana [aTauHcoHa BKitovaet: 1. [le-
dopmanmo BEpXHUX CpeTHUX PE3LOB, CYX)KEHHBIX KHU3Y B BUE
OTBEPTKM C BBIEMKOW IO pexXylieil moBepxHocTH. OcrambHbIe
3yOBI CKJIOHHBI K Kapuecy, Tunorasuy smanu. 2. [lapenxuma-
TO3HBIN KepaTtuT. 3. JlabupuHTHyI0 TiyxoTy. Kpome 3Toro, He-
penko HabmomaroTcsl cabiaeBUIHBIC TOJEHU, CUGMUIUTUICCKUI
apTpUT, valle KOJICHHOTO CyCTaBa, Ha ry0ax Ha MecTe 3aXHWBIe-
HUS U DY3HOTO CUGUIUTUIECKOTO MHOUIbTpaTa 00pa3yoTcst
py6uel. Berpeuaercs takxke cubmimmtudeckuii Hedpos.

leitHe — Memuna GomesHb (m. Heine - Medin), monmnoMuenur,
JIETCKAW CIIMHHOMO3TOBOM Tapajiny, MEepeIHUI OCTPBIA MOJIMO-
MUEITUT, SMUICMUYECKUI TeTCKUI Mapaind.

Omnucana Heine B 1840 r. MudekimonHsIil xapakrep 6oes-
Hu ycraHoBieH Medin B 1890 r.

CyIHOCTb 3200J1eBaHUS 3aKITI0YAETCS B TIOPAXKEHUH CITMHHO-
rO MO3ra, MPEeMMYIIECTBEHHO - €ro TepenHuXx poros. BosoOymu-
TEJIEM TIOJIMOMUEINTA SIBIISIETCST BUPYC, MTPOHUKAIOIINIT B Opra-
HU3M Yepe3 HOCOTJIOTKY Y TUIIEBOI KaHal.

B ximHMYecKoil KapTWHE pa3nuyaioT MpeanapaltuTuIecKuit,
MapaTuTUIECKUl, BOCCTAHOBUTENIbHBIN, PE3UIyalbHBINA TEPUO-
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nbl. 3aboneBaHue oTIMYaeTcst moaumopdusamom. Haubosee yac-
TO BCTpeYaeTcsi CNUHaIbHAas (GopMa, XapaKTepu3yIoIascs Bsi-
JIBIMU TapaTuyaMu, pa3BUBAIOLIMMUCS Ha 3 — 4-i1 aeHb 3aboste-
BaHUsI. B mepnosie ocTaTOuHBIX SIBJICHMIA HAOMIOOAIOTCS TSKeJbie
M3MEHEHUST B MBILIIAX, KOCTSIX, CBI30YHOM armapare, BbIpaxe-
Hbl MHOT000pa3Hble nedopMaly KOHEYHOCTe U TTO3BOHOYHO-
ro cronfa, TpeOyIolre OPTONEINYECKOrO JICUeHHSI.

lenbMronbia - XappuHrrona cuaapoM (s. Helmholz - Harring-
ton), CMHIPOM MTOMYTHEHMSI POTOBMIIBI TIPH IM30CTO3€ CKEJIeTa.

OrnuMcaH COBMeCTHO aMepuKaHCKUMHK Bpadamu Helmholz H. F.
u Harrington E. B 1931 .

DTHONOTHSI, TATOTeHe3 M CHMIITOMBI 3a00JIeBaHMSI COOTBET-
ctByloT cuHapomy [ldaynmnepa - 'ypiepa, B oTIMuMe OT KOTO-
pOro B POTOBMIIE OTMEYACTCSI TOJILKO OrPaHUYEHHOE MMOMYTHE-
Hue (cM.: cundpom Ilgpaynonepa ~ Iypaepa).

I'epena- CrepHacunmpom (s. Guerin -Stern), cuHapom Porie-
CrepHa, BPOXICHHBI MHOXECTBEHHBIIA apTPOTPHUIIO3, BPOXKICH-
Hasi apTPOMUOAMCIUIA3KS, BPOXKACHHBIN apTPOMUOIUCTIIACTUYC-
CKHUW CHHIPOM, MHOXECTBEHHasi BPOXICHHAs HEMOIBMXHOCTh
CYCTaBOB, BPOXICHHAs aMuoOIUIasus, IehOpMUPYIOIIasi MUO-
qcTpodusl TI0[a, MHOXeCTBeHHasi (GrOpo3Hasi MUOAMCILIA3HUS.

Onucan panuysckum Bpauom GuerinJ. R. B 1880 .

3aboseBaHUE SIBJISICTCSI COUCTAHMEM IMOPOKOB Pa3BUTHUS Ce-
MeiHO-HACIEeACTBEHHOTO MPOUCXOXAEHUS ¢ (haKyIbTaATUBHO-I0-
MHUHAHTHBIM HacliegoBaH1eM. Bo3MOXHBI Takxke aMOpHo- U de-
TOIATUH, XPOMOCOMHBIE abeppali WM XpOMOCOMOIATHH. Xa-
pakTepu3yeTcsi aHKWUJI03aMU CyCTaBOB, BHavaje (GpUOpO3HBIMMU,
a 3aTeM M KOCTHBIMH, C XapaKTEPHBIM TOJIOKEHUEM BEPXHUX U
HMKHUX KOHEYHOCTEH B HAPYXXHOM POTALIMU, CTOIBI 9KBUHOBA-
pycHbIe, KUCTU B JIAAOHHOM CTMGAHWM, MAbLIbl CJIETKa COTHYTH
1 00palleHbl KOHYMKAMU IPYT K APYTY, MbIllIeyHasi CUCTeMa He-
JOpa3BUTa, OTMEYAIOTCS BBIBUXM, TMOJBBIBUXM CYCTaBOB, YacTO
HaOMIONAI0TCST BPOXICHHBIE BBIBUXM Oeipa. ['Wrmoruiasust wiu
arutasusi HaoKoseHHMKa. Ha Koxe B 061acTH CycTaBOB OGHApy-
JKUBAIOT CBOEOOpA3HbIE SIMOYKHU B Pe3ysbTaTe JIOKAIbHOW THIIO-
TpodUU MOIKOXHON OCHOBBI M MBIIIL. MHTEIIeKTyalbHOE pa3-
BUTHE HE HApylleHo. PEeHTreHOJOTrMYecKH - OOIIMiA
0CTEOMNOpPO3, aHKMJIO3bl B TIOPAXEHHBIX CyCTaBax.

MHorna cMHAPOM coyeTaeTcst ¢ MOPOKaMU Pa3BUTHSI HUXKHEN
YeJTocTH, Heba, 3asubeil ry0oi, MOopoKaMu cepiiia, TMITOTOHa-
JIM3MOM, HapyleHHeM (U3MYEeCKOro M TICUXUYECKOTO pa3Bu-
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TUSI, TUIEPTEIOPU3MOM, TOPOKAMU Pa3BUTUSL IMO3BOHOYHOTO
cTonba, TPYAHOW KIETKHM, KIMHO- M KaMITOJaKTUIMEH, BPOX-
JEHHOM MTEePUroapTPOMUOIUCIIIA3UEN.

l'eprBura — Beitepca cunapom (s. Hertwig — Weyers), cuHapom
OJIUTOINAKTUIIV.

BriepBoie onucan HemenkuM nearatpom Weyers H.B 1957 r.

HacnenctBeHHoe Me303KTolepMaibHOE HapylIeHUE pa3BU-
TSI JIy4eBBIX (WIM MaJoOEpIIOBBIX) OTAENOB KOHEYHOCTEN,
BEPXHEIl YeTI0CTH, TPYAUHBI U TIOYEK B Pe3yJbTaTe YMEHBIICHUS
SMOPUOHAILHOTO TTEPUONa ME3EHXUMATHHOTO MaTepuaa, Heob-
XOIMMOTO IS MX oOpa3oBaHUs. XapaKTepu3yeTcsl OTCYTCTBU-
€M JIy4eBOU KOCTH U JIy4eBbIX 3JIEMEHTOB KOCTEM TISICTH U 3arisi-
cThsl, yKopoueHueM (omuromakTwiueir) 1 m 11 mambueB kuctH,
AHKWJIO30M JIOKTEBOTO CYyCTaBa TOJA OCTPBIM YIJIOM C KPBUIO-
BUIHON CKJIAMKOW KOXMU, COCHUHSIONICH TUIEYO M TPEIUIeUbe,
HapyIIeHWEM DPa3BUTHUSI TPYIHOTO OTIeja MO3BOHOYHOTO CTOJI-
0a, 3as4beil ry00ii U BOJMYBEH MACThIO, TIOPOKAMU PA3BUTUS TO-
4yeK. B HEKOTOPBIX cydasx OTMEYAIOTCS TakKKe HapylIIeHUs pas-
BUTUSI MAJIOOEPIIOBOM KOCTM W JIaTePAIbHBIX OTIENOB CTOIIBI.

leprepa 6omne3us (m. Herter). Cm.: Tu — [epmepa 6oaesne.
l'epxapma 6omesnp (1. Gerhardt). Cm.: Mumueaa cunoponm.
lepmia 6one3ns, Tun VI (m. Hers). Cm.: Mak-Apoas 6onesHe.

letunicona cunapom (s. Hutchison), cummaro6mactoma, Tum [et-
YUCOHA, CUMITIATOTOHMOMA, KOCTHOUYEPEITHOM TUTI; omyxoib [er-
YUCOHA; CcapKOMa HaOIOYeYHUKOB; aJpeHaToOMenyIsipHas Heil-
pobJacToma.

BriepBoie onvcan aHrmuiickuM Kauauuctom Hutchison R.B
1907 .

3/10KauecTBEHHAasl OTYXOJb MO3TOBOTO BEIIECTBA HAIMOUYey-
HUKa WY TOTPaHUYHON e TJIV CUMITATHYeCKOTO HepBa. HaunHaer-
cs B paHHEM JETCKOM BO3pacTe C TepeMexarolneiics 0Oibio B
KOCTSIX, TIOBBIIIEHUSI TeMIIepaTypbl. 3aTeM pa3BUBAETCSl 3K30-
drambMm  (BeencTBMe pocTa OMYyXOJdW B OOJACTU TJIA3HUIIBI),
CMeIlleHNEe TJIa3HOTO sI0JI0Ka C COMYTCTBYIOIIUM KOCOTJIA3UEM,
5KXMMO3bl BeK. MHOrma ompenensiorcss Meracta3bl B 00JacTu
cpenocteHust. [lepBuuyHas OMyXOJib OOBIYHO JMATHOCTUPYETCS
mo3nHee. Ha peHTreHorpaMMe OCHOBaHUS Yepera U JTH-
HBIX TPYOYATHIX KOCTE! OTMEYAIOTCS MHOXECTBEHHBIE NECTPYK-
THUBHbBIE KOCTHBIE METacTa3bl (KOCTH KaK OBl U3bEICHBI MOJIBIO).
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I'm 6onesns (m.Gee), reHepaIM30BaHHBIM OCTEOTIOPO3, GUOPO3-
HBI LIMCTUT MOKEJNYIOUYHOM 3KeJe3bl, HEeTPOIUYecKas CIpy,
cTearopes.

Omnucana B 1946 r. Disant's Agnese.

Bonee Tskenyio ¢Gopmy 3TOM MATOJOTMM Ha3bIBAIOT 0OJIE3-
oo Gee. [lopaxatorcs metu B Bospacte 6-12 mec. Xapakre-
pusyeTcsl HapyleHueM oOMeHa BellecTB U (HYHKIINU MUIIEBOTO
KaHajia. B ocHoBe Gose3HM - sH3MMomatus. OTMevaeTcs: B3My-
THE XUBOTA, OJETHOCTh KOXU, McTolIeHue. [leTn Hu3Kopocbie,
TaK KaK POCTKOBBIE 30HBI PaHO 3aKpPbIBAIOTCS. [MIOKaIbIIEMUS
BeleT K OCTeONopo3y, HEpeAKH MaToJOTHYeCKUe MepeIOMBI.
KocTu HamoMUHAIOT paXUTUYECKKE, C BTOPUYHBIMU JehopMaIi-
sMM: genu valgum, genu varum. Dnudusbl HeIOPa3BUThI, UMeEeT-
cs1 ckonno3. YacTeie reMopparuu, HapyliaeTcsi yCBOEHHUEe opra-
HHU3MOM HE TOJIbKO KaJIblIMsl, HO U XeJie3a, YTO MPUBOAUT K TH-
moxpoMHoi aHemuu. [decuiur ButamuHoB rpymsl B, C, E. Jle-
TU HEXU3HECIOCOOHBI, MOTUOAIOT OT BTOPUYHON MH(EKIMK Ha
2 — 3-M TOIYy KU3HU.

Tmwicriu cunppom (s. Gillespiej. Cm.: Meiiepa - Illeukkepama -
Betiepca cunopom.

lumsdopna cunnpom (s. Gilford), 6omesnsr aTunHcoHa - [mitb-
(opma, HaAMOYEYHUKOBBIN KapJUKOBBIA POCT, Mperepusi, Mpex-
JIeBPEMEHHBI CEHWIbHBIA CHHAPOM, TEHUTO-IUCTpodUIecKas
repolepMusi, CEHWIbHBIA HAHU3M.

BriepBbie ommcan aHrmiickuM xupyproM Hutchinson I. B
1886 T.

DTHoJIorKs, TIAaTOTeHe3 M HACJIEeNCTBEHHOCTb 3aboJieBaHUS
TOYHO He ycTaHOBJIeHBI. [lpedmonaraercsi MOMUIISHIY/UIApHAs
HEIOCTaTOYHOCTb. MHOXECTBEHHbIE MOPOKM Pa3BUTUSI (KOMII-
JIEKCHasi ~ ME303KTofepMajibHas  AMCIUIA3usi),  runodusapHo-
nsHIehaTbHOE pacCTPOUCTBO. 3a00IeBaHUEe HAUMHAETCS B PaH-
HEM JIETCKOM BO3pacTe, 0OJIbHbIE OOBIYHO yMupawT 10 20 JeT.
WHreiekTyanbHOE pa3BUTHE JAETE€d COOTBETCTBYET BO3pPacTy,
HO XOIWTh M TOBOPUTb OHW HAYMHAIOT C OMO3JaHKeM. Xapak-
TEPHBIM CHMIITOMOM SIBJISIETCSI CTAPYECKMiA BUI B COYETAHUU C
MPOTIOPIIMOHANIBHBIM MaJibiM pocTtoM. Koxka MopiiumHucrasi,
MepraMeHTornoa00Hast, YaCTO M3MEHEHA 10 TUITY CKJIEPOAEPMUH,
nuctpodust win arpodust Horreit. OTMevaeTCcsl paHHee BbINae-
HMeE BOJIOC, PAHHSISI celHA. MOJIOYHbIE 3yObl CMEHSIIOTCSI C OMO3-
nanueM. MHorma pasBuBaeTcs ruapouedaius ¢ 3aCTOEM B TOI-
KOXHBIX BeHax yeperna. OTMevaeTcst OOLIMiA aTepoMaTo3, CKIOH-
HOCTh K WHCYJIbTaM, CTEHOKAapIusi, MMOJIOBbIe OpraHbl HeI0pa3-
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BuThl. CTONBI M KUCTM MUHUATIOPHBIC, B CYCTaBax ABMKEHUS
OrpaHWYeHbl, Pa3BUBAIOTCSI KOHTPAKTYPbI M JaXe aHKUJIO3bI.

PeHTreHonoruyecku Ha GoHe OOILIEr0 OCTEONMOPO-
3a MHOTJA OTMEYAlOTCsl CIIOHTaHHbIE MepesioMbl. POCTKOBBIE 30-
HbI TIO3HO OCTAIOTCSI OTKPBITBIMHU, XOTSI POCT KOCTEil B JJIMHY
paHO TpeKpalaeTcs.
l'upke cunnpom (s. Gierke), I'peBanbna — ['mpke cuHapoM, T~
KOTeHO3, TJIMKOTeHHasl TernatoHedpoMerasusi, MACCUBHBIH Tede-
HOYHBII cTeaTo3, IIMKOTeHHAs reraToMeraius.

BrepBrie ommcad roiaHackuM IeauatpoM van Greveld S. B
1928 .

PetieccuBHO-HaceaCcTBeHHass (PepMEHTOMNATHS C TeHETUYECKU
00YCIIOBJICHHOW HEOCTATOYHOCThIO (DEPMEHTOB, PACIIETUISIOLINX
[II0K03y 6-docdaT, BCaeaCTBUE Yero MOYTH BO BCEX TKAHSX OT-
MeyaeTcsi XPOHUYECKOe YIJIeBOAHOE roynofaHue. YacTto BbISIBIISI-
10T KPOBHOE POJCTBO POIUTENEH, HATMYME Y WICHOB CEMbU CITy-
yaeB 3a00JieBaHMsI CcaXapHbIM auabeToM. 3a0osieBaHue pasiesis-
10T Ha 4YeThipe THma: | — rematopeHanbHast opma (ormcana Gier-
ke), II - reHepanu3oBaHHas 3J0KadecTBeHHAsT opMa (CHHAPOM
Potpe), 111 - Gonmee moGpoKkayecTBeHHAsT MTEYCHOYHO-MBbIIICYHAST
dopMa (TTOrpaHUYHBIN NeKCTPUHO3), IV — peTtukynosHnorenm-
anbHast (hopMa ¢ IMPPO30M TIeUEHHU.

[posiBasieTcs1 MEYEHOYHBIM MHGAHTUIN3MOM, HU3KUM POC-
TOM, OXWpeHUeM, ocobeHHO Jwia. [lepuoamyecku oOTMEYalOT
MPUCTYIbI PE3KOrO ToJIofa BCAEACTBUE TUITOTIMKEMUU, UHOT-
JIa - KOJANTOMAHOE COCTOsiHUe. MHTelIeKTyanbHOe pa3BUTUE
OOBIYHO 0€3 CYLIECTBEHHBIX HapylleHUi. BojbHbIE CKIOHHBI K
MHMEKIIMOHHBIM 3a00JIeBaHUsIM, TMITOAMHAMUYHbI. Hapsiay c
PEe3KUM YBeJIMUeHUEM MeYeHU, MHOTAA MoYeK (TJIMKOreHHas re-
rnaTomeranausi, HeppoMeranausi), celie3eHKa He yBeJlMdyeHa, HET
aclMTa, OTCYTCTBYET XeJTyXa. [IpuM HapylIeHHUsSX CO CTOPOHBI
CepIEeYHOM MBIIILBI ¥ YBEJIMYSHUU Cepliia TOBOPSIT O CHHAPOME
MMomme.

PeHTreHonorumyecKH OTMEUAETCsl OCTEONOPO3, 3a-
Me[UICHHOE Pa3BUTHE SIAEP OKOCTEHEHMSI.

Tlonmbnenapa cuaapom (s. Goldenhar), Tima3o-yirHasl BepTeOpasb-
Hast TUCTLIA3USI.

Omumcan mBeinapckuM odraabmonorom Goldenhar M. B
1952r.

[Mepenaercst Kak 1Mo pelieCCUBHOMY, TaK U TI0 JOMUHAHTHO-
MY TUITy HaclleloBaHMsI. XapaKTepu3yeTcs aHoManeit rias, Ha-
pyllIeHUEeM 3peHUsI, CJyXa U aHOMaJIueil MO3BOHOYHOTO CTONI0A.
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Hepenku xpoHndeckre KOHbIOHKTUBUTBI, He3apalleH1e TBepIo-
ro He6a, HemopasButie BepxHeil M HupkHeil uemoctn. Dopmbt
VIIHBIX PAKOBUH U TJIa3 MOTYT ObITh HapyieHbl. MmeeT MecTo
CIUSIHUE IIEHHBIX TO3BOHKOB, MHOTAA | IEHOTO ¢ ueperom.

lonmsria cunnpom (s. Goltz), mokanbHas KOXHas TUIIOTUIA3US,
cuaapom [onbria — [opinuHa.

OnucaH amepukaHckumu aepmarosioramu Goltz R. W, Gor-
linR. J. B 1962r.

HacnenctBeHHoe 3abGoJieBaHKe, CLEIJIEHHOE C TOJIOM, Tepe-
JaeTcs MO0 TOMHHAHTHOMY THITy. XapakTepu3yeTcs Haaudhem
MHOXECTBEHHBIX OIpPaHMYEHHBIX y4aCTKOB aTpo®Uu M MUTMEH-
TalMu Koxu. Hepemko HaOJIOMAIOTCS KUPOBbIE BBIMISTYMBAHMS
32 CYeT TMOJKOXHON OCHOBBI, MamuuioMaro3. 3yObl IMOSIBIIs-
I0TCSl TO3IHO, TUIOIUIACTUYHBI, nedopmupoBaHbl. OTMevaeTcst
KocorJia3ue, MHOTrAa MUKpOO(dTalIbMUs WU KOJ0O60Ma, MUKDPO-
nedanusi, KapJuKOBBI pocT, ae6uibHOCTh. HabGmonmaiorest me-
(bopMaLMy BepXHUX U HUXKHUX KOHEYHOCTEN: CMHIAKTUIIMSI, 110~
JIMAAKTUIMS U KOHTPaKTypa B cycTaBax maiblieB. Yaie okasbi-
BaroTcs cpaineHHbIMM 111 - V manblbl Ha KUCTSIX W CTOIAX.

lopnana - Osepctputa curapom (s. Gordan - Overstreet).

Omucan amepukaHnckuMmu Bpadamu Gordan G. S. u Overstreet
E. W.B 1942 .

[pencrasnsieT co00it KOMIUIEKC aHOMAIUI pa3BUTHS: TUITO-
WIM ariasusl SIMYHUKOB, TPYIHBIX XeJje3, Biarajuiia, MaTKu,
HEpelKO — aHOMAJIMU Cepla U COCYI0B. Y GOJbHBIX OTMEYAeT-
cs cubitus valgus. PeHTreHonTOoru4YecKU BBISIBISIETCS
0CTEOIOpPO3.

Tl'opama 6ome3np (m. Gorham), MacCUBHBINM OCTEOIN3, CITOHTaH-
HbI# ocTeonu3 [opama, reMaHrMomaro3, cuHIpoM [opama.

Omnucan amepukaHckuM Bpadom Gorham L. W.B 1955 r.

Bruojorusi HesicHa. XapaKTepHBbIM [JIsl JaHHOW MaTOJOTUU
SIBJISIETCSL paccachiBaHUE KOCTei, MPEeUMYILECTBEHHO 3arsCThs,
npenmuiocHel U dananr. Mimeer Mecto remaHrnomaros. 3abose-
BaHUE MPOTrPEeCcCUpyeT, BO3HMKAIOT BTOPUYHBIE aAedopMmaluyd u
TpoduyecKre pacCTpoicTBa.

Topama cunnpom (s. Gorham), Cwm.: lopama 6oaesne.

lopama crioHTaHHbI octeonmu3 (s. Gorham). Cwm.: lopama 6o-
/N1€3Hb.

Tota cunapom (s. Goote). Cm.: Haghguyueepa cundpom.
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lota - Tononbaa cuHapoMm (s. Goote - Gunald). Cw.:Haghghyu-
eepa  CuHOpoM.

T'ortpona cunagpom (s. Gottron), cemeitHasi aKporepusi, aKkpore-
pust T'orTpoHa.

BnepBrie onmcan HeMmenkum aepmatojorom Gottion H. B
1941 1.

3aboseBaHne HACIENCTBEHHOE, ayTOCOMHO-PELIECCUBHOE. Xa-
paKkTepu3yeTcsl YMEHbIIEHUEM B pa3Mepax MUCTATbHBIX OTIe-
JIOB KOHEYHOCTEl, NX akporepueil (oxupeHuem). B 0ompmH-
CTBE CJIy4aeB KoXa Jiiiia aTpoduyHa,,.nmpo3payHasi”, 1BET Julia
cBoeoOpa3HbIit, SIPKO-po30BbIi. UHOTIA BcTpeyaroTcst MUKpOTIia-
TUSI 1 aHOMAJIMM pacrioioxeHus 3yoos. Habmonaercs couetanue
CHHIpOMa C TIPOTPECCUPYIOIIEN CKIepoJepMUeii, TpexaeBpe-
MEHHOI MHBOJIIOLIMEH CIM3UCTON 000JI0UKY XKeayaka. PeHT -
TEHOJOTUYECKH TPOKCUMAIbHbIE OTHENbl KOCTell KOHEY-
HOCTeil ,,HeXHbIe", 3aKphITHUE POCTKOBBIX 30H mo3aHee. Koctu
danaHT manblEeB KUCTEH W CTOIN CKJIEPO3WPOBAaHBI, KOPKOBOE
BEIIECTBO YIUIOTHEHO.

Todda 6ome3ns (m. Hoffa), TpaBMaTUYeCKuUii TUIIOAPTPUT, XPO-
HMYECKasl TUIePILIa3usi KPbUIOBUIHBIX CKJIAMIOK KOJIEHHOTO Cy-
craBa, cuHapoMm ['odda — Kacrepra, mocTrpaBMaTHIeCKUiA JI-
MOapTPUT.

Kak oTnenbHy0 HO30J0TMYecKYIo (opMy BIiepBbie OMMCa
Hemeukuii opronen Hoffa A. B 1904 r.

B ocHoBe 3aboneBaHus JIEXUT (HUOPO3HO-BOCTIATUTEIbHAS
TUMepIIa3usl XXUPOBOM MOMYIIKY U CHHOBHAIbHBIX KPbLIOBUI-
HBIX CKJIAJOK 00JacTM HaIKOJEHHHMKA TPaBMAaTUUYECKOTO IMpO-
ucxoxaeHus. [MoBpexaeHue XUPOBOIA MOLYLIKH MPU MaJeHUU
Ha KOJICHHBII CYCTaB, pe3KOM MTOBOPOTE TOJIEHU C yLIeMJICHUEM
JKMPOBOTO TeJia, YacTble MUKPOTPABMbI BEIYT K KPOBOM3JIMSI-
HMIO B XXMPOBOW KJIE€TYAaTKe, BbI3bIBAIOLIEMY pa3ipaxeHue U
KJIETOUHYI0 MHpWIbTpauuio ee. [Ipy 3TUX YCIOBUSIX KUpPOBast
MOAyIIKa TepsieT CBOI OydepHYIo poJjib, MpeBpallaeTcs B IIOT-
HOe oOpa3oBaHMe. YBelIMYEHHBbIE B 00beMe XKUPOBbIE NOJbKU
YIIEMJISIOTCS. MEXIY CYCTaBHBIMM MOBEPXHOCTSIMM, @ 3TO BEIET
K HOBBIM KPOBOMU3JIUSIHUSM U TUIEPIUIA3UK XUPOBOU TKAHU.

Bonesnp vaine BctpevaeTcst y 1uil B Bo3pacte 20 - 45 ner.
KnuHuueckass KapTMHa He Bceraa YeTKO BbIpakeHa U HEPEeaKo
HaroMKHAeT KapTUHY MOBPEXAeHUSI MeHUCKOB. 2Kasio0bl 601b-
HOTO CBOMATCS K YIIEMJICHUSIM BHYTPHM CYyCTaBa, COIMPOBOXIA-
fo1uMcs O0JIbI0 B OTHOM U TOM Xe yJ4acTke cyctaBa. MoryT Ha-
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6onatbcst U GJI0Kazbl, 60Jb TI0 XOLY CYCTaBHOM IIEIU U B OCO-
OGeHHOCTH B 0O0JIacTM TONIoca HaakoJeHHuKa. [lepuomnuecku
BO3MOXeH CUMHOBUT. Ha peHTreHorpamMmme B GOKOBOW
MPOEKIMK KOJIEHHOTO CYCTaBa MpH ,,MATKOM" CHUMKE 3aMeTHa
YMEPEeHHO BbIpaXKeHHast TeHb MEXIy CYCTaBHOM MOBEPXHOCTHIO
HaJIKOJIEHHUKA U MBbIILeIKaMK1 GelpeHHOM KocTu. B ciydae mo-
pakeHus! KpbUIOBUAHBIX CBSI30K aHAJIOTMYHBINA PEHTIEHOJIOTYe-
CKMil TIpM3HAK BBISIBIISIETCS MEXIY CYCTABHBIMU MOBEPXHOCTSI-
MU KOCTell M CBSI3KO# HaiKojeHHWKa. Pexe B MoBpexaeHHOM
KMPOBOM KJIETYAaTKEe HMEIOT MecTo meTpudukarsl. bone3Hb
Tlodbda muHorma BeTpevaeTcs B COUETAHUU C TOBPEXIEHUEM Me-
HUCKOB, KPeCTOOOpPa3HBIX CBSA30K U XOHAPOMATO30M.

lTocdbda - Kacrepra cungpom (s. Hoffa - Kastert). Cm.: Toghgha
601€3Hb.

lodmana cunmpom (s. Hoffmann). Cm.: Jebpe - Cemenena
CUHOpOM.

Tomte cunopowM (s. Gaucher), cunapom I'omie - [llnarenraycdepa,
KEPa3WHOBBIN PETUKYIOIHAOTENNO03, TIEPBUYHAS WAMOMATIYC-
cKasl CIUICHOMETaus, KPYIMHOKJIETOYHAs JIMIOMIHAs CIUIEHO-
Meranusi, 00JIe3Hb OTJIOXKEHUS 11epedpo3naa, epedpO3UTHOKIE-
TOYHBII JIMTION03, JIUTIOUIHBIN TUCTUOLINTO3 KEPA3MHHOTO TUTIA,
1epedpo3nI03.

BrnepBrole onucad ¢ppanmy3ckuM BpaduoM Gaucher P. C. E. B
1882 r. mom Ha3BaHMEM M30JMPOBAHHON IEPBUYHON SIUTEINO-
MBI CEJIe3€HKU.

B OonbiinHCTBE ciyyaeB 3a00sieBaHNe HOCUT HACIIEICTBEH-
HBIIl ayTOCOMHO-DPEIIECCUBHBIN, peXe MOMUHAHTHBIN XapakTep,
OTHOCHUTCSI K TIOPaKEHUSIM PETUKYIOSHIOTEINATBHON CUCTEMBL
C HapylIeHUeM JIIIOUIHOTO oOMeHa. Pasnuuaior xpoHuvecKyo
JIOKaJIM30BaHHYIO (OpMy, Pa3BUBAIOIIYIOCS y NETEH CTapIiero
BO3pacTa M B3POCIBIX, a TAKXE OCTPylOo (hopMy y TPYIHBIX Jie-
Teil C TIOpaXeHWEM HEPBHOU CHCTEMbI, UCXyIaHUEM, JIUXOPamI-
KOW 1 OBICTPO HACTYNAIOUIEH NEKOPTUKAIIUEN.

XpoHuueckas hopma xapaKTepu3yeTcs yBeInIeHUEeM XKUBO-
Ta BCJIEACTBUE CIUICHOMETAJIMM, TO3XE TUIEPTpodUu TedeHH,
pexe nuMdaTudeckux y3m0B8. OTMeUaoTCs 04aroBble TUTIEPITUAT-
MEHTHMPOBaHHbBIE YYACTKM KOXW, MHOTJA CIM3UCTON 000JI0YKHI
POTOBOIA TIOJIOCTH, peXe OO0IIas MKTePUYHOCTh KOXWM U CIU3MC-
ThIX obosouek. Eciu 3aboneBaHne HaYMHAETCS B IETCKOM BO3-
pacte, pocT OOJBHBIX YMEHBIIEH, MOJIOBOE PA3BUTHE 3aIEPKU-
BaeTcs. B cBsI3u ¢ HapylieHWeM KpPOBETBOPEHUST HAOIIONAIOTCS
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TUTIOXPOMHAs aHeMUsl, JIeWKO- M TPOMOOTEHMsI, CKIIOHHOCTb K
reMopparusiM. [Ipy GMOXMMUUYECKOM HMCCIENOBAaHUU BbISIBIISIIOT-
Csl TUIEPKATbLMEMUs], MOBBILICHWE aKTUBHOCTH LLEJIOYHOI (oc-
¢ota3pl. B KOcTHOM Mo3re paspacTalorcsl KieTku lore.

PeHTreHoJoruuyeckK U OTMEYACTCSl OCTEONOPO3, B
ryb4aToil KOCTH pa3BUBAIOTCSI OYark MPOCBETJIEHUSI, paclinpe-
HUE MPOKCUMAaJIbHOTO J1M00 AUCTAIbHOTO MeTadu3a 6eapeHHOMI
KocTU (cuMIToM ,,0yThUIKKM" DpieHMeiiepa), HCTOHYEHUE,
YIUIOUIEHUE U MecTaMu JeheKThl KOPKOBOTO BEILECTBA, CIIOH-
TaHHBIE TIEPEIOMbI. B XpOHMUYECKM MPOTEKAIOIIUX CITy4asiX B TO-
JIOBKaX OeIpPEeHHBIX KOCTEeW OTMEYaloTCsi U3MEHEHUSsI, MOIOOHbIe
OCTEOXOH/IPONATHUH, BO3MOXHBI MAaTOJOTMYECKUE KOMITPECCUOH-
HbIE MEPEeIOMbI TeJl MO3BOHKOB.

KinHuuecKu 3T1 MU3BMEHEHMsI B KOCTSIX POSIBJISIIOTCS HEOTpe-
NIeJIeHHO# 0O0JIbI0, TTOBBIIIEHHON YTOMJISIEMOCTBIO.

Towe - Ilnarenraycdepa cunapom (s. Gaucher - Schlagenhaufer).
Cwm.: Towe cunopom.

I'pame cunapom (s. Gram), apTpo-rUIIEpTOHMYECKAsT aaUIO3aIb-
rvsi, CHMMETpUYHAsl apTpornaTusi M JIMIOMaTo3 KojeHel, 6omes-
HEHHOE OKOJIOCYCTaBHOE OXKUPEHUE.

Bnepsbie onucan gatckuM BpauoM Gram H. Cb.p 1938 r.

3abosieBaHNe TIPEUMYIIECTBEHHO TMOpaXKaeT KEHIIMH cTapiie
50 ner. XapakTepusyeTcsi TuriepTpodueil XXUpoBoil TKAHU B 00-
JIaCTW TOJIeHW, OOJIE3HEHHOH MpU TajbMallK, COMYTCTBYIOLLUM
nehOpMUPYIOIIMM apTPO30M KOJIEHHBIX CYCTaBOB B COYETAHUU
C KJIMMAaKTepUYECKOU apTepualbHOW TMIIEPTEH3UENW U Keparo-
EpMUEH.

I'payxana cunapom (s. Grauhan).

BriepBbie onucan HemeukuM xupyprom Grauhan M.s 1929r.

HacnenctBeHHBIiT KOMOMHUPOBAHHBIN MOPOK pa3BUTHS. Xa-
pakTepu3yeTcsl MOJUMAAKTUIMEH (Jallle 1IeCTUINAIOCThIO), AUC-
ananrueii, o6pazoBaHUeM r'yOHO-HUKHEUETIOCTHO-HEOHOM I11e-
JIM, TIOPOKAaMM Ppa3BUTHsSI MOYEBOTO My3bIpsi, IMOYEK, MOJOBBIX
OpraHoB,

I'perra cunmpom (s. Gregg).

Onucan aBctpanuiickuM BpayoM Gregg N.B 1941 r. y HoBoO-
POXNIEHHBIX, MaTepyd KOTOPBIX Mepedosieii KPacHYXOil B Teye-
HME TEePBbIX TPEX MeCSLEB OEPEMEHHOCTH.

[MposiBnsieTcss B BUIE KOMIUIEKCAa BPOXIEHHBIX aHOMAJMIA:
KarapakTta, arpodus 3pUTEJIbHOTO HEpBa, MUKPOMTATIbMUSI,
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TJIyx0Ta, MOPOKU cpenia, MUukpouedanus, HapyleHue IesiTelb-
HOCTU LIEHTpaJIbHOW HEPBHOI CHCTEMBI, TUIIOILIa3usl 3y00B, aHO-
MaJluM TIOYeK, KPUMNTOPXM3M, TMIIOCTaausl, KOCOIANoCTh.
I'peiira cunapom (s. Greig), runeprenopusm I'peiira, ceMenHbII
.TUIIEPTETOPU3M.

Briepseie omnucaH aHruiickum BpauoMm GreigD. M.B 1924 r.

HacnencteHHasi TOMUHAHTHasl, MUHOTIA PELIECCUBHAsI, aHO-
MaJjiusi KOHCTUTYLIMU, OTHOCSIILASICS K CHHAPOMAaM YepeTTHO-HIK-
HEYETIOCTHO-NTMLEBO AricMopduu. bosbHbIe, MOpaXeHHbIe 3TUM
CUHAPOMOM, HM3KOro pocTa. 3abojieBaHUE XapaKTepu3yeTcs
TUTIEPTEIOPU3MOM, YTO B COYETAHUU C PACLIMPEHUEM CIIMHKHU
Hoca, Opaxu- uiau MUKpouedanuei npuaaet Juily cBoeodpas-
HbIl BUI. Y HEKOTOPBIX OOJIbHBIX UMEETCS] KOCOJAnoCTh, KJIM-
HOAKTUIMSI, MHOTAa HaOMIOAaloTCs TakKe KPUNTOPXU3M, ITy-
MOYHAasl TPbIKa, MOPOKW Pa3BUTHUSI HIKHEH YETIOCTH U 3yOOB,

onuropeHusi, BIWICTNCUsl, MUTMEHTHas AMCTpodUs TIJIa3HO-
TO JHa.

I'pecpe - Ilerpena cunmpom (s. Graefe - Sjbgren),

OmucaH HeMmenkuM odtaabMmosiorom Graefe A. F. u mBen-
ckuM BpadoM Sjogren T.

IIpencraBnsger coboOlf KOMILUIEKC HacCaeACTBEHHO-PELIECCHB-
HBIX aHOMaJIU#. Y OOJIbHBIX HAOTIOAAI0TCS TMTMEHTO3HBIN PeTH -
HMUT, TJIyXoTa, onurodpeHus, atakcusi. MHorna nmeercst MUKpO-
nedanusi, aHoMaJuu CToIl, kudo3, genu valgum, HU3KUIA POCT.

I'puzens cunmpom (s. Grisel), mopaxeHue I 11eiiHOro MO3BOH-
Ka, aTIaHTo3NucTpodeanbHas KpuBollesi, cMHApoM ['pusens —
Bypxe.

Brnepsbie onicad B 1930 r. dpaniy3sckum BpayoM Grisel P,
KOTOPBII Mpernoiarai, YTo MPUUUHON 3a00JIeBaHUS SIBJISIETCS
pOTaLMOHHBIN BbIBUX | 11I€i{HOTO MO3BOHKA BCJIEICTBUE MbILIEY-
HOM KOHTpPaKTYypBhI.

B Hacrosiiiee BpeMsi CUMTAIOT, YTO UMEET MECTO OJHOCTOPOH-
HUI cioHaua0apTputT Mexay I u I meitHbIMM TO3BOHKAMU JIMM-
(bOreHHOro MPOMCXOXIEHHUsI. XapaKTepu3yeTcsi HAKJIOHOM TO-
JIOBBI (MOAO0OHO KpUBoOIee), 00IbI0 MPU IBUXKXEHUSIX BO (DPOH-
TaJbHOM W TOPU3OHTAJBHOM IIOCKOCTSIX, YaCTO pa3BMBAETCS
1ocje BOCHAJIMUTENbHBIX MPOIECCOB B MPUAATOYHBIX MOJOCTSIX
HOCA WU TOH3WUISKTOMUU.

I'puzens — Bypxe cunmpom (s. Grisel - Bourgeois). Cm.: Ipu-
3e451 CUHOPOM.
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I'punbono cunapom (s. Grignolo).

OmnucaH utanbsHCKUM odranbmosnorom Grignolo A.B 1949r.
[pencrasnsier coboil coyeTaHWe AHKUIO3UPYIOIIETO CIOHIM-
JIOApTPUTA C TJIA3HBIMM CHMIITOMAMU: PELUIUBUPYIOIINIA UPUT

U YBEUT, HEpPEIKO HabomaeTcs KpaTKOBpEMEHHAA SKCCyla-
TUBHaA SpUTEMaA.

I'poba curapom (s. Grob), sSI3BIYHO-JIMIIEBAsT TUCTUIA3HS.

Omnwucan mBeiinapckum xupyprom Grob'M.B 1957 r,,

DHIOTEHHOE PacCTPOMCTBO pa3BUTHUsl B objactu | amOpuo-
HaJIbHOTO CerMeHTa XKaGepHOii Iyrv, BO3MOXHO, CBOeOOpa3Hast
aMOpuonaTus. XapakTepusyeTcsi cBoeobpasHoii popMoii Hoca ¢
LUIMPOKOW CIMUHKOM, TUIOCKUM KOHUYMKOM M MaJbIMM HOCOBBIMU
OTBEpPCTUSIMU, JIOOHBIE Oyrpsl BbICTyMaloT. KosuuecTBo BoJioC
Ha TOJIOBE YMEHbIIEHO, HaGMIOAAal0TCsl 0OJblasi JOOHAas 3ajbl-
CHHa, 3as4bsi Ty6a, BOMYbS MACTh, )parMeHTalMsl U paclieruie-
HUE sI3bIKa, aHOMAJIMM PACIONOXeHus1 3y0oB. MHTe/IeKT CHU-
XeH. M3 mopaxeHU OMOPHO-IBMraTeJbHOTO armapara Xapak-
TepHbl OPaxXUAAKTUINS, KIMHIAKTUINS.

I'pybepa curopom (s. Gruber).

BrepBole ommcan HeMmeukum mnatojoroM GiuberG. B. B
1933 1.

HacnenctBeHHBINT KOMIUIEKCHBIN TMOPOK pa3BUTHS. XapakTe-
pU3yeTCsl YIbHAPHON TMOJNU- WM CUHIAKTWINEH, TOPOKaMU pa3-
BUTHS JIMLIEBOTO Yeperia C TUMEePTeIOPU3MOM, MMKPO-, WHOTIA
aHaHledanrel, MUPOKUM KOPHEM HOca, MJIOCKUMU OpOuTamMu,
3K30(TaTBMOM, MUCIUIA3MEl MOYEIOJIOBOM CUCTeMbl (THIIOCTIA-
IVell ¥ 3MUCTaaneil), IMCcIuia3reil Mo3BOHOYHOTO cTojiba, MHOT-
Jla C MEHWHTOLIeJIe, MeHHTOLIMCTOLIENE, SHIedaorese. Bo BHyT-
peHHUX opraHax (IeYeHU, MOMXKETyIOYHON Xejie3e, MOYKax,
SIMYHMUKE) OTMEYaeTcsl 00pa30BaHMEM KHUCT.

I'pynsunckoro 6one3npb (m. Grudzinski). Cm.: Mopkuo 6oae3ns.

I'ypnepa Gonesub (1. Hurler), Mykomonucaxapumo3 - tum I,
MHOXECTBEHHBII TU30CTO3, TaprowausM, OosesHb ['yprepa —
IIdbaynmnepa - Tonrepa, 6one3ns [ldaynmiepa - 'ypiaepa.
Omnucana B 1920 r. Hemeukum neauatpoMm Hurler G.
HacnencteenHoe 3abosieBaHue, TepefaeTcss MO ayTOCOMHO-
peueccuBHoMy Ttuny. [lposiBisercs ¢ 2 - 3-JeTHero Bo3pacra.
XapakTepusyeTcss Kudo3oM, coxa valga, TYyrormoaBUXHOCTbIO B
CyCTaBax, YKOpPOUEHHEM U YTOJIIEHHEM [UIMHHBIX TPyOUaThIX
KOCTei, XPOHUYECKUM DPETUHUTOM, TPOrPECCUPYIOIIedl YMCT-
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BEHHOI1 oTcTanocteio. [leueHs u cene3eHka yBeiauueHsl. [TomyT-
HEHME POTOBUIIbI, KATapaKTa, K30 TaTbM, CHUXEHNE OCTPOTHI
3peHUs 10 MOJHOM CJIEMOThl — TMOCTOSTHHBIE CITYTHUKM 3TOTO 3a-
0osieBaHUS, KaK U KPYIHbBIE YEPTHI JIUIIA, TOJCTbIE TYObl, OOJb-
IO SI3BIK, YBEJIMYCHHBIN Yeperl, BEIMYKJIbIN JI00, CeUTOBUIHBII
Hoc. Koctu mmpokue, majblibl YKOPOUEHBI, IPYIHAs KJIeTKa Jie-
dopmupoBaHa, KapiaukoBocTh. HabGmiomarorcs — cepmeyHo-cocy-
QUCTBIE W JbIXaTeIbHbIE PACCTPOIICTBA, MAXOBBIE M IYTIOYHBIE
IPbIXU, TUepTpuxo3. KieTku neyeHu, cene3eHku,Xpsina, KocT-
HOTO MO3ra, KOXW M APYTMX OpraHoB ,HadapiivpoBaHbl" rpa-
HyJaM¥, COIEPXaIlMMKU MYKOTOJIMCAXapuabl W JIMIUIBL. OTH
K€ BEIIECTBa OTKJIAIbIBAIOTCS B BUIE MEJIKO3EPHUCTOI Macchl
B KJIETKaX MoO3ra, mepudepryecKux TaHTIUSIX CEeTYaTKH I71a3a.
Mmeer MecTo 3KCKpelus ¢ MOYOIl KUCIBIX TMTUKO3aMUHOB (ziep-
MartaHcyJIb(dara U renapaHcyiabdara).
PeHTreHonoruuecku — YyIUIOTHEHUE KOCTeil yepe-
ra, YTOJNIIEHUE TYypeuKOoro cemia, YKOPOUeHUE M YTONIIEHUE
KocTell KUCTU, K03 MOSICHUIHOTO OT/esa T03BOHOYHOTO CTOJ-
0a, Tesa TO3BOHKOB MMEIOT BUJ KJItOBA. BosbHBIE XUBYT He 00-
nee 10 — 12 mer, cMepTh HACTYMAeT OT JIETOYHO-CepACYHOM He-
JOCTaTOYHOCTH.
I'ypnepa - Tldaynmnepa - [tontepa Gonesnp (m. Hurler — Pfa-
undler — Hunter) .Cm.: [ypaepa 6oaesne.
lNob6nepa cunmpom (s. Gubler). Cm.: Muiiapa — lob6aepa cund-
DpoMm.

lonrepa cunmpom (s. Hunter), mykomonucaxapuno3 - tum II,
ATUIUYHBINA TaPTOMIN3M, TAPTOUTU3M, CLUETIJIEHHBIN C TTOJIOM.

Omnucan Briepssie B 1917 r. Hunter C.

HacnencteenHoe 3aboneBaHue, CLUETUIEHHOE C TIOJIOM, Tiepe-
JaeTcsl 10 ayTOCOMHO-perieccuBHOMY Tuity. [1posiBisieTcst ¢ pox-
NEHWS] VI TIEPBBIX JIET XU3HU. XapaKTepU3yeTcsl YMEPEHHO
BBIPaXEHHBIMU KOCTHBIMM Je(opManusMu 1Mo cpaBHeHMIO ¢ |
TUIIOM MYKoIoiucaxapumo3a (6omesHp [ypiepa), HO 6e3 Ku-
(o3a. Hes3HauuTenbHas YMCTBEHHasi OTCTAIOCTb, TYTOYXOCTb.
[MomyTHeHue poroBuil ObIBaET HE BCEraa WU clabo BhIPaKeHO,
MMEeT MeCTO IMUTMEHTHBI PeTUHMT, cruieHoMeranusi. C Mouoi
BBIBOJMTCSl 3HAUMTEJIbHOE KOJMYECTBO JIepMaTaHCy/bdaTa u re-
napaHcynbdara, HO B MEHbIIIEM KOJUYECTBE, YeM MpHU OOJIe3HU
I'ypnepa. Bo BHYTpeHHMX OpraHax KyMYJUPYIOTCSI MYyKOIOJIM-
caxapunbl (B me4YeHU, cese3eHke, xpsiie). CMepTh OObIMHO Ha-

crtymaet Mexnay 15 m 30 romamu, yaimie OT HEIOCTaTOYHOCTHU
KPOBOOOPALIEHHS.
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INonTua roHomeckuii kudo3s (c. Giintz).

Ornucan Giintz E,B 1957 1.

[pencraBnsier Hepe3KO BHIPAKEHHBIN I0BEHUIbHbIN GUKCH-
poBaHHBIN K103 y moapocTkoB. [To MHeHUIO aBTOpa, hukca-
LUSI TTO3BOHOYHOTO CTOJI0A Y 3TMX OOJIbHBIX OOBSICHSIETCS Tep-
BUYHBIM (HPUOPO30OM MEXITO3BOHKOBBIX TUCKOB, U3MEHEHHUS B
KOTOPBIX MOATBEPXAEHB MOP(MOIOrMYECKUMHU HMCCIIeTOBAHMS -
MU. PeHTTreHONOTUYECKMU ONpeleisercs paBHOMep7
HOE€ CYXEHHUE MEXITO3BOHKOBBIX JTUCKOB. Y 3TUX OOJbHBIX KJIM-
HOBMIHasl nedopmalivsi Tell TO3BOHKOB, HapylIeHHE LETOCTH
3aMBIKAIOIIMX IJIACTUHOK, Tpbixku LIIMopIist oTcyTcTBYIOT. B pan-
HEW CTaIuu BBISIBISIOT SIIIMKOOOPa3Hylo (popMy Te MO3BOH-
KOB, B TIOCJIEIYIOIIEM IOTIOJHUTENbHbIE U3MEHEHUS B TO3BO-
HOYHBIX CETMEHTAX He BO3HUKAIOT.

HNayna 6one3nb (m. Down), MOHTOJIU3M, CUHIPOM TPUCOMUK
XPOMOCOMBI 21.

Briepsble onucaHa aHriniickum Bpadom Down J. L.B 1886 .
B 1959 r. Lejeune, Turpin, Gautier ooHapyxuiau nipu 601e3HA
HayHa TpucoMuio 21 XpOMOCOMEL.

HacnencrBeHHoe 3abosieBaHue, OOJBILIEN YaCThIO BO3ZHUKAET
criopaauyecku. B HacTosiiee Bpemsi yCTaHOBJIEHO, YTO TIPUYU-
HOM 3aboJieBaHUs SIBJISIIOTCS pa3Hble XPOMOCOMHbIE abepparivu:
TpUCOMMSI, rpaucaokaiust u ap. CUMITOMBI OOJIE3HU MPOSIBIISI-
10TCs1 ¢ poxkaeHus. JJaHHoe 3a60J1eBaHKe XapaKTepU3yeTCsl HU3-
KOPOCJIOCTBIO M YMCTBEHHOM OTCTAIOCTBIO. JIMIIO MMeEeT MOHTO-
JIOMIHBIN BUJI, TJIa3HBIE 1IN Y3KKE , KOCO PACIIOIOKEHHbIE, IUC-
MJIaCTUYECKHE YIITU, KUCTU YKOPOUYESHBI 3@ CUET MSICTHBIX KOCTEH,
V najiel; 00bIYHO MCKPUBJIEH, MEXKTAbLIEBOI TPOMEKYTOK MEXK-
ny 1 u Il manpamu pacmuper. MmMeeT MecTo MOHMXXEeHKME TOHYCa
MBI ¥ U30BITOYHAsT TIOABMXHOCTb B cycTaBax. Hepenko Ha-
OJIIOMAIOTCSl TIOPOKM Ceplila M KPYIMHBIX COCYIOB, aTpe3uu U
CTEHO3bl TMUILEBOTO KaHajia, auadparMaibuble U APYrue Tpbl-
Xu, 60je3Hb ['MpuimpyHra. MHorna 6ojie3Hb coyetaeTcs ¢ Jieii-
kemueit. [let HexxusHecrocoOHbI, 60% M3 HUX MOrMGaKT 10
10-eTHero Bo3pacTta.

Hebpe - Mapu cunnpom (s. Debre - Marie).

BriepBrie omucad ¢paniysckumu nenuatpamu Debre R. u
Marie J. B 1938r.

3abosieBaHMe  OOYCJOBJIEHO OIHOBPEMEHHOW TuIephyHK-
LMeil CUCTeMBI 3aHsIsl T0Js1 TUITo(Kr3a — IMIOTaJaMyC U THITO-
dyHkuueit nepenHeit nonu runodusa. HaunHaercss B paHHeM
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JIeTCKOM Bospacte. [IposiBisieTcsi KapJaMKOBBIM DPOCTOM, WH-
(banTunM3MoM, oxupeHueM. Ilcuxuyeckoe pasBUTHE HE Hapy-
meHo. Hepenko HaGomaeTcsi TUIIOTEPMUSI, TUTIOTEH3USI, TUITO-
[JIMKEMUS. XapaKTepHBIM SIBIISIETCS TakXK« Pe3Koe HapylleHue
BOJIHOTO OOMEHA C OJIUTYPUEH W OJIUTOAMIICUEN, OTHOCUTEIbHAS
MJIOTHOCTh MOYM BBICOKASI.

Hebpe - Cemenens curapom (s. Debre - Semelaigne), mukcene-
MAaTO3HbIii aTyieTh3M, cuHapoM [odMaHa, TMITOTUPEOUIHAS MUO-
natvsi, WHGAHTWIbHAS MUKCeIeMaTO3Hasl MBIIIeYHas TUIIep-
Tpous.

Omucad (paniy3ckumu Bpadamu Debre R. m Semelaigne G.
B 1934 r.

Dra MaroJorus BO3HUKAET B CBSI3U € TUMOMYHKIIMEN IINTO-
BUIHOM M TUTepMYHKLIUM MApalMTOBUIHON XeJie3, KOPbl Hal-
MOYEYHUKOB, COMPOBOXIAIOUIMXCS TOBBIIIEHUEM OTIOXEHUS
KpeaTMHa B MBIIIIAX. XapaKTepu3yeTcsl o0LIeil 3amepxKKoii ¢hu-
3UYECKOTO M TICMXWUYECKOTO Pa3BUTHSI, MalbiM pPOCTOM. Peak-
TUBHOCTb pebeHKa MOHMXeHa, OTMeYaeTCsl TUIIOTePMUsI, Opaau-
Kapausi, KOXa cyxas, YTOJIIEHHAas, CeKpels TMOTOBBIX XKeJe3
noHwxkeHa. Hapsimy ¢ 3TuM uMeeTcst BpOXKIeHHAasi TeHepaan30-
BaHHasi MCEeBAOTUIEPTPOMUS MBIIIL] C MOBBILIEHUEM MX TOHYCA,

OIHAKO CHUJIa MBIIIIL ¥ X PabOTOCITOCOOHOCTb MOXET OBITh IO-
HUXXEHHOM.

Hexepun-Kmomnke cunapom (s. Dejerine-Klumpke), HUKHMI
TUIT TIApajinya IUIeYeBOro CIUIETEHUS] Y HOBOPOXKIECHHBIX.

Omucan ¢paHIy3ckKuM HeBpomaronorom Dejerine-Klump-
ke A.B 1885 1.

CHHAPOM Tapajivya HUXHeW 4acTH TUICYEBOTO CIUICTEHUS Y
HOBOPOXIEHHBIX MPH MOBpexaeHnnu KopewkoB Cyir — 7T\ npu
pomax HarmoMMHAeT CHHIPOM KOMOWHMPOBAHHOTO TOpPaXeHUs
JIOKTEBOTO U CPeIMHHOro HepBOB. CTpaaaioT, IIaBHBIM 00pa3oM,
JBUXEHUST KUCTU U TAJIbLIEB BCJIENCTBUE TIOPaXKeHUsT crudareseit
MaJIblIEeB, JJOKTEBOTO Crudatessi KUCTU U MEJTKMX MBI KUCTH.
AKTUBHBIC IBIXEHUS B CyCcTaBaX MaJIbLEB U JIy4e3arsiCTHOM CY-
CTaBe OTCYTCTBYIOT, MPH 3TOM KUCTb MOXET HAXOIUThCS B TO-
JIOXXEHUM HE3HAYMTETbHOTO TBUIBHOTO CTMOAaHWs B CBSI3U C CO-
XpaHsioneiics GyHKIMel TyyeBoro Hepsa.

Korma moBpexmaioTcsi cUMIATMYeCKHe HEPBHbIE BOJIOKHA,
MOXeT HaOJomaThcsl CUHAPOM [OpHepa, BBIPaXKAIOLIMICS MHO-
30M, MTO30M U 3amaieHueM IJIa3Horo siojoka. PomoBas TpaBMa
JIEYEBOTO CIUIETEHUS] MOXET BCTPEYAThCsl B COYETAHUU C BPOXK-
JIEHHBIM BBIBUXOM Oelipa, MbIIIEYHOM KPUBOIIEEH, KOCOaIo-
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CThIO, pexe - ¢ 6ose3nbto Llnpenrens, neTcKkuM 1iepedpaTbHbBIM
CTMIACTUYECKUM TApaUYOM, BPOXICHHBIM CKOJMO30M, ABYCTO-
POHHEI BpOXKIEHHON KaTapakKTon U TIp.

HuddepeHnmanbHasi TMarHoCTUKa MPOBOAUTCS C POIOBBIMU
repeoMaMyl BEPXHUX KOHEYHOCTEH, ICTUHHBIM MapajuioM TIpu
BpOXIeHHOM cudumice, rncepronapainiom [lappo, monromue-
JIUTOM W apTPOTPUIIO30M; TIPU 3TOM CJIEAYET YYUTHIBATh KIIU-
HUKY Tapajnya 1 nepuo]] 3a001eBaHusl.

Hexepuna — Cotra cunapoM (s. Dejerine - Sottas), HeBpairuye-
cKasl MblllieYHas aTpodusi; HacleICTBEHHAs MblllieyHasi aTpo-
¢ust, Tunt ['ombonbTa - Mane; runepTpod®uuecKuii THTePCTULIN -
aNbHBI HEBPUT JeTeit; aereHepauusi ['om6osbTa; HeBpUT [oM-
00JIbTa; TPOTPECCUPYIOIINI TUTepTPOhUIECKUid HEBPUT, THUIT
T'ombonbra — JlexepuHa.

BriepBbie omucaH COBMeCTHO (paHIly3CKMMM HEBPOIATOJIO-
ramu Dejerine 1.1. u Sottas I. 8 1890 r.

[pencrapiser coboil HacienCTBEHHYIO (HOpMy HeBpalIbHOM
MBIIIEYHOU aTpodUU ¢ pa3pacTaHUeM B TOPaKEHHBIX HEpBax
LIBAHHOBCKUX KJIETOK, C ayTOCOMHO-JIOMUHAHTHOM Tepenayen u
JIOBOJIBHO BBICOKOU TMEHETPaHTHOCThIO. 3a00jieBaHKe HauMHAeT-
cs B JIETCKOM BO3pacTe, Yallle TopaxaroTcs MalbuMKu. Xapak-
Tepu3yeTcsl pa3BUTHEM CUMMETPUYHOM aTpOGUM MBI TUCTATb-
HBIX OT/IEIOB HUXHUX KOHEUHOCTEl, KOTopasi MOCTENEeHHO Mpo-
IpeccUpyeT U paclpoCTpaHsieTCs: Ha BepXHUE KOHEUHOCTH, TAKXKE
C TPEVMYIIECTBEHHBIM IOPAXEHUEM AMCTATbHBIX OTAENIOB. B
MOPaXeHHbIX YUacTKax HapylleHa YyBCTBUTEJIbHOCTh U OTMeYa-
10TCsl Tpohryeckre paccTporicTBa. Pa3BUBalOTCs BapyCHbIE WIK
S5KBUHOBapycHbIe aedopManuu cTonbl. HepBHBIE CTBOMBI yTOJ-
LIIEHbI, YTUIOTHEHBI, 00JIE3HEHHBI MTPpU Najbianuu. MHorna Habmo-
JAIOTCSl aTAKTUYECKKME PACCTPOUCTBA, MOJOXUTEIbHBIA CUHAPOM
PomGepra, HucTarM, rnapesbl IJIa3HBIX MBbIIL, 3pauyKOBbIE pac-
CTpoiicTBa, pexxe — arpodust 3puTenbHOro HepBa. O6GpasyloTcs
HEBYCHI M MOIKOXHbIe (PUOPOHEBPOMBI.

Hemapke — Pumre cunmpom (s. Demarquay - Rishet).

BriepBrie omucad ¢paHiy3ckuM xupyprom Demarquay J. N.
B 1845 r.

[pencraBnsier coboii TOMWUHAHTHO-HACIENCTBEHHBIN MOPOK
pa3BUTHS. XapaKTepuU3yeTcs 3astdbeil Ty0oil, BOMUYbEHl IacThio,
ductynoit HKHe# ryoel. Hepenko BcTpeyaroTcsl JOMOTHUTENb-
HbIE CUMIITOMBI: MaJiblil pocT, UHGAHTUIN3M, TIOHUXEHUE Typ-
ropa KOXWu, TUTIOJOHTHSI, CBOeoOpa3Hoe ,,03a004eHHOE" BbIpa-
KEHUeE JTUIA C TTyOOKO PacroNoXeHHBIM PaCIIMPEHHBIM CEIUI0-
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BUIHBIM HoOcoM. OTMeYaroTcst YCTBIPEXTIAJIOCTb, KIMHOOAKTH-
JIMd, TUIIOILIasuAd A3bIKa, BPOXKIACHHBIC ITOPOKH cepalia, AUCIIia-

3Ud C CaKpaJll/BaLII/ICPI V IOSICHUYHOTO IIO3BOHKa, MHOIJIa CKO-
JINO3.

Henna — bpayHa ceHcopHas Helipomarus (. Denny — Brown).
Cwm.: Tesenapa cundpom.

Henta - Kocremno cunapoMm (s. Dent - Costello ), miceBmoruro-
rnapaTupeos.

BnepBoie ommcan anrmuiickumu reaudarpamu Costello 1. M. u
Dent C. E. B 1963 .

[lo mMHeHMIO aBTOPOB, 3a00JIeBaHUE OOYCIOBIEHO YMEHbIIIE-
HUEM WJIM OTCYTCTBMEM TOPMOHA MapalluTOBUIHOM Xeae3bl, pe-
IyJUPYIOLIEro coiepxXaHue Kanblus u pocdopa B KpoBU, M30bI-
TOYHBIM COJIEPXAHMEM TOPMOHA, IMOBBILIAIOIIETO AKTHBHOCTH
mesouHol ocdaTasbl, CIOCOOCTBYIONIETO AESITEIbHOCTU OCTEO-
KJIaCTOB UM 00pa3oBaHUIO (GUOPO3HOrO OCTUTA. XapaKTepu3yeT-
Cs1 KJIMHUYECKOW KapTUHOM KaK IMIo-, TaK U TMIeprapaTupeo3a
C reHepaiu30BaHHBIMU (GUOPO3HBIMU OCTUTAMU, CUHIPOMOM Te-
TaHsau. B KpoBu HaG0qaeTCsl MOHMKEHKE COIePKAHMUST KabIIMS,
nosbilieHue (ochopa. OyHKIMS MOUYEK He HapylleHa, B MOYe
colepXXaHue KaJlblUs IOHMXKEHO. PEHTTeHO.T0oTHYeCK U

BBISIBJISIETCSI OCTEOIOPO3, MHOKECTBEHHbIE KUCThI KOCTEH, MCEB-
JI0apTPO3bI.

Hepkyma cunmpoMm (s. Dercum), 60Jie3HEHHBII JTUIIOMATO3, aau-
M03aJITusl, TUMajrus, 6oae3Hs Jepkyma.

Onucad dpaniy3kum BpadoM Dercum F. X.B 1888 r.

XapakrepusyeTcsl 60Je3HEHHOM CHMMMETPUYHOW THUIEPTPO-
(ueit XMPOBOM TKaHM Ha KOHEYHOCTSIX. Boseior mpeumyiiect-
BEHHO XEHIIMHBI B KIUMaKTepuueckom mnepuone. Hepenko Ha-
OJII0IaeTCsl alMHAMUSI, ACTCHMSI, ITIPECCUsl, KOXHBIN 3y, OXH-
peHue.

Hecro miepennom (f. Destot).

BriepBeie ommmcan Malgaign J. F. B 1832 r., xapakTtep mepe-
JIoMa yTOYHEeH peHTreHosorndecku Destot 8 1910 T.

SBnsercss pasHoBUIHOCTbIO mepenoMa [romoutpeHa. [pu .
JAHHOM TIOBPEXICHUM MMEET MECTO IMepeioM MeOUalbHOM JIo-
JBIKKM, HaJJIOABIKEYHbIH MepesioM ManobeplioBoii KOCTH, pa3-
PBIB IMCTAILHOTO MEXOEpIIOBOrO COUJICHEHUSsI, MepeioM 3aaHe-
ro Kpas OuCTaJbHOro Mertasnudusa 00JblIedeploBOil KOCTH,
MOJBBIBUX CTOMbI K3aaM M KHapyXu. MexaHusm nepenaoma Jec-
TO COCTOMT B OTBEICHMM CTOIbI KHAPYXH, 3BEPCUU M TIOOLLI-
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BEHHOM crubaHuu ee. KiuHUYecKH mepesoM XapakTepusyeTcs
pe3koit nedopmanmeil 061acT rojaeHOCTONMHOro cycraBa, 00y-
CJIOBJIEHHOU CMEILEHMEM 1 MIOBOPOTOM CTOIbI KHAPYXH, K3aH,
BBICTYMIAHUEM TMEpeaHero oTiena AUCTabHOro Mmerasnudusa
00J1b1IEOEPIIOBOM KOCTU KIepeau HapyleHueM GyHKuuu. Bug
nepesioMa M CMEILCHHUsI OTJIOMKOB yYTOYHSIETCS Ha 3aiHeil u Go-
KOBO peHTreHOrpamMMe.

JIxxioHa Gose3Hb (m. Jeune), acpukcuyeckasi AMCIIa3usl TPya-
HOW KJIETKM, IpydHO-Ta3o-(danaHreanas auctpodusi, achuk-
chyecKasl rpyaHast JMCcTpodusi HOBOPOXIEHHbBIX, MH(MAaHTUIbHAsI
rpyaHasi auctpodusi.

Onucana ¢paHiuy3ckum neauatpom Jeune M.B 1954 r.

HacnencreeHHoe 3abosneBaHue, Mepegaercsl MO ayTOCOMHO-
peuieccuBHoMmy Tumy. [losiBasiercsi ¢ poxaeHusi. HamomuHaet
XOH/IPOIKTONCPMAIbHYIO  TUCIUIa3UI0. XapaKTepusyeTcsl Kap-
JIMKOBOCTbIO, B OCHOBHOM 3a CYET YKOPOYEHHUsI KOHEUHOCTEil,
MOJMMAAKTUINEH, TSKENbIMU AedopMalMsIMU KOCTEe KOHEYHO-
CTeid, Ta3a W rpyAHoil KieTku. ['pynHas KjieTka pe3Ko CyXeHa,
YTO BbI3bIBAET HapylleHWe JbIxaTeJbHoOU (GyHKiuu. Pebpa y3-
Kue U Kopotkue. OccuduKkalusi roJoBOK OeApeHHBIX KOCTEil
3anepxuBaercsi. YacTo 060Je3Hb COYETAETCSI C MATOJNIOTHel MoYeK.
JleTu HeXU3HEeCOCOOHbI, MOTUOAIOT B pAHHEM BO3pacTe OT IMHEB-
MOHUU. 3a060JIeBaHKE MPOTPECCUPYET B MEPBbIE TObI XXU3HMU.
J13ep>XMHCKOTO CUHIPOM, CEMEifHasl TuIepIuiacTuyeckas nepuo-
CTajllbHasl AUCTPOPUsI.

Onwucan [3epxuHckum B. B. B 1913r.

[lpennonaraeTcsi ceMmeitHO-Hac/leACTBEHHOE 3aboJyieBaHueE,
BO3MOXHO, JHAOKPUHOMATUS. XapaKTepu3yeTcsl NpexIeBpe-
MEHHbIM CHHOCTO30M LIBOB Yepera, yMEHbIIEHUEeM ero pazme-
POB, YTOJILIEHWEM M CKJIEPO30M KOCTE yepera ¢ COXpaHEHUEM
HOPMaJIbHOTO POCTa TYJIOBMINA U KOHEYHOCTEi. XapaKTepHbl
dopma Hoca, yBelMUeHUE €ro CaruTTaJbHOrO pa3Mepa U OTCYT-
CTBUE CEAJIOBUAHOIO BTSATMBAHUSI. (DanaHm, rpyavHa, KJIIOYUIbI
YTOJILEHbl M YIUIOTHeHbl. MHOrma rpynHas KjieTka BOPOHKOOO-
pa3Ho nedopMupoBaHa, Najlblibl YKOPOYEHDI.

Huaza Gone3nb (m. Dias), paccekaroniuii oCTeOXOHAPO3 Teja Ta-
PAHHOI KOCTH, OCTEOXOHPUT TAPAHHON KOCTH.

Ornucana Dias B 1928 r.

Ha6mionaercst y nereii B Bozpacte 6 — 12 jieT B BUIE acemnTh-
YecKoro Hekpos3a OJioka TapaHHOW Koctu. Otmevaercst 0OJb,
MPUIYXJIOCTb B 00JIACTU TOJIEHOCTOMHOTO cyctaBa. Ha peHT -
re HorpamMmMm € BbIABIACTCA y4aCTOK YIIUIOTHCHUS KOCTHOM
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TKaHU, WHOTIIA OTPaHUYEHHBIN Y3KOI 30HOI mpocBeTieHus. B
penKUX cilydasix HEeKPOTM3MPOBAaHHbI KOCTHBIN (pparMeHT OT-
JIEJIAETCA W BBINANAET B TOJOCTh FOJIEHOCTOIHOIO CyCTaBa.

Hurree — Menbxuopa — KiayseHa 6one3ns (m. Dyggve - Mel-
chior - Clausen). Cm.: Mopkuo 6oae3Hs,

Junrona cuuapoM (s. Dington). Cm.. Bax dep Xyse cundponm.

Hutpuxa cunapom (s. Dietrich), acenTuueckuii HeKpo3 MeTakap-
NMaJbHOW KOCTU, MeTaKapriajabHasi 60J1e3Hb, aCENTUYECKUI 3MHK-
(¢u3apHbIi MeTaKapnaJlbHbIA HEKPO3.

BriepBble onucaH HemeukuM xupyprom Dietrich H.B 1932 r.

OTHOCHUTCSI K acenTUYeCKUM HeKpo3aM. XapakKTepu3yeTcs
MIPUITYXJIOCTBIO Y 60JIE3HEHHOCTBIO B 001aCTH T'OJIOBOK METaKap-
najabHbIX Kocteil, B ocHoBHoM Il u III, uHorna BcieacTeue pas-
BUTHUS BTOPUYHOTIO apTpo3a cTpafaeT pyHkums kuctu. Ha peHT-
FreHOTrpaMMe KUCTH OTMEYaeTcs YIUIOLIEHWE U pacliupe-
HHUE TOJIOBOK TMOPaXCHHBIX METaKaprnaJlbHbIX KOCTeil C HEPOB-
HBIMU KOHTYPAMHU CYCTaBHBIX [TOBEPXHOCTEH, Cy>KEHUE CyCTaB-
HOW 1LeH, B TMOCIEAYIOUIEM pa3BUBAETCs CKJIEPO3 MOPaXEHHBIX
Y4aCTKOB KOCTHU.

Hoitunennepa 6one3ub (m. Deutschlander), metaTtap3anrusi, Map-
LIEeBBIN MEpeoM, MapliieBasi CTOIa, MepesioM HOBOOPAHIIEB, Te-
peJoM OT YTOMJICHWS, TIepeJOM OT IEeperpy3Ku, MOJ3Yy4Mid Tie-
peJioM.

Briepsrie onvicana B 1855 r. Breithaupt, Gonee moiHo Shultze
B 1897 r., Deutschlander C. W. B 1921 r. u . I'. PoxsiuHbiM B 1945 1.

Bo3HuKaer, Kak TMpaBWIO, OT MEpPerpy3oK y B3pOCIHbIX JIiO-
NIel, y coNaT Ha JTMTEIbHbBIX Mapliax. XapakTepu3yeTcs 00Jbio
B cTore, oobiuHo B obsactu II, III mau IV 1untocHeBbIX KOCTEN,
MIPUITYXJIOCTbIO B 3TOi 00jJacTh. PeHTreHoOJOTrn4YeckKku
BUIHA JIMHUSI ,,[IPOCBETVICHUSI" - TMepesioM, KOTopasi paclpocCT-
PpaHACTCd MO INONECPEYHUKY KOCTHU. B nepruoa BO3SHUKHOBCHMUS
MOJI3yYero rmepejioMa OOJbHbIC JIMINAIOTCS BO3MOXHOCTH XO-
IUTh U3-3a PE3KOi 60JIM B CTOIE 0 MEepPUoa CpallieHUsI.
Ipeiidyca cunapom (s. Dreyfus), reHepain3oBaHHas TUIATUCIIOH-
WIS,

BriepBble onucaH dpaHiy3ckum BpauoMm Dreyfus J. R. B
1938r.

[Mpearnonaraercsi HACAEACTBEHHOE MPOUCXOXIEHUE CHUHIPO-
Ma. HaunmHaeTcs Ha BTOpPOM Tojy XM3HM peOeHKa ¢ 0OJe3HEeH-
HOCTM M YYBCTBa cJ1abOCTH B OOJACTH CITMHBI, B MOC/IEIYIOILEM
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pa3BuBaercsi Kudo3 win kudockonno3. TyoBulile B CpaBHe-
HUM C HOPMaJbHBIMU pa3MepaMu KOHeYHocTeir ykopoueHo. Om-
HOBPEMEHHO OTMeYaeTcsi TUIIOTOHUSI MBIIIL, Ype3MepHast To/I-
BIUXKHOCTb B CyCTaBax, XMBOT yBeJquueH. MHorna HaOJiomaoTes
genu valgum, pes varus, BPOXIEHHbI BBIBUX Oepa.

PeHTreHonornyecKHu - 3HAYUTESbHOE YIUIOLIEHHE
(CHIDXKeHUE BBICOTHI B 2 - 3 pa3a) Tell II03BOHKOB, paclIupeHue
MEKITO3BOHOYHOM IIE/IM, Ta30Bble M KPECTLOBbIE KOCTU yMEHb-
1eHbl B pa3mepax. Hepenko HaOsiomaeTcsi BApyCHOE UCKPUBIIE-
HUE LIeWKU o0enx OeIpeHHBIX KOocTeil. Drudusbl mpeacTasis-
10Tcsl  (pparMeHTUpOBaHHBIMU U AehopMUpoBaHHBIMU. Hamko-
JICHHHMK o0pa3yercst u3 2 - 3 siiep OKOCTEHEHHMsI.

MiosepHest tiepeioM (f. Duverney), monepevHsblii TTEPeIoM KphI-
J1a TIOB3IOIIIHOM KOCTH.

[py1 U30JMPOBAaHHOM IEpeioMe TOAB3AOUIHON KOCTH, OIK-
caHHOM (bpaHIly3CKUM XUpyproM Duverney, IIOCKOCTb Mepesio-
Ma TIPOXOOUT 4Yepe3 KPbLIO IMOAB3IOIIHON KOCTH, pacrojiara-
SICh, KaK MPaBUJIO, BbILE BEPTIYKHON BriaguHbl. OTIIOMOK TO/I-
B3/IOIIHOM KOCTM CMeIlaeTcsi KBepXy M KHapyXu. MexaHu3Mm
TOBPEKICHUST — Yallle BCEro MPsIMOiA yiap WM CHaBleHUE B 00-
JIACTU KpbLJa MOJAB3IOUIHON KOCTU. BeiencTBue cMmelleHust re-
pe/iHe-BepXHeil OCTU IMOIB3IOLIHON KOCTH KBEPXY OTMEYaeTcs
yBeJIMYEHUE OTHOCUTENIbHOW JUTMHBI HYKHENH KOHEYHOCTH.

Hiorurs 6one3ub (m. Duplay), mepuaptpur JAyIms ,,3aMOPOXKEH-
Hoe 1wteyo”, Bursitis calcarea, 6ypcut Jdymis, Bursitis chronica
subdeltoidea, Ooye3HeHHass HEMOABIZKHOCTh ILIeYa, CHUHAPOM
IJIEYEBOTO CYCTaBa, TieueIoNaToYHbIN IIepruapTPUT, TOPaKO-0Opa-
XHaJIbHasl TTOJTUMUAJITHS.

BriepBbie ommcana paniry3ckuM xupyprom Duplay E. S.
(1872), MoxeT OBITH OOYCIIOBJIEHA Pa3IUYHBIMU 3THOJIOTHYE-
CKUMU (haKTOpaMu: JereHEePAaTUBHBIMU U3MEHEHUSAMU CYXOXKM-
JIUSI HAOCTHOW MBIIIILIBI, PACIIOJIOKEHHOM MEXIY TUICYEBBIM CY-
CTaBOM M TMOJAaKPOMMATIBbHOIN CYyMKOM, pa3BUTHEM JereHepaTHB-
HO-IUCTPOPUUECKUX U3MEHEHUIl B 00JacT MeXOYropKoBoii
60pO3/bl, KOPAKOMIMTOM, IIEHHBIM CIIOHIWIOXOHIPO30M. Xa-
pakTepu3yeTcsi pe3Koil 00JIe3HEHHOCTBIO B 00JIaCTH IJIEYEBOTO
cycraBa, 0COOEHHO 00JIe3HEHHBI M COOTBETCTBEHHO OTpaHUYEHBI
poTaiMs Ijieya BHYTpb U OTBeleHue. BriocieacTsuu pa3BuBaet-
cs1 pe3Koe OrpaHMYeHHue IBUXEHUI B IJIEYEBOM CycTaBe, OoJie-
BOIl CUHIPOM YMEHbIIIAeTCsl.

PeHTreHonorm4yecKHu — KpOMe YMEPEHHOIO OCTEO-
1Mopo3a, MOXET He ObITh IPYTMX M3MEHEHUM, MHOTIA Habona-
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I0TCSl y9aCTKU OcCU(UKALIMK B 00JACTU CYXOXUIJIMSI HATOCTHOM
MBIIILIBI, peXe - B 00JaCTH MOJAKPOMHUATbHON CYyMKH, KITIOBO-
BUITHOIO OTPOCTKA WMJIM apTPOTUYECKHUE W3MEHEHHMsI B 00JacTH
aKpOMMAJIbHO-KJTIOYMYHOTO CyCTaBa.

HiomoutpeHa KoHTpakTypa (c. Dupuytren), mporpeccupyomiast
KOHTpaKTypa JIaTOHHOTO aroHeBpo3a, JliomouTpeHa 00Jie3Hb.

BrepBeie ommcaHa ¢panHiy3ckuMm xupyprom Dupuytren G.
B 1833 .

HacnenctBenHoe 3abosieBaHue, TepeaaeTcsl MO JOMUHAHTHO-
MY THITy C TIOJIOBBIM pasjinyuem. Yaile cTpagaloT My>KYMHbBI. B
0OILIeH TOMYJISLUN MY>KYUHBI ¢ [IFOMOUTPEHOBCKOI KOHTPAKTY -
poii cocraBunu 18%, xeHumubl - 9%. BosHukaer 3aboneBaHue
B 3peJIOM BO3pacTe, HepeaKo HaO/II0AaeTcsl IByCTOPOHHEE Mmopa-
KeHUe JTaJlOHHOTO aroHeBpo3a. BO3HUKHOBEHMIO KOTPAKTYpPbI
MOTYT CIOCOOCTBOBAaTH XPOHMYECKasi TpaBMa TaJblieB, Mpodec-
CUOHAJIbHBIE YCIOBUs (3aKUM B pyKe MHCTpyMeHTOB). [TocTe-
MeHHO TOsBIIsIeTC 3aTpynHeHune pasrubanust [11 u IV manbues
KUCTH M YIUIOTHEHHWE JAJOHHOTO arloOHeBpO3a B BHUIE Y3€JIKOB
uiu Tska. KoHTpakTypa orpaHMYMBAeTCsl OMHUM, IBYMST MaJlb-
LIaMH, HO MOXET OXBATUTb U JApyrue. B COCTOSTHUU KOHTPAKTY-
Pbl HaxXOmsATCS MPOKCUMAJIbHBIE U cpenHue dananru. B manbHei-
1IeM BO3HMKAIOT BTOPUYHBIE MATOJIOTHYECKUE U3MEHEHMSI B CY-
cTaBax TajblieB, CyXoxuiausx. Hapyiaercss GyHKIUSI KUCTH.

Miomoutpena niepeiioM (f. Dupuytren), mepeiroM MeaHaIbHOI
JIOJIBIKKY, HAJUIOABIKEUHBIN TIepesioM Majio0epIioBOi KOCTH ¢
pa3pbIBOM CBSI30K JAMCTAILHOTO MeXOepIOBOrO COWICHEHUS] U
MO/IBBIBUXOM WJIM BBIBUXOM CTOITbI KHApYXHU.

Ornucan ¢paniysckum xupyprom Dupuytren G. B 1819 1.

INoBpexneHre BO3HUKAET MPU PE3KOW TMPOHAIMKM CTOIbI.
BHavase BCleACTBUE HATSDKCHUST JEJBTOBMIHOW CBSI3KM TPOMC-
XOIUT OTPBIBHOW TEepesIOM MeIMaTbHOM JIOIBIKKHU, 3aTEM B pe-
3yJbTaTe TPOAOJIKAIOIIENCS TPOHAIIMKM U HapYXHOUW poTaluu
CTOITBI PA3pbIBAIOTCS CBSI3KM TUCTAIBHOTO MEXOepIIOBOTO COY-
neHenusi. Hactynaer nepesioMm Maio0epiioBoii KOCTH B HUXKHE
TPeTH, Ha 5 — 6 CM BBILIIE TOJIEHOCTOITHOTO CYCTaBa, a CToIa cMe-
aetcst KHapyxu. KimmHuuecku onpeaessieTcsi puImyxJaocTh, ae-
(opmarust 061aCTU TOJIEHOCTOITHOTO CyCTaBa, XapaKTepHOE CMe-
LIIEHUE CTOMbI KHAPYXH, pe3Kasi 60J1e3HEHHOCTD ITPY OLIYITbIBa-
HUW, HapylieHue GYHKIMM CTOMBL. XapakTep TOBPEXICHUS

YTOYHSIETCS] C TOMOIIBIO PEHTTrEeHOTpaMMBbl B MPSIMOii
1 GOKOBOI TPOEKIIUSIX.
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HionrenHa-Apana cunapom (s. Duchenne - Aran), 6one3ns Kpy-
Bailibe, mapanny KpyBaiiibe, XpoHUYeCKasi MpOrpeccupyromiast
CIIMHAJIbHAst aMUOTPODUST B3POCIIBIX, MUEJIOMATHYECKAS MbIILIEY-
Has aTpodusi, mporpeccupyloiasi MbiiedHass atpodus iomre-
Ha - ApaHa.

BriepBbie ommcan dpaHity3ckuM HeBpomnarosoroM Duchenne
G.B.A.B1847r.

3aboeBaHMe WMeEET PELECCHBHOE WM HEMOCPEICTBEHHOE
JOMHHAHTHOE HaclienoBaHue. OTMeuaeTcst BpOXKIeHHOE Helopas-
BUTHE BelIeCTBa TepeaHux poroB. TeueHHe XpOHUUYECKOE, MPO-
rpeccupytomiee. [IposBisieTcss B CUMMETPUYHOI aTpoduu U ma-
pajimiye MbIIII. MBIIIIBl TUTTOTOHUYECKUE, MITKKME Ha OIIYIIb.
JIBMKeHMsI OrpaHUYEHHBI, CyCTaBHasl Karicyia pacciabnera. Cy-
XOXHUJIbHBIE pedeKChl CHUXEHBI, B IMOCICIYIOIEM MCYE3aloT.
HawuGonee yacto HaGmomaeTcst MEHHBIA TUIT TOPaXXeHUs, KOTO-
pblif HAYMHAETCS C MOTEPU CWIbI B OOJIBIIMX MajbliaX KUCTH, Ya-
me crpaBa. B mocrienmyiorieM pa3BUBaeTCsS KapTWHA ,,KUCTh -
KOroTh" M ,,00e3bsIHbsI J1amna", ,,pyKa ckejera". [lajiee mmpolecc
pacrpocTpaHsieTcsl KBepXy Ha Tpearviedbe, TUIeY0 U TUIeYeBOM
OsIC, peXe BCTpevaeTcsl MIeHHBIN JJOMaTOYHO-TIJIEYeBOM THUIT, KO-
TOpBI HAYMHAETCS B OOJIACTU IJIEYEBOTO TIOsICA U PACIpOCTpa-
HsleTcsl mucTainbHO. Ele pese HabmomaeTcss MOSCHUYHO-KPECT-
LIPBBIN TUI, HAYMHAIOIIUICS CO CTOIBI UJIM TOJIEHU U PACIIPOCT-
paHSIIOMINIICS B TPOKCUMATbHOM HaIpaBJIeHWH.

HHorna BcTpeyaeTcs: Takke aTpoGuyuecKuii OTBOASAIINI THII,
KOTODBIi OrpaHUYMBaeTCss aTpodueil MepBbIX MajiblieB KUCTU U
COTPOBOXIAETCSl TApecTe3ueil M IMOBBIIIEHUEM OOJIEBOM YYBCT-
puteabHocTU. Hapsimy ¢ atpodueit 1 mape3omM oTMmedaroTcs ¢huo-
PUUISIpHBIE MOJEPTUBAaHUSI, OCOOCHHO MPU OXJIaXAECHUHU, OTCYT-
CTBUE WJIM ocjiabieHue pedieKcoB, HapylieHue TPOPUKU ¢ OT-
HOCUTEJIbHBIM COXpaHEeHHWEeM YYBCTBUTEJIbHOCTH. Hepenko pas-
BMBAIOTCSI BTOPUYHBIE KOHTPAKTYPHI U aHKUJIO3HI.

HiomenHa— [pusunrepa cunapom (s. Duchenne— Griesinger).
Cwm.: Bpba 6one3ns.

MionrenHa — Dpba mapanuy (p. Duchenne — Erb), akymepckuit
rapajud, poJoBoii apanuy, BepxHuii mapainy Jiomena - Dpoa,
BSUIBIIA TIApaJIMY MBILILL Y HOBOPOXICHHBIX, Mapanuy [liomeHa -
Korommike.

Bra martosorvs onucaHa (GpaHIy3CKUM HEBPOMATOJIOrOM
Duchenne G. B. A.B 1855 r., Hemeukuit Bpau Erb W. H.u3yuun
raToreHe3 poJI0BOrO Mapajinya.
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Bsiblii Mapanud MBI Y HOBOPOXIEHHBIX HACTYIAeT B pe-
3y/IbTaTe POMOBOI TPaBMBI IJICYEBOTO CIUIETEHUSI WM 00pasy-
IOIINX €T0 HEPBHBIX KOPENIKOB. DTOMY CIOCOOCTBYIOT TPYI-
Hble W 3aTSKHBIE POIBI, HECOOTBETCTBUE pa3Mepa IJIoAa POJIo-
BOMY KaHajly, MaroJIOTMYECKOe TpeIuieXaHe Iuiofa, MpuMeHe-
HUE Pa3INYHbIX METONOB aKyIIePCKOTO TOCOOUSI.

KnmHuuyeckass KapTHa OCTAaTOYHBIX SIBJIEHUU POIOBOTO Ta-
payimva MBI BEpXHUX KOHeYHOcTel Tuma Joniena — Dpoa xa-
paKTepu3yeTcsl YaCTUYIHBIM WU TIOJTHBIM BhITIaAeHUEM (DYHKIIUT
NeJIbTOBUTHOM, IBYTJIABOM, TPEXTJIABOM MBIIIII TIJIeda, TJIeYety-
YeBOW, Hall- U TIOJOCTHOM, MepeaHeit 3youaroii, Majoit Kpyrjioi
MbI. Takoe HapylieHue 00yCIOBIEHO MOBPEXICHUEM KOPEIII-
koB Ha ypoBHe Cyu Cyj, COOTBETCTBYEeT HapyLIEHUIO IPOBOAU-
MOCTH TIOJIKPBLIBIIOBOTO, KOXHO-MBIIIIEYHOTO U YaCTUYHO JIydye-
BOTO HEPBOB. B 3aBUCHMOCTU OT YpOBHS MOPaXeHUs TJICYEBOTO
CIUIETCeHUSI Pa3iMyaloT 3 TWMA Mapajinda: BepxHWit — [foreHa -
Dpba mapanumy, HUKHU - [lexepuna-Kiromnke, cMelIaHHBII
(tuma Opba — Kimommnike n Kimomnike — Dpba). [Ipu BepxHem
THTIE, KOTOPBI BCTPEYAETCS Yallle, YeM HUXKHUM, pyKa OOBIYHO
MpUBEIEHAa K TYJOBUIILY M POTUPOBaHA BHYTPb, a KUCTh HAXO-
IUTCSI B TIOJIOKEHUU JamoHHOM cekcun. CKiaaka Mexmy Ty-
JIOBUILIEM W TuledoM yriayOseHa. Ecnmu pebeHKa TPUITOTHSTH,
pyYKa OTBHUCAeT K3aau. TedeHre poaoBOro mapajnia 3aBUCUT OT
CTETIEHU TIOBPEXICHUS TIICUYEBOTO CIUICTCHUSI.

XKaky cungpom (s. Jaccoud), aptpur XKaky, XpOHUYeCKUM Pu-
OpO3HBIN peBMATU3M.

Omucan ¢paHIy3ckKuM BpadyoM Jaccoud S.

[pencraBisier coboit pa3HOBUIHOCTh PEBMATOMIHOTO TIOJH-
apTpuTa, TPU KOTOPOM TIOCTEMHMIA COYETAETCS] C MBIIICYHBIM
(Gudpo3oM. MBINIIIBI CTAHOBSTCS PUTHIHBIMU, aTpodupyoTcs,
OBICTPO YMeHbIIIaeTcsl 00beM OBUXKEHWI B CycTaBaX, pa3BUBa-
I0TCSI KOHTPAKTYpbl M aHKWJIO3bl. 3abojieBaHMe yaile Habmona-
eTcsl y TIOIPOCTKOB MJIW JIUIL MOJIONOTO BO3pacTa.

XKancenbma - Jliotna cunmpom (s.Jeanselme - Lutz), cuHmpoM
Jlotia — 2KaHcenbMa, 0KOJIOCYCTaBHBIE Y3JIbI.

BriepBbie omucan GOpasmibckuMm BpadoMm Lutz A, B 1891 T.

XapakTepusyeTcsi pa3sBUTHEM B pe3yJbTaTe aJuIepru4ecKoro
BOCTIAJICHUS] CUMMETPUUYHBIX MOJKOXHBIX y3JI0B, PACIIOJIOXEH-
HBIX OKOJIO CyCTaBOB WJIM KOCTHBIX BBICTYMOB (spina il. post, sup,
tuberositas tibiac). I[IpenmylecTBeHHAs JTOKAJIM3aLMS 3TUX y3-
JIOB - crubaTesIbHbIe TTOBEPXHOCTU KOHEYHOCTEH. Y31bl 6e300-
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JICBHEHHBIE, paannqﬂoﬁ BECJIMYUHBI, (bOprl U KOHCHUCTCHIIUU.
KO)Ka Hag 6OJ'lbLLlI/IMI/l y3JaMu pacCTdaHyTa, MHOIrAa UMEET CUHIONI-
HbI1 OTTEHOK. OTMC‘-[aCTCﬂ 60J'le3HeHHOCTb U OrpaHUYCHUEC OBU-
KeHUI B CycTaBax, BOJM3U KOTOPBIX PACIONIOXeHbI y3ibl. Kpo-
Me apTpajiruu, HabJromaeTcsl Juxopaaka, ciabocTb, UCTOILIEHUE.

3yneka 6ose3Hb (m. Sudeck), cunopom 3ymeka, cMHIpoOM 3yne-
Ka - Jlepumia, cunapom 3yneka — KunOeka, ocTpast KocTHas aT-
podust 3yneka, MOCTTpaBMaTMYECKUI OCTEONOPO3, MOCTTpaBMa-
ThYeckasi KOCTHas atpodusi, pedieKTopHass KOCTHasi aTpodusi.

OnucaHa HeMmeukuM xupyprom Sudeck P.H.B 1900 r. kak
,,OCTpasi TpohOHEeBpOTHYECKasT KOCTHasi aTpocus’”.

XapakTepusyeTcsi 0CTEOIOPO30M, Pa3BUBAIOLIMMCS TIPU BOC-
MajJuTeabHbIX 3a00JeBaHUSIX, TPABMax KOCTEH M CyCTaBOB, MOC-
Jie JIUTENIbHO MMMOOUIM3alu KOHeYHoCcTU. [IpuunHoi naro-
JIOTUYECKOTO TIpolLiecca SIBSIOTCS HepoTpodryeckre Hapyliie-
Hust. [lo MmHeHuto C. A. PeiiHOepra, He SIBJISIETCS] CaMOCTOSITEb-
HOI HO30JIOTHYECKOi enrHuLelt. KnrmHnvyecku nposiisieTcst ote-
KOM, 00JIbl0 B 00JIACTU MTOPaXKEHHOTO CErMeHTa KOHEYHOCTH, Ha-
pylueHueM ABMXeHUH B cycTaBax. Koxa B 061acTu mopaxkeHust
HEpeIKO KpacHeeT, MPUOOpeTaeT CUHIOIIHBINA OTTEHOK, UCTOHYA-
ercs. PeHTreHoJormyecKHu BBISBISIETCS MSATHUCTBIN
WM PaBHOMEPHBI OCTEOIOPO3, KOTOPBI MOXET OrpaHUYMThLCS
oyaroM MOpakeHWsl WM HOCUThb Oojiee pacnpOCTPaHEHHBIN Xa-
paxrep.

3yneka — Kwunbeka cunapom (s. Sudeck - Kienbock). Cm.: 3y-
deka 6oae3Hb.

3yneka - Jlepuma cunapom (s. Sudeck - Leriche). Cm.: 3yde-
Ka 00se3Hb.

U 3zenena cunmpom (s. Iselin).
[ox 3TUM TEPMUHOM OMMCAH PEIKO BCTPEUAIOIIMIICS aceTh-
YeCKMil HeKpO3 ToJIOBKM IUIIOCHEBOM KOCTH.

Nuenko — KymuHra cuaapom (s. Gushing), runepaapeHOKOpTH-
3auus, 6azoduiibHas aieHoOMa, afpPEHOKOPTUKAIbHBIA CUHIPOM,
FCHMTa}'leO—HaZLl'lO‘-le‘-lHVlKOBbII?l CUHAPOM, CHUHAPOM Kymera,
cuHapoM Anepta — KylmHra, 3HI0KpMHHOE OCTEOIOPOTUYECKOE
OXUpEeHue.

Briepbie omcan Mienko M. H. B 1926 r.

SABnsercs mnposiBaeHHEM TUINEPOYHKIUU HAAMOYEYHUKOB
BCJIEICTBUE OIMYXOJW WM UX TUIEPIUIa3uu JIMOO pacCTpoiicTBa
runoTajiamyca M nepenHeil noau rumnodusa. XapakTepusyeTcs
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OXMPEHUEM C ,.JIyHOOOPa3HbIM JIULIOM", ,,3aThLIKOM OyiiBOIa",
INpU HE3HAYUTECJIbHOM YBCJIWYCHUU MACChI TE€ja. .HVIL[O KpacHO¢
WJIN IMAHOTUYHOEC, HA KOXE B 00JIaCTU CITUHBI WU SAroguLy uMe-
10TCSl aTporueckue MOJOChl, Ha BCEM Tejle - DKXUMO3bI, Ie-
TEXUU. ApTepl/IaJ'leOG JIaBJICHUE MOBBIIICHO, B MMO3JHUX CTAAUAX
MOSIBJISIIOTCSI CUMITTOMBI HEJOCTaTOUHOCTH cepaua. OObIYHO pe3-
KO HapyleHO o0liee COCTOsSIHUE (BSJIOCTb, allaTUMHOCTh), CHU-
KE€H MHTECJICKT, MOBLIIICHA YTOMJIAEMOCTD, 0OECITOKOUT MBbIILIEeY-
Hasi 00J1b, YCTOMYMBOCTb K MHGEKIMU NoHUXKeHa. [Ipu Havane
3a00JieBaHMsl B AETCKOM BO3pacTe HaOJIoAaeTcsl 3aJepxkKa poc-
Ta U OKOCTEHEHMs. Y Jereil HabGmogaeTcsl TUMOTeHUTANIU3M, Y
MYXYUH - (peMUHU3ALMS, UMIOTEHUMS; Y XKEHIIUH — TUPCY-
TU3M, aMeHopesl.

B KpoBu BBISBISICTCS] MOBBILLIEHWE COAEPXKAHUS caxapa, CHU-
KEHUE coaCpXKaHUA KaJbLWA. C Mouoit BBIACIACTCA HOPMaJjb-
HO€ MWJM 4YYTb MOBBLIIICHHOC KOJUYECTBO 17—KeTOCTCpOl/l£LOB nu
1 1-okcukeroctepounoB. PeHTreHonoruvyecku ompe-
JIeNIsieTCsl HEepe3KO BbIPAKEHHBIN OCTEONOopo3, Yallle Tesl MO3BOH-
KOB, MHOrJ1a - CIIOHTAHHBIC NMEPEIOMBI.

KanbBe Gonesnb (m. Calve), vertebra plana, ocTeoxoHIpomnaTiis
TeJsla MO3BOHKA, MO3BOHOYHBINM OCTEOXOHAPUT, NETCKUIA MCEBIO-
CIIOHOWJIUT.

Onucana dpaHuysckuMm xupyprom Calve J. B 1925 r., koto-
pbll71 cyuTall, YTO B OCHOBE DPA3BUTHUs INATOJOIMU JICKMT aCClTU-
YecKUil HeKpo3 rybuaroii cyoctanimu nmo3poHka. C. A. PeitHGepr
B 1964 T. TPEamoNOXKI CYIIECTBOBAHHE CHUMIITOMATUYECKOTO
TJIOCKOTO MO3BOHKA, Pa3BUBAIOLIEr0Csl HA OCHOBE 203MHO(UIIb-
HOM IpaHyJeMbl U APYTUX MAaTOJOTMYECKUX MPOLIECCOB.

[MopaxatoTcst netr B Bo3pacte ot 4 no 9 net. st 3abojeBa-
HUSI XapaKTepHbl 00JIeBOM CMHAPOM U HeOobIIoN Kudo3, Hamo-
MUHaLUI rn6dyc npu TyoepKyne3HoM crnoHaunure. bonb yac-
TO UppPAIUUPYET B HUXKHUE KOHEYHOCTU. B pesynbTare mocTosiH-
HOii 00Jn JETU CTAHOBATCSA MaJIONOABUKHbIMU, INACCUBHBIMMU,
M30€eraloT Urp U OXOTHee Jiexar. TemmnepaTypHasi peakliusi 00bIy-
HO OTCYTCTBYET, XOTSl B HEKOTOPBIX CJIy4yasix Hauyajo 3abojeBa-
HUsI COMPOBOXIAETCS MOBBILIEHUEM TeMIlepaTypbl Tesa 1o 37,2 —
37,8°C. Tlpu ocMmotpe oOpalllaeT BHMMaHKE ITyroBYaTOE BBICTO-
SITHM€ OCTUCTOIO OTPOCTKA MOPakeHHOro Mmo3BoHKa. Yaie naro-
JIOTUYECKUA TIPOLIECC JIOKAIM3YETCS B HUXKHMX TPYIHBIX U BEpX-
HEMOSICHUYHBIX MMO03BOHKax. [lopaxatorcsi, kak mnpasuio, 1-2
MO3BOHKA.

Pe HTreHonoruuyeckas KapTuHa B Hayaje 3abosie-

61



BaHUSl XapaKTEPU3YeTCs OCTEOMOPO30M B LIEHTPAJIbHOW YacTH
T€Ja MMO3BOHKA, JICTKUM HEPAaBHOMEPHLIM YIIJIOTHCHUEM 3aMbl-
KaTeJIbHbIX MJIACTMHOK, 3aTeM PEe3KUM YIUIOLIeHHUEM Teja 1o 1/3
win 1/4 ero BeICOTHI. YIUIOLIEHHE TeJa TO3BOHKA PaBHOMEPHOE,
C POBHBIMM BEPXHUMM U HIKHUMM KpasiMu. Knepenu yrorie-
Hue OGonee BblpaxeHO. [110CKMI MO3BOHOK OTHENEH OT-COCEA-
HUX paClIMpEHHbIMU MEXIO3BOHKOBbIMU OHUCKaMU. chHKLlI/lﬂ
MO3BOHOYHOTO CTOJN0Aa HapyIllIaeTcs, MOSIBIASIETCS HeOOoJblast
00J1b, JIETKOE OrpaHMYEHUE MMOABMKHOCTU. 3abojieBaHUE MpOTe-
KaeT MemieHHo, romamu. Hepenko 0Oosnesnb KanbBe siBasietTcs
CIy4aiilHOM HAaxOIKOI pPEHTreHosIora.

Kamepa cunapom (s. Camera), HeBpajiaruueckas JoMOOUILMAIT U -
4yecKasi OCTeONnaTHsi, HeBpaJIrnueckasi OCTeonaTusl.

BniepBble omucaH uTtanbsiHCKUM opronenoM Camera U. B
1951r.

XapakTepu3yeTcsi pocToM OO0JIE3HEHHBIX OCTEO(PUTOB B pas-
JINYHBIX OTAENAX CKEJIETa, Yalle BCEro B 00/1aCT KOJEHHOIO Cy-
CTaBa, OCTUCTBIX W MOMNEPECYHBLIX OTPOCTKOB IMO3BOHKOB. Bosb
BHaAyaje JIOKajbHasl, 3aTeM pa3BUBAeTCsl KOPEIIKOBasl OOJb,
obocTpsitolasicsi Mo Hoyam, pedaeKTOpHOE OrpaHUYEHUE ABUXKE-
HUH, LIQa11ast XpoOMOTa.

Kannenona cunapom (s. Capclepor(:),Creiiin oHa cuHapom, CTeitH-
ToHa - KamnzaenoHa cuHapom.

XapakTepusyeTcsl OJOHTOAMCIIIA3uel (3yObl KOPUYHEBOTO
wid Oyporo LiBeTa, SMaJlb JIETKO TPECKAeTCsl, HelpaBUIbHbBII
MPUKYC), HEPEIKO COYETAIOILEICS C XPYMKOCTbIO KOCTEHl cKe-
JieTa U NOJIMIAKTUIAEH.

Kannauna - Knsiukuna cunapom (s. Kaplan - Klatskin).

Onucan amepukaHckumu Bpadyamu Kaplan H. n Klatskin G.

[Mpencrapiser coboil coyeTaHWe capKouao3a, Icopuasza U
nojarpbl. Y O0JIbHBIX Hau6mozlzi}mc;{ PELIMAMBHPYIOLLIE ITOJAr Py -
YECKUE apTPUTHI, YCLIYHYATbIX JUIIAW U IIPU3HAKU CapKOUI03a.
B KpoBM BBISIBJISIETCSI TMIEPYPUKEMUSI, TUNIEPIIIOOYIMHEMMUS,
UHOrga - runepkajbLUMEMUA U NMOBBLILLICHUE YPOBHSA UleﬂOHHOIZ
docdarasbl.

Kannana - Konmune cunapom (s. Caplan - Colinet), cunukoapr-
pUT, CUJIMKOApTpo3, cuHiapoM KariaHa, peBMATOMOHbINA ITHEB-
MOKOHMO3.

B 1950 r. Genbruiickuit Bpau Colinet E.omucan ciyyail cunm-
K032 JIETKUX, OCJOXHEHHOTO MPOrpeccUpyoliuM Hecneuubuye-
CKUM MH(EKUMOHHBIM monuaptputoM. B 1953 r. aHmmMyaHuH
Caplan A. omucan TOT Xe CMHAPOM Y yriekonoB. OH Xe oOHa-
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PYXWJ OCOOBIA BHA CWJIMKO3a Yy 3TUX OOJBHBIX C KPYIJIBIMU
y3eJKaMu auaMeTpoM oT 5 10 30 MM B LIeHTpaJbHOM YacTH Jer-
KUX. ¥ HECKOJIbKMX OOJIbHBIX CJIMKOAPTPUTOM OIHOBPEMEHHO
umMmesncs Ty6epKyes Jerkux. Yaie Bcero CuaMKoapTpuT HabJo-
naetcst y yriaekomnoB. [IpuurHa KOMOMHALIMM CUJIMKO3a U TMOJM-
apTpuTa 0 HACTOSIIEro BpeMeHW HeusBecTHa. Hekoropble aB-
TOpbl TpuUaepXuBaloTcss B3MsiAoB [loHceTa, KoTOpbIil cyuTan,
YTO MPOrPECCUBHBII MOTUAPTPUT U CUIMKO3 UMEIOT TYOEepKYJie3-
HYIO 3THOJIOTHIO.

®enpman (1958) y GONBHBIX CUIMKO30M HaOJII01a [TOJIMapT-
PUT He yallle, YeM Y JIML, He CTPaJalolluX CUJIMKO30M. BeposiT-
HO, 3HAUMTEJIbHYIO POJIb B BOBHUKHOBEHUU 000MX 3a00JeBaHU I
UTpac€T KOMIUIEKC BPEIHBIX BJIUSTHUIA: KPEMHHUSA OKHUCH, OXJIaxX-
JIEHUe, TICUXUYECKask TpaBMa, HEMPO-IryMOpaJbHbIE HapYLIEHUS.

Kancanakuca cunapom (s. Kapsalakis), amactematroMmuenus.
Onucan KapsalakisZ.B 1964 r. '
BozHukaeT crnopanuyecku, 3THOJOTMSI HesicHAa. XapaKTepu-

3yeTcsl U3MeHeHUsIMU B IV 1 V MOsSICHUYHBIX MO3BOHKAX B BUIIE

ux nedopmaluu M crumouBaHus. Habmonaercs BTopuyHas pa-
IUKYJIsIpHast 00Jb.

KapnieHntepa cunapom (s. Carpenter), akpoliehalo-ToIMCUHIaK-
tunus, [eitdopepa cunapom.

BrniepBbie onucaH anmimiickum mnenuarpom Carpenter G B
1909r.

[Mepenaercs Mo ayTOCOMHO-PELIECCUBHOMY THITYy. XapaKTepu-
3yeTcsl akpouedanueir U OpaxumedodanaHrueir B COYeTaHUU C
KOXHOM CUHIAKTUJIMEN U NMPUAKCUAIBHOM NOJUAAKTUINEH KUC-
Teii u cromn. Ha kuctu 1 najel OKa3blBacTCsd Cpall€HHBIM TOJIbKO
NPOKCHUMaJIbHOH (hbajlaHroi, a Ha CTOIE OTMEYaeTCcsl MOJHasl ero
cuHaaktuaus. MHorma Habmiomaetcsi coxa valga, genu valgum,
pes varus. [Tpu aTOM 3a60JI€eBaHUM UMEET MECTO TUIIOTEHUTATU3M
Y yMCTBEHHasl orcrajocTb. Hepenko B oqHON cembe AaHHas 0o-
JIe3Hb BbIsIBJIsIETCsl Y cubcoB. Hepenko maHHON MaTojJoTMU CO-
IIyTCTBYET BPOXIEHHBIN IOPOK CephLa.

Kaynena cunapom (s. Cowden), Jloiina - lenuca - KayneHa 6o-
JIE3Hb.

BniepBble onucaH amepukaHckumu Bpayamu Lloud K. M.,
Dennis M .B 1963 r. 1 Ha3BaH 1Mo HaMUIUU OOJBHOTO.

3aboneBaHue SIBJISIETCS KOMIUIEKCOM [OPOKOB DPa3BUTHSI.
XpPOMOCOMHBIN HaboOp He HapylleH. XapaKTepu3yeTcs yMepeH-

HBIM CHMXXEHUEM MHTEJIJIEKTa, CBOCOOPA3HBIM ,,[ITHYBUM JIULIOM"
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C TUTIONJIa3ueit BepXHel U HUXHE! YeTtocTeit, HeOOIbIIUM PTOM,
Y3KHM HOCOM C Y3KMMU HOCOBBIMU XOJaMU, MHOXECTBEHHBIMU
aHOMaUsIMU 3y00B, MPEXIEBPEMEHHBIM UX BBIMAEHUEM, ,,MO-
IIOHKOTIOMOOHBIM" SI3BIKOM (peub HEBHSITHAsI), TUIIOTLIa3ueit
MSITKOTO HeOa U s13bIKa, KOPOTKOM IMUIe00pa3HOil HeOHOM 1y-
roil, MHOXECTBEHHBIMU TUIEPKEePAaTOTUUECKUMHU NAMUUIOMaMU
Ha KpacHOI KaiiMe Ty0, TBEpIOM U MSITKOM Hebe. OmMHOBpeMEH-
HO OTMEYaeTCs] MUOMUSI, CHUXEHUE CIyXa, XpPOHUYECKUI CUHY-
CUT U puHOGapuHruT. HabmonaoTcss KUCTO3HAST TUIIEPITIA3Ks
MOJIOYHBIX XeJIe3, MHOXECTBEHHbIE KMCThl M aJIeHOMbI B IIUTO-
BUIIHOM XeJe3e, nmeyeHu,KocTax. ['pyaHas KiieTKaBmnanaas,acCuM-
MeTpHYHasi, KU(OoCKoIroTuIecKast aedopMalys MO3BOHOYHOTO
crosnba.

Kaydmana cunnpom (s. Kaufinann). Cm.: [Tappo cundponm.
Kaddu 6omeznp (m. Caffey), mHbDaHTUIBHBINN KOPTUKATBHBIN

TMTIEPOCTO3, CEMEWHBIN KOPTUKaIbHBIN Turiepocto3, Kadpdu -

CunbBepMeHa cuHiapoM, Kabodu - Cmura cunapom, Kapopu -
ne ToHu cuHIpOM.

BriepBrie onucaH amepukaHCKUMU peHTreHonoramu Caffey 1.

u Silverman W. A.B 1945 r.

[Mepenaercst o TOMUHAHTHOMY THUITY, TIPOSIBJISIETCST C POXIE-
HUs. XapaKTepu3yeTcsl IMOBBIMIEHUEM TeMIIepaTyphbl, OOJIbIO, OTe-
KOM MSITKUX TKaHell KOHEYHOCTEW, HelOpa3BUTHEM IJTMHHBIX
TpyOUaThiX KocTeil (OenpeHHOil, 00JbIIeOCPIIOBO, KITIOUNIIbI)
W HUXHEW 4emtocTh. PeHTreHOJMOTHMYe C KU Onpenes-
I0TCSI TIEpUOCTAIbHBIE HACJIOEHUSI B 00JIACTM KOPKOBOTO Bellle-
CTBa KOCTE, KOTOpbIE C TEYCHUEM BpPEMEHU TPEBPAIAtOTCS B
KOCTHOIIOOOHBIE 00pa30BaHMsI, pacrolararoiirecs Mo JIMHHU-
Ky KoOCTeil.

Kadbdu - Kenum cunmpom (s. Caffey - Kenny). Cm.: Kennu
CUHOpOM.

Kabdu — CunbepmeHna cunapom (s.Caffey - Silverman). Cm.:
Kagpghu 6one3ub.

Kadbdu - Cmura cungpom (s. Caffey - Smith). Cm.: Kaggu
601e3Hb.

Kammna — beka 6one3Hb, ypoBcKasi 00Jie3Hb, HIEMUUYECKUI
nehopMUPYIONINI OCTEOXOHIpoapTpo3 MuxaiiioBa, SHIAEMUYE-
CKMIii TIOJIMAPTPUT, XPOHMUYECKU TIPOTPECCUPYIONINI TUPEOTOK-
CUYECKUH MOJTMapTPUT.

Briepsoie onrcan H. WM. Katuusim B 1856 T. 1 Gosee MOJTHO —
E. B. BekoM B 1906 11
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DTHOOTUST HesicHA. bosie3Hb MpoSBIsSeTCs HereHepaTUBHO-
IUCTPOGUIECKUM IPOIECCOM, aCENTUYECKUM HEKpo3oM. 3abo-
JieBaHUE pPa3BUBAETCS B MOJIOIOM BO3pacTe, B TEPUOJ pOCTa
KocTeil. XapakTepusyercsl yTojleHreM 3nuduso, aehopma-
[IMeH CYCTaBOB, yBeJWYEHUEM arobu30B, TPeOeIIKOB, XPyCTOM
¥ OTpaHWYEHUEM TOIBWXXHOCTH B CyCTaBaX, MHOTIa HU3KUM POC-
TOM, JIOPJI030M, KOPOTKOIAJIOCThIO, MCKPUBJICHUEM TIAJIbLIEB.
Yamme mopaxalorcsi MexX@alaHTOBEIE M JIOKTEBbIE CycTaBhl. [lo-
paxeHHe OOBIYHO JBYCTOPOHHee. PEHTreHOJTOTMYEeCKH
onpenensieTcss nedopmanus 3MUbU30B  (CIUTIONIMBAHKWE, PacTs-
HYTOCTh) , YTOJIIEHNE CYCTaBHBIX XPSIIeil, OCTEOMOpo3, yKOpO-
YeHUe KOCTell, 0COOEHHO (halaHT TaJIbLIEB.

Keiita cunapom (s. Keith), MmetaduzapHas akia3us, MHOXECT-
BEHHbBIC 3K30CTO3bI, Auadu3apHasl akjia3usi, HacJeICTBEHHas Je-
(opmupyroias TUCXOHIPOTUIA3HS.

Briepsoie ormucan Keith B 1919 .

HacnencrBenHoe 3aboneBaHue, mepefaeTcsl M0 JOMUHAHTHO-
My TUIy. XapaKTepusyeTcs TOopakeHUeM UIMHHBIX TPYOUaThIX
KOCTell B IOKCTAapTUKYJISIPHBIX (MeTachu3apHbBIX) 00JIacTsIX pe-
0Oep, KocTeil Ta3a U yepemna, rjie OOHAPYXUBAIOTCS KOCTHO-XPsI-
meBble ,,BBIPOCTHI'. PocT KocTeil Hapymiaetcsi, BOZHMKAET WX
aCUMMETPUYHOE pa3BUTHE, MOSIBIIAIOTCS Ae(GOopMali KOCTel B
00J1aCTH KOJIEHHBIX W TOJICHOCTOITHBIX cycTaBoB. Y 3/4 Goib-
HBIX OTMEUAaEeTCsl HM3KOPOCIOCTh. DK30CTO3bI BBISBIISIIOTCS C
poxaeHusi,, uHoraa (B 5% ciy4yaeB) HaOJIOMAIOTCS XOHIpOCap-
KOMBI, Yallle B KOCTSIX Ta3a. [lopaxkeHre 0OBIYHO ABYCTOPOHHEE,
cUMMeTpruuHoe. Pa3inualor n1Be KIMHWYECKUEe (POpMBI OOJIE3HU:
1-e mpeobmaganuemM 3k30cTo30B, Il - ¢ medurypanmeit Meta-
¢uzapHbIX obnacteit,nepopMaliMsIMM KOCTEl KOHEUHOCTE.

Kenepa mepBas 6omesnb (m. Kdhler,!), acentuueckuii Hekpo3
JIaIbeBUIHOM KOCTU cTormbl, Baiica - Mioiepa cuHAPOM, OCTeo-
XOHIPOTIATHSI JIAbEBUIHON KOCTU CTOIIBI.

BriepBble omucaHa HemelKUM peHTreHosiorom Kohler A. B
1908 1.

DTHOJIOTHUS M TATOTeHe3 MICHTUYHBI aceNTHMYECKUM HEKpO-
3aM 20udU30B Ipyroil Jiokanusanuu. Pa3BuBaeTcst y B3poCiIbIix
moneit. TlposiBnsieTcsi HapylleHHEeM XOIbObl, 00JIE3HEHHOCThIO
U TIPUTYXJIOCTHIO B MPOKCUMAJIBHBIX OTAENaX ThITa CTOIIBI, Yac-
TO COYETAETCS C TUTOCKOCTOINMEM, nedopMaliveil CTOmbl U TMajlb-
meB. PeHTreHoOJTOTrMYeCKHM OIpenenseTcs yBeaIudueHre
IUIOTHOCTH, YIUIONIEHWE W CMEIIeHWe B JOPCOMETMATbHOM Ha-
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TMPaBJICHUU JIANMbEBUIHOW KOCTH. YacTto oT™mevaeTcst JBYCTOPOH-
HEC IMOpaXCHUC.

Kenepa Bropas 6omesnsb (1. Ko'hler, II), ocreoxoHmpomnaTus ro-
JIOBOK TUTIOCHEBBIX KOCTEi, aceNnTUYeCKUii HEKpPO3 TOJIOBOK
IUTIOCHEBEIX Koctelt, dpeitbepra — Kenepa cuHmpom.

BriepBble naHHOe 3a00JieBaHKME BBIACIMI B OTAEIbHYIO HO30-
nornveckyio ¢popmy Ko6bler A. B 1920 r..omucan B 1926 r. ame-
pukaHckuii xupypr Freiberg A. H.

DTHONOTHSI, BEPOSITHO, CBsI3aHA C XPOHUYECKOM TpaBMOM U
BBI3bIBAEMOM €10 HelipococyaucToi peakuueir. Mrpaiot ompene-
JICHHYIO POJib OBITOBBIE M MpodeccroHaIbHble (hakTophl. Yare
nopaxaercss rosoBka Il mmocHeBoit Koctu, pexe - Il u IV,
BceTpedaeTcs B 1oHOIIeCKOM Bo3pacte, B 14 — 18 jer, B OCHOB-
y nmeBouyek (70 - 80%). WUHorma 3aGosneBaHue ObIBaeT IBYCTO-
poHHuM. Havaso 3a6oseBaHus MeAIEHHOE, TTOSIBJISIETCS IPOTPec-
cupyiolasi 00Jb PU X0Ab0e, CTOSTHUU, TIPU aKTUBHBIX U MTACCUB-
HBIX IBUXEHHUSIX TMaJbLIeB CTOMbI. KIMHNYEeCKU OTMedaeTcst yKO-
poueHKe TMOPaXEHHOTO Majblia, BCErJa BBIPAXEHO MOIepeyHoe
mIockocromnue, pexe hallux valgus.B ob61acTi mopaxeHHO# Koc-
TU UMEETCs TIPUITYXJIOCTh, 00JIe3HEHHOCTD IMPH MaJIbIaLKu.

PeHTreHonoruvyecKH OINPEHESIIOTCS XapaKTepHbIE
JUTSL acernTUYECKOro HeKpo3a M3MEHEHMsI B TOJIOBKE OIHOW U3
YIIOMSIHYTBIX TITIOCHEBBIX KOCTei: OuoaiieobpaszHas Gopma cy-
CTaBHOI TOBEPXHOCTH, TIO3AHEE - AedopMalius OCHOBAHMUS ITPO-
KCHMaJIbHOI (hajlaHT! M BHYTPHEYCTaBHBIE Tej1a B ILTIOCHedantaH-
roBoM cycraBe. 3abojieBaHME MPOTEKAET XPOHUUYECKH, TOOPOKa-
YeCTBEHHO B TeyeHHe 2 - 2,5 roma if 3akaHYMBaeTCs BBIpaXKeH-
HOU nedopMaliyieil TOJIOBKY TTIOCHEBON KOCTH.

Kenepa — Iltuna — Ilemterpunu 6ose3ub (T. Kobler - Stieda -
Pellegrini). Cwm.: [leaneepunu 601e3Hb.

Kenwura 6one3ns (1. Konig) .paccekatoniuit OCTEOXOHIPUT, OCTEO-
XOHAPOTIATUS MBIIIENIKA OePEeHHOI KOCTHU.

BriepBbie omucaHa HemenkuM xupyprom Konig F. B 1889 r.

Paccekarommii 0cTeOXOHAPO3 MPENCTaBIsIeT COOOI acenTrde-
CKMIl CYOXOHApaJIbHBIA HEKpPO3 HEOOJbIIOro, MOJIYKPYTJIOi
dopmbl, yuacTka anudusa, YTo YacTO MPUBOIUT K 0OPA30BAHUIO
CBOOOIHOTO BHYTPHUCYCTaBHOTO Tesia. 3abosieBaHNUE B OOJBIINH-
CTBE CJIyyaeB BCTPEYAETCs Y JIUII MOJIOJOTO Bo3pacta (ot 18 mo
35 net). IIpouecc vaile JoOKaau3yeTcss B 00JaCTH BHYTPEHHETO
MBIIIIENIKA, T. €. B TeX yJacTKax smudusa, KOTOpbie TOABEpra-
10TCSl HaubobIlel (PYHKIIMOHAIBHOU Harpy3ke. [lepBeiMu mpus-
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HaKaMWU SIBJIIOTCS] 6OJIb B CyCTaBe pa3HO#l MHTEHCUBHOCTH, YyB-
CTBO HEIOMOTAHUSI UJIM HEYCTOMYMBOCTH B ITOPAXEHHOM CyCTa-
Be. [Ipy mopaxeHWH BHYTPEHHEro MbIlIeaKa Oeapa 00Jb JIOKa-
JIM3yeTcsl BO BHYTpeHHe-3aJHeM ero otaeie. B mociemyroieit
cTamuu 3a00JieBaHKsI BO3ZHUKAIOT XapaKTepHbIe IBIEHUS — ,,0710-
Kama" cycrtaBa, CUHOBUT. B HEKOTOPBIX Clydasix HaJIU4Ke BHYT-
PHUCYCTaBHOTO TeJia CITOCOOCTBYET Pa3BUTHUIO Ne(hOPMUPYIOLIETO
apTpo3sa.

PenTreHonorumyeckas KapTUHAIAaTOTHOMOHWYHA.
Ha mpsiMOM peHTreHOBCKOM CHHMMKeE B MbIIIEJIKe Oempa, yarie
BHYTPEHHEM, BUIHO PE3KO OrpaHMYeHHOe KocTHoe Teno. Cek-
BECTp OKaliMJIEH, OTAEeNICH OT KOCTH 30HOM TMPOCBETIECHUSI, KO-
TOpasi UMeeT Pa3HyIo LIMPUHY U GOpMY, B 3aBUCUMOCTHU OT JaB-
HocTtH 3aboneBanus. JuddepeHInaabHy0 IMarHOCTUKY HYXKHO
MPOBOJNUTL C CYCTABHBIMU ,,MBIIIIAMU" Pa3IMYHOTO TMPOUCXOXK-
JNeHMsI, XOHAPOMATO30M CycTaBa, TyOepKyjie30oM, apTpo30oM,
apTPUTOM, OCTEOMMETUTOM, MOBPEXICHUSIMU MEHUCKOB U JIp.

Kenun cunapom (s. Kenny), TyOyIsipHBIM CTEHO3 C TUITIOKAJIBIIIE-
mueil, Kenun — Kadhdu cuampom, BpoxKIeHHBIN CTEHO3 KOCTHO-
MO3TOBBIX TOJIOCTEH UIMHHBIX TPYOUaThIX KOCTEN.

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

HacnencrBenHoe 3a6ojieBaHUe, TUIT HACIEIOBAHUS TOYHO He
YCTaHOBJIEH — ayTOCOMHO-IOMWHAHTHBIN WU CLETUICHHBIN C
X-xpomocomoii. [1posiBiisieTcsi y HOBOPOXAEHHBIX. XapaKTepu-
3yeTcsl TPOMOPLMOHAIBLHONW KapJIUKOBOCTbIO, MAJIEHbKUM JIM-
LIOM U BBIITYKJIBIM JIOOM, SMTU30AMYECKUMHM CYTOPOTaMK Ha MOY-
Be 'MITOKAIbLIMEMUN, MUOIIMEN U APYTUMU 3PUTEIbLHBIMU HApy-
meHusMu. Kak mpaBuiio, mpu GMOXOMUYECKUX UCCIEIOBAHUSIX
HaxoIAT MITOKaNbIKMeMHuIo U runepdocdaremuio. KoctHble 1o-
JIOCTU M KaHaJIbl BCEX KOCTEH CyXeHbI (MemyJISpHBINA CTCHO3)
MPY HOPMAJILHOM WJIM YTOJIILIEHHOM KOPKOBOM BeliecTBe. LLIBbI
M POJHUYKH 3aKPBIBAIOTCS ITO3IHO.

Kenun - Kadpowu cunmpom (s. Kenny - CalTey).Cm.: Kenuu
CUHOpOM.

He Kepsena 6onesns (m. de Quervain), e KepseHa cuHmpowm,
TEHOCUHOBUT KOPOTKOTO pa3rubatesisi U JAJTUHHOM OTBOISILEH
MBIl | Majablia, CTEHO3UPYIOIIUI JTUTaMEeHTUT 1-ro KaHaja
TBIJIbHOM CBSI3KM 3aIlSICThS.

BrepBrie onmcana mBeiiapckuM xupyprom de Quervain F.
B 1895 r.

3aKiIovaeTcsi B CyXXeHUM 1-ro KaHaja ThUIbHOM CBSI3KM 3a-
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MSCTBSI, Yepe3 KOTOPYIO MPOXOISAT CYXOXWJIUSI KOPOTKOTO pa3-
rudaTenst M IIMHHOW oTBoAsied Mbitiibl | mambia. CTeHO3 Ka-
Haja MOXeT ObITb OOYCJIOBJIEH KaK TEHIOBAaTMHUTOM YKa3aH-
HBIX MBIIIII, TAK U TIOpAaXeHWEM ThUIbHOM CBsI3KM. [1puunHoOii 3a-
GoJieBaHMs Yallle BCEro SIBJISIETCS UTUTENIbHOE MepeHarnpsskKeHne
MBIILILI, CYXOXWJIMSI KOTOPBIX MPOXOAAT uepe3 1-it KaHas, pexe -
OIHOKpaTHasi TpaBMa.

Bbonesub ne KepBeHa MOXeT paccMaTpuBaThes Kak rmpodec-
CUOHaJIbHOE 3aboJieBaHue, Yallle Mmopaxaroliiee XeHIiuH. [TposB-
JsieTcst 00JIbI0 B 00JIACTH HIMJIOBMIHOTO OTPOCTKA JIY4eBOM KOC-
TH, pacnipocTpaHsiiolieiics Ha | manen wim npearuieybe, 60JIb yeu-
JuBaeTcs Tpu pasrubanuu u otBeneHUM | mambia. [pu omrymsi-
BaHUM B 00JIACTH INMJIOBUIHOTO OTPOCTKA JYYeBO# KOCTH OIpe-
nessieTcst OoJie3HeHHas 3JacTuyeckast Mpunyxyaoctb. [lpu peHT-
reHOJOTMYECKOM MCCISIOBAHUN MHOTIA OOHapYyXK1Ba-

eTcsl yIUIOTHEHME MSITKHMX TKaHei B O0JAcTH INMJIOBMIHOTO OT-
pOCTKa JIy4yeBOW KOCTH.

He Kepsena cunmpom (s. de Queivain). Cm.: Jle Kepsena 6o-
/N1€3Hb.

e Kepsena nepenom (f. de Queivain), mHTepKapaabHBIA JTIOK-
CALIMOHHBIN MepesioM.

[lon aTMM Ha3BaHWEM nmoapasyMeBacTCA IEPEIOM JTaabeBUI -

HOM KOCTH, COUYCTAIOUIMICS C BBIBUXOM HOJIyJ'[yHHOfI KOCTH B
JJATOHHOM HaIIpaBJICHUMU.

Kwunbexa atpocdus (a. Kienbock). Cm.: 3ydexa cundpom.

Kun6eka 6ome3np (m. Kienbock), octeoxoHaponaTust MOJIYIyH-
HO KOCTH, OCTEOXOHPUT 3arsICThsl, TPABMAaTUUECKUIA OCTEOIO-
P03 KOCTEW 3arscThbsl, JyHATOMANSIHUS, aCENTUIECKUil HEKPO3
MOJIYJIYHHOU KOCTH 3arisiCThsl.

Brepsrble onrcana aBcTpuiickuM peHtreHosiorom Kienbock R.
B 1910r.

DTUOJOTUYECKUM MOMEHTOM CUMTAeTCs TpaBMa, BbI3bIBa-
ollasi HapylleHWe KpPOBOCHAaOXeHMs KocTeit 3amsicTbs. Cylir-
HOCTb 0OJIE3HM COCTOMT B MOCTENECHHO HApacTaloleM acenThye-
CKOM HEKpO3€ MOJIYJYHHON KOCTH, KOTOPbIi CO BpeMeHeM TpH-
BOIMT K ee (hparMeHTalMM M TIOJTHOMY paspyiueHuio. Havamy
00JIe3HM MPEALIECTBYIOT MUKPOTPABMbI MJIM TIEPETIOMBI KOCTEM
3aIsICThsl. MOTYT BO3HUKHYTbh MCEBI0APTPO3bI ¢ BTOPUYHBIM TI0-
pakeHHeM CIOHTMO3bI U Xpsila. 3a00eBaHUE Yallle BOSHUKAET Y
JiL pU3MIecKoro Tpyaa, 0co6eHHO TIpU paboTe ¢ BUOPUPYIOIIU-
MU ycrpoicTBamu. Yaiie mopaxkaetcs mpasast pyka. [1osiBiasiioT-
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cs1 60JIb, MPUITYXJIOCTh OOJIACTHU 3aISICTh, HApylIeHUEe (DYHKIIMK
KuCTH. 3abojieBaHUE [UIMTCS HECKOJbKO MECSLEB, MHOIma 2 -
3 rona.

PeHTreHonoruyecKu ONPENEISIOTCS YIaCTKU CKIIE-
poza M ocreornopo3a (papedukaiivs), MOBTOPHbIE MEPEIOMBI,
(parmMeHTaLMs B 0OJIACTH OCTEOJNM3MCA WIM ITOJHOE paspylile-
HHE MTOJIyJYHHOM KOCTH.

Kuunmenst - Tpenone - Be6epa cunmpom (s. Klippel -Trenau-
nay - Weber). Cm.: Kwunneas ~ Tpenone - Bebepa — Pybauwie-
6a 60n1e3Hb.

Kuunmenst - TpeHone — BeGepa — Py6area 6one3np (m. Klip-
pel - Trenaunay - Weber), cunapom Bebepa, cunnpom Koumme-
1 — Tpenone — BebGepa, aHrnoocteorumnepTpo@UUECKii CUHII-
pPOM, YaCTUYHBI TUTAHTU3M, TUIEPTpodUIecKas TreMaHTHMIKTa-
3us, TUTIEpPTPOhUIECKUiT HEBYC, Y3JOBaTHINl OcTeoruriepTpodu-
YEeCKUIA HEBYC.

BnepBeie Tpuamy cuMntoMoB (TUrepTpodus TOpakeHHOU
KOHEYHOCTH, BapuKO3 M naevus angiomatosus) B 1900 r. omuca-
1 dpannysckue Bpaun Klippel M. u Trenaunay P. ITaTorenes
usydeH Weber F. P. 8 1907 r. u C, M. PyGamessim B 1928 T. He-
3aBUCHMO JPYT OT Jpyra.

3aboneBaHue BpoxaeHHOe. B psine ciyyaeB y mMartepu, moiy-

YUBIICH B TEpPHOA OEPeMEHHOCTH TPaBMY, peOEHOK POXITAeTCs
C YBEJIMYEHHOI KOHEYHOCTHIO U IPYTMMU MPU3HAKAMU OOJIE3HU.
3areM B TeueHUE TOCIENYIONIel XU3HU OTMEYaeTCs olepexa-
IO POCT 3TON KOHeuyHOCTH. [IposiBisieTcst 00JbIo, OBICTPOIL
YTOMJISIEMOCTBIO YBEJIMYEHHOW KOHeYyHocTH. W3-3a mpuiuBa
KpOBM OOJIbHBIE ONIYIIAIOT Xap, paclupaHue, myibcanuio. Ha-
OJomaeTcsl TUMEPTUIpO3, TUIEPTPUXO03, TUTIEPITUTMEHTAIIMS.
[MopaxkeHHast KOHEUHOCTD Teriee 310poBoil. [Ipu apTepuanbHoit
dbopme TeyeHune OGosmesHU ocTpoe (OBICTPBIE POCT KOHEYHOCTH,
00Jb, KPOBOTOYAIIME $I3BBI), TMPU BEHO3HOI — MAaCCUBHBIE Be-
HO3HbIE pa3pacTaHusi, aTpodusl MBIIII, TMOAKOXHON OCHOBBI U
MOsIBJICHUE $I3B Ha YIUIMHEHHOI KoHewHocTw. Hepenko Habio-
naetcs nedopMaius KocTeil U CycTaBoB, HapylieHUe QYHKIIUU.
3aboseBaHMEe HOCUT XPOHMYECKUI XapakTep.
Kmummens — ®@eitng cunppom (s. Klippel - Feil), cunmpom
BPOXJIEHHOW KOCTHOW KPWBOIIIEU, BPOXKIEHHBIN CUHOCTO3 TIEii-
HO-TPYIHBIX TTO3BOHKOB, CUHIPOM KOPOTKOU IIEH.

AHoManus onvcaHa GpaHIy3cKuMU HeBpomaTtojoramu Klip-
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pel M. u Feil A. B 1912 r.y GonbHOro, cTpaiasiiero Hepurom,
C HEOOBIYHO KOPOTKOi M HEMOJABUXKHOI 111eeH.

BpoxneHHoe HaciencTBeHHOe 3abojieBaHME, Nepefaercsl Mo
ayTOCOMHO-JOMUWHAHTHOMY TUITY, NPOABIACTCA C POXICHUSA. B
ocHoBe aHoManuu Knunnens — ®eitnis 1eXUT HapylIEHUE MPO-
Hecca cerMeHTauuu v nuddepeHunanu Mme3eHXuMbl. CyliHOCTb
nedopmaly 3aKiI04aeTcs B OOIUMPHON KEHKPECTEHU MU (Cusi-
HUM) IUEHBIX MO3BOHKOB. KosinyecTBO MLIEHBIX MO3BOHKOB
OOBIYHO MEHbIIIE HOPMBI, a O6LLl3.ﬂ BbICOTAa MEHbIIE BICOTHI 3TUX
IMO3BOHKOB C IMCKAMH, YTO U ABJISICTCA HpM‘{MHOﬁ YKOPOYECHUA
nied. B 3Ty KOCTHy10 Maccy MOTYT ObITb BKJIIOUYEHBI U BEpXHUE
rpyaHbie mo3BoHKU. Knnnuvecku cunapom Kinunnens — Deitnst
npenacraBisieT coboil Tpuamy: KOpOTKasl liuesi, HU3Kasl rpaHuLla
pocTa BoJIoC Ha 11iee (1o ypoBHs I rpymHOro rno3BoHka) M pes-
KO€ OrpaHUM4€HUEC ZlBVl)KeHl/lP'I TrOJIOBBI. l'lpvl 3TOI MAaTOoJIOTUM Ha-
OyoaloTCsl UM APYrue BPOXAEHHbIE aHOMAJIMU: BBICOKOE CTOSI-
HUE JIONATOK, CKOJIMO3, IleiiHble pedpa, KpuBOLIes, aCUMMET-
pus 1vMla v TyJ0BUIIA, KPbIUIOBUAHbIEC KO2KHO-MbIILICYHbIC CKJTa/1-
KU Ha OOKOBOU MOBEpXHOCTHU lueu, aedopmaius Kiouul. Hes-
POJIOTUYECKUE OCIOKHEHUS BCTPEYaloTCs B BUE aTPO(PUM MBILLILL
MJIeYeBOro Mosica, PaccTPOMCTBa YYBCTBUTEILHOCTU B 001acTU
e U rpyau, KOMIpECCUOHHOI0 paJuKyjanuTa HIeAHbBIX KOpEeII-
KOB, CMHApPOMa KOMIIPECCUU CIIMHHOIO MO3ra Ha YypOBHE€ Hiem-
HOTO YTOJIILEHHUS.

Kmunnenss — ®enpacreitna cuaapom (s. Klippel — Feldstein),
MpocTasi ceMeliHasi KpaHuaabHasl TUnepTpodus.

Onucan ¢paHuy3ckumu Hesponarosoramu Klippel M. u
FeldsteinE.B 1913 1.

[MposiBnsieTcst akpoiiedanbHoOl hopMoil yepena, yTOJIIEHU-
€M KOCTeil CBOJa yepena M KJIIOYMLbI, YKOPOUYEHUEM MajbLEB
KMCTE 1 CTOII, OrpaHUYCHUEM ZlBI/I)KCHI/Iﬁ IaJbLEB KUCTU.

Kmomnke - Opba napanuy (p. Klumpke - Erb).Cwm,: dowena -
Dpba napanruu.

Knucra 6one3up (m. Kniest), KapamkoBocTb, coyeTaroniasicsi ¢
K1hOo30M.

Onucana Kniest B 1952r.

HacnencteeHHoe 3abosneBaHue, MPOSIBISIETCSI C POXACHUS.
XapakTepu3yeTcsl KapJaMKOBOCTbIO, CIEeLU(PUYECKUM JIULOM C
CEUTOBUAHBIM HOCOM M Iyderia3ueM. TyJoBHILE YKOPOYEHO,
K103 TpyIHOro OTjAe/la MO3BOHOYHOIO CTOJ0a U Pe3Kuit Jop-
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03 TIOSICHUYHOIO OTAeNa MO3BOHOYHOro cronba. KopoTkas u
LIMPOKAasl TPyJHAas KJIETKAa C BAABJIECHHOW IPYAMHON, KOPOTKUE
KOHEYHOCTU C YTOJIIEHHWEM B 00JacTU CycTaBOB. [IBMXXeHUs B
cyctaBax orpaHuyeHbl. B 50% ciydaeB oTMedaeTcsl He3apallie-
HUe Heba M CHIDKEHHUE CiIyXa, MUOMMs, Koconanoctb. Koctu Taza
HIMpoKKe. PeHTreHosormyecku MHOrma HabrogaeTcsl pacilerie-
HUE TeJl MO3BOHKOB, LIEHKM OEIPEHHBIX KOCTEl yKOPOYEHBI U
yroauieHsl. Occudukanus 3nubu30B 3ara3abiBaeT, OHU MOSIB-
JSIIOTCsl Mo3xe 3 — 4 JieT, MHoraa K MmoapoCTKOBOMY BO3pacTy,
¢dopma U BelMYMHA UX M3MEHEHbl. OObIMHO NETH AOXMBAIOT 10
3 —4 ner, 3aTeM MMOTMOAIOT OT MHEBMOHMM.

Konmena omyxonb (t. Codman), XoHapoGi1acToMa KOCTH.

Briepsbie onucana B 1931 r. Codman E.A.

[Mpencrapnsier coboii XOHAPOOJACTOMY, KOTOpPasi OTHOCHUTCS
K YHKCIy N0OPOKAYeCTBEHHBIX HOBOOOPAa30BaHMiIl OCTEOr€HHOro
npoucxoxaeHus. [IpenmylIecTBEHHO MopaxaloTcsl Jula B BO3-
pacte ot 10 mo 20 ner. OmyXojib MOXET pacrojiaraThCsl Kak B
snuduse, Tak U B MeTadusapHoii obnacti. Hanbonee xapakrep-
Has JIOKaJu3aluusl - AMCTalIbHBIA MeTasnudus Oeapa, MpoKcu-
MaJIbHbII KOHell 0oJblebepioBoil wiu JyyeBoit koctu. KinuHu-
YECKH TNPOABJISACTCA 60J'lblO, NMPpUMyXjJoCTblO, PEAKTUBHLIM BbI-
MOTOM B OJM3JeXalleM cycTaBe, XpoMOTol. PeHTreHoso-
ruyeckas KapTHMHa OIMYyXOJIM UMEET psil OCOOEHHOCTE, 1M03-
BOJIAIIUX YCTAHOBUTH l'lpaBl/lJ'lebll\/ll JHUAarHo3s.

Ko3znosckoro cunmpom (s. Kozlowski), crionauiometadusap-
Hasl JUCIUIa3usl.

Briepsrie onucan Kozlowski B 1967 .

HacnenctBenHoe 3abojieBaHMe, MepeaaeTcsi MO ayTOCOMHO-
JOMUHAaHTHOMY Tumy. [lposiBasiercst ¢ 2 - 3-jeTHero Bo3pacra.
Jis naHHOM TMAaToJOrMM XapaKTEePHBI: KapJMKOBOCTb 3a CYET
YKOPOYEHHUS TyJOBMULIA, OrpaHUYEHUE IBUXEHUH B CyCTaBax,
nedopmauny Mo TUIY genii valgum, ckoauos, kuho3s, ycuiansa-
IOILIMECs] K MOAPOCTKOBOMY BO3PacTy, NaJIbHO30PKOCTb. PeHT-
FeHOJOTHUYECKHU ONpeiesioTcs reHepalu3oBaHHasl mja-
TUCHOHIMJIUS, IUMPOKKUE KOCTHU Ta3a, TOPU3OHTAIIbHOE paCIojIo-
JKeHUEe KpbILUIM BEePTIYXXHOM BHAIMHBI, HapyllleHUWe occubuKa-
K MeTadM30B [IUIMHHBIX TPYOUAThIX KOCTei, coxa vara. Dnudu-
3bl MOYTU He M3MeHeHbl. Koctu msictu YMECHBIICHBI B pasMepax.

KokeitHa cunopom (s. Cockayne), skTomepMasbHasi aTUIIMYHAs
NMUCIUIA3Msl, TIPOTepUaIbHBIA HAHU3M.
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BriepBbie omucaH B 1936 r aHMIMIICKMM O(TaNIbMOJOTOM
Cockayne E. A.

HacnenctBeHHOe ceMeitHOe BpoXIeHHOE 3a00JieBaHMe, Tepe-
JaeTcs M0 ayTOCOMHO-IOMUHAHTHOMY THITY, BCTPEYalOTCS CIO-
pamnueckue ciydau. [IposiBisiercs ¢ poxkneHus. XapaKTepu3sy-
€TCSl IUCTIPOTIOPIIMOHANBHBIM KapJIMKOBBIM POCTOM, JATUHHBIMU
pyKamMu, 60YK00Opa3HOM TPyOIHOU KJIETKOM, KI(O30M, HATUIK-
€M 3KTPONAKTUIWU U CUHIAKTWINU, PACHICTUICHUEM CTOI, He3a-
paieHreM TBepIoTro Heba Wi ,,3asiubeil Iy0oit”, MaKkpuoIuCTU-
ToM ¥ runocnamieit. Kak mpaBuio, 3yObl HeIOpa3BUTHI, OOJb-
e MeX3yOHBble MPOMEXYTKU, MHOTAA CHIDKEHWE ciyxa, Jie-
dopmanmsg yurHoi pakoBHMHBL. JIBycTopoHHHMIT hallux valgus.
CHHIaKTUINS TIaiblieB ObIBAa€T M HA pyKax M Ha CTOMax, MHOTAA
MaJblbl OTCYTCTBYIOT WJIM HENOpPa3BUTH. PeHTreHONOTH -
YeCcKU OmpenessieTcsl TUIOIUIA3Usl TUCTAIBHBIX (hajllaHT cpen-
HUX TIJIbIEB, yBeaudeHue pasmepos | manbies crom u 1V meta-
Tap3aJIbHOM KOCTH, YTONIIEHNE CBOJA Yepera.

Komreca mepeniom (f. Colles), mepenom jiydeBoit KOCTU B TUTTHY-
HOM MecCTe, 9KCTEH3MOHHbIN TIepesioM JIy4eBOi KOCTH.

Brepsoie omucan Colles A. B 1814r.

SBnsiercss HamOoJsiee PACHpPOCTPaHEHHBIM BUIOM TiepeoMa
KOCTell Tpearuieubs. MexaHu3M repesioMa — HemnpsiMasi TpaBMa,
yalle Bcero — IajeHue Ha JagoHb, HaXOMSLIYIOCS B MOJOXEHUU
TBUIbHOTO crubanust. [Ipy 3TOM JMHUS TMepesioMa MPOXOAUT Ha
20 — 30 MM BBIIIE CYCTAaBHOM JIMHUM, TUCTAIIBHBINA OTIIOMOK PO-
TUPYETCS] U CMELAETCsl B ThIJIbHYIO U JIYYEBYIO CTOPOHY, BbI3bI-
Bas XapaKTepHYIO ,,BUJIKO-" WM ,IUTBIKOOOpasHywo" aedopma-
umio npenriedbs. [lepesom JyueBoil KOCTH B TUITMYHOM MecCTe
HEPEIKO COIPOBOXIAETCS MEPETOMOM IHUIOBUAHOTO OTPOCTKA
JIOKTEBOM KOCTH. Y GOJIbHBIX MOXWJIOrO BO3pacTa MMCTAJIbHBIN
OTJIOMOK pa3ipo0JieH, JMHUS TepesioMa pacipocTpaHsIeTcss Ha
CYCTaBHYIO MOBEPXHOCTb. XapakTep MOBPEXICHUs YTOUHSIETCS
C TIOMOIIBI0 peHTreHorpaduu, MPOU3BEICHHON B IBYX
MPOEKIIUSIX.

Konnunza — ®panueckertu cunapom (s. Collins — Franceschet-
ti), TOKaJbHBII HUXKHEYETIOCTHOM IM30CT03, DpaHYeCKEeTTH CUH/I-
poMm, KosutnmH3a CHHAPOM.
Bnepsoie onucan Thomson A. B 1846 1., 3atem GoJjiee TOUHO
Collins E. T. 8 1900 r. u Franceschetti A. B 1944 r.
Hacnenyercss mo ayrocOMHO-IOMMHAHTHOMY THITY, 4Yalle
BCTpEYaloTCsl Cropagryeckue ciydad. XapakTepu3yeTcsl TUIO-
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I1a3ueil HUXHEe YesIIoCTH, MOHTOJIOMIHBIM TUITOM JIMLA, HAJTU-
yreM KoJI00OMbI, HedopMmaliveil YIIHBIX PaKOBMH, TIyXOTOW,
MakporHatueid. Hepenko couertaercsi ¢ medopmaiiveii KOHEUHO-
CTei, OTCYTCTBUEM JIy4eBBIX KOCTEil, pafnoyIbHAPHBIM CUHOCTO-
30M W TUIOIUIa3Mell WK OTCYyTCTBUEeM | majibleB KUCTeil.

Konpamu 6omnesns (m. Conradi), Konpanu - XwoHepmaHa cUHI-
poMm, smnubu3apHas ToYeUHash XOHIAPOAMCILIA3MsI, 3mudusap-
HBIIl TOYEUHBIN TM30CTO3, TOUEUYHAsl Smudu3apHasi AUCILIIA3USI,
BpOXIeHHasT 0O0JIe3Hb TOYEUHBIX BMUGBU30B, BPOXICHHAs Kajb-
uuduIupyomas XOHIPOAUCIIIA3Us, YHUBEPCATbHBINA KalblU-
HO3, BHYTPUYTPOOHBIN 3MM(U3apHBIA KaTbLIMHO3, BPOXKIEHHAs
MHOXECTBEHHasi anudusapHas IuMCIUIa3usi, snudusapHas auc-
reHe3usl.

Onucana HeMmeukumu meanarpamu Conradi E. B 1914 1. u
HimermannC.B 1931 .

3aboieBaHUE BCTpEYaeTcsl PeaKo, MepemaerTcsi Mo ayToCOM-
HO-IIOMUHAHTHOMY THUITYy HACJIeIOBAHMsI, BBIPAXAECTCS] B MPOSIB-
JICHUW MHOXECTBA TOYSYHBIX BKpAIJIeHU! B 00JacTh 3mudu3on
M anohu30B KOCTEH, AIUTETHHOM Pa3lelbHOM CYLIECTBOBAHUU
9TUX OCTPOBKOB OKOCTEHEHMsI 0€3 CIUSHUS. DTH TOYKUM HaXo-
nSTCs Ha riepudepun siipa OKOCTEHEHUS W BO3HUMKAIOT MO0 110
siipa, JTMbO BMecTe ¢ SApOM OoKocTeHeHus: anudusa. ToueuHble
BKparuieHUsT Xpsillia MOTYT HAXOIUTBCS U B IOKCTadMUdU3apHOit
30He Mcradu3oB. HabGmmomaiotces Kak ciyyad TOTaIbHOTO TMOpa-
KeHMsT BCeX SMU(U30B, TaK M TMOPOKM Pa3BUTHSI OTIETbHBIX
SMU(PU30B.

Juarno3 6oje3Hu KoHpamu OOBIMHO CTaBUTCS MPU POXKIE-
HUAW WK B TIepBbIe MeCSLbl XU3HU pebeHka. KIMHUUecKu oHa
MPOSIBJISIETCSl  PU3OMENMYECKOM MUKpPOMEIUei, YKOpOUYeHUEM
OIHOM WJIM JBYX KOHEYHOCTel, HapylieHueM (GYHKIUU KPYI-
HBIX CYCTaBOB (crubaTelbHble KOHTPaKTyphl) . MHorma Habmo-
NAl0TCS BPOXKIIEHHBIN BBIBUX Oefipa, CIIMHKA HOCA CEIOBUIHOM
¢opMbI, JTIOOHBIE OYIphl Oe3 yBenMueHUs. BHecKeaeTHBIE MpuU3-
Hakd 3a00JieBaHMs BBIPAXKAIOTCS IBYCTOPOHHEH BPOXIEHHOM
KaTapakToi, U3BMEHEHUSIMU KOXU (CYXOCTb, YTOJIILECHHE, YeIIyii-
YaToCTh, HAJIMYKE MMOTIEPEYHBIX CKJIAMOK KOXHU Ha YKOPOUEHHBIX
CerMeHTax, pexke — MXTHO3 U TMITepKepaTo3, 1eCKBaAMUPYIOI Ui
JepMaTUT), BPOXKICHHBIMU MMOpOKaMK cepitia. YacTo et pox-
NAI0TCST HEJIOHOIIEHHBIMU.

Kommtca — Matoscu cunapoM (s. Kopits - Matolscy),CM.: QDee-
pa — Jlaneenena cunopom.
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Kotrona mepenom (f. Cotton), KpbIIOBBIHBIN TEpeaoM OOJb-
11e6epLoBOM KOCTH.

Omnucan Cotton F. J. u Berg R. B 1929 1.

Ipexacrapiser coboii TMepesoM Hapy:KHOTO Kpasi TMPOKCH-
MaJbHOTO KOHIA OOJbIIeOepIIOBOil KOCTU, BHI3BAHHBIN HACHITb-
CTBEHHBIM OTBEIICHHEM TOJICHU, OOBIYHO B PE3yJbTaTe yaapa aB-
TOMOGWJIBHBIM  KPBIJIOM.

Kotynno cunmpom (s. Cotugno), HeBpOreHHas MINMAJTHSI, JTIOM-
Oarowurimac.

BrnepBoie ommcan wutanbsHckuM xupyprom Cotugno D. B
1764 T.

MoxeT ObITh KaK CaMOCTOSITEJIbHBIM, TaK M CUMIITOMATHYe-
CKMM TIPU OCTEOXOHAPO3e, OTMYXOJSIX KOHCKOTO XBOCTa, THOWi-
HBIX MpoLeccax Co CAaBIeHUEM MOSICHUYHBIX KOPELIKOB. XapaK-
Tepusyercsi 00JIbI0 B 00JACTH MOSICHULIBI U KPECTLa, UPPAAUMPY-
IOILEH O XOAY CeNaIMIIHOTO HepBa B OEIpO U TojieHb, OOJbIO
MpU MaJballMK MO XOLY CTBOJA CEAATUIIHOTO U MajJoOepLIOBO-
ro HEpPBOB, PUTMAHOCTBIO MO3BOHOYHOIO CTONOA ¢ pedaeKTop-
HOW KOHTPAKTYpPOW MBILILL TMOSICHULBI, MHOTAA C Pa3BUTHEM
CUMITOMATUYECKOTO CKOJIM03a — BBIMYKJIOCTBIO B MOPaXXEHHYIO
cTopoHy. OTMe4aeTcsl TUTMIOTOHMSI M TUIOTPOGUs MBI Ha TO-
pPaxXeHHON CTOpoHe (MPU OTHOCTOPOHHEM IMOPaXeHUH), CUMII-
ToM Jlaccera mosnoxuTenbHbIM. HaGmonaoTes Takxke Hapylie-
HHE YYBCTBUTEJIBHOCTHU IO JIATEPAJbHOM MOBEPXHOCTHU TOJICHEN
M CTOII, BeTreTaTUBHbIE PAacCTPOICTBA B 3TOM Xe 001acTH (TIOHM-
JKEHME KOXHOI TeMIeparypbl, 1IMaHO3, YCUJIEHUE MOTOOTIENe-
HUSI, HapyIllIeHre pocTa BOJIoC ¥ HOorTel). [1aTouHblif (aXuioB)
peduiekc ocnabieH WM Jaxe OTCYTCTBYET, KOJICHHBIN pediiekc
ObpiBaeT ycuieH. Hepenko HaOmomaioTcs ¢hUOPUIUISIPHBIE TO-
JepTUBAHMS MBILIIL.

Komesckoro cunmpoMm (s. Koszewski), reHepaan3oBaHHBINA TH-
MepoCTo3, BPOXKICHHBI OCTEOCKIIEPO3, BPOXAECHHbIN Auddy3-
HbI} reHepaJIn30BaHHBII THITEPOCTO3.

IToapoGHO ommcaH U BbIAEIEH MOILCKUM BpadoM Koszewski
B.J.B 1949r.

3a0oneBaHNe TIPEACTABISICT BPOXACHHBIA TeHepaTu30BaH-
HBIW TUIIEPOCTO3 HOBOPOXICHHBIX, KOTOPBIN MPOSIBISETCS He-
MOCPEACTBEHHO TOC/IE POXACHUS M YacTO 3aKaHYMBAETCS CMep-
ThIO peOeHKa yepe3 HEeCKOJbKO JHel. XapaKTepu3yeTcsl MOBbI-
LIEHWEM TOHYCa MBIIILL, CKIOHHOCTbIO K cynoporaM. [Tpu 6uo-
XMMHUYECKOM MCCIIEIOBAaHUM KPOBU COIEpXaHWe KaJlbLIMsl He Ha-
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pymieHo. PeHTreHonoruyvecKku omnpeaensercs aud-
(y3HBIN 3HIOCTANBHBIN TUIIEPOCTO3 C YIUIOTHEHUEM KOPKOBOTO
BelecTBa Auadu30B, YETKON M MPSIMOM 3MU(U3apHOI TUHUEH,
¢opma KocTeii u rydbuyartoe BeIIeCTBO HE M3MEHEHBI.

Kpa66e cunmpowm, II (s. Krabbe, II), BpoxkmeHHass reHepaIn3o0-
BaHHAas MbIILIEYHAs TUTIOTLIA3USI.

Onucan natckuM Hepomnarosnorom Krabbe K. H.B 1946 r.

SIBnsieTcsl MpPOSIBIEHWEM TeHepaIM30BaHHOM TUIOIUIA3UU
MBIIICYHON TKaHW. XapaKTepU3yeTcsl MO3IHUM HayalOM XOMb-
Obl (TTocye 2-JeTHEro BO3pacTa), TUMOTpodueli M TUIIOTOHMEH
MBIIIILI, TIOBBILIEHHOW YTOMJIsIeMOCTb0. Pediekchl HopMmanbHbIe
WM ocnabieHHble. DIeKTPOBO30YIMMOCTb MBIIIL HOPMaJbHAast
WM YMEPEHHO MoHMXeHa. OTMe4YeHbl pacCTPOMCTBA KpPeaTUHO-
BOro oOMeHa (CHMXKEHWE WM OTCYTCTBUE KpeaTHMHypum). 3a-

OojieBaHWE WMMEET TEHACHLNIO K CaMOITPOU3BOJIbHOMY YyJIy4-
IIEHUIO.

Kpaysze — Puze cunmpom (s. Krause—Reese), cuHapom Kpay-
3e, cuHOpoM Puse, BpoxkneHHas dHuedaioraasHas JUCTUIasus.

OnucaH amepuKaHCcKUMU odTanbMonoramu Krause A.C. u
Reese A. B. B 1946 r.

IpencraBnser coboOil KOMIUIEKC BPOXICHHBIX aHOMAJIMIA,
BKJIIOYass MUKPOO(TAIbMUIO, AMCIUIA3UIO CETYaTKU, aMaBpO3,
ruapouedannio, TMIOMIa3uio MO3ra, MO3XKe4ka, JErKUX, BPOXK-
JIEHHBIE TIOPOKM Ceplilia, KPUIITOPXU3M, a TAKXKE aHOMAJIMU CKe-
Jeta (MMKpPOTHATHsI, TIATOJIOTHS CTOI, CHH- WJIW MOJUIAKTUIINSI,
CKOJINO03).

Kpu-mio-mma cunapom (s. Cri-du-chat), ykopoueHune 5 xpomo-
COMBI.

HacneactBeHHOEe XpOMOCOMHOE 3a0osieBaHME, CBSI3aHHOE C
abeppalieit 5 XpoMocoMBbI (Iefielusl 1 YKOPOUEHUE BEPXHETO
mieva). [TposiBisieTcsi yMCTBEHHOM OTCTaJIOCThIO, XapaKTePHbBIM
M1ayeM, TUIIOTOHMWEeH, MUKpouedanueid, IMIepTeI0pPU3MOM,
BPOXAEHHBIMU TMMOPOKAaMM cepllia, pacileruieHueM Ty6 u Heoa,
YKOPOYEHHMEM KOCTe MSCThSI, TPb)KaMU ¥ aHOMAJIMe pa3BUTHS
TIO3BOHOYHOTO CTOJIOA.

Kpuctnana cunmpom (s. Christian). Cm.: Xand - Ilwoanepa -
Kpucmuana cundpom.

Kpy3zona cuaapom (s. Crouzon), 4epernHO-JINIIEBOM AU30CTO3, Ye-
PEMHO-0pOUTANBHBIN TU30CTO3.
Bnepseie onucan Crouzon O.B 1912 1.



HacneactseHHoe 3a60/eBaHue, NepetaeTcs M0 JOMUHAHTHO-
My TuIy. XapakTepusyercs Opaxuiiedanueit, BBITYKIbIM JIOOM,
TUTNEPTEIOPU3MOM, IK30(PTaTBMOM U HApY>KHBIM KOCOIJIa3UEM.
JIuuo yMeHbIIEHO B pa3Mepax 3a CUeT HEJLOPa3BUTHUSI BepXHEM
YeJI0CTM M YKOPOYeHMsT BepxHell ryonl. MMeeT mecTo mporHa-
THUSA.

Kynu 6one3up (m. Cooley), Gosbllasi TajacceMusi, MepBUYHAsI
3puTpobIacTuyecKas aHeMusl, MaJIbTUIICKasi aHEMUS1, TEMOOCTEO-
natust Kynau, sputpcMuyeckast aHeMusi, XpOHUYECKas ceMeiiHast
aHEMMUSI.

BriepBble onucana amepukaHckum neauatpom Cooley T. B.
B 1925 .

[TopaxatoTcst o6byHO aetu. Havyano Gosie3HM mocTeneHHoe.
XapakTepusyeTcsl Oypoil murMeHTalueil KoXu BOKpPYT IJ1a3, Ha
IpaHulIC BOJOCUCTOI YACTHU T'OJIOBBI, HA ThUIbHOM MOBEPXHOCTU
KUCTEeH, KOXHBbIE MOKPOBHl OienHble. PocT HU3KMIA, CKyT0BBIE
Y JJOOHBIE KOCTU BBINYKJIble. Pe HTre HonOrmM4yeckKkHu
onpeJensieTcss OCTeonopo3 U ryouyarocts Kocteil. CeneseHka u
neyeHb yBeiauyeHbl. HabmiomaeTcss remonuThyeckass aHEMHUs C
3pUTpOoOIacTeEMUEl, MUKPOLIUTO30M, PETUKYJIOLUTO30M U JIei-
KOLIUTO30M. B CBIBOPOTKE KPOBM MOBBILIEH YPOBEHb OMIMPY-
O0uHa. TeyeHUe XpOHUYECKOE, TPOTHO3 HEOIArONPUSATHBIM.

Kynepa cunnpom (s. Cooper). CMm.: Hagguueepa cundpom.

KypuimanHa - Barrena - Ll rteitHepTa cunapom (s. Curschmann -
Batten - Steinert), cunagpom Kypuimanua — LlreiiHepTa, cuHa-
pom Barrena - Lllreiinepra, cunapom LlTeiitHepTa, cunapom e
Jlanre, auctpoduueckasi MUOTOHUSI, MUOTOHMYECKAsl TUCTPO-
us, aTpoduyeckass MUOTOHUSI.

Onucan Hemeukum TepaneBroM Curschmann H. B 1906 r.,
aHrnuickuM Hesponarojorom Batten F. E. u Hemeukum Bpauom
Steinert H.B 1909r.

OTHOCHUTCS K MUOTATUSIM C HEIMOCTOSIHHBIM ayTOCOMHO-/I0-
MUUAHTHBIM TUIIOM HacjieqoBaHusl. Yaiue 00Jel0T MYXYMHBI B
Bospacte 20 — 30 ser. XapakTepu3yeTcsi TMIIOTOHUEM, TUIIO-
Tpocreil, OTEYHOCTBIO MBILIL U OCJIA0JEHUEM MBIILIEYHON CU-
Jbl. B OCHOBHOM mpoliecc 3axBaTbiBaeT crudaTenu NajblEeB U
KMCTHU, MaJIble MBILILBI KUCTHU, XEBATEJIbHbIE MbIIILBI U MbILILbI
sI3bIKa, IO3TOMY pedb HEBHsTHas. BcienctBue ocnabieHus
MBI, TOAHUMAIOLIEN BEpXHEee BEKO, rnocieqHee ceucaer. 13-
3a 0CJabJIEHMsI MBIIIIL 3aThlJIKA M TPYy/TUHO-KIHOYMYHO-COCIIE-

BMZ[HOVI MBILIIBI ABUXEHUS TI'OJOBbI OrpaHUYCHBI. U3 MBI
TUICYEBOTrO MOosica paHblie U yallle MopaxaloTcsl Hal- U MOA0CT-
Hast MBILIIBI, U3 MBbIIIL HU>KHUX KOHEYHOCTeH - rpyimnmna rnpoHa-
TopoB. B 0061acTu aTpodupoBaHHBIX MBIILEYHBIX IPYIIN OTMEYa-
1otcst napecte3uu. CyxoXWIbHble U NMEpUOCTalIbHbIe pedIeKChl
ocJlabJIeHbl WK laXe OTCYTCTBYIOT. B mo3aHux craausx 3adoJe-
BaHUsl B Ipoliecc aTpoduM 3axXBaTbIBAeTCsl XUPOBasi TKaHb, B
pesysbTaTe 4ero 0OJIbHOW MPOU3BOAUT BreYaTIeHUE PEe3KO MC-
TOLIEHHOTO.

OtMmeuaeTcst paHHee BbINaJeHWE BOJIOC, BIUIOTh 10 MOJHOIO
00JIbICEHUsI, MUOTOHMYECKAsl KaTapakTa, aTpoQusi MOJOBbIX Xe-
ne3. Hepenko HaOmomaloTcsi BA30OMOTOPHBIE paccTpoiicTBa, Ha-
pyLUEeHHUE IMyJbca U KPOBSIHOTO NaBJIEHM, aKPOLIMAHO3, HEYCTOM -
YUBOCTb IICUXMKU. B Moue nosiBisieTcst KpCaTuH.

Kypuuyca cunnpom, I (s. Curtius I); BpoxIeHHbI! YaCTUYHBII
TUTAaHTU3M; BPOXICHHAs TeMUTUIEPTPOGUS; TEMUTUTAHTU3M;
OTHOCTOPOHHSISI TUIIEPTPOPUS.

OnucaH HeMeukuM TeparneBrom Curtius F.B 1925 r.

3abosieBaHKMe HACJIEACTBEHHOIO MPOUCXOXIEHUS, 3aKiIioua-
€TCsl BO BPOXJAEHHOM YaCTUYHOM TMTaHTU3ME C TUCIUIa3ueit 3K-
TONEPMbl U IHAOKPUHHBIMU PACCTPOMCTBAMU. XapaKTepU3yeT-
Cs1 BPOXJAEHHBIM M30bITOUHBIM POCTOM OJIHOM MOJIOBUHBI JIMLIA,
0COOEHHO BEpXHEi YeIIOCTU,MIM ,TUTAHTCKUM POCTOM" OTHAEINb-
HBIX CEIMEHTOB KOHeyHocTeil. Hepenko oTmeuaercs: MUKpoLie-
danust, cungakTuiausg. Ha Koxe u HOITSIX AUCTPOdUUYECKUE U3-
MEHEHUs, HeBychl. 3yOHas 5Majb HeIOpa3BUTA, TMIOAOHTHUSI,
aMbimonusi, [HeBHas cienoTa. [Icuxuka HapylieHa, OTMEYaroT-
Csl 3HAOKPUHHBIE DPACCTPOWCTBA C T'MIOTEHUTAIM3MOM, THUIIO-
IJ1a3ueil MOJIOBBIX XeJle3.

KyckokBum cunapom (s. Kuskokwim), HacnenctseHHas ¢popma
apTporpumosa.

Tun nepenauum ayrocoMHo-peLieccuBHbIA. HacnencrBeHHas
¢opma apTporpurosa, BeISIBIEHHas1 y 3CKUMOCOB AJISICKM, MPO-
JKMBaroLMX B AenbTe peku KyckokBuM. XapakTepu3yeTcst MHO-
JKECTBEHHBIMM KOHTPAaKTYypaMM B CycTaBaX M TYTOMOABMXHO-
CTBIO, COYETAETCSl C APYTMMM CKEJETHBIMU AaHOMAJIUSIMU: CIOH-
JUJIONMCTE30M, MCEBIOAPTPO30M KIIOYULBI, feopmanueil Tena
| MOSICHUYHOTrO MMO3BOHKA.

Kydca cunapom (s. Kufs). Cm.: Tes - Cakca Gonesno.

Kiorenvbepra - Benanaepa cunapom (s. Kugelberg - Welander),
IOBEHW/IbHAsl (opMa IMPOrpeccUpyrolieil MpIIeYyHO aTtpodui.

7



BriepBble BbifeIeH U onicaH B 1956 T. MIBeACKMMM HEBpOIIa-
tojoramu Kugelberg E.u Welander L.

HacnexnctBeHHoe 3aboJieBaHMe, MepeaaeTcsl KakK Mo ayToCcoM-
HO-JIOMUHAHTHOMY, TaK U 10 ayTOCOMHO-PELIECCUBHOMY THITY.
3a0oyeBalOT NETH CTaplero Bo3pacTa (TIOAPOCTKM) W B3pOC-
Jble. XapakTepusyercst aTpodueil MBI TYJTOBHINA U KOHEYHO-
CTeil, B TePBYIO ouepeb 1ieda, Oeapa, 3aTeM Mpearuieybst, roe-
HH, 6OJBbIO, CNAGOCTBIO MBI, BTOPUYHBIMU HehopManusIMu
MO3BOHOYHOTO CTOJI0A U KOHEYHOCTei. 3abosieBaHUE MPOrpec-
cupylolee.

Kroommens cunapom (s. Kmmrel).Cwm.: Krommens ~ Bepues 6o-
Ne3Hb,

Kiommens — Bepres 6oie3np (1. Kummel - Verneuil), cunn-
pom Kiommens, cnonaumut Kiommerst, kudo3 Kiommens, Tpas-
MaTUYECKU CIOHAMIUT, TpaBMaTHUUeCcKasi CIIOHIWIONATHUSI, TT0-
CTTpaBMaTH4YeCKUil K1(O3 MO3BOHOUHOTO CTOJI0A.

Onucana B 1891 r. Hemenkum xupyprom Kummel H. u B
1892 r. ppanuysckum xupyprom VerneuU A. A. S.

PasBuBaeTcst y Jull, IMepeHECHIMX TpPaBMy IT03BOHOYHOTO
cronba. Yepe3 HECKONBKO Helenb WM naxe JeT (2-3 r.) pas-
BuBaeTcsa kKudortuyeckas medopmaiys MO3BOHOYHOTO CTOJIOA
Ha MecTe KJIMHOBMUIHOW nedopmanuu mo3BoHka. Jledopmariust
pa3BUBAETCSl BCIEACTBHE aACENTHMUYECKOr0 HEKpo3a Ty0YaToro
BelllecTBA IIO3BOHKA, KaK CJICICTBHE KpPOBOM3IUSIHUS IIOCIIE
TpaBMBI. Yallle BO3HUKAET B MOSCHUYHOM OTIEJIe IT03BOHOYHOTO
cTojI0a y JINII, 3aHUMAIOIIMXCST TSKEJNBIM (DU3UIECKUM TPYIOM,
U y CHOPTCMEHOB, MPEVMYIIECTBEHHO Y MYX4YWH. CUMITOMBI
3a00JIeBaHUS TIOSIBIISIIOTCSI BHE3AITHO, MHOT/IA XK€ ITOCje TTOBTOP-
HOIl HEe3HAuMTEeJbHOU TpaBMbI TOCTENIEHHO 00Opa3yercs 0oJe3-
HEHHOE BBHIISTYMBAHUE - TOp0. PeHTreHOMTOTHMYECKHU
OmpeneseTcs] paclIMpeHre MEXII03BOHKOBBIX IMPOMEXYTKOB
M pa3BUTHE KIMHOBHIHON (hopMHI M03BoHKA. bosie3snp Kiomme-
g cienyer muddepeHIMpoBaTh MpeXIe BCEro ¢ TyOepKyJe3-
HBIM CIIOHIWJIMTOM U 6ojie3HbI0 KanbBe.

Kronuepa cunzmpom (s. Kiintscher).
Bnepssie ommican Kiintscher G.B 1939 r.
[MposiBisieTcsl KIMHUKO-PEHTIEHOJIOTUUECKMMHU MTPU3HAKAMU

acCCIITUYECKOIro HEKpoO3a HpOMC)KyTO‘IHOfI KJIMHOBUJIHOW KOCTH.

JlaBepbe cunapom (s. Laverie), meprognyeckuii mapaany KOHed-
HOCTei, MapoKCcU3MalibHash MUOTLJIETHS, TApOKCU3MaJbHBINA Ia-
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payiny,ceMeiHbIA TeproanueCKUMmapany.

BriepBbie onucan Laverie B 1853 T.

HacnenctBeHHoe paccTpoiicTBO OOMEHA MBIIIEYHON TKaHH,
MO-BUIMMOMY, CBSI3aHHOE C HapylleHHeM OajaHca Kalblivs U
MarHusi. HaumHaeTcss B meproj IMOJOBOTO CO3pPEBaHMsI, pexe B
NETCKOM BO3pacTe, C MPUCTYNOOOPa3HBIX BSIIBIX OOPATUMBIX
napajgnyeil KOHeYHOCTe i, Yalle KBaapUILIeT i, POI0IKAIOIIX-
Cs1 OT HECKOJIBbKMX YaCOB 10 HeCKOIbKUX qHel. [Ipuctymnbl Hauu-
HAIOTCS1 OOBIYHO HOYBIO C OIMYIIEHUSI XaXIbl, OOMJIBHOTO TOTO-
oraeneHusi. PediekTopHas BO30YIMMOCTb YMEHBILIAETCS, a Cy-
LIECTBEHHBIX HApYIIEHWU 4YyBCTBUTEJIbHOCTH HeT. Bo Bpems
MPUCTYIIOB MOHMXKAETCS aBlieHHe KPOBU, MOSIBISIOTCS Berera-
TUBHBIE PACCTPONCTBA, YCUJIEHHAs MOTIIMBOCTb, PE3KOE YYBCTBO
rojiofia, pBoTa, HapyuieHue cryia, onurypus. C Bo3pacToM yac-
TOTa MPUCTYIIOB YMEHBIIIAETCs, TSAKECTh UX obJeryaercs. B kpo-

BU OINPEACIIACTCA HAapYUICHUE COACPXKaAHUA KaJIbLiMgd U MarHusd,
TUITIOKAJIbIIUEMUA.

e Jlanre cunmpom(8. de Lange), amcrepaaMcKkasi KapiuKOBOCTb.

BriepBble omucaH rojulaHackuM reaumatpom de Lange B
1933r.

DTHONOTUS 10 KOHIIA HE BbISICHEHA, OJHAKO MPU 3TOM 3a00-
JIeBAHUU HaXOAST HeOOJbIINEe U3MEHEHHUS B XxpoMocoMax. Yaiie
cJlydyau criopaanyeckue. XapakTepu3yeTcsi yKOPOUeHHBIM TYJI0-
BUIIIEM, KPYIJIBIM JIMIIOM, ,,KYPHOCBIM" HOCOM, TMIIEPTEIOpPU3-
MOM, TMITOTIIa3Meil HUXKHe yeaocTu. MiMeeT MecTo yMCTBeHHast
otcTanoctb. HamOpoBHBIE MyTy BBHITTYKJIbIe, HU3KAsI JIMHUS POC-
Ta BOJIOC, Yepell yMEHbIIIEH B pa3Mepax. YKasaHHble aedopma-
LMY COYETAIOTCS C BPOXKIEHHBIMU MTOPOKAaMU cpeflia (Iieperopo-
NOK) U runocnanueit. Mukporuedanusi coueTaeTcsi ¢ MUKpPOTHA-
TUel W He3apaleHueM HeOa. Hepenko oTmedaloTcst HemopasBu-
THE KOCTE KOHEYHOCTEW, MPEeMMYIIECTBEHHO YJIbHAPHOMN CTO-
POHBI, OTCYTCTBUE TAJIBLEB U CUHAAKTUIINSI, CTUOATETbHbIE KOH-
TPaKTyphl Mpearuieynii, aHOMaJIuK ITO3BOHKOB (JIOMOOIU3a-
s, cakpanu3sanus, spina bifida).

Jlanrepa cunmpom (s. Langer), Me3oMennueckasi KapauKOBOCTb,
TUITOTLIa3KsT KOCTEN.

HacnencrsenHoe 3aboneBaHue, repeaaeTcsi MO ayTOCOMHO-
PELeCCUBHOMY THITY, TIPOSIBJISIETCSI ¢ POXKAEHUSI. XapaKTepu3sy-
eTcsl KapJMKOBOCTBIO, ME30MEJIMYeCKOil MUKpPOMETHe, Hemo-
pa3sBUTHEM HUXHEH 4YeNoCTU, YKOPOUYEHUEM JIMHHBIX TpyOua-
TBIX KOCTell, 6osiee BHIPAXEHHBIM B CPEIHUX YaCTSIX CerMeHTa,
4yeM B KOHLEBBIX, THIOIUIA3Me MTUCTaIbHOTO KOHIIA JIOKTEBOM
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KOCTM M OTCYTCTBHMEM SIIep OKOCTEHEHMsI ee AMUCTAJIbHOIO BIH-
dusza u snudusa ayueBoit koctu. [locneaHsisi OGBIYHO TYTOO0-
pa3Ho uMcKpuBieHa. OTMeyaeTcsl TUIOTIA3UST TPOKCUMATbHOTO
KOHIIa Majio0epIIOBOM KOCTU, OTCYTCTBUE WU HEIOJHOE OKO-
CTeHeHWe TOJOBKM Majio0eploBoii KocTu. bosmbliedepiioBast
KOCTh YKOpO4YeHa, nehopMUpOBaHa, B Heil HACTyMaeT paHHee
KOCTHOE CUHOCTO3MpoBaHue anudusa u Meradusa. MHTELIEKT,
Kak TpaBUJIO, He HapYILIEH.

Jlanrepa - Tlaiimaitona cuampoM (s. Langer - Giedion), Tpuxo-
PUHO-aypUKYJI0-(daTaHToBast MHOXECTBEHHAs 9K30CTO3HAS TUC-
miasus, Tun [, MHOXeCTBeHHAst 9K30CTO3HAs AUCTLIA3UsI, IepU-
(epuyeckuii aU30CTO3.

Onucan B 1969 r. Giedion.

Bruosorus HeusBecTHa. [1posiBIsieTCsl ¢ POXAEHUS B BUIE
KapJIMKOBOTO POCTa, MUKpoLedantnu, COMPOBOXIAIOIIECHCS yM-
CTBEHHOI OTCTAJIOCTbIO, OOJBIIUMU 1e(DOPMUPOBAHHBIMU yIIIa-
MU, YMEHBIIEHHOW HUXHEH YeT0CThIO, IIMPOKUM pacriiacTaH-
HBbIM HOCOM. ['MIOTOHMSI KOXM M MBIIIL, YBEJINYUBAIOILASICS C
BO3pacTOM, M30bITOYHAsI MOIBUXHOCTh B CycTaBaX. DMU(U3bI
(banmaHr KUCTeW HeTOPa3BUTHI, UMEIOT KOHUYECKYIO0 GopMy, Ta-
KKe Xe M3MEHeHMsl HaXoIsT B 3Mubu3ax KOCTel MACTbs M 3a-
MsACTbsl. MHOXeCTBEHHbIE XpSILUEBblE 3K30CTO3bl, B ronoske
OelpeHHOM KOCTU MPU3HAKU aCeNTUYECKOTO HEKPO3a, aHaIOTh-
yHble Gojie3Hu [lepreca.

Jlanmunara 6onme3np (m. Landing). Cm.:  Tes - Cakca 6oaesne.

Jlanponeia cuHmpom (s. Landolt), BpoxmeHHast 3cceHIMATbHAS
TPOMOOIIEHHUsI, BpOXIEHHAas TPOMOOIIEHUYECKas IIypITypa.
Omumcad mBeinapckuMm nearatpoMm Landolt R. F.B 1948 r.
[pencrapisier codeTaHHe BPOXIEHHOM THIIOILUIACTHYECKOIM
TPOMOOIICHUU CO CKEJETHBIMU aHOMATMSIMM (aria3us Jy4eBOu
KOCTH, peXe - JIOKTEBOI KOCTH).

Jlanny3u — [exepuHa 6one3nb (m. Landouzy - Dejerine), MbI-
mieyHass auctpodus Jlanmysu - JlexepuHa, TUIeYe-TOHATOYHO-
JILEeBasi MbIlIeuHast TUCTPOGUs, IPOrpecCcUpylolasi MbllIeuHast
IUCTpOGUs, MUOTIATHSI.

Ommcana Landouzy L. u Dejerine J. B 1886 r.

[pencraBiser coboii HacaeqCTBEHHOE 3a0o0jieBaHUE C ayTo-
COMHO-IOMUHAHTHBIM TUIIOM Tepeaayu, HepeaKo ObIBAIOT U CITO-
panuueckue ciaydau GosesHu. [lposiBiasieTcsi ¢ poxiaeHus. Xa-
paKTepu3yeTcst OCJIablieHUeM JIMIIEBBIX W  IUIeYe-JTONaTouHbIX
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Mbili. [71a3a 3aKpbITHl U3-3a Tape3a [Ta3HUYHBIX MBI, JbIXa-
HUE 4Yepe3 HOC HapyLeHO, CBUTSIILEE, U0 HATIOMUHAET ,,MacKy
cunkca". ['yObI BBIBEpHYTBI, HIXHSISI Tyba ,,BBICTYITaeT" KIie-
penu, Mpu YIbIOKe POT MpUoOpeTaeT CTpaHHYyo GopMy - He To-
PU3OHTAJIbHYIO, a BepTUKaIbHY0. Hepenko B mpoliecc BoBiieKa-
I0TCSI U MBIIILBI CITUHBL. Mopdoiornyeckoe nccaefoBaHue yKa-
3pIBa€T Ha WMCTOHYEHME MBIIIL, WX JereHepaluio, 3aMelleHne
MBIIIEYHBIX BOJOKOH XXMPOBO M COEAMHUTEIBHOW TKAHbBIO. AT-
podusT MBILIL TPOTPECCUpYeT.

Jlannenonra cunmpoM (s. Lannelongue). Cm.: Oceyda - llramme-
pa CuHOpom.

Jlanno — Kiepe cunmpom (s. Lannois - Cleret). Cm.: Babuucko-
20 — Dpeauxa cunopom.

Jlapcena cunmpom (s. Larsen), BpoxIieHHbIE BBIBUXU CYCTaBOB,
MHOXECTBEHHbIE BPOXICHHBIE BHIBUXMU. !

BriepBrle omucaH amepuKaHCKMM IeguatpoMm Larsen L. J. ¢
coaBTropamu B 1950 T.

HacnexnctBerHoe 3aboseBaHue, repeaaeTcsi Kak MO ayTocoM-
HO-PELIECCUBHOMY, TaK W IO ayTOCOMHO-IOMHUHAHTHOMY THITY.
[posiBnsieTcs ¢ MOMEHTa POKIEHHsl. XapaKTepru3yeTcsl MHOXe-
CTBEHHBIMU BBIBUXaMM B CyCTaBaxX, CBOeoOpasHOM (opmoii -
La: BBIMYKJIBIM JIOOM, TMIIEPTEIOPU3MOM U BOTHYTBIM OCHOBa-
HUeM Hoca. HaOmonaercs M30bITOYHAsI TOABMXHOCTb B CyCTa-
BaX, YKOPOUEHME KOCTeW ISICTH M MPOKCUMAJIbHBIX (hajaHT, He-
3apaieHue Heba. CpemqHue v qUcTabHble (DaTaHTV MaTbLEB YITU-
HEHbI, UMEIOT LIMJIMHAPUYECcKyIo hopmy. Hepenko Hapsay ¢ BbI-
BUXaMU B Ta300€IPEHHBIX, KOJEHHBIX M JIOKTEBBIX CyCTaBax
OTMEYAlOTCsl KOCOJIAroCTh, aHOMAJWU PA3BUTHUSI MO3BOHOYHOTO
cTos106a, ruaporedanus.

Jlapcena - Woxancona cunmpom (s. Larsen - Johansson), 6o-
ne3nb Moxancona — JlapceHa, 1OHOIIIECKasi OCTEONaTUsl HAIIKO-
JICHHUKA, OCTPEXOHIPOTATUsl HAJKOJIEHHWKA, acenTHYecKuit
HEKPO3 HAJIKOJICHHUKA.
nmMcaH HOpBeXCckuM BpadoMm Larsen C.B 1921 r. u mBen-
ckuMm xupyprom Johansson S.B 1922 r.
3aboneBaHue HAOJIOMACTCS TPEUMYIIECTBEHHO Y IOHOIIEH.
[posiBnsieTcs 6ONBI0 B KOJIEHHOM CYCTaBe, MPUITYyXJIOCThIO, 00-
JIE3HEHHOCTBIO TIPY HAJaBIWBAaHUM HATKOJIEHHWKA, PEIUIVBU-
PYIOIIIUM CHHOBUTOM. PEeHTreHOJTOTMUYECKHU OTMeda-
eTcsl M3beJICHHOCTh KOPKOBOTO BEIIECTBA TepeNHe-HIKHEe! Jac-
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Ta HAIKOJICHHWKA, MHOTIJa - CCKBECTpalusd M d)paFMCHTHpOBa-
HUE €ro HMXKHETO I0JII0Ca, IMPU3HAKKU IIEPUOCTUTA.

Jlay6a 6one3nb (m. Lauba). Cm.: Oceyda - lllammepa 60re3Hb.

Jlaysnmreiina nepenom (f. Lauenstein).

[Nox maHHBIM Ha3BaHMEM IOAPA3yMEBACTCSI U30JMPOBAHHBIMN
repesioM Kpasi AMcTajblioroMeTasnudu3sa 60JpliedepioBoi Koc-
. KIMHMYecKue MposiBAeHUsI 3TOTO TepejioMa He OTIMYAloTCs
OT MPU3HAKOB YIN0OAa WU MOBPEXIEHUS CBA30K U HEPEIKO TPO-
CMaTpuBalOTCsl 0e3 PEHTIEeHOJOTUYECKOT O WCCIeno-
BaHUs, KOTOPOE IO3BOJISIET YTOUHUTh XapakKTep MOBPEXKICHMS.

Jlerra — KanbBe — [lepreca 6omesns (m. Legg - Calve - Perthes),
6ose3ub Jlerra, Gone3nb Ilepreca, meTckuii medOpMMPYIOIIMI
OCTEOXOHIPUT Ta300eAPEHHOTO CyCTaBa, SMUGU3MOHEKPO3, UH-
(baHTMIIBHAS KOKCANITHsI, IOHOIeCKas anudusapHas coxa plana,
MCeBIOKOKCAITHs, Goie3Hb BaibaeHCTpoMa, IOBEHWJIbHBIN Je-
(GOpMHUPYIOIINIA aPTPUT, SIMUPU3HT.

BriepBble 310 3a0ojieBaHKME OMMCAT AMEPUKAHCKUI XUPYpT
Legg A. T.u mBenckuit Bpau Waldenstrom H.B 1909 r.,3atem
dpanmysckuit xupypr Calve J. B 1910 r. B Tom ke romy He-
meukuii xupypr Perthes G. C. mpeacraBun 6oiiee IOIPOOHYIO
XapaKTepUCTUKY JaHHOMW MaTOJIOTMH, Ha3BaB ee AeTCKUM Jedop-
MUPYIOIIMM OCTEOXOHAPUTOM Ta300eApeHHOro cycraBa. B mure-
patype 91O 3abojieBaHMe uvallle Ha3bIBalOT Gose3Hblo [lepreca.

Druonorus Gone3Hu HesicHa. He oTpuliaeTcst HacneaCcTBEH-
HOe .TpefipacroyiokeHne K 3abojieBaHuio. BcTpevarorcst cemeit-
Hble (GOpMBI 3TOM MaTosoruu. OGBIYHO MMOPAXAKOTCS JETH B BO3-
pacre 4 — 12 ner. Manbumku 3a6oseBaror yamie (85% cirydaes),
YeM JIeBOYKU. XapaKTepU3yeTcsl acelnTUYeCKUM HEKpPO30M TO-
JIOBKHM OePEeHHOW KOCTH C IMOC/IEAYIOUIMM ee CIUTIOIIMBAHUEM U
(dparmenranueit. IlosBrsioTCs 60Jb M OrpaHUYCHUE IBMKEHUI
B Ta300€IpeHHOM CyCTaBe, XpoMOTa. Pe HTre HoJioru ye-
CKWU OIpeaenseTcs paciiipeHe CyCTaBHOM IIeIH, OCTEONopo3
rosioBku, ee nedopmanus. 3abojieBaHWEe DPa3BUBAETCSl MOCTe-
MEHHO Y MEIJIEHHO MPOTPecCUpyeT, CHavyala BO3HUKAET CTaausi
HEKpO3a U KOMIIPECCUM TOJIOBKH, 3aTeM — (pparMeHTaluu, 1JIsi-
umecst 10 - 12 Mec, rmocJjie 4ero HaYMHAETCsT CTaIKsT BOCCTAHOB-
JIEHWsI TOJIOBKU, TIpojioyIKalolasicss 2 — 3 roja.

Jlennepxo3ze curgpom™! (s, Ledderhose, I), 6onesns Jlennepxo-

3e, KOHTpakTypa Jlemmepxose, IUIAaHTApHbBIA aroOHEBPO3UT.
Ornucan HemenkuM xupyprom Ledderhose G.B 1894 r.
[posiBsieTcst crubGaTeIbHOM KOHTPAKTYPOUl MaJIbIIEB CTOIIbI,
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vamie Bcero IV - V, B pe3yibTaTe MOCTENIEHHOTO YKOPOUYESHUSI
MJIAHTAPHOTO arloHeBpo3a. MHorma Ha MoaoIIBeHHON TOBEPXHO-
CTU CTOMBI MAaJbIIUPYIOTCS TOAKOXHbBIE (HUOPO3HBIE Y3EIKHU.

[Ipu nporpeccupoBaHUM 3a00JIeBaHUS BO3HUKAIOT 3aTPYIHEHUS
npu xoanoe.

Jlennepxoze curmpom, 11 (s. Ledderhose, II).

Briepseie onucan Ledderhose G.

Pa3BuBaercsi B pe3ynbTaTe TpaBMAaTUYECKOTO pa3pbiBa IUIaH-
TapHOU (hacIMu, TPOSIBIISIETCS] CWJIBHOW OOJIbIO B CTOTE MPU Ha-
rpy3ke wim xonnoe. B obmactu I mmrocHeBo# KOCTU Ha TIOOII-
BEHHOM TOBEPXHOCTH CTOIBI MO KOXeil orpenessieTcss 0oes-
HEHHOE TIpM MajblalMu o0pa3oBaHWEe OKPYrIoil (opmbl. [laH-

HOC ITOBPCXKICHUEC HEPECIAKO HabJomaeTcst IIpu 1epejaomMax Koc-
Tel TOJICHU U CTOITBI.

Jlexena cuHIpoM (s. Lejeune), cMHApPOM ,,KOIIaybero Kpuka'.
BrepBrie ommcan ¢panmy3ckumu Bpauamu Lejeune I, Lafo”
urcade I, Berger K.u mp. B 1963 .

SBnsieTcss KOMOMHAIMeE IMOPOKOB pa3BUTHUS, BBI3BAHHBIX
rnopaxeHueM xpomocoM. Yaie 6oJeoT IeBOYKM. XapaKTepu-
3yeTcsl MaJioil Maccoil Tesa MpU POXIEHUU, TSKEION 3amepx-
KOM (DU3MYECKOTO U MCUXUYECKOTO Pa3BUTHSI, MUKpoliedanuei,
KOPOTKO#i 1eeit. XapakTepHO CTpOSHHWE JIMIA: KPYrjioe, Turep-
TeJIOpPU3M, BBICTYMalOIIUe JOOHBIE Oyrpbl, KOCOIJIa3ue, IUIOC-
Kast (popMa Hoca, TIIyOOKOE pacrojioXeHUe YHIHBIX PAKOBUH U
WHOTJA WX JMCIUIA3usi, MUKporHatus. OTMeYaloTcsi TMIOTOHUS
U TUNoTpodusi MbIIeYHON crucTeMbl. CO CTOPOHBI OMOPHO-/BHU-
raTeJIbHOTO armapaTa XxapakTepHa 4yeTbipexmnaioctb. Ha jokre-
BOIl MOBEPXHOCTM KUCTU HapylleHa aepMmatoriuduka. Xapak-
TepeH CBOEOOPa3HbI KPUK (ITOXOXMIA Ha KPUK KOILIKM) BCIEI-
CTBUE TMITOIUIA3MM TOpTaHW. Hepenko mpu 3TOM cUHIpOMeE Ha-
OJIIOMIAIOTCSI TaKXe IMOPOKM Pa3BUTUSI BHYTPEHHUX OPraHOB.

Jleitnena — Meb6uyca —LummepauHa cuaapoM (s. Leyden - Moe-
bius - Zimmerlin). Cm.: Jpba 6onesHes.

Jlemana - Pub6bunra — Miomiepa cunapom (s. Lehmann - Rib-
bing - Miiller). Cm.: Pubbunea cunopom.

Jlepu cunnpowm, 1 (s. Leri, I), MmciopeocTos, TuniepocTos, rumepo-
cTaTUYecKasl OCTeomaTHsl, ,, TeKYIIUI" TMIepocTo3.
BriepBbie ommcaH ¢paHIy3CKMM HeBpomatoioroMm Leri A. B
1922 r.
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Tun HacenoBaHMs He ycTaHOBJIEH. Penkast BpoxkaeHHast aHO-
MaJiisl cKejieta. XapaKTepu3yeTcs epUOCTATbHBIM W 3HIOCTAb-
HBIM pa3pacTaHheM KOCTHOUM TKaHu, 30ypHealneit, hbubpo3nupo-
BaHWEM KOCTHOTO Mo3ra. 3abojieBaHHME TeueT OeCCUMITTOMHO
M YacTo SBJISIETCS CJIyYallHON PEHTIeHOJOTMYEeCKOW HaXOIKOM.
IMpy MUKPOCKOIMUYECKOM HCCIIENOBAHUM OMpEeNseTcs, 4To
KOCTH TIOKPBITBI TOJICTBIM TIEPHOCTOM, KOPKOBOE BEIIECTBO
BOJTHOOOpa3Ho. OTMevaeTcss MbllieyHast aTpodusi, WHOTIa OO0Jb
¥ OrpaHUYeHNe IBUXEHMIA B cycTaBax. JedopMaliui BO3ZHUKAIOT
penko. B 16% cityyaeB oTMeuaeTcst CKiiepoaepMust Koxu. Broxu-
MUYECKUX U3MEHEHUI He BbIsiBIEHO. [IpOrHO3 61aronpusTHBIIA.

Jlepu cunmpom, II (s. Leri, II), ceMeiiHbIil TIeOHOCTEO3.
OmnucaH ¢GpaHIy3CKUM HeBpormartoysoroM Leri A. B 1922 1.
[IpencraBisieT HaClIeICTBEHHOE BPOXICHHOE HapYIIECHUE.

XapakTepu3yeTcsl YKOpOYeHUEM KOHEYHOCTEM, OrpaHMYeHUEM

IBVXKEHUN W YMEpPEeHHOM AedopMalreil CyCTaBOB, SIBISIOMIUXCS

pe3yabTAaTOM MPEXIEBPEMEHHOM 0CCU(UKALIN SITU(U30B [UTMH-

HBIX TpyO4aThIX KocTeil. KopoTkue yToNIeHHBIE MPearieybst

MPOHUPOBAHBI, CYITUHALIMS orpaHudeHa. [ljaeun HaxomaTcs B IO-

JIOXKEHWHW BHYTPEHHEN poTalli U IpuBeaeHus. beapa potuposa-

HBl HapyxXy, NMpHUBEIEHHE MX HEBO3MOXHO. OTMeuaeTcsl OrpaHHu-

YeHNe MOABMXHOCTU MO3BOHOYHOIO CTOIOA. XapaKTepHBI TaK-

XK€ MOHTOJIOIHOE JIULIO, HU3KUI pOCT, CHUKEHHBII WHTEIIIEKT.

PenTrenonornyeckKu OmpenensieTcsl yTOJIIEHUE U pac-

mupeHne 1ruachu30B U SNU(PU30B KOCTEl, paHHee 3aKPBITUE DI~

(U3apHBIX 30H ISICTHBIX KOCTEH KUCTH.

Jlepu - Beitna cunapom (s. Leri - Weill), monutonndyeckuii sH-
XOAPaJbHBINA TU30CTO3, MTUCXOHIPOOCTEO3.

Onucan (panmy3ckumu Bpayamu Leri A. u Weill J. A. B
1929r.

ABngercd HacAeNCTBEHHOM KOCTHOM AucIuia3uei, repena-
IOLIEHCS] TI0O ayTOCOMHO-TOMUHAHTHOMY THITy. XapaKTepu3yeTcst
JIUCTIPOTIOPLIIMOHATIBHBIM HU3KUM DPOCTOM U CHUMMETPUYHBIM
YKOPOYEHUEM KOHEYHOCTeU. TUMUYHBIM KIMHUYECKUM TMpU3HA-
KOM SIBJIIETCSl TakKe BUJIKOOOpasHast aedopMalus Ipearnie-
Ybsl, OOYCJIOBJIEHHAsl 3aJHUM IOABBIBUXOM JIOKTEBOW KOCTH,
KOTOPBII JIETKO yCTpaHsIeTCsl, HO pyKa He yIep>XUBaeTcsl B HOp-
MaJibHOM mojioxxeHuu. MHorna otmevaercst genu varum. WMHTen-
JIEKTHE CHUXEH. PEHTTeHOJTOTUYEeCKU OMpeesieTcs] yKO-
pouYeHue, yTOJIIeHNe, UCKPUBIIeHUEe TUadu30B IJIMHHBIX TPYO-
YyaThIX KOCTe#, HepemKo 3K30CTO3bI, JedhopMalusl MEHHbIX T03-
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BOHKOB. OOHapyXuBaeTcs TPU POXICHWUN WM JUArHOCTHPYET-
csl B paHHEM JIeTCKOM BO3pacTe.

Jlepuina 6ome3np (m. Leriche).CM.: 3ydexa 601e3us.

Jlepumia — 3yneka cuHmpoM (s. Leriche - Sudeck). Cm.: 3yde-
Ka 60n1e3Hb.

Jlerrepepaperukyne3 (r. Letterer).CM.: A6ma - Jlemmepepa -
Cuse cundpom.

Jlerrepepa — Cuse 6ome3nb (m. Letterer - Siwe).CM.: Xsuda -
Mlwanepa - Kpucmuana 60ne3Hs.

Jlunnemana ¢ukcuposanHas kpyriaas crnivHa (f. s. Lindemann).
Onucana HemeukuMm oproremoM Lindemann K. B 1931 T.
[MposBisieTcss y MOAPOCTKOB B Bo3pacTe 13 — 17 jieT B BuIe

(UKcUpOBaHHOW KPYIJIOW CIMHBI Ha YPOBHE (DU3MOIOTUIECKO-

ro Kudo3a TO3BOHOYHOTO CTONIOA. XapakTepusyercs: (hopMupo-

BaHUEM PaBHOMEPHOTO TpyaHOTO Kudosza. OTIMYaeTcst OT OCTeo-

XOHJIPOITATUU OTCYTCTBUEM CMEIICHUSI BEPIIUHBI MCKPUBIICHUS

KkHM3y. Ha cmoHAM T OTpaMMaXxX OnpeneisieTcss yme-

peHHas KJIMHOBUMIHas ae(opMaius TeJl MO3BOHKOB W HeOOJb-

masi HEPOBHOCTh 3aMBIKAIOIIMX TUIACTUHOK. MeXITO3BOHKOBBIE

IUCKM Ha YpoBHE KH(}O3a HECKOJBKO PACHIMPEHBI KIlepean

W UMEIT KIWHOBUIHYIO (OpMy, XpsIleBble y3eTKH (TPbIKU

mopmst) otcyrcTBytoT. C BO3pacTOM IIOTOJHUTEIBHbBIE U3Me-

HEHMsS B 3aMBIKAIONIMX TUTACTMHKAX W MEXITO3BOHKOBBIX [IHC-

KaX He BO3HMKAIOT, KIIMHOBUIHAsS (hOpMaTeT MO3BOHKOB YMEHb-

maeTcst, MpUOJMKasiCh TOCJIe CMHOCTO3MPOBaHUSI anmo(u3oB ¢

UX TelaMu K (PU3UOTOTHMIECKOA.

Jluttas 6one3ns (m. Little), iepeOpaibHbIA CIACTUYECKUU Tapa-
JINY, IETCKUW CIACTUYECKUN TMapajivy.

Kak Ho3osnornueckasi ¢opma 1epedpasbHbIil CriacTU4ecKuit
rmapajind ObUT BbIIEIEH aHIIMiCKUM xupyprom Little W. J. B
1843 r.

Bo3Hukaer ¢ poxaeHUs Ha TOYBE POAOBOW TpaBMbl WIU
MpeXIEeBPEMEHHBIX POJIOB.

XapakTepusyeTcsl HUIMYMEM Maparuieruy WK KBapUILIETUi,
CMa3MOM MBIIIIL KOHEYHOCTEW, KOHTPAaKTypaMU, MOPOYHBIMU
YCTAaHOBKaMU KOHEYHOCTEeU, yMCTBEHHOW OTCTAIIOCThIO, TPUCYT-
CTBUEM TIATOJOTMYECKUX PEQIIEKCOB, TOBBIIIEHUEM CYXOXUIb-
HbIX pedJIeKCOB, pacCTPOCTBOM CTAaTUKW W NUHAMUKH, Hapy-
IIEeHWeM KOopIuHaluu ABukeHuid. Hepenko maHHoMmy 3aborie-
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BaHMIO COMYTCTBYIOT KOCOIJIa3ue, HapylleHWe 3peHUsl, Ciyxa,
OyJIbBapHbIE U TICEBAOOYILOAPHBIE CUMITTOMBI.

Jlo6erepa medopmanmst (d. Lobster), oTCyTCTBHE CpemHero psima
KOCTeld KHCTH, KUCTh ,KiemHs" JloOctepa, croma ,KielmHs"
JloGcTepa, pacuiernyieHHas cTora.

[lepBoe coolleHEe O ceMeiHON (opMe BPOXICHHOTO Je-
dexra kuctu cmeman Bechet B 1829 r. Haspanwme ,,xierins”
npemioxun Lobster 8 1909 T.

HacnencreenHoe 3aGosieBaHue, TMepealolieecs: Mo ayToCoM-
HO-JIOMUHAHTHOMY TuIly. Hepenko BcTpeyaroTcs criopagndyeckue
citydyan. XapakTepu3yeTcsl paclieryieHUeM KHMCTH, HeIOpa3BUTHU-
eM TMaiblieB, KOCTeW ISICTM W 3arsICThs. PaciieryeHue Kucrtei
NOXOIUT WHOTHA 0 Jy4ye3amsicTHOTo cycraBa. OOBIYHO KHCTh
pasesnieHa He JBe paBHble WM HepaBHble YacTu. BriBaeT mapru-
HaJbHast 3KTpomakTuins. Yacto nedopmaliust couetaercs: ¢ CUH-
NAKTUINEH, Ty4eBOM WM JIOKTEBON KOCOPYKOCTBHIO. AHAJIOTHY-
HOE paclIeIUIeHne ¥ CHHAAKTUINIO MOXHO BCTPETUTh Ha CTOMAX.

Jlo6mreitna 6ome3Hs (m. Lobstein), osteogenesis imperfecta, ma-
TOJIOTMYECKasT IOMKOCTh KOCTeil, Haclie[CTBEHHAas TMO3IHss Ta-
TOJIOTUYECKAss JIOMKOCTb KOCTed, WIMONMATUYECKU TICATUPO3,
COeIMHUTEIbHOTKAHHBIN auate3, 6ose3Hb JlobmireitHa - Bponu-
Ka, HacjleICTBEHHasl JIOMKOCTb KOCTe, CHMHIPOM BDKMaHa —
Jlobmrreiina.

Brepsole onucana Ekmann O. J. B 1788 1., dbpaHiy3cKuii ma-
Tojor Lobstein J. F. B 1833 r. Belgenua U ommcaa ITO3IHIOI
(bopMy 3Toit MaTOJIOTUKU, KOTOpasi MPOSIBJISIETCS] HE C POXICHMUSI,
a B TMepBble IOl XKU3HU peOeHKa.

HacnencrBenHoe 3aGosieBaHue, IepeaaeTcsi Mo ayTOCOMHO-
JOMWHAHTHOMY THITY, Yallle BO3HUKAET criopaanyecku. CUMITo-
Mbl GOJIE3HU MOSIBISIIOTCS] C POXAEHMSI, T. €. MaTOJOTUYecKue
Mepe oMbl MOTYT BO3HUKATh BHYTPUYTPOOHO. XapaKTepu3yeTcst
XPYIKOCTbIO KOCTEH, MHOXECTBEHHBIMU TepeloMaMu, HAIUUU-
€M TeMHO-TOJIYOBbIX CKJIep, Kapueca 3y00B ¢ KOPUYHEBOI OKpac-
KOW, CHIXeHueM ciyxa. Kpome Toro, mjisi JaHHO# MaToJioruu
XapaKTepHbI: 3aliepXKa pocTa (KapJuKOBOCTb), aedopMaius
KOCTei, aTpodusi MBbIIIL, pacciabieHre CyMOYHO-CBSI304HOTO
amnmapara, U30bITOUHAsT MOJABUXHOCTb B CyCTaBaX, aCUMMETPUY-
HO YBeJIMYCHHBIV yeper. Pe HTre HOJMOTrMYec KU OTMeYa-
eTcsl OCTeOINopo3, MCTOHYEHWE KOPKOBOTO BEIIECTBA, CIIEIbI
MHOXECTBEHHBIX I€PEIOMOB, YKOpOYeHHe KocTeil, medopma-
LIMsI, HEPEAKO CKOJIMO3 MUK KU(DOCKOINO3.
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JloomreitHa — Bponuka 6omesHs (m. Lobstein - Vrolik). Cw.:
Jlobwmeiina 6oae3no.

Jloosepa — Jlebpess cunmpom (s. Looser - Debrey). Cm.: Muak-
MeHa 601e3Hb.

Jlooszepa - [ebpes - MunkmeHacuHIpoM (s. Looser — Debrey -
Milkman). CMm.: Muaxmena b6one3ns.

Jloozepa - MunkmeHa cunapom (s. Looser - Milkman). Cm.:
Munkmena 60ae3nb.

Jlopena cunmpom (s. Lorain). Cm.: Jlopena — Jleeii cundpom,

Jlopena — JleBu cuHmpom (s. Lorain - Levi), JleBu cunmpom,
Jlopena cuHapoM, TUNOGH3ApHBIN WHOAHTWIN3M, TUodU3ap-
Hasi KapJIMKOBOCTb, TUMOMU3aPHBIA HAHU3M.

BriepBhie onucan ppaniry3ckuM BpadyoMm Lorain P.J.B 1871 r.

[pencraBnsier penkyio (GopMmy KapavMKOBOCTH C TPOIOPLIK-
OHAJbHBIM TEJIOM, TOHKMMM KOHEUHOCTSIMU, HEIOpa3BUTHEM
BTOPUYHBIX TIOJIOBBIX MPHU3HAKOB, TMIIOTUPEO30M, HEIOCTATOY-
HOCTBIO KODBI HaAMOYeYHUKOB. 3abojieBaHUE pa3BUBAETCS B pe-
3yJIbTaTe NEeCTPYKTUBHBIX MPOLIECCOB B rumnoduse, 00yCIOBICH-
HBIX, TJIABHBIM 00pa3oM, OIYyXOJIbIO.

Jloy cunnpom (s. Lowe), oKysno-11epeOpo-peHaNbHBINM CUHIPOM,
cunapom Jloy — Teppesst — Mak-Jleunena, cunnpom Jloy — bu-
eI,
BriepBeie omucan amepukaHckumu Bpadamu Lowe Ch. U,
Torrey M., McLachlanE.A.B 1952r.
3abosieBaHre 0OYCIOBIEHO BPOXIEHHOM HEIOCTATOYHOCTBIO
KaHaJblieB MOYeK C OJHOBPEMEHHOI 3aIepXKoil (HhU3Myeckoro
M TICUXMYECKOro pa3BuTusi. HaunHaetcst B rpyIHOM BO3pacTe.
XapakTtepusyeTcst 3alepxXKoil (PU3MUEeCKOro U IMCUXMIECKOTO
pa3BUTHsI, MPOMOPIIMOHANBHBIM MaJbIM POCTOM, TMIIOTOHHUEH
MBIIIILL, TIO3MHUM paxuToM. OTMeYaeTcst KpUIITOPXU3M, IBYCTO-
POHHSISI BPOXIEHHAasl KaTapakTa ¢ TMAPO(TaIbMOM Kak MpOsiB-
JIeHWEe BPOXIEHHOH TlayKoMbl. PeHTreHoloruuyecku
Ha (oHe 0CTeoropo3a OTMeUaeTcs 3aaepkKa ocCU(pUKALMU siaep
OKOCTEHEHHsI, paclIMpeHNe U pa3pbIXJieHUEe POCTKOBBIX 30H. OT-
MeuaeTcss albOYMUHYPHUSI, alUAYPUsI U TPAH3UTOPHAS TJTIOKO3Y-
puisl, CHUKEHHE LIEJIOYHBIX PE3€PBOB, YMEPEHHBIE AlUI03 U TH-
MepXJ0opeMUsi, TEHICHLIUSI K CHYXXEHMIO colepxaHus docdopa
B KPOBM U IOBBILIEHMIO AKTMBHOCTHU IIEJIOYHON (hocdarasbl.

Jloyperca - Myna - bumna - Bapme cunmpom (s. Laurence
Moon - Bied' - Bardet), nusHuedano-peTHHAKYIO-IIUTMEHTHU-
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pOBaHHasl JieTeHepalvsi, aauIo30-TUIIOTeHUTAILHBIA CUHIPOM.

BnepBbie omucaH aHrnuiickumu odranrbMonoramu Lauren-
ce J. Z.u Moon R. C. B 1866 1., 3aTeM YELICKUM I1ATOJIOIOM
Biedl A.B 1920 r. u dppanmysckum Bpadom Bardet G. B 1923 T.

AyTOCOMHO-pellecCBHOE 3aboyieBaHUE, TPOSIBISIIONIECECS] C
poxneHust. XapaKTepu3yeTcsl YMCTBEHHOW OTCTAJIOCTBIO, TIHT-
MEHTAlMK CETYATKH TJ1a3a U APYTMMH O(QTaIbMOJOrMYECKUMU
aHOMaNUsMK  (IereHepalusl CeTYaTKW, Karapakta, arpodust
3pUTEIbHOTO HepBa, Kocorjiasue u ap.). Hepenko HaGmomaeTcst
MOJIMIAKTUIINS B COUYETAHUU C CUHAAKTWINEH, TCHUATbHOMN IU-
cTpodueit (oXupeHHeM), TIIYXOTOUW, aHOMallMeil uepema, pas-
OOJNITaHHOCTBIO cycTaBoB. Yame crpagaor Manbuuku (60%) .

Jlykaca cunapom (s. Lucas), peHanbHasi octeoguctpodus, Mo-
YyeyHasl KapJIMKOBOCTb, TIOTOYHBII PaxUT.

Briepsbie onucan Lucas B 1883 .

[posiisieTcss B paHHEM AETCKOM Bo3pacte. XapaKTepusyeT-
csl HapylIEHUWEeM pocTa KOCTeil, KapJMKOBOCTbIO, HapyLIEHUEM
byHKUIMM TIOYEK M cepIevHO-COCYAUCTOM aesiTenbHOCTU. MMeer
MECTO MOJIMYPUSI C OOJIBIION OTHOCUTENBLHON TIOTHOCTBIO MOYM.
B Moue MHOro 6enka, SpUTPOLIMTOB U LMJIMHIPOB, MHOTAA TIO-
SIBJISIIOTCST OOJIb U PACcCTPOIICTBA CO CTOPOHBI MUILEBOTO KaHaja.
Co CTOPOHBI KOCTHOM cHCTeMBbl HaboatoTes nedopmannm Koc-
Teil 3a cyeT HapylleHUs pocTa MX SMU(U30B, KOHTPAKTYPhl U
TYTOMOJABUXHOCTb CYCTaBOB.

Jlymku Buika (t. Luschka), BuikooOpa3Hbie pebpa.

BpoxieHHBIIT TIOPOK pa3BUTUST pebep, omucaH HeMEIKUM
aHatomoM Luschka H, 3axirouaercss B pa3nBoeHUU IPYAMHHOTO
KoHIIa, yaie Bcero I, IT unu 11 pedpa.

Jiotua — 2Kancenbma cuHapoM (s. Liitz - Janselme).CM.: 2Kan-
ceavma - JTromya cundpom.

Mapnenynra gedopMmanus (d. Madelung), CITOHTaHHBIN TOIBBI-
BUX KUCTH, XPOHUYECKUI MOABBIBUX KUCTH, IUCXOHAPOOCTEO3
JIy4eBOI KOCTH.

BriepBhle ommcaHa HeMeUKUM xupyproM Madelung O. W. B
1878 T.

Iepenaercst Mo ayTOCOMHO-IOMUHAHTHOMY THITY, HO ObIBa-
0T U CHopaaddyeckKue ciaydad HEHacJeNCTBEHHOTO XapakTepa.
IposiBnsercst B Bo3pacTe 13 — 16 jeT, Y meBodeK gJaHHOE 3a00-
JieBaHUE HabMonaeTcs B 4 pasa yalie, YeM y MaJlbuYMKoOB. Xapak-
TEpU3yeTCcsl IBYCTOPOHHUM IMOPaXEeHUEM: TMPeXIeBPEMEHHBIM
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3aKPBITUEM 30HBI POCTa AUCTAIBHOTO KOHIA JIy4eBOW KOCTH,
WCKPUBJICHUEM JIOKTEBOW U TOJIBBIBUXOM KHUCTU B JIOKTEKap-
MaJbHOM CYCTaBe, OT 4ero nedopMaius MPUoOpPETaeT ,,IIThIKO-
00pa3HbIil BUL', (DYHKIMS B JIY4e3allsICTHOM CYCTaBe Hapylie-
Ha. JlyueBast KOCTb TaKXe Ayroobpa3HO MCKPUBIIEHA, YKOpOYe-
Ha. Hepenko couetaercsi ¢ axoHIpoIUIa3ueil aMubu3apHbIX Xpsi-
el ¥ Opyrux Kocteil, ux aedopmaiimeid, 3K30CTO3HOU 0ome3-
HBI0, HU3KUM POCTOM M ME30MeJnei.

Maesckoro cuHiapoM (s. Majewski), peOGepHO-MOIMIAKTUINYE-
CKUI CUHAPOM, KOPOTKONaNOCTh Tuia MaeBckoro, CaianHo —
HynaHa cuHapoM.

Omnucan MajewskiB 1971 r.

[posiBnsieTcst mMaToiorusi ¢ poxueHus. Twm HaciaeqoBaHUS
Heu3BecTeH. XapaKTepusyeTcss Y3KOW TPyIHOUM KIIETKOM, KO-
POTKOMAJIOCTHIO, TOJIMCUHAAKTUIINEH. ZKUBOT BBITISTYEH , KOHEYHO-
CTU YKOPOYEHBI B II€JIOM, MHOXECTBEHHbIE NedopMaiuu Koc-
Tell I, YIHBIX PAKOBUH, paclieryieHue ry6 u Heba, HemocTa-
TOYHOCTh KPOBOOOpAIIeHUsI, HapylieHue GYHKIINU TT0YeK, aHO-
MaJIisl Pa3BUTHUSI TIOJIOBBIX OPTaHOB.

Mak-Apmina 6ome3nb (m.McArdle), TmkoreHoBasi 60Jie3Hb
MBI - TUT V, TJIMKOJUTHYECKass MUOTIATHS, TIIMKOMETaboIu-
qyccKasi MUOTIATHS.

HacnenctBeHHoe 3abojieBaHME, OMUCAHO AHTIMICKUM Bpa-
gyoM McArdle B 1951 r., mepemaercst o perieCCUBHOMY THITY,
BO3HUKAET C POXICHUS WU B paHHEM IETCKOM Bo3pacre. Xa-
pakTepusyeTcsl HapylleHHMeM MeTa0ojr3Ma TiInKoreHa u oc-
dopa mpblIIIIIL, MUOTIATHE. DTTU30INIECKU BO3HUKAIOT: MUOTIIO-
OuHYpHUsi, OOJIb B MBIIIIIAX, CIA00CTh, HapylIeHUe HYHKIIUU KO-
HeyHocTell. Pa3inyaroT HECKOJIbKO TUIOB TIMKOJIUTUYECKOU
muomnatuu: tan I - 6onesns I'mpke, Tun Il - Gonesns [Mymre,
Tin V - 6onesHb Mak Apnia, tun VI - 6onesns ['mpcau 1, 1.
Bec oHM CXOIHBI 10 KJIMHUYECKOW KapTUHE U Pa3TUYHBI ITO Xa-
pakTepy HapylleHUsi oOMeHa mimKoreHa, dochodpykrokuHa~
3bl, (hochopuiIasbl U APYTUX BEIIECTB.

Mak-Krio3uka cunapom (s. McKusick). Cwm.: Illmuda 6one3ts,
Maxk-Kione — On6paiita cunagpoM (s. McCune - Albright). Cwm.:
bpaiiyesa ~ Jluxmenwmeiina 6one3nb.

Manbrens noppexuaeHue (t. Malgaigne).
OmnucaHo hpaHIy3cKuM Xupyprom Malgaigne J. F.
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IMon moBpexmeHrueM MabreHsi Moapa3syMeBaeTcsl MepesioM
OCHOBaHMSI JIOKTEBOTO OTPOCTKA CO CMEIIEHUEM IHMCTANIBIIOTO
OTJIOMKA JIOKTEBOW KOCTM KIIEpelu U BHIBUXOM TOJOBKH JIyde-
BOIf KOCTM Krepenu. sl JaHHOTO TMOBPEXIEHUsT XapaKTepHbI
nedopmaiusi ¥ pe3koe yBeJIMYEHUE TepenHe-3aqHero pasmepa
00JIaCTH JIOKTEBOTO CyCTaBa, B JIOKTEBOM CruOe MajbIUpyeTCs
JIUCTAbHBIA OTJIOMOK JIOKTEBOW KOCTH, C3ad — JIOKTEBOIA OT-
pocTok. JIarHo3 yTOYHsIETCS C TOMOLIbI0O pEHTTreHOoTrpa-
buu, nmpousBeneHHON B IBYX MPOEKLUSIX.

Manbrenst mepenioM Kocteir Taza (f. Malgaigne), QBOMHOI Bep-
TUKAJIBHBIN TIEPEIOM Ta30BOTO KOJIbIA, IUATOHAJBHBIN Tepe-
JIOM Taza.

OnucaH ¢paHIy3ckuM xupyproMm Malgaigne J.F. B 1847 1.
Kak OTpeeSieHHbI BUI TIEPeIOMOB KOCTe Ta3a, K YMCITy KOTO-
PBIX OTHECEHBI BepTUKAJbHBIE TIEPEIOMbI BOCXOISIIEH U HUCXO-
NISIIel BeTBe TOOKOBOW WM CENaIMIIHON KOCTU, COYeTarolIue-
Csl C BEPTUKAJIBHBIM TIEPEIOMOM ITOJB3IOIIHOM KOCTH.

MexaHu3M TIOBPEXIEHUS] — CIABIEHUE Ta3a B MOMEPEYHOM
HaIlpaBJIEHUH, TIaJieHe Ha 00JIaCTh CEJAIMIIHBIX OYTpOB U yaap
B 00JIaCTM KPECTIIOBO-TIOAB3IOIIHOTO CycTaBa. BcienctBue co-
KpalleHUs TTOIB3IOIIHO-TOSICHUYHOM, KBaAPAaTHOW MOSICHUIHON

M KOCOI MBIIII XXMBOTA OTJIOMKHU U JlaTepajibHasi 4acThTa3a CMe-
LIAIOTCSI KBEPXY.

MankoBckoro cuHapoM (s. Mankowsky), cemeitHass mucruactu-
yecKasl OCTeOMNaTusI.

Bniepsoie onmucan Mankowsky B. N. B 1934 r.

[Ipencrabnsier coboii cemeiiHyo (opMy cuHapoma Mapu -
Bambeprepa (cM. HUXe).

Mapwu cunmpowm, | (s. Marie, 1), cunnpom PexnuHrxayseHa, cuHm-
poM Mapu — Jlepu, MUTYUTapHBI CUHAPOM, METaTakpus, Maxu-
aKkpusl.

Bnepsrie onmcan HemenkuM natonoroM Recklinghausen F. D.
B 1883 r., a 3aTeM (ppaHIy3cKMM HeBpomaTojoromM Marie P.B
1886r.

3aboeBaHre OOYCJIOBJIEHO M30BITOYHBIM TPOMAYLIUPOBAHM-
€M TOpMOHa pocTa B TepeiHeil goye runodusa B CBSA3M C TUIEP-
Mja3ueil WM OIyXOJiblo. XapaKTepu3yeTcsl MaTOJOTHYSCKUM
YCUJIEHHBIM POCTOM KOHIIEBBIX OTIEJIOB OPraHOB: KHUCTE,CTOI,
yilei, Hoca, si3biKa, HKHei yemoctu. Eciiu 3a6oieBaHe HaYM-
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HaeTcsl B MepUO/I MIOJIOBOTO CO3PEBAHUSI, TO Pa3BUBAETCSI TMTAHT-
CKHiT akpoMeTanouaHblii poct. Eciiu 3a601eBaHe HAYMHAETCS B
JIEeTCKOM Bo3pacTe, 3nudu3apHbIe 30HbI 3aKPBIBAIOTCS MTPEX/Ie-
BPEMEHHO, M POCT MOPaKeHHBIX KOHEYHOCTE i MEHbIIIE HOPMaJb-
HBIX, 8 KOHIIEBbIE CETMEHTbI KOHEYHOCTEI HEMPOMOPIMOHATBHO
BeJuku. OT™MeuaeTcs pacCTpOMCTBO TPOGDUKHU BOJIOC, Y MYKUMH
paHHee 00JIbICeHUe, Y KEHIIIMH — YMEPEHHBI THPCYTHU3M. Y 00JIb-
HBIX HaOJIIONAIOTCSI OUTEMIOpaibHas TeMUAHOIICHSI, 3aCTOMHbIE
JVCKY 3pUTeNIbHOTO HepBa. [ToTeHLInsT 1 TMOUI0 CHUKEHBI, aTpo-
(bus moNoBBIX Xeye3, HapyllleHHe MEHCTpyalbHOTO IuKiia. He-
penKo HaOMIONAIOTCS PACCTPOMCTBA MUTMEHTALMU, KUGDOTUYE-
cKast seopMalivsl MO3BOHOYHOTO CTOJI0a, 60UKOOOpa3Hast rpy/-
Hasl KJIeTKa, yBeJIMueHe BHYTPEHHUX OPraHOB,BETeTOMUCTOHUSI.

B xpoBu conepxaHue dochopa MOBBIILIEHO, COAEPKAHUE
KaJIbLIYsI HOpPMaJIbHOE, MHOT/IA TMTIePIIMKEMUs, TuneMust. Pe HT -
reHOJOTHMYECKHU OTMEUAETCS pacCIIMpeHUe TYPELKOro

cemia, IMpeXaeBpEMEHHOEC 3aKpPbITUE POCTKOBBLIX 30H, aKpOME-
raiausd.

Mapu - bambGeprepa cunmpoM (s. Marie - Bamberger), cuHm-
pom bambGeprepa - Mapu, 6one3nb [arHepa, rumeprpodude-
CKasi 0CTe0apTpOTaTusi, KOXHOIEPUOCTaTbHAsl THUTAaHTOCOMMUS,
TOKCUYECKUI OCCU(PULIUPYIOIINIT OCTEOTIEPUOCTUT, OO OCTEO-
huTO3, OOLIMIT TUTIEPIIIIACTUYECKUI TIEPUOCTUT, BTOPUIHBINA TH-
MePIUIACTUYECKUI TTAPOTUYECKU I OCTEOTIEPUOCTUT, TOKCHYECKAsT
runepTpodudeckas oCTeonarus, MITKUI WX KOCTHBIN 3nedaH-
TU3M,aKpOTaxusl.

Omnucan HemeukuM BpayoM Friedreich N.u 1868 r. mon Ha-
3BaHueM Oone3Hb Hagner (daMuamst GOJbHOTO, CTpamaloIIero
3TUM 3a0osieBaHueM), a Takke Marie P. B 1890r.u Bamberger E.
B 1891 r.

HacnenctBeHHOe 3a00seBaHMe, CIETITICHHOE C TTOJIOM, ¢ (DyHK-
IMOHAJIBHBIM HapyIIEHUEM CHCTEMBbI TUIIO(MU3 - MPOMEXYTOU
HBIE Mo3r. Yame GoneloT MyxXuuHbI. CHHOpOM HaOIomaeTcs
KaK paHHWI TPU3HAaK TMPU pake JIETKOTO U OPOHXOB, a TaKXKe
NP  XPOHWYECKUX BOCHAIUTETbHBIX 3a00J7€BaHUSIX JIETKUX,
OPOHX03KTa3MsIX, IUPPo3ax redeHu. [lambibl nedhopMupoBaHbI
1Mo TUMYy 0apabaHHBIX MaJOYeK, HOTTH B BHIE YAaCOBOTO CTEKJIA.
JuctanbHble OTIETBbl KOHEYHocTeil oreuHbie. Hepemko ormeva-
€TCsl apTpOTaThsI MEJKUX CYCTaBOB KUCTU W CTOIIBI, IOKTEBBIX
U KOJICHHBIX, HelpoTpoduueckre BereTaTUBHBIE PAacCTPONCTBA
B TeX Xe OTaenax. B KpoBu oTMeuaeTcss HapylieHHe COOTHOIIIe-
HUI OEJIKOBBIX (PpaKIIUii.
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PeHTreHolormyecKku CHHAPOM IPOSIBISIETCS Ha
(hoHe pa3nTUTOro OCTEOnopo3a MepuoCTaAbHBIM KOCTe0Opa3oBa-
HUeM B nuacdu3sax, pexe Ipyrux oTaenax ckeiera (oOLIMii 0CTeO-
duTo3). B uepere mHOTmA OTMEyaroTCs M3MEHEHWsI, TOTOOHBIE
oonesnu [lemxera.

Mapu - Jlepu cunnpom (s.Marie - Led), Muenogucriactuyeckas
TpodonaTus, MyTUJIUPYIOIIUNA apTPUT, MYTUIMPYIOLIast apTpo-
natus, .JOPHCTHBIE Tajblbl", ,,JJOPHETHAs KUCTH", ,JIODHETHAs
croma’.

OmucaH coBMeCTHO (paHIly3cCKUMHU HeBpomnaTtojoramMmu Ma-
rie P.u Leri A. B 1913 1.

3abosieBaHue, BEPOSITHO, SIBISICTCS CJIEACTBUEM XPOHUYECKO-
ro MHGEKIUOHHOTO MOPAXEHUsI C TSKEIBIMU TPODUUECKUMU
paccTpoiicTBaMH. B03MOXHO, OOYCIOBIEHO MUETOIUCILIAZUEH
MpU  TSAXKEIOM IU3padUUecKOM COCTOSHMM. XapaKTepusyeTcs
XPOHUYECKUM CUMMETPUYHBIM MOJTUAPTPUTOM CYCTaBOB KUCTeit
W CTON ¢ MyTWIsiLiMeil. B pe3ynbTate ocTeonnsa KOCTe TUCTab-
HBIX OTHEJOB KHUCTEl M CTOMN TOCJTeAHUE YKOPauMBalOTCS TPU
COXPaHEHWM TIPEXHEW UIMHBI KOXHU U TIPUOOPETAIOT BUL ,,JIOP-
HETHBIX" TIaJIbLIEB.

B aHamiie3e MHOTIa UMEIOTCS YKA3aHUS Ha PELUIUBUPYIOIUAI
CYCTaBHOI peBMATH3M, 3K3eMYy, HAOJIOMAIOTCS TaKXe aHOMa-
MY TI03BOHKOB, spina bifida, ckoimo3, MeHMHTrolene, CToma

®punpaiixa, aHoManuK r1a3 (9K30(dTaabM, Katapakra, aHHU30-
KOpHs U IIp.).

Mapu — CeHroHa 6one3np (m. Marie - Sainton), KITOUYMYHO-Ye-
PErHOM JIU30CTO3, KIIOYNYHO-YEPEITHO-TIATbLEBOM IU30CTO3,
ocreomeHTanbHas aucruiasusi, Lleiitayepa - Mapu - CeHToHa
CUHIPOM.

BnepBrie ommcana B 1871 r. HemenkuMm xupyprom Scheutha-
uer G, 3areMm B 1897 r. dpaHuysckumu Bpauamu Marie P.u Sa-
inton R.

OTHOCUTCSI K TPYIIe HACIEACTBEHHBIX 3a00JIeBaHUM, TIPOSIB-
JISIETCSl C POXKIEHMS U TepeaaeTcsl Mo ayTOCOMHO-IOMMHAHTHO-
My TuIy. XapakTepusyeTcsi ruppouedanueit ¢ BbICTyaHUEM
JIOOHBIX M BHMCOYHBIX KOCTEM, IMMPOKMMHU IIBAMU 4Yepera, Cy-
SKEHUEeM WJIH MOJHBIM 3aKPBITHEM MepeHEero POJHUYKA, MajleHb-
KHUM JIMIIOM W IIMPOKO pacCTaBJIeHHBIMU Tiazamu. [lreun moka-
Thble, TPyIHAas KJIETKa M Ta3 y3KUe, JIOMATKU KPbUIOBUIHbIE, U3-
OBITOYHASI MOJBUXHOCTb B IIJIEYEBBIX CyCTaBaX, 3yObl Hemopas-
BUTBI, MUKPOAOHTHUsA. [Toxomka y TakKuMxX GOJbHBIX ATHUIUYHAs,
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B CyCTaBax M30BITOYHBII 00beM TBUXEHWI, TUITOTOHUS MBIIIIL,
KOpPOTKUE AMCTalbHbIe (hanaHTu, Henmopa3BuTue Horreit. Co3pe-
BaHME CKeJieTa 3ala3IbiBaeT, 0COOEHHO KOCTell uepera, KIoun-
Il TIOJIHOCTBIO OTCYTCTBYIOT WJIM HENOPA3BUTHI, Yalle B JiaTe-
paJbHOM MJIU CpeHEel TPeTU, MHOTIA COCTOSIT U3 IBYX (hparMeH-
TOB. JlIomaTKu yMeHbIIIEHBI B pa3Mepax, 1e()opMUPOBAHBI.

PeHTreHonTOoOTrm4yYecKHU BBISBISETCS, YTO B JIOOKO-
BBIX KOCTSIX HET si[iep OKOCTEHEHWs, 1aXe y MOAPOCTKOB KOCTH
Taza Helnopa3BUThl. Hepenko HabmomaeTcs BanbrycHasi necop-
Malus IIeeK OeapeHHBIX KocTei. B kocTsax 3amsicThs, mpen-
IUTIOCHBI BUIHBI TICEBAO3MU(U3bI, TUCTUIA3US CPEAHUX, YKOPO-
yeHWe MUCTAIBHBIX (anaHr V maiblieB. Tea MO3BOHKOB TaKXke
MO3HO OCCU(UIIUPYIOTCS, KOCTHOMO3TOBbIE TIOJIOCTU [UIMHHBIX
TpyOUYaThIX KOCTEW CYXEHBI.

Mapunecky — lllerpena cunmpom (s. Marinesku - Sjogren),cunn-
pom Mapunecky - lllerpena — lapnaHa, CUHAPOM KaTapakThbl,
OJIMTO(PEHUN ¥ CTUHHO-MO3XEYKOBOIA aTaKCHU.

OnucaH pyMBIHCKMM HeBponaTojioroM Marinesku G .c coaBrT.
B 1931 r, a Takke mBeackuM HeBpomatonorom Sjogren T. B
1950r.

3aboneBaHne peELECCUBHO-HACIENCTBEHHOTO Xapakrepa. Y
BCEX «ITMCAaHHBIX B JIUTEPAType OOJbHBIX OTMEYANOCh KPOBHOE
POICTBO poauTesieii. XapakTepusyeTcsi HapylieHUeM Ghu3nde-
CKOTO W TICMXMYECKOTrO Pa3BUTHsI, MaJbIM POCTOM, aTakcueii,
NU3apTpueil, CHIKEHUEM WM OTCYTCTBUeM pediekcoB. OtMme-
yaeTcs ONUro(GpeHusl WU TCEeBIOAEOUIBHOCTD, ABYCTOPOHHSIS
HEMOJABUXHOCTD B3IUIsiIA, TIepeMeXaloniics HUCTarM, KOHBep-
rupylomuii cTpabusm. JIoGHble GYrpbl BBICTYIAIOT, Yeper Mpo-
JIOJITOBATBIN, OalleHHOMONOOHBIH. Bbicokoe cocrosiHue Heba,
rumnepcaauBalusi. Pe HTre HOJTOT MY e C KM OTMEYaeTcs
HeIoOpa3BUTHE SIIEP OKOCTEHEHMUsI.

Mapunecky —lllerpena — lapiana cunnpom (s. Marinesku - Sjo-
gren - Garland). Cm.: Mapunecky — Illecpena cundpom.

Mapotocunnapom (s. Maioteaux).Cm.:Mapomo ~Jlomu 60ne3Hb.

Mapoto — Jlamu 6one3ns (m. Maroteaux - Lamy), Mmykomonuca-
xapumo3 - tun 1V, nonuaucrpoduyeckasi KapauKoBOCTb, TeHe-
TUYECKUN MYKOIOJMCcaxapuao3, HoBasi (opMa AnM30CTO3a.

Onucana B 1963 r. dpaHiy3ckumu Bpadyamu Maroteaux P.u
Lamy M.
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HacnenctBeHHoe 3a6oseBaHMe, MepefaeTcsi MO0 ayTOCOMHO-
pclicCCUBHOMY THIy. XapaKTepusyeTcss KapJaMKOBBIM POCTOM,
3HAYUTEIbHBIMU JAeHOPMALIMIMU KOCTEH M CYCTaBOB, TOMYT-
HEHUEM POTOBUII, OTUTAMU, CIUIEHOMETanueii, creupruieckum
JIMIOM C TOJICTHIMU Ty0aMu M paclIMpeHHBIM HOCOM. PeHT -
FeHOJOTHYECKHU ONpelesercss Helopa3BUuTue MeTahu-
30B M 2MU(pU30B, 3aAepKKa POCTa KaphnaJbHbIX U Tap3aJbHbIX
KOCTeii, YIJIOIIEHNWEe TO3BOHKOB, KJIMHOBMIHAs Aedopmaiius
TPYIHBIX M TOSICHUYHBIX IMO3BOHKOB. MHTENIEKT He CHUXEH.
C MoYOil BBHIBOOUTCSI B OOJIBIIMX KOJTMYECTBAX NepMaTaHCYb-

(ar.

Mapoto - Jlamu cuHmpom (s. Maroteaux  Lamy), nukHOIuU-
30CTO3.

OmnucaH ¢paHIly3cKUMH BpauaMu Maroteaux P. u Lamy M.
B 1962r.

XapakTepusyercst IUCTPONOPLUOHATBHBIM HU3KUM POCTOM
C OTHOCHMTENIbHO KOPOTKMMM KOHEYHOCTSIMM, KpaHMOLehaTbHON
nucMopdueii - OTHOCUTENIbHO OOJIBILION Yeper C BBICTYNAIOIIMMU
JIOOHBIMM M 3aTBUIOYHBIMU OyrpaMu, GOJBIION POIHMYOK M-
TebHO He 3akpbiBaeTcs. OTMeuaeTcsi TMIOIUIa3usi BEpXHel U
HUXKHE YeTI0CcTe i, HelpaBUIbHOE PACTOIOXeHe 3y00B, CKIOH-
HOCTb K Kapuecy. Hepeako HaGmomaioTcss aHOMaluu TPYAHOI
KJIETKH, KU(}HO3, CKOJIMO3, TUTIOTIIa31sI IUCTATBbHBIX (hajlaHT Majib-
LeB, OpaxuIaKTUIWsS, TPEIPacIoNoXeHHOCTh K MHOXECTBEH-
HBIM CITIOHTaHHBIM TepesoMaM. MHTeIeKT He CHuXeH. PeHT-
FeHOJOTUYECKHU ONpeaessieTcsl YTOJIeHHe KOPKOBOTO

BellleCTBa JUIMHHBIX TPYOUAThIX KOCTeil, pacliMpeHue IBOB Ye-
perma.

MaprtuHa - Onbpaiita cuHapom (s. Martin - Albright), cuaapom
OnbGpaiita, cunapom Omnbpaiita - baHTama, IceBIOTMIIONapaTH-
pEeOUIN3M.

OnucaH mBeiiapckuM tepaneBToM Martin E. u amepukaH-
ckum BpauoM Albright F.B 1940 r.

XapakTepusyeTcsli HHU3KMM DOCTOM, OXHPEHHEM, KOPOTKH-
MU KOHEYHOCTSIMM, TUIOIUIa3uei 3yOHoit amanu. OTMevaercs
Kpyrjioe, TMoJHOe JIMLo, TaxuaepMmus. Benencteue ykopoueHust
III - IV - V nsctHbix Kocteit Il manen kaxercs Haubosee UIMH-
HbIM. HaGmiomaercss Takxe TUMOKajdbliieMHUUYecKasl TeTaHUsI,
YCTOWYMBAsi K MapaT-ropMoHy, osnurodpenus. [1pu ucciemosa-
HUU KpPOBU OMpenessieTcss TMnokaiblieMusi, runepdocdare-
MUsi, HOpMaJibHOE cofiepxkaHue docdarasbl.
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Mapdana cunapom (b. Mag'an), apaxHogaktuians, Mapdas -
Alllapa CUHIPOM.

BriepBrie onucan dpanity3ckuM neguatpom Marfan B. J. A.
B 1896 .

AyTOCOMHO-IOMMHAHTHOE HacJie[CTBEHHOe 3aboJieBaHue,
MPOSABISIIONIEECS B PaHHEM JIETCKOM BO3pacTe. XapaKTepu3yeT-
csl UBMEHEHUEM JUTMHHBIX TPyOUaThiX KOCTe#, N30BITOUHOI Mof-
BUXKHOCTBIO B CYCTaBax, HAJIMUYMEM apaxHONAKTWIMM (,,MayKo-
00pa3Hble Majblibl"), CKOJIMO3a WIK K1(0o3a, CHUXKEHUEM MbI-
LIEYHOTO TOHYCa, Y3KUM JIMIIOM, OJM30PYKOCTBIO M KOCOTJa-
3ueM. JlaHHoe 3a0oJieBaHUE HEPEIKO COUYETACTCS] C BPOXICHHBIM
BBIBUXOM Oefpa, IpbIXaMU W aHEeBPU3MOIi aopThl. [103BOHKU
4acToO HeAO0pPa3BUTHI, UCKPUBJIEHUE MO3BOHOYHOTO CTOJI0a OObIY-
HO TPOTPECCUPYET, OCOOEHHO B TIEPHMO[ TOJIOBOTO CO3PEBAHMS.
Boicokoe He00, BOpOHKOOOpa3Hasi rpyaHasi KJieTKa W Kypu-
Hasl TPyIb, MUOTIMSI, SKTOMMUSI XPYCTAJIMKOB, KOCOTJa3ue, Kara-
pakTa TakXe XapaKTepHbl sl JaHHOW matosnoruu. CepaeyHo-
cocynucrtasi cucreMa nopaxaercst B 40 - 60% ciyvaeB, HepeaKu
nedeKThl IETKUX U IKTOIMUSI MOYeK.

Mapuezanu cuHapoMm (s. Marchesani), rumorjiacTuyeckas Me3o-
nepMaibHasi IUcTpodusi, BpOXKICHHAs Me301epMabHasi TUCTPO-
dust, chepodakust - 6paxumopdusi, Beitnss — MapuesaHu cuHz-
POM.
BriepBoie onucan dpaniy3ckum BpauoMm Weill 1. B 1932 1. u
0oJee MOIHO HeMelKUM odTanbMoorom Marchesani O. B 1939 r.

HacnenctBeHHoe 3a0osieBaHHMEe C  ayTOCOMHO-PELIECCMBHOM
nepefaveii. XapakTepu3yeTcs KapauKOBOCTbIO, YKOPOUYEHUEM
MSACTHBIX KOCTeil M (hajaHT, IHMPOKUM 4YeperoM ¢ KOPOTKUMU
Y3KUMU OpOUTaMU W TUTOIUIa3Mel HUXHe# ydeiocta cpeaHei
creneHn. OTMevaeTcst yMeHbILIEHUE XPYCTATUKOB M ChepruuecKoi
OKPYXHOCTH TIJ1a3a. MiMeeT MecTo Tsixkesasi MUOIMSI, 4acTo TrJay-
KOMa, MHOT/Ia 3KTOMUSI XPYCTaIUKOB.

MactporactiHo cuHapoMm (s. Mastrogastino). Cwm.: @oavkmana
601€3Hb,

Madbdyuun curapom (s. Maffucci), cocymmcro-xpsieBasi auc-
MJ1a3usi, XOHAPOAUCILIA3US C TeMaHTMOMATO30M, XOHIPOIMC-
T1a3uyeckasl TMCKPraus, cuHapoM Maddyaun - Kacra.
Onucan utaabsiHCKUM matosioroM Maffucci A. B 1861 T.
XapakrepusyeTrcss MU3MEHEHUSIMA B KOCTSX THUIA JUCXOHIPO-
mnasun (cMm.: Oase 604e3Hb) B COUETAHUM C Pa3BUTHEM BETBHUC-
TBIX QaHTMOM U JTMM(baHTMOM KaK B MOPakeHHOM CerMeHTe KOCTH,
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B l'lO[lKO)KHOﬁ OCHOB€ M MbIIILIAX, TaK U B APYrux 4actdax Teja.
OTH COCYIUCTBIE pa3pacTaHusi TOBOPSIT 00 OOLIMX HApYIICHUSIX
B 3aKJaJKe TKaHeil B mepuon 3MOpuoreHe3a, oTpaxaloUuxcs Ha
pa3BuTMM cKesneta M cocynoB. CocyaucTbie MOpaxeHus, Kak
MpPaBUIO, OOHAPYXXMBAIOT paHblIEe KOCTHBIX M3-3a UX MpOsBIE-
HUSI Ha KOXe y JeTeid B paHHeM Boapacte. [Ipu cunapome Mad-
Q)y‘-l‘-ll/l OYCHb YaCTO BO3ZHUKAKOT MHOXECTBEHHBIC ITAaTOJOTMYECKUE
nepesoMbl. PeHTreHomnormuyeckas KapTMHAa CXOQHA C
TaKOBOM NPU AUCXOHAPOILIA3UM.

MesonneBa nepeniom (f. Maisonneuve).

JlaHHOe TOBpEXICHUE MPEACTABIsIET COOOM TepeoM Meau-
IbHOI JIOABIXKHU, MaJo0epLOBOil KOCTH B CPeIHEl TPETH C pas-
PBIBOM CB$I30K JAUCTAJbHOTO MEXOEepLOBOro COUICHEHUsI U TIOA-
BBIBUXOM CTOIIbl KHapyXu. SABnsercs PasHOBUIHOCTBIO IEPEIO-
Ma [llOl'llOl/lTI)f}Ha7 MEXaHU3M MOBPEXKACHUA aHAJIOTM4Y€CH, OT/InYa-
ercsi 0osiee BBICOKMM YPOBHEM IepesioMa MajobeplioBoil KOCTU
B CpEeIHEN WIM JaXe BEPXHEH ee TpeTu.

MeiienOypra - AnbTeppa - YiauHrepa cuHiapoM (s. Meyenburg -
Althen — Uchlinger), cucteMHasi XOHAPOILIa3usi, PEBMAaTU3M
XPSALUEBOM CUCTEMBI, NTAHXOHAPUT, T€HEPAIU3OBAHHBIA XOHAPO-
JIUTUYECKUI MEPUXOHIPUT.

Onwcan niBeiitiapckum Bpadom Altherr F.B 1936 .

Hocur BocnanutenbHblil XapakTep M, BO3MOXHO, CBSI3aH C
ayToceHCMOMIM3ale XpsiieBoil TkaHu. CHHIPOM YacTo Hauu-
HaeTcsl Tocje MepeoXJaxAEeHUs] ¢ OCTPOro pPecHupaTopHOro 3a-
0oJieBaHusI, COMPOBOXAAIOUIETrOCsl HapylleHUEeM OOILEro CocTo-
AHUA WU TNPOTPECCUPYIOLIMM HapyLIEHUEM [AbIXaHUS BCJIEICTBHUE
pasMsirdyeHMsl Xpsillia TOpTaHW, a Takxke Aedopmaiueil Hoca U
Tpaxeu. B oGmacTy rpaHuibl Xpsila U KOCTU - OOJ€3HEHHBIE
npunyxjoctid. CHHIPOM COYETAeTCs C PEBMATOMIHBIMU IPOSIB-
JIEHUSIMU ~ (TTOIUAPTPUTOM, HUPUIOLIMKIMTOM, MUOKApIUTOM,
anuckiaeputoM) . OTHOBPEMEHHO Pa3BUBAIOTCSI PECTIMPATOPHBIE
HapylleHUs (JJapMHTOTpaxeoMassiLiysl, THOMHBI OPOHXUT, OPOH-
XOIMTHEBMOHM, WHOrJa aTCJICKTa3bl, CIIOHTaHHBIIA MMHEBMOTO-
pakc) . M3 nabopaTopHbIX MokKa3aTesieil HabaromaeTcsl yBeauue-
Hue CO3, 303MHOGWINS, NHOTAA aTbOYMUHYPHUS.

Meiiep-1lBukkepara - Beitepca cunmpom (s. Meyer-Schwicke-
rath - Weyers), m1a30-3y.00-NajJblEeBOM CUHIPOM, IJ1a30-3y00-
najbleBas AUCILIa3usd, CUHIAPOM Muncnu.

OmnucaH COBMECTHO HeMeUKMMHU Bpayamu Meyer-Schwicke-
rath G, Cruterich E*Weyers H, B 1957 1.
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3abosieBaHue SIBJISICTCS SKTOIACPMAJbIION AMCILIa3ueil, pas-
BUBAIOLIEICSI B pe3ybTaTe MopaxeHusl LeHTpoB auddepeHiia-
LMY, B BUJIE COYETAHUSI aHOMAJIMA I71a3, BOJIOC, 3y0OB, TMCTaJIb-
HBIX OTAEJOB KOHEYHOCTell. XapaKTepu3yeTcsi MOpaxeHHeM
JIUCTAJIbHBIX OTIEJIOB KOHEYHOCTEW B BHAE KaMNTONAKTUIUM C
KyOOBUIHOI aedopManveid cpeaHux anaHr, CUHIAKTUIUEH
IV u V nanbues, a Takxe MUKpOhTaIbMUE, UHOTAA C aHOMAJIU-
SIMU pafy>XHOH 00oyouku U riaykomoit. Hoc manenbkuii, cen-
JI0O HOCa LIMPOKOE C IMCEBAOTUIEPTENOPU3MOM. ['eHepann30BaH-
Hasl AMcjasusi 3yOHOU 3Malu ¢ KOPUMYHEBBIM OKpalIMBaHUEM
1 cBoeoOpa3HOi sIMKOOOpa3HOU rumoruiazueil ee. ['unoTpuxos
C TIMTMEHTHBIMU PAacCTPOMCTBAMMU.

Meitxe cunapom (s. Meige). Cm.: Meitwce - Munvpoii - boune
CUHOPOM.

s

Meiixke - Munbpost cuHapom (s. Meige - Ml1lroy).Cm.: Meii-
ace ~ Munvpoti - Houne cundpom.

Meiixe - Munbpost - Honne cunapom (s. Meige - Milroy- Non-
ne), cuHapoM Meiixe, cuHapoM Meitxe - MWibposi, CHUHIAPOM
HonHe "— Mubposi, XpOHUYECKasi HacJeICTBeHHast Tpodomep-
Ma, BpoxaeHHasl Tpodonaepma, TuMdaTUyecKuili oTek, MceBao-
oTeyHasl TMMoJepMaibHasi TUnepTpodusi, BpOXICHHAs HacJel-
CTBEHHAs1 CJIOHOBOCTb, CEMEMHBINA HACIEICTBEHHbIH OTEK, UIUO-
MaTUYECKU HACJIENCTBEHHbIM JUMbaTUyecKuii oTek, TpohOHEB-
pO3, HEBPOAPTPUTHYECKAsI MCEBAOCIOHOBOCTb.

CuMNTOMaTUKY 3a00J1eBaHuUs BIIEpBbIe Onuca hpaHIy3CKMii
Bpau Meige H. B 1889r.

CrpajaHue HOCUT ceMeiiHblil XxapakTep. BeposiTHO, cBsizaHO
C pazBMBarOiMMUCA B 3M6pl/lOH8.J'leOM Nnepuoac rcHETUYECCKUMU
WIKM TICEPUCTATUYCCKUMU HAPYLICHUAMU CUCTEMBI l"l/ll'lO(i)l/l3 -
MPOMEXYTOUYHBI MO3r. XapaKTepu3yeTcsl MaJlbiM POCTOM, MH-
(GaHTUIU3MOM, TUITOTEHUTAIM3MOM, 3aJepXKKOW (PU3MUECKOro
U NMCUXUYECKOI0 pa3BUTUSA, BbIPAKCHHBIM ITJIOTHBIM 00JIE3HEH-
HbIM OTEKOM TOJIEHEH, pexe paclpocTpaHsIolIMMCsl Ha Oenpa,
OXHUpPEHMEM IO TUIly PelTy3, KU(DO30M IpyIHOTO OTAeNa MO3-
BOHOYHOTO CT0J0a, aKpOMUKpPHUEN, BaJbIyCHBIM OTKJIOHEHHEM
rojieHell M TUTOCKOBaJbIycHOM aedopmanueit cton. OTMmedaeTcst
TUMOTOHMSI MbIl. B o0gacTu oTeKOB 4acTo pa3BUBAIOTCS TPO-
(uyeckue s13BbI, KOTOPbIE JIETKO UHOULIUPYIOTCS.

Meiichepa niepenom (f. Meissner).
[Ton aTMM Ha3zBaHMEM ONMUCHLIBAECTCS M30JMPOBAHHBIN Mepe-
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JIOM 3aJHero Kpas AMCTalbHOro MeTasnudusa O6oJbliedeplio-
BOil KocTu. KnmHuyeckas KapTMHa MPU OTCYTCTBUM CMELLEHMSI
OTJIOMKOB HarlOMMHAET MOBPEXICHUE CBA30K T'OJICHOCTOITHOIO
cycraBa. [ToatoMy, ecii peHTreHorpad u s cBoeBpe-
MEHHO HE MPOU3BOJUTCS, TIEPEJIOM B Psijie CIy4aeB OCTAeTCsl He-
pacro3HaHHbIM.

Memnepa 6onesHb (m. Moeller). Cm.: Mewepa — Bapaoy 6o-
N1€3Hb.

Memiepa — bapnoy 6one3ub (1. Moeller — Barlow), Xenna -
Mennepa — bapsioy cuHapom, Mennepa 6one3Hb, bapioy 6o-
Jne3Hb, bpuHTOHa 00se3Hb, Xemia 00Je3Hb, ,,pPaXUTUYECKUI
CKOpOYT", NeTCKUii CKOpOYT, reMopparn4ecKuii paxuT, TeMop-
pamquKnﬁl JAMNAaTEe3 HOBOPOXKICHHBIX.

OnucaHa anrauiickumu Bpauyamu Cheadle W. B 1872 r., a 3a-
Tem Barlow T. B 1883 r.

SIBnsieTcst mposiBieHUEM Tsikenoro aButamuHo3a C. PazBu-
BaeTCsl B TPYAHOM Bo3pacTe. XapaKTepu3yeTcsl YXyIIIEeHUEM
OOILEro COCTOSIHMS, TUMOTpodueil, reMopparnyeckum auare-
30M, HPOABIAKIIMUMCA MEIKUMU KPOBOMUBIUAHUAMU IOJ KO-
XYy U CJIM3UCTBIC O60J'lO‘-lKl/l, IMMOAHAAKOCTHUYHBIMU réMaToOMaMu,
HOCOBBIMU KPOBOTEUYEHHUsIMU, reMaTypueil. OTMevarorcsi mpu-
MyXJIOCTh B 00J1aCTU CYCTaBOB, YeTKOOOpa3Hble pedpa, Ooses-
HEHHOCTb NpU Manbnauuu 1uadu3os (BCIEACTBUE NEPUOCTAb-
HbIX TEMATOM).

PeHTreHonoruyecKu OTMEYAIOTCS MPOCBETICHUE B
obnactu McTadu30B, YIIJIOTHEHUE POCTKOBBIX 30H, (hparMeHTa-
s aae€p OKOCTEHEHWMs, HEIMOJHBIC U ITOJIHBIC TEPEIOMBI, CMELIEC-
HUE siIep OKOCTeHeHMsI, occudukanusi remaToM. [locne uzneye-
HUSI OCHOBHOTO 3a00JIeBaHUsI Ha JUTUTEJIbHOE BPEMsl COXpaHsIeT-
Cs KOJbLEBUAHAsA TCHb dA4€P OKOCTCHCHUsA C NMPOCBETICHUEM B
LEHTpe.

Mennuka - Humica cunapom (s. Melnick - Needles), BpoxiaeH-
Hasl OCTEOJMCILIa3Us.

Briepsbie onucaH amepukanckuMu Bpayamu Melnick J. C.u
Neediest. F.B 1966 r.

AYTOCOMHO-IOMMHAHTHOE HacJeACTBEHHOe 3aboJieBaHueE.
[MposiBisieTcst ¢ MEPBBIX JIET XXU3HU CIASAYIOUIMMU CUMIITOMaMMU:
9K30(TaNbMUSI, MUKPOTHATHSI, HAPYILIEHUE Pa3BUTHSI 3yOOB, BbI-
COKMI M y3KM# 100, UICKPUBJIEHUE KOHEYHOCTEH Mo TUMy cubi-
tus valgus u genu valgum, HeOOJIbILIOE YKOPOUYEHUE NUCTATbHBIX
¢asiaHT najblieB, 0COOEHHO MEePBBIX MajblieB KUCTEW. JTMHHbIE

KOCTHM HEpaBHOMEPHO YTOJIICHBI, CKJIEPO3UPOBaHbI, AehopMu-
pOBaHbI, UMeeTCs TsKeasi coxavalga. HaOGmiomaercst 3amasibl-
BaHUE B MOSIBJICHUM KOCTHBIX YacTeil pebep U KIIIOUMII, Hemopas-
BUTHE KOCTEH Ta3a MU BEPTJIYXHBIX BIAAUH, 1yroodpazHas dop-
Ma TO3BOHKOB 3a CYeT ,,BBIEMKH'B IEpEIHEM OTHe]Ie WX Tell.
Hepenko pa3BuBaercsi Kuho3 1 CKOJIUO3.

Mepiua — Bonbrmenacunapom (s. Moersch — Woltman), nporpec-
cupymolias Mbili€yHass CKOBAaHHOCTb.

OnucaH amepukaHcKuMU BpauamMu Moersch F. P.u Woltman
H.W.BI1956r.

XapakTepusyeTrcsl 00J€3HEHHOI CKOBAHHOCTBIO MBIIIII, KO-
TOpass CUMMETPUYHO PACIPOCTPAHAECTCA Ha MBILILBI KOHEYHO-
cTei, 1ieu, TyJoBMILA. 3abo0jeBaHUE COMPOBOXKIACTCS MapOK-
CU3MAJIbHBIMU NPUCTYyINIaMU My‘-lI/ITCJ'IbHOl‘/)l 00/Iu U TaXUKapanu.
[Mpouecc nporpeccupyeT U MOXKET MPUBECTU K OOLIEN pUTHAHO-
CTU MYCKYJIaTyphbl.

MusikmeHa 6oje3Hb (rn. Milkman), MunkMmeHa cuHapom, Jloo-
3epa — MuskmeHa cuHapoM, Jloosepa - Jlebpeit — MunkmeHa
CUHAPOM, MHOXECTBCHHbLIC CITIOHTAHHLIC UAUONATUYECKNUE CUM-
METPUYHbIE IEpeOMbl, OOJE3HEHHBI OCTe03 C IceBrONepe-
JIoMaMH.

BniepBble onucaHa amepukaHckuM Bpayom Milkman L. A.
B 1934 r.

XapakTepusyeTcsi MHOXECTBEHHBIMM CHUMMETPUYHO pacro-
JIOXXEHHBIMU B KOCTSX 30HAMU MEPECTPOIKU, KOTOPBIE paccMarT-
pUBallich BHayajle Kak nepesombl. KnuHuyecku 3abosieBaHue
MPOSBIACTCA 00J1bI0 PEBMATOUMAHOIO Xapakreépa B IOSICHULE,
HMXHUX KOHEYHOCTSIX, HEYBEPEHHOM ,,YTMHON" TIOXOMAKOIA,
MEIJIEHHO pa3BUBAIOLIUMUCA Z[eq)OpMaLll/lﬂMl/l MMO3BOHOYHOI'O
cronba, Taza, TPYIHOM KJIETKM, JJIMHHBIX TPyOUaThIX KOCTEHl.
PeHTreHonormyecKu BbISIBISIOTCS B KOCTSIX nmpospay-
HbIE TIONEPEYHO PACITOJIOXKEHHBIE 30HbI EPECTPOMUKMU LLIMPUHOIA
1 — 10 MM, KoTOpBIE B psiae, cllyyaeB BO3HUKAIOT Ha (OHE 00-
1iero ocreornoposa. Yaiie Bcero nopaxarorcsi J00KOBbIe, OeApeH-
Hble, OOJIbLIEOEPLIOBbIE, JyuyeBble, JOKTEBble KOCTH, peob-

pa. Coxepxanue kanblusi ¥ ¢docdopa B KPOBU COOTBETCTBYET
HOpMe.

MureHca cuHapoM (s. Mietens), HU3KOPOCIOCTb C ITIa3HbIMU Ha-
pyuieHusiMu, cuHapoM MuteHca - Bebepa.

BriepBble onucaH HeMeukuMu neauatpamu Mietens C. u We-
ber H.B 1966r.
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HacnencrteeHHoe 3aboseBaHue, mepeaaronieecs mo ayrTocoM-
HO-pELECCUBHOMY THITy. XapaKTepU3yeTcsl HU3KOPOCIOCThIO,
TMOMYTHEHUEM POTOBUL], HUCTATMOM U KOCOIJIA3UE€M, TUIIOIUIA-
3Me HOCa, YKOPOUYECHUEM JIy4eBOW U JIOKTEBOM KOCTEH, BHIBU-
XOM TOJIOBKM JIy4€BOI KOCTU C HaJIMYMEM CruOaTeIbHOM KOHT-
pPaKTyphbl B JIOKTEBOM CycTaBe. MOTYT UMETh MECTO KOHTPAaKTY-
pbl B KOJIEHHBIX CYCTaBaX, BHIBUX T'OJIOBKM O€JIpEHHOI KOCTH,
MOJIbIe CTOMbI. YMCTBEHHAsI OTCTAJIOCTh CPEIHEN CTeNeHN.

MuTtuemta cunHapoM (s. Mitchell), 6one3nb I'epxapara, J0KaIb-
HBIII Ba30MOTOPHBIN HEBPO3, 3PUTPOMETAJIUsI, IPUTPOINCPMUSI,
Ba30MOTOPHBIN Mapajind KOHEYHOCTE .

BriepBble omucaH amepuKaHCKUM HeBporatojorom Mitchell
S.W.B 1872r.

[MposiBisieTcs: BA30MOTOPHO-TPO(PUUECKUM HEBPO30OM, BCTpE-
qaeTcst TIPU 3CCEHIMATBHOM TUTIEPTOHUM, OPTaHMYECKUX 3a00J1e-
BaHMSIX LIEHTPAIBHON HEPBHOM CUCTEMBI, a TAKXKe 3a00JIeBaHUSIX
KpacHOUl KpoBU (MOJUIUTEMUU, MOJUTIO0YINKU). XapakTepu-
3yeTcsl OTEYHOCTbIO M TUIEPeMUE NUCTATBHBIX OTIEJIOB HIK-
HUX Y BEPXHUX KOHEUHOCTEii, 00JIe3HEHHBIM YYBCTBOM JXCOKEHMST
npu corpeBaHuy. OTHOBPEMEHHO OTMEYAKOTCSl TUIIEPICTE3UN U
MapacTe3uu, TMIEPruapo3, TpohuIecKrue paccTpoiicTBa Ha KUC-
TSIX M CTOTAX MPU COXPaHUBILEMCS ITyJTbCe Ha JIyIeBOU apTeprn
U TBUTBHOM apTepuu CTOIIBI.

MuxaiiioBa 3HIEMUYECKMiA IeOPMUPYIOIINN  OCTEOXOHIPO3.
CM.: Kawuna - Bexa 6oaesne.

Monrtemxu nepenom (f. Monteggia), MoHTe1Xu MOBpexXAeHUE.

BriepBble omnucaH uTanbsHCKUM xupyproM Monteggia G. B.
B 1814r.

XapakTepusyeTcsl MepeloMOM JIOKTEBO KOCTH B BEpXHEM
TPETH WM Ha TPAHULE BEpPXHEW M CpelHell TpeTH, BBIBUXOM To-
JIOBKM JIY4€BO# KOCTH. MexaHn3M MOBPEXAEHUS — Yalle BCETo
npsiMasi'TpaBMa, HENOCPEIACTBEHHBIN ynap B 00JacTu BepxHeit
TPETH NPEArieybst Mo JIOKTEBOW KOCTU. Onucano ABa TUIA mepe-
moma MOHTeIXM - pa3rubaTeNbHBIA UM CTUOATENbHBIN, OTIMYa-
fOLIMeCs] Pa3IUYHBIM BUAOM CMELIEHMs OTIOMKOB. [Ipu pasru-
0aTeJIbHOM THUIIE TepejioMa OTJIOMKHU JIOKTEBOW KOCTH CMella-
J0TCA MO YTJIOM, OTKPBITBIM K3aau, o0pasysl Ha Mpearuieybe
xapakTepHoe yriayoseHue. ['onoBKa Jy4eBOi KOCTU MPU ITOM
cMelaeTcsl Krepeny M KHapyxXu. 3HauMTeJbHO pexe Halmoaa-
eTcsl CTUOATeNIbHBIN THIT TepesioMa, MPU KOTOPOM OTJIOMKH JIOK-
TEBOW KOCTM CMELIAIOTCS TMOJ YIJIOM, OTKPBITBIM KIlepeau, a
TOJIOBKA JIy4€BOIl KOCTH BBIBUXMBAETCS K3aIu.
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Mopa cunapoM (s. MomnrT),poTo-TUIIEBO-TUTUTABHBINA CUHIPOM.

Briepsoie onrican Mohr O. L.B 1941 r.

[lepemaercst Mo ayTOCOMHO-pELIECCUBHOMY THITy, HaOmonma-
I0TCSl CeMeiiHble ciy4yau 3a0oseBaHus. [l JaHHOTO CHMHApPOMa
XapaKTepHbl HU3KUU POCT, TUIOXOU POCT BOJIOC, U3OTHYTasl Iie-
peHocula, BEICOKOE TBEpAoe HeOO, pacllenieHne SI3blKa U y3J10-
BaTOCTh €ro, TMIOTUIA3Usl BEPXHEW U HUXHEU 4YeloCTH, YacTUy-
Has cuHaakTuIus | manbia crom, | miIocHeBOU KOCTH, CIUSIHUE
MHOTOYTOJIbHOW W JIaAbeBUJHONU KOCTEH, YKOPOUECHUE KUCTEW,
nedopmanust V manblia ¥ HapylIleHHe OKOCTeHEHUs MeTa(hu3oB
JUTMHHBIX TPYOYaThIX KOCTEM.

Mopsana cunapowm, Il (s. Morvan, II).

OnucaH ¢panHiy3ckuM BpauomM Morvan A.M.B 1883 r.

3aboseBaHue, TTO-BUAMMOMY, SIBJISIETCS 0coboit (hhopMoit cu-
pUHTOMUENNU. XapaKTepu3yeTcsl HapyllleHUEeM TeMIlepaTypHOI
YYBCTBUTEJILHOCTHU. B OTIMUME OT TUITMYHOW CUPUHTOMUENUHN OT-
MEYaroTCsSl CaMOITPOM3BOJIBHBIE aMITyTallMM TAJIbLIEB WJIA WX Yac-
Teil (MyTuisiiuu). Yamie mopaxaroTcsl KUCTH, pexe cTombl. B
MOCJIEMHUE TOABI 3TOT CUHIPOM CYMTAIOT WCTUHHOW CHUPUUTO-
MUEInen.

Mopkwuo 6051e3Hb (M. Morquio), Mykomoaucaxapuno3 — T 1V,
crioHawIo3NUdU3apHas TUCIUIa3UsI, XOHIPOOCTEOTUCTPODUSI,
nedopMmupyoiasi octeoxoHapoauctpodus, Mopkuo - bpaiin-
copna cunapom, Mopkuo - Yabpuxa cuHapom, K — mykomno-
JIMCcaxapuao3, 9KCIeHTpOoXoHaAporia3us, [lyrse - Menxuopa —
Kinaysena cunmpom.

Brnepseie onucana ypyrBaiickum neauarpom Moiquio L. u
aHTIUicKUM BpadoM Brailsford J. F.B 1929 r.

HacnenctBenHoe 3abojieBaHue, mepenaeTcsl MO ayTOCOMHO-
peueccuBHoMy Tury. [IposBisieTcsi ¢ 2-IeTHero Bo3pacra. Xa-
pakTepusyeTcsl KapJIMKOBOCTBIO M 3HAYUTEIbHBIMU JHedopma-
LIMSIMU  CKeJieTa, OCOOEHHO TPYIHOU KJIETKU, TYrolonBUXKHOCTH
B CyCTaBax U BMeCTe C TE€M pacciiabJieHue CYMOYHO-CBSI30UHOTO
armapaTa MeJKUX CYCTaBOB, IIesl YKOpOYeHa, TMIOIUIa3usl OT-
poctkoB [ u Il meiiHBIX MO3BOHKOB. JIMII0 OOBIYHOE, pa3Mephl
yepena 6e3 uzMeHeHui. MIHorma orMeyvaeTcsi pe3Ko BhIpaXeHHOE
TTIOMYTHEHME POTOBUI] B TIO3IHUE CPOKU 00JIe3HU. BrIsBnstoTcs
aopTajibHble U3MEHEHUsI, UCTOHYeHUEe 3y00B. MHTe IeKT He Ha-
pyIIeH, OTCYTCTBYET TcraTocrieHoMmcranus, C MOYOii BBIIEISI-
eTcst 6OJIBIIOE KOJTMYECTBO KepaTaHCyibdaTa.
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PeHTreHoMOrMYecKHU BUIHB XapaKTepHbIe U3Me-
HEHUsI B TIO3BOHOYHOM CTOJIOE: YILIOIIEHWE TeJl MO3BOHKOB,
0COO0EHHO CHMXEHHWE BBICOTBHI MEPEIHUX OTIENIOB, 3ara3ibiBaHue
B pa3BuUTUM anodu3sos, ocodeHHo B XII rpynHom u I moscHu4-
HOM IMo3BoHKaX. Kudockonnos. Dnudusbl IIMHHBIX TpyOda-
TBIX KOCTei Hemopa3BUThl. OKOcTeHeHUe MeTahu30B TaKXKe He-
perynsipHoe W To3aHee, MeTadusbl KOCTEil yYKOPOUYEHBI, LIMPO-
KHWe Tajblibl KUCTU YTONIIEHbI, ¢ KOHUYECKOW opmoit smudu-
30B. Hepenku octeoapTpuThl, 0COOEHHO B Ta300€APEHHBIX CY-
craBax.

Mopkuo — bpaumncdopna cunmpom (s. Morquio - Brailsford).
CMm.: Mopkuo 6oae3Ho.

Mopkno — Ynbpuxa cuampoMm (s. Morquio - Ulrich). JlaHHBII
SMOHUM yMOTpelJsieTcs: B ciydasx Oose3Hn Mopkuo, Koraa
B JIOTIOJIHEHUE K CKEJNIETHBIM M3MEHEHUSIM HAOI0IaeTCsl MOMYT-
HEHKEe POTOBHIL.

MopozoBa - IOHmmura cunmpom (s. Jungling). Cm.: FOueaunea
601e3Hb.

Moprona 6Gomneznb (m. Morton), epuHeBpabHbIN (HUOPO3, TO-
NOUIBEHHAsT HEBPaTUsi, (hOKAIbHBI TPaBMAaTUYECKUN HEBPUT
nopomBeHHoro Hepsa III u IV manbueB, CMHAPOM MOPTOHOB-
CKOTO TiaJiblia, MeTaTapcajrusi, HeBpajirusi MopToHa.

Bnepssie o Heit coobimt Morton T.G.B 1876 r.

Penxo BcTpeyaroieecst 3abojieBaHKe. DTUOJIOTUSI M TATOTE-
He3 3a00JIeBaHUsI OCTAlOTCS HesicHbIMU. KitnHuka 6os1e3Hu Mop-
TOHA TIPOSIBNSIETCS] CWJIBHOM, XTyyeil, HEBBIHOCUMOM" OOJIbIO
B 00JIACTH TPETHEr0 MEXIIATbLIEBOIO MPOMEXYTKA Y OCHOBAHUSI
III u IV manbues. bonb ycunuBaercs mpu Harpyske, ociabeBaet
MocJie pasrpy3Ku CTOMbI M MCYe3aeT Mmocyie CHATUS o0yBu. [1pu
MpoBepKe 0O0JIEBOM UyBCTBUTEJBHOCTH OIPENETISETCS TUIOANb-
re3ust 1V najblia, 4yBcTBO OHeMeHuUs. CxaTue CTOIbI B MOTepey-
HOM HarpaBJieHUM BbI3bIBAeT, KaK MpaBUJIO, pe3Kylo 0oib. Yac-
TO OTMeYaeTcsl JIOKajbHasi OOJNE3HEHHOCTh TPM Majblalik Tpe-
TBETO MEXIIAJIbIIEBOTO MPOMEXYTKA. Y 3TUX OOJIbHBIX OIpe/e-
JIsieTCsl TIoTlepevyHoe IIockocTonue. Ha peHTreHorpaMme otme-
YaloTCSl pPacXOXIEeHUE TUIIOCHEBBIX KOCTEi, sIBJIeHUs nedopMu-
PYIOILIETO apTpO3a MEJKUX CYCTaBOB CTOII.

MoproHa cuHapoM (s. Morton), ykopodeHHast | TmocHeBast KOCTb.
OnucaH amepukaHcKuM xupyprom Morton D. J. B 1927 1.
Anomanug | mmocHeBoil Koctu. [dedopMalys CTOIBI 00y-
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CJIOBJIeHa yKopoueHueM | IIIOCHEBOM KOCTH, TMPOSIBISETCS ee
HEOOBIYHO TOABUXHOCTBIO, 0OJIbIO, TIPUITYXJIIOCTbIO, CKOBAHHO-
CTBIO CTOTIBI.

Mypa nepenom (f. Moore).
OnucaH aMepUKaHCKUM xupyprom Moore E. M. B 1872 r.
[pencranseT coboii MmepesioM AUCTATHLHOTO KOHIIA JY4eBOit
KOCTU C BBIBUXOM JIOKTEBOU W YIIEMJIEHUEM IIWJIOBUIHOTO OT-
pOCTKa IO/ KOJIbLIEBUIHOU CBS3KOM.

Mypka curnpom (s. Murk). Cm.: Jrcena 6oae3Hs.

Mymie cunnpom, I (s. Mouchet, I).

BnepBeie ommcaH paHIy3cKUM Xupyprom Mouchet A. B
1914r.

SBnsieTcsl TO3THUM TMOCIENCTBUEM TepesioMa JUCTATbHOTO
KOHIIA TUICYeBOM KOCTU CO CMelleHHeM OTJIOMKOB. M3-3a He-
MPaBUJILHOTO POCTAa MEIUAIbHOTO MbIIIEIKA TLIeYeB ol KOCTU
B CBSI3U C HEHOPMAJBbHBIM IMOJIOXEHUEM JIOKTEBOTO HepBa pa3-
BMBAEeTCS HEBPUT IMOC/IeqHEro. XapakTepeH aHaMHe3: Halndue
repesioMa B 00JIaCTH JIOKTEBOTO CyCTaBa B JETCKOM BO3pacTe C
HeYyCTpaHEHHBIM YIJIOBBIM WJIM POTALIMOHHBIM cMeleHneM. Ye-
pe3 MHOTO JIET TIoCJIe TiepesioMa Mo BIUSTHUEM He3HAYUTETbHOM
TpaBMBbI, TIepeHaNpPsIKeHUsT UM GU3MIECKON HATPY3KU pa3BUBa-
ercsl mapajiuy JIOKTEBOTO HepBa C HapyIIeHWEM 4yBCTBHTENbHO-
CTU B 30HE €r0 MHHEePBALIMK 1 IBUTATEIbHBIMU PACCTPOUCTBAMMU.
TUNUYHBIM SIBIISIETCS KOTTeoOpa3Hasi neopMarinsi KUCTH, OTBE-
neHve V manbla, aTpodust 061acTi BO3BBIIIEHMS V Majblia.

Mymie curnpom, 11 (s. Mouchet, 11).

OmmcaH ¢paHIy3cKuM xupyproMm Mouchet A.

SIBnsieTcst TposIBJIEHWEM acenTUYecKOro HeKposa 0JioKa Ta-
PaHHOI KOCTH.

Miosutepa - Beiicca cunapom (s. Muller - Weiss).

OmucaH He3aBUCUMO IpPYr OT Apyra HEMELKUM OpPTONEeIOM
Muller W. u aBctpuiickum pentreHonorom Weiss K. B 1927 r.

OTHOCHTCSI K acemnTUYeCKOMY HeKpo3y. XapaKTepu3yeTcst
MopaxeHueM JIaAbeBUIHON KOCTH CTOMbI, PAa3BUBAIOIIMMCS Y
B3pocibix. [lposiBisieTcs G0JIbI0 MO THUIBHOW TTOBEPXHOCTHU IPO-
KCUMaJIBHOTO OTHesia crombl. OOBIYHO CTOMA NIFOCKOBATBIYC-
Hasl, UIMEIOTCS MOJIOTOYKOOOpa3Hble Maiblibl. YacTo mopaxaroT-
cst 00e ctonbl. PeHTreHOTOTr MY ECKM Onpenesercs
ckyiepo3 U pedopManusl JanAbeBUAHONW KOCTH, KOTOpasi pe3Ko
CIUTIONIEHA M CMellleHAa B ThUIBHO-MEIUATbHOM HAlpaBICHUN.
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Miomiepa - Put6unra - Knemenra cunmpom (s. Miiller - Rib-
bing - Clement).Cm.: Pubbunea cundpom.

MioHxMmeiiepa cuHapoM (s. Munchmeyer), MHOXeCTBEeHHas MeX-
MBIIIIeYHass ocTeoMa, occuduimpyomas daciuaibHas Tutepia-
3ust, occudunupyomyii GudbpPO3UT, MPOrpecCUpyONINii MHO-
KECTBEHHBI OCCU(DUIMPYIOMINNA MHUO3UT, OCTEOIIACTUYECKAS
MUOTIATHSI, TIPOTPECCUPYIOTIAST BPOXKICHHAs MOJMOCCUbUKAIIUS,
occuUIMpPYOIUI  TTpoTrpeccupyromuit hbuOpPOIEIUTIONUT, TPO-
rpeccupylolas MHOXeCTBeHHasl occudbunmpyomas Gudpoamc-
1a3usl.

[Mompo6Ho ommcaH HemeukuM BpauoM Munchmeyer E. B
1869r.

[IpencraBisieT coboii 3a001eBaHNe ¢ MOHOTUOPUIHON TOMU-
HAaHTHOW HACJIEJICTBEHHOCTBIO C BapWabeNbHON 3KCIPECCUBHO-
CTBIO, Pa3BUBAETCS BCIENCTBHE MATOJIOTUYECKON nuddepeHina-
UM KJIETOK MEXMBIIIEYHBIX TIepeMblueK. 3aboseBaHue OOBIYHO
HauMHaeTcs B PaHHEM JIETCKOM Bo3pacTe, Yallle y JIUI MYyXCKO-
ro mosa. Xapakrepusyercsi OKOCTEHEHHEM CKeJIETHON MYCKyJia-
TypHI, hacuii, CyXOXKUITU A 1 aTTOHEBPO30B, PACTIPOCTPAHS IO M-
cs B KayoaJbHOM HaIpaBIeHUM, Pa3BUTHEM TYTOMOIABUKHOCTU
W aHKWI03a COOTBETCTBYIOIIMX cycTaBoB. Hepemko omHOBpe-
MEHHO B KOX€ M MBIIIIIAX OTPEessSIOTCsS BOCTANIUTENbHbBIC WH-
unbTpatel. Menkue cycTaBel CTON, TO3BOHKOB, peOEPHO-TIO3-
BOHKOBBIE CYCTaBbl aHKWJIO3UPYIOTCs. YacTo oTMeYarTcss MUK-
PONAKTWINSA W KIWHOMAKTUJIUS TalbleB KHUCTEH, MSATOYHBIE
ITopsl, BaibrycHas croma. (DukcupoBaHHOE TONOXEHUE TPYI-
HOU KJIETKM M TTO3BOHOYHOTO CTOJI0A BEJET K Pa3BUTHUIO 3a00Jie-
BaHWIi JIETKUX U Cepla, Pa3BUTHIO HEJIOCTATOYHOCTHU CEpIlla 1k
nerkux. BciemctBue HapymeHuss (YHKIIUM KOHEYHOCTEW OHU
PE3KO TUTIOTPO(DUYHEL.

PeHTreHomoruyvecKku ONpenensioTcs KpyIHbIe yJa-
CTKU OKOCTEHEHUS B MBIIIIAX, CPAIIEHUE UX C KOCTSIMU, TI0O3BO-
HOYHBIN CcTOJIO B BUIe 06aMOYKOBOW TPOCTH, aHKWMJIO3BI CyCTa-
BoB. [locye mpekpaiieHus pocta oCCUMDUKAIUS MBI MOXET
OCTaHOBUTHCS. [IpOrHO3 HEOJIATONMPUSTHBIN M3-3a COMYTCTBY-
101UX (DYHKIIMOHATBbHBIX HApYIIEHU 1 3a00JIeBaHMIA.

Haddumrepa cunopom (s. Naffziger), cuHIpoM mieiiHBIX pebdep,
cuHgpoM AncoHa, cuHapoM Honne, cuHapom [ora, cmHIpOM

lFota — ToHonbaa, cunapom Kyrepa, CMHIPOM BBITTSTYMBAHUS
JIECTHUYHOM MBILIIIIBI.

BrepBrle onucan amepukanckuM xupyprom Naffziger H.C.
B 1937r.
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SBnsieTcst cneacTBMEM CHABICHMS COCYIOB M HEPBOB IlEU
JOTIOJTHUTEIbHBIMU LIEWHBIMU peOpaMu 1 MepeaHei TeCTHUUHOM
MBIIIIENH. XapaKTepu3yeTcsl HaIUYUeM MOMOJHUTENbHBIX MIeii-
HbIX pebep. [lposiBisieTcss B TEpUOA TOJOBOTO CO3pPEBaHUS,
Korja 3aKaHYMBaeTcsl occudUKAlUs IOTOJHUTEIbHBIX pedep.
[MpoBonupyOIMM MOMEHTOM MOXKET ObITh TpaBMa, (huzndeckast
Harpyska. KJIMHU4YecKy BbIlle KITIOUUIIbI ONpPEIessieTcsl TUIOTHOE
BBHIMSIYUBAHUE, Hal KOTOPBIM MAaJbIUPYETCS MyIbCUPYIOLIiA
YYacTOK TMOAKITIOUMYHOI apTepuu. BonbHbIe XanyioTcst Ha GOJb
B 00JIaCTH IlleU, TiIeya, BOSHMKAIOIIYIO TPU IBUXEHUM TOJIOBBI
win pyku. OTMeyaeTcsi MapecTe3usi WM TUIOCTE3Us TMasbleB,
BCHO3HBI 3aCTOM, WCYE3HOBEHME TTyJIbca Ha JIy4eBOM apTepuu
MpU HAKJIOHE TOJIOBBI WU MOIbEME PYKHU, MOBBIIICHUE TOHYCA
repefiHel 3y04aToi MBILILIBI.

Ban Heka cunmpom (s. van Neck), 6ome3np BaH Heka - Omenb-
6epra, cunapom Openbbepra, osteochondritis ischiopubica, os-
teochondropatia ischiopubica.

Briepsble onucaH HesaBucumo Apyr oT apyra Odelberg A. u
van Neck M.B 1924 r.

DTHONOTHSI U TIaTOT€HEe3 COBMAJAIOT C APYrUMHM (GopMamu
acenTUYecKoro Hekposa. Yaie GONEIOT MaIbUYUKM, OOBIYHO CTpa-
Jaloye TpennyOoepTaTHBIM WM IyOepTaTHBIM  OXUPEHUEM.
[Mposinsiercst B 6 — 10-1eTHeM Bo3pacTte B Buie OOJIM M OrpaHu-
YeHUs] TIOIBMXXHOCTH B Ta300€IpEeHHOM CYCTaBe C TOC/eIyIoIei
xpoMoToii. OmpezensieTcsi ToKajabHass 00J€3HEHHOCTD MPU aB-
JIEHUU Ha 00J1acTh HUCXOASIIEH BeTBY J0OKOBOI KocTh. [1pu pek-
TaJbHOM MCC/ICIOBAHUM TIPOILYITBIBAETCS TaM K€ OrpaHUYeHHOe
OTIyXoJIeBUIHOEe 00pa3oBaHMe, 0OJE3HEHHOE HAolIyMb. PeHT-
reHOJNOTMYEeCKHU B OOJACTH CENATMIIHO-TIOOKOBOTO CHUH-

XOH/IpO3a OMpeeNsieTcs IIapOBUIHOE paCIIUpPEeHUe, HEepeIKo
NIBYCTOPOHHEE.

Huseprensra — [NMupnbemana cunnpom (s. Nievergelt - Peaeman),
cumdarnanrus ¢ aTMIMYHOM KocosamnocThio, cuHapoM Husep-
reyibTa.

BriepBhie omucad mBeiinapckuM optorenoM Nievergelt K. B
1944r.

HacnencrBenHoe 3a0oseBaHue. XapakTepusyeTcsi cuMbaiaH-
rueii, aTUMUYHON KOCOJIANOCTbIO, CAMSHUEM KOCTe# 3amsicThsl U
MPEIIUTIOCHBI, BPOXIEHHBIM BbIBUXOM WJIM ITOABBIBUXOM TO-
JIOBKM JIy4eBOM WM JIOKTEBON KOCTH, AedopMmaliveii Kucrteir u
CTOII, JIOKTEBBIX CYCTaBOB, PAIUOYJIbHAPHBIM CHHOCTO30M, JHC-
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M1a3ueil KocTeil TOJeHHU, THISUCTYUYCBBIM W TJICUETOKTEBHIM
CUHOCTO30M, OpaxuaakTuiIneid, KimHogakTuaneil. Iloxoaka Ha-
pylieHa, 60Jib B CTOMAxX, MHOT/A TJIyXOTa.

Hunepnsa mepenom (f. Niederl), muaroHaabHBINM BepTUKAIbHBIN
MepesioM KOCTei Ta30BOrO KOJIblIa.

Ipencrapiser coboii Pa3HOBUIHOCTH ABOMHOTO BEPTHKAJb-
HOTO TepejioMa KOCTeil Ta30BOro KoJiblia TMa MasibreHs. Xa-
paKTepu3yeTcsl MepeJJOMOM KOCTE# TepeaHero oTaena ¢ OIHOU
CTOPOHBI, COYETAIOLIMMCS C TIEPEJIOMOM 3aHETO OT/esa Ta30BO-
rO KOJIbLIA C APYTOii CTOPOHBI.

Hunbscena cunapom (s. Nielsen), BpoxxaeHHast [uctpodus meun
Hunbcona, cunapom Yabpuxa - Hunscona.
Briepseie onmican garckum Bpauom Nielsen H. B 1934 r.
3abojieBaHMe SIBISIETCSI MHOXECTBEHHBIM MOPOKOM Pa3BH-
TUsi. XapakTepusyeTcs ABYCTOPOHHEW KPbIJIOBUIHOM CKIAAKON
e M KOMOMHAIMel CUMITOMOB, TUIIMYHBIX MAJISI CHHIPOMOB
Bouesna - Ynbpuxa, Knunnens - @eiins.

Hwumana - IMuka 6one3nsb (m. Niemann - Pick), tumounmo3 HepB-
HOM CUCTEMBIL.

BnepBbie onucan HemenkuM Bpauom Niemann A. B 1914 t.
Mopdonoruueckie HCCACAOBaHUSI TIPOBEN HEMELKHWI TaTojor
Pick L. B 1926T.

BpoxnenHoe 3aboneBaHue. [lepemactcsi o ayTocoMHO-pe-
LIECCUBHOMY THITy. XapaKTepU3yeTcsl HapylIeHWEM XHPOBOTO
oOMeHa ¥ HaKOTUIEHWEM JIUTUAO0B, MPenMyliecTBeHHO ¢docdo-
JUMWAOB, B OpraHax M TKaHSX, B TOM YHCJE CeJe3eHKE, JIUM-
(atryeckux y3nax, meueHu U KOCTHOMO3TOBO# MoJiocTH. B xpo-
BM TIOBBIILIAETCSl colepxkaHue xonectepuHa. HaGmonarotcs crite-
HOMerajus, yBeJu4YeHe MedeHu, TMM@aTUIeCcKUX y3JI0B, CIETo-
Ta, HapylleHue WHTelIekTa. boje3sHb pe3ko mporpeccupyer.
JleTn OTCTalOT HE TOJBKO B YMCTBEHHOM, HO U B (PpU3MUECKOM
pazButuu. Co CTOPOHBI HEPBHOI CUCTEMbI MU3MEHEHHUS TE XKe,
yro u npu Oomesnn Tes - Cakca (BpoximeHHasi hopMa aMaBpoO-
TUYEeCKOl ceMeitHoi unnotun). HepBHBIE CTBOJIBI U Y37bI, TN
TaKXKe COfepXaT TOBBIILIEHHOE KOJWYecTBO JumuaoB. Habmona-
JOTCSI XKMPOBOE TEPEPOXIeHUE KOCTHOTO MO3Ta, U3MEHEHUS B
KOCTSIX B BHMIE MCTOHUEHHUS KOPKOBOTO BEILECTBA, OCTEOMOPO-
3a, HapyweHus: occudukanuu snuduzon. C TedeHnEM BpeMeHHN
HACTYMaloT 3NMUGU3NTHI, Yallle TOJ0BKU OeIpeHHO KOCTH, Hapy-
maercst GyHKuusg cycraBa. [IporHO3 HeOMarompusITHBIN, AETH
YMUPAIOT B TIEpBbIE [1BA rofia XU3HU.
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Hupxodbda — XiobHepa curmpom (s. Nierhoff - Hiibner).

BriepBoie ommcan Hemeukumu ucciemoBarenssmMu Nierhoff H.
u Hiibner O.B 1956 r.

KoHcTuTyIMOHANBHBIA MeTasnndU3apHbIii SHXOHIAPAIbHBIN
JIU30CTO3 C MPOCTO TOMUHAHTHOM HAC/IEICTBEHHOCTHIO M HETIOJ -
HOM MEeHETPaHTHOCTHIO. [IposIBiIsIeTCST HEMOCPEACTBEHHO IMOCIIe
poxmeHus. XapakTepu3yeTcsl AUCIPOIOPLMEN HOPMAIbHOIO TY-
JIOBHINIA ¥ MaJIEeHbKMX KOHEUHOCTEM, TSXKEIBIMU CYIOPOraMH,
YBEJIMYEHUEM OCTATOYHOIO a30Ta KpOBU. PeHTTreHOJIOT U -
Yy e c KM OOHApYXKMBAIOTCS PaclpOCTpaHEHHbIE HApYIICHUS
OKOCTEHEHUsI TPYOUaThIX KOCTEi, TO3BOHKOB 1 pedep. [Iportos
HEOJIArONpPUSTHBINA.

Honue cunapom (s. Nonne). Cm.: Hagguueepa cunopom.

Honne - Munbpoii cudapom (s. Nonne - Milroy),CM.: Meiice ~
Honne - Muavpoii cundpom.

Hopmana — Byma cunapom (s. Normann — Wood). Cm.: Tes —
Cakca 6one3Hs.

O'Konnopa curapom (s. O'Connor).

IMon 3TMM 3MOHMMUYECKMM TEPMUHOM TMOJpasyMeBaeTcs
PeIKO BCTPEeYAIOUIMIACS aCeNTUYECKUI HEKPO3 amudu3a JOKTe-
BOTO OTPOCTKA JIOKTEBOM KOCTH.

Openwbepra curapom (s. Odelberg). Cm.: Baun Heka cundpom.
Oze cunapom (s. Hozay). Cm.: Ban boeapma - O3ze cundpom.

Onbpaiita cudapoM (s. Albright). Cwm.: bpaiiuesa - Jluxmen-
wmeiiHa 001e3Hb.

On6paiita - batnepa - baymb6epra cunapom (s. Afciight -
Buttler - Bloomberg).

Onucan aMepukaHckumu Bpauamu Albright F. u Buttler A.,
Bloomberg E. B 1937 1.

IpencTapiser KOMIUIEKC BpPOXASHHBIX aHOMAJMiA, TPOSIB-
JISIIOIIMIACSA HU3KUM POCTOM, PaXMTOM, YCTOMYMBBIM K 3pro-
Kamuzumpepony (But. D), rumoocharemueit, runepdocdary-
puci.

Onbpaiita - XamgopHa cuHapoM (s. Albright - Hadorn), Xamop-
Ha —OnbpaiiTa CMUHIPOM.

Onucan B 1940 r. amepukanckumu Bpadamu Albright F u
Hadorn W.
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B ocHoBe 3a00JieBaHMS JieXAaT MePBUYHBIC HAPYIICHUSI Kalu-
€BOro O00OMeHa, KOTOpbIE MPOSIBIISIIOTCSI MEPUOANIECKUMU MbI-
IIeYHBIMU TIapajiMyaMU C TapecTe3ueit, apeduekcucit, ciabo-
CTBIO, OOJIBI0 B KOCTSIX, B CITMHE, PBOTOI, MTOHOCOM, OMIBILIKOIA.
PeHTreHOMTOTHMUYeCKU BHABISIETCS 3HAUUTENBHBIN OC-
TEOMOpPO3 ¢ MHOXECTBEHHBIMM II€pejioMaMU KocTeil. XapakTep-
Ha TMIMOKAJIbLEMHUS, TUIIEPXJIOPEMUS, TUIIEPKAIMYpUs TUIEp-
KaJIbIAYPUS.

Ombe Gonesnn (1. Olller), nucxoHaporUa3usi, MHOXECTBEHHBIN
XOHJIPOMATO3 KOCTEe, DHXOHAPOMATO3, OKOCTEHEBAIOIIUIA qUa-
Te3, XOHAPOJAUCIIIa3Usl, BHYyTPEHHUU XOHJIPOMATO3, IHXOHAPO3.

[TepBoe KJIMHMKO-PEHTTEHOJIOTMYCCKOE OMUCaHKe OOJbHOTO
¢ IMCXOHApOIUIa3ueid, mosiBuBIIeecss B 1897 T., MPUHALICKUT
pycckomy Bpauy M. I'. AramxanoBy, B 1899 r. Gosie3Hb ommcan
dpanmysckuit xupypr Oilier L. X.

3aboneBanue BpoxaeHHOe. CYIIHOCTh €ro COCTOMT B 3aMejl-
JIEHHOW U W3BpallleHHOW occuduKaluu 3MOPUOHABHOTO Xpsi-
ma. XapakTepusyeTcsl TMaTOJOTMYECKMMHU XPSIIEBBIMUA OdYaramMu
B MeTadu3apHBIX W pexe Auadu3apHBIX OTHeNTaX TPyOYaThIX
KOCTeii, a MHOTJa Ha -TIPOTSIKEHUU BCEro Tejla MIIOCKOW KOCTH.
Yarie BcTpeyaroTcsl MOIMOCCATbHBIE (GOPMBI TUCXOHIPOTUIA3HH.
OnHa TpeTh OOIIEro KOJTMYECTBa BOBJICUEHHBIX B TPOIIECC KOC-
Teil MPUXOAUTCS Ha (hajlaHTW TAJTbLIEB KUCTH W CTOII, MSACTHBIE
KocTH, pebpa. YacTo mopaxaroTcsl KOCTH Ta3a, OelApeHHble U
TUTIOCHEBbIE KOCTH.

bone3ns Onbe BBIABISETCS, KaK TOIBKO peOEHOK HaYMHAET
*;0muTh. B 3TOT mepuon oOHapyXUBAIOTCSI XPOMOTA, MPOTPECCH-
pyolliee YKOpOYeHUEe M WCKPUBJIEHUE HIDKHUX KOHEYHOCTEH,
WHOTJAa TaToJiornyeckue mnepenombl. i 3abosneBaHuUs Xapak-
TepHbl JaedopMalui B BUIE TanndeoOpasHOro WMCKPUBICHUS
nuacdusza Gempa, BaJIBIYCHOTO JIMOO BAPYCHOTO OTKJIIOHEHUS KO-
JIEHHOTO cycTaBa W Jp. Ha KuCTSx M cromax yTOJIIAlTCS OT-
neJibHbIe (DaaHTM TaNbleB 3a CYeT IIOTHBIX cepuueckoil hop-
MBI OITyXOJIEBUIHBIX oOpa3oBaHuii. [Ipu Goibimmx medopMaiu-
sIX HaOJIoaeTcss orpaHYeHue IBKeHUi. [1porHO3 Iist KU3HU
MPYU AMCXOHIPOTIA3UU y JIeTeil OIaronpusaTHBIA. Y meTeii cTap-
11IeTO BO3pacTa U B3POCJbIX YXYAIIAETCSI B CBI3U C BO3MOXHO-
CTBIO TIepexolla OTHEIbHBIX XPSIIEBBIX OYaroB IMCXOHAPOIIIA-
3UW B UCTUHHBIE OTTYXOJIH.

Onbe octeomuenur (0. Olller), aTbOYMUHO3HBINM OCTEOMUEIIUT.
Penkast ¢opMa XpOHMYECKOTO OCTEOMUENIUTa, BO30ymUTE-
JIEM KOTOPOU SBJISIOTCS CTA(MUIOKOKKH C OCIa0JIEHHOM BUpPY-
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JICHTUOCTBIO. OTIIMYaeTCs TeM, YTO BOCTIAJTUTENIbHBIN Mpoliece B
KOCTM He MPUBOAWT K HATHOCHUIO, a 3aKaHIMBAETCs 00pazoBa-
HUEM CEPO3HOTO IKCCylaTa, HAITOMUHAIOIIUM CITU3MCTYIO CMHO-
BUAJIBHYIO KMIKOCTb C TIOBBIIICHHBIM CONEpXKaHMeM OeJka.
KinmHnyeckre posiBIeHUST TIpU 3TOW (hopMe MeHbIIIe BhIpaxe-
HBI, YeM TpU OOBIYHOM ocTeomuenute. Yanie nmopaxaercs Oen-
pEeHHas KOCTb, IPOIIECC OOBIYHO OrPAaHNYNBAETCS KOPKOBBIM Be-
LIECTBOM, COTIPOBOXIAETCS OTCIOWKON HAIKOCTHULBI Ha 0OJb-
IIOM TIPOTSDKEHWM, CEKBECTpallMsi WHOTIA OTCYTCTBYET.

Owmbpenana cunapoM (s. Ombredanne), TocieornepaluOHHbBIN
CUHIPOM OJIEMHOCTM W JIMXOPAIKW, CUHAPOM OJEMHOCTH U TH-
MepTepMUN Y HOBOPOKIECHHBIX.

Omnucan ¢paniysckuMm xupyprom Ombredanne L.B 1929r.

OO0ycJIoBlIeH HapylleHHMeM TeMOAMHAMUKHU C TOCIemyIomiei
runepTepMueit u runokcueit. OCHOBHOM TIPUIMHOMN CITYXKUT OTIe-
PalMOHHBIN CTpecc MPU BPOXKICHHOW WM IPUOOPETECHHOM TIpe-
pacrionioxeHHocTH. Pa3BuBaetcs uepe3 6 - 12 4 mocje Xupypru-
YeCKOro BMeIlIaTesIbCTBa Y JeTeil B Bo3pacte 6 — 18 Mec u mpo-
SIBJISIETCSl BHaYajle TOBBIIEHUEM Temmepatypsl 10 40°C u 6o-
Jiee TPaayCcoB U BBIPaXeHHOU OJETHOCTBIO KOXM Jula (BMECTO
COOTBETCTBYIOIIETO TIOBBIIIEHUIO TEMIIEPATYPhl TTOKPACHEHUS).
[Mpu aTOM yvamiaroTcs MyJbC W AbIXaHWE, MagaeT apTepruaabHOe
naBjeHue. PebeHok Bsut, amartudeH. [Ipu OMOXMMUYECKOM uCCe-
NOBaHUY NIEJIOYHbBIC Pe3epBbl CHIKEHBI, B MOYe alleToH. [IporHo3
HeOIaronpusITHBIN.

Ocryna cunapoM (s. Osgood).CMm.: Oceyoa- Illiammepa 60ne3Hb.

Ocryna - Illmarrepa 6one3ns (m. Osgood - Schlatter), octeo-
XOHJIpoNaTusi OYrpUCTOCTU OOJIbIIEOEPIIOBOI KOCTHU, ano(u3no-
matus, anodusutr Llnarrepa, Jlayna 6osnesnb, cunapom Ocryna.

B 1903 r. amepukaHnckuii oproren Osgood R. W. u miBeitnap-
ckuit xupypr Schlatter C. He3aBUCUMO ApPYT OT Apyra OIucain
CBOe0oOpa3HOe M3MEHEHUEe B 00acTu OO0JbIIEOepLIOBOM KOCTU
y JIMII TTOAPOCTKOBOTO M FOHOIIECKOTO BO3pacra.

OTHOCUTCSA K OCTEOXOHIPOTMATHSIM, OHAKO B TOCJICIHHE TO-
el osiBuinch uccnenosanust (H. JI, Kpeutos, 1970), B xoto-
pBIX OKa3aHa Beayllas poJib B TeHe3e JaHHOI MaTOJIOTUU T0-
BPEXICHUST CBSI3KM HAJKOJIEHHUKA,B BUIE YaCTMYHOTO OTPHIBA
oT arnodu3a WM ymuba ee HUXKHEH JacTu, T. €. TPaBMaTHYECKO-
10, BepUMUIUPYIONIETO JTUTAMEHTUTA ¢ (HOPMUPOBAHUEM B CBSI3-
K€ KOCTHOro ¢parmeHra.

Bcetpevaercst wame y mambumkoB 13 — 18 jer. B GonbiMHCT-
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Be CJIyyaeB 3TO IByCTOPOHHee opaxeHue. KimmHuuecku nposiB-
JisieTcst 60J1e3HEHHOM MPUITYXJIOCThI0O KOHMYECKOi (OpMbI B 00-
JlacTM OYyrpuCcTOCTH GOJBIIEOEPLOBOM KOCTH, KOTOpasi Jiydllie
onpeesieTcs Ipu COTHYTOM KOJIeHHOM cycTaBe. bosb ycunu-
BaeTcs Mpu XoabOe, yepe3 1-2 Mec oTMeyaeTcsi Hepe3KO Bbl-
paxeHHast atpodusi Ml Oepa. PeHTreHoONTOTrMUYeCcKHU
IIpY CTPOro OOKOBOI MpOEKLMU B anoduse 00JblIeOeploBoit
KOCTHU ompeneisieTcs AedekT (HMIIA) M TeHb KOCTHOTO ¢hpar-
MEHTa, pacrojIoXeHHOro BoMM3u. Ha MSrkoMm peHTreHomornye-
CKOM CHMMKE OTMEYaeTcsl yTojleHue cBsI3KU. [1pu nTeabHo
TeKylleM 3aboJjieBaHUKM OYrpHCTOCTh OOJbIIEOEPIIOBOM KOCTU
nedopmupyercsi, GopMupyercst 3K30CTO3, HEPEAKO MPOCIEeKU-
BalOTCSl KMCTeBUAHbBIC MpocBeTIieHus. [Ipoliecc 3akaHYMBaeTCs

CKJIEPO3UPOBAHNEM Pa3peXeHHOTO ydyacTkKa koctu. [IporHos
0J1aronpusITHBIN.

Ocrteppeiixepa cuHapoM (s. Osterreicher).

Ornucan aBctpuiickuMm Bpauom Osterreicher K. B 1929 .

HacnencreenHoe 3a6osieBaHue. XapakTepu3yeTcsi TopaXKeH -
eM CcKeJleTa M HOTITei; MOXET paccMaTpUBAThCSl KaK abOpTUB-
Haa ¢opma cuHapoma TypHepa — Kusepa. IposiBisiercs’ nBy-
CTOpOHHEl aria3ueil HalKOJeHHUKA, arla3ueid U MOIBbIBU-
XOM TOJIOBOK JIYYEeBBIX KOCTEi, OMTHOBPEMEHHO OTMEYAeTCsl M-
cTpoust HOTTEN.

Ocreppeiixepa - ®onra cuHapom (s. Osterreicher - Fong), Cw.:
Typrepa ~ Kusepa cunopom.

Octiepa cunopom (s. Ostler), oHUxorpudus OOJBIIOrO Mmajiblia
Horu, OcTiiepa GOJIbILON Mael] CTOMbI.

Korreobpasnas nedopmaiiys OOJBIIOro Iajblia HOTH, O0Y-
CJIOBJIeHHasi TUrepTpodueil U HEempaBUIbHBIM POCTOM HOITS,
KOTOpPBIN TPUOOpeTaeT CXOJACTBO C M30THYTHIM POTOM, BBIMYK-
JIOCTbIO OOpallleHHbIM KBepxy. JledopMUpOBaHHBI HOTOTh Bpe-
3aeTcsl B MATKME TKaHM HOITEBOTO BajMKa, BbI3bIBAeT 0OJb,
MellIaeT HOIIIEHUIO O0YBHU.

Ora Ta3 (Otto pelvis), TpoTpy3Ust BEPTIYKHOI BITAAMHBL.
BrepBrie omcan HeMenkuM BpadyoMm Otto-Chrobak B 1824 1.
Habnogaercst mpenMyIieCTBEHHO Y XEHILWH, HaclemyeTcs

10 JOMWHAHTHOMY THWITy, CIIETUIEH C TIOJIOM. XapaKTepusyeTcs

IyO0OKO# BIIAMWHOM U MPOTPY3UEH ee MeaUaTbHOI CTEHKH, YTO

BEIET K TYTOMOABWXXHOCTU B Ta300€APEHHOM CYCTaBe, acuM-

METPUM KOCTell Ta3a, WHOTHA TMOSBIAIOTCS OONMb U XPOMOTA.

rno

[Maiina 6onesnp (m. Pyle), cemeitHast MeTacdbu3apHast QUCILIA3KS,
KpaHuomeTtadusapHas nuciuiasus, [Naiina — Kona 6ose3Hb, bek-
BuHa — Kpaiina cunmpom.

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

[epenaeTcs Mo ayTOCOMHO-PEMECCUBHOMY THUITY. XapaKTepu-
3yeTcsl Hepe3KO 'BbIPAKEHHBIMU JehopMalMsIMA KOHEYHOCTEI,
TIPOSIBIISTIOIIMMUCS YTOJIIEHUEM MTPOKCUMATBbHBIX WU JaCTalb-
HBIX OTIEJIOB KOCTEil C SIBJIEHUSIMU TUIIEPOCTO3a CBOJA Yepera.
[Mo3BOHKM crlerka YIUIONIEHBI, pedpa YTOJIIEHBI. YTOMIIEHHBIMI
MOTYT OBITh KJTIOUMIA, KOCTU Taza. OcoOEHHO pe3Kue M3MeHe-
HUS BBIpaXeHBl B MeTadu3ax [UIMHHBIX TPyOuaThIX KOCTEH:
MPOKCUMAJIbHBIA OTAEN IUICYEBOM, IUCTAIbHBIM OTHEN KOCTel
TpeArvieybst, OeapeHHON KocTu. Takke M3MEHEHbI KOCTH TISICTU
U IPOKCUMAJIbHBIE (DajaHTh.

BorbHbIe XapakTepusyloTcsl CBOEOOpa3HBIMM YepTaMU JIMIIA,
IIMPOKUM TJIOCKUM HOCOM, THIIEPTeIOPU3MOM, IPOTHATHUEH,
opaxunedanueii. Hepenko HabmonaeTcst CHIDKEHUE CIyXa, aTpo-
¢us 3puTenbHOrO HepBa, Mapajvy JIMIIEBOTO HEpBa.

IManTaydpa cungpom (s. Paltauf), rumormrymrapHas KapiIuKo-
BOCTb, runodusapHas KapiukoBocTb. CM.: @Dpoauxa cunopom
(6e3 ymcmeenHoi omcmanocmu).

ITanHepa 6one3ns (T.Parmrer),paccekaroniiocTeOXOHAPO3MUC-
TaJbHOrO 3MubKu3a IUIEYEBOM KOCTH, OCTEOXOHAPUT JUCTAIBHO-
ro snudu3a mIedeBoil KOCTH, OrPAaHNYEHHBIA aCENTUYECKUI HEK-
P03 TOJIOBKH ILICYEBOI KOCTH.

Omucana B 1929 r. matckum peHtreHosiorom Fanner H. J.

HabGmonaercss y nmereif 1 moapocTKoB B Bo3pacte 12-17
ner. [lpossnsiercst 6oJibl0 B 00J1aCTH JIOKTEBOTO CyCTaBa, YCH-
JIMBAIOIIECS TP ABVKCHUU, MHOTA [TPY OLLYITBIBAHMH JUCTAIb-
HOro snudu3a IUIeYeBOil KOCTHU BBISIBIISIETCS OOJI€3HEHHOCTh. B
Tex clly4yasix, Korga IpOMCXOIUT OTaeleHue pparmeHTa u oopa-
3yercs ,,CyCTaBHAasl MBIIIb", HEPEOKO BO3HMKAET OJI0OKama Cyc-
TaBa. PeHTreHoa0rn4e ¢ Ku OOHAPYXUBAETCS OrPaHU-
YEHHBII Y4aCTOK YIUIOTHEHHOM KOCTHOM TKAaHM, Yallle BCEro pac-
MOJaralolniics B OOJIACTH TOJIOBKU ILI€YeBOM KOCTU, MHOTIIA
OIpeNEsieTCs] CBOOOMHOE BHYTPUCYCTaBHOe Teio. JleueHue

KOHCEPBATUBHOE, PeXe XUPYPruuecKoe - yaaisercss MopaxeH-
HBbIit yyacTok. [1porHo3 61aronpusiTHbINA.

IMammitona — Jlexe — Ilcoma cunmpoM (s. Papillon-Leage ~ Psau-
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me), POTO-JIMLIEBOM CUHAPOM, MallbLie-TULIEBO CHHIPOM, SI3bIU-
HO-JIMLEeBas TUCTUIA3USI.

OnucaH ¢paHmy3ckumu Bpadyamu Papillon-Leage u Psaume J.
B 1954 1.

[Mopaxarorcst MpenuMyILIeCTBEHHO JIMIA XEHCKOTro poja, Io-
9TOMY CUHIPOM CUUTAIOT HACJIENCTBEHHBIM, CLETIEHHBIM C I0-
JoM. XapakTepu3yeTcsl HapylIeHWEeM pPa3BMTHSI JIMIEBBIX KOC-
Teii, aJbBEOJIIPHBIX OTPOCTKOB M 3y0oB. Kak mpaBuio, mMeer
MECTO He3apalleHHhe MSITKOTO M TBepAOro Heba, paclierieHue
sI3bIKa U Ty0, TMIONJIa3us HOca, 4eIoCTei, HapylleHHue pocta
BoJIOC Ha rojoBe M Jmue. [lamplibl KUCTEl YKOPOYEHBI, acUM-
METPUYHBI, HEPEIKO CpallleHbl, BCTpPeYaeTcs MOJUIAKTUIUS.
TpyOuaTble KOCTH YKOPOYEHBI, YTOIIIEHBI, Pa3BUBAIOTCS aCHM-
METPUYHO, HEIOPA3BUTHI.

IMappo Gone3nnr (m. Parrot), Bernepa Gomne3Hb, TiceBaomapaina
[Mappo, cuburMTnIeckuii OCTEOXOHIPHUT.

DTUM TePMUHOM, TIPEATIOKEHHBIM (DPAHITy3CKUM TIeIUATPOM
Parrot J. M. B 1871 T., 0003HAUYAIOTCS ITATONOTMYECKHE BHYTPH-
MeTadu3apHbIe TEPETOMbl, HAOMIONAIONINECS B TIEPBbIE MECSIIBI
rocjie poXIeHus: pebeHKa, Tpu CUDUITUTUIECKOM OCTEOXOHIPU-
Te, SIBJISIIONIEMCSI TIPOSIBICHUEM DPAHHETO0 BPOXIEHHOTO cudmim-
ca. BerenctBue HapylieHUsT SHXOHIPAIBHOTO OKOCTEHEHUSI, pa3-
pylIeHUsT CUGWINTUYECKUMU TPAHYJISANUSIMU T'yOuaToil KOCTH U
KOPKOBOTO CJIOS TIPY HE3HAYUTETIbHOM JABJICHUM WA MBbIIIed-
HOM HAmpsCKeHWW TTPOUCXOIUT CMEIeHre SMU(pU3ApHOTO KOHIIA
Kocty. KIMHUYecKM 3TM MaToJOoTMYeCKUEe MEePEOMBI TTPOSIBIISI-
I0TCS TIPUITYXJIOCTBIO, OOJIE3HEHHOCTBIO B 00JIACTU CYCTaBOB KO-
HeyHocTed. [lopaxeHHble BepxHUE KOHEYHOCTU O€3KU3HEHHO
CBUCAIOT U TTPOU3BOIMAT BIlEUaTICHNE MMapaJu30BaHHbIX, HA HX-
HUX, KOHEYHOCTSIX HEPEIKO UMEIOTCS CrubatesibHble KOHTPAKTY-
pbl. Hambonee wacto mopaxaercsl MPOKCUMATbHBIN amudu3 rie-
yeBOM U OONBLICOEPIIOBOM KOCTEH, OHAKO HEPEAKO UMEET Mec-
TO MHOXECTBEHHAsI JIOKAJIM3alKsI CUPWINTHYECKOTO OCTEO-
XOHJIpUTA.

PeHnTreHonoruuyeckue M3MEHEHUS 3aKJIIOYAIOTCI B
pacuIMpeHu 30HBI TIPeNBAPUTETHHOTO OOBI3BECTBICHUS, HEPOB-
HOCTU €e KOHTYpOB, (DparMeHTaly W CMeIeHWM 3rubusa.

ITappo cunmpom (s. Parrot), xoHIpomucTpodusi, axOHIPOILIA-
3ust, XOHIPOAMCTpPOHUUYECKash KapIUKOBOCTb, MUKPOMEIUSI,
BpoxXIeHHas xoHapomucTpodus, I[lappo - Kaydbmana cuHmpom.

OnmcaH ¢paHy3ckuM neguatpoM Parrot 1. M. B 1878 T.
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BpoxneHHOe HacIeICTBEHHOE CHCTEMHOe 3a0ojieBaHMe, I10-
paxatolee CKejleT B BUIE HapyIIeHUS] SHXOHIPAIbHOTO Pa3BU-
tus. [lepemaercs 1Mo TOMUHAHTHOMY TUIY, HO Yallle BO3ZHUKAET
criopagiyecku, yactota 2-3 ciydasd Ha 100000 HaceneHws. Xa-
pakTepu3yeTcsi KapJUKOBBIM POCTOM, AMCIPOIOPLIMEN TONOBHI,
TYJIOBUIIIA U KOHEYHOCTEM, MOCIeIHUE YKOPOUEHBI 6oJiee pe3Ko,
yeMm TynoBuiie. HaGmiomarorcs Takxke ,,0aiieHHBIA deper” (Opa-
xuuedanust) , CeUTOBUIHBIA HOC, MPOTHATHUSI, TYrooGpa3HbIe
WMCKPUBJICHUS! [UIMHHBIX TPYOYaTBIX KOCTEH, YCUJIEHHBIA JIOp-
no3. Kuct pyk yKoOpouyeHbl 3a CUYeT PaBHOW IJIMHBI TIAJBLEB
(m3omaktuiust). MHTEIUIEKT He CHIKEH.

Mappo - Kaydbwmana cungpom (s. Parrot - Kaufmann). Cwm.:
Tappo  cundpom.

IMemxera 60e3ub (M. Paget), neopmupytomuii octeut, nedop-
MUpyIolias ocTeoaucTpodus, JoKaanu3oBaHHas GpuOpo3Has oc-
TeonucTpodusi, XpoHudyeckas aedopmupyromias runeprpopuye-
cKasi OCTeOMaJISIIIUsI.

Onucana aHIIMACKUM xupyproM Paget J. B 1877r.

CeMeiiHOe HaCJIeJICTBEHHOE 3abojieBaHMe, MepemaeTcs Io JI0-
MuHaHTHOMY THy. Hekotopsie aBrophl (McKusik) yrBepxkma-
10T, YTO 3TO 3a0oJieBaHME CLEIUIEHO C IMOJIOM, GOJIEIOT OOBIYHO
MyX4uHbI. Bo3Hukaer y momeit crapire 40 - 60 ner. TeueHue
00JIe3HN TIOCTENeHHOe, 00JIe3Hb-HAaUMHAETCSl B BUE IUCTPOGDU-
YeCcKOro Ipoliecca B KOCTSIX, IPY KOTOPOM Haj MpolieccaMu pe-
30pOLMK TPEBATUPYIOT MPOLIECCHI ATMO3UILIUN KOCTH, MOSIBIISIIOT-
Cs1 y4aCTKU CKJIepo3a U 1opo3a.

3abosieBaHKe B HAYaJbHBIX CTAIUSAX MPOTEKAET GECCUMITTOM-
HO U YacTo SIBJISIETCS] PEHTIeHOIOTUYeCKOM Haxonkoi. C TeueHu-
€M BpeMEeHHM 4epern M KOHEYHOCTH YTOJIIAIOTCS, MOSIBISIETCS
0oib, nmedopmarnivsi, OrpaHUYeHNE ABUKEHUI B CycTaBaX, WC-
KpUBJieHUe Oelpa U TOJICHW BBIMYKJIOCTbIO KHApYyXH, Iuiedya -
BBIMYKJIOCTbIO KHYTpU. BropmuHo pasBuBaercst Kudo3, Kudo-
CKOJTMO3, U3MEHSIETCST TIOXOIKA.

PeHTreHoNnoOTrMYeCcKU BbISIBISIETCAPA3BOJOKHEHUE
KOPKOBOTO BeIleCTBA TPyOUaThIX KOCTeil, MCYE3HOBEHHE KOCT-
HOMO3roBoii  mosiocti. [lopaxkaioTcsi 0OBIYHO BCe TpyOuaTbie
Kocth. OHM MMEIOT GEeCCTPYKTYPHBI PUCYHOK C XapaKTepHbI-
MU MSTHUCTBHIMU YIIJIOTHEHUSIMU, HATTOMUHAIOLIMMU XJIOTIbSI Ba-
Thl WIK KJIOYKM miepcTu. [Ipu 3ToM 3a60sieBaHUU MOpaXaioTCs
W JIpyryde opraHbl M CHCTeMBbI: IIEHTpajibHasl HEpBHAs CUCTEMa,
MOSIBJISIETCS CHMKEHME CITyXa, YTO MOXET ObITh CBSI3aHO CO CIaB-
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JIECHUEM YEPCITHOI'O HEpPBA. Bonesnp Iporpe€CCUpyeT 10 KOHIA
ku3HU. MHOrma HabmomaeTcs: MaJMTHU3AIMS.

Menncrpunu - Iltuna 6one3ns (m. Pellegrini - Stied), mepureH-
JIVHUT KOJIEHHOTO cycTaBa, TeHu wiu nepenoM Lltuna, 6oe3Hn
Iltupa - TleqterpuHu, MOCTrpaBMaTUYECKasi MapaKOHAWISIpHAsT
occudukanus 6enpa, napaoccaibHasi COMyTCTBYIoLas TeHb [len-
nerpunm, Kemrepa - Ilemterpunn - Illtrma GomnesHs.

Briepseie onrcan B 1905 1. utanesinckuii Bpau Pellegrini A.,
a B 1907 r. - Hemeuxkwuii xupypr Stied A.

Occudukar, pacrosoXeHHbIii B MATKMX TKaHSIX B 00JacTh

BHYTpeHHeTo Mbllenka 6enpa. bonesus [Nemnerpunun — Iltuna
GOJIBLIMHCTBO aBTOPOB CUMTAIOT 3a00JIeBAHMEM TPABMATHYECKO-
ro npoucxoxaeHus. [Ipy OTpbIBe BHYTPEHHEW CBSI3KM OT MbI-
miesika Oenpa B MecTe ee TPHMKPEIUICHWs] HaJKOCTHHLA TOMHM-
MaeTcsi U1 00pa3yeTcsl MOAHAAKOCTHUYHAS TeMaToMma, MoJaBepra-
foiasicss occrduKanyn. 3adojieBaHUe Yallle HAOMIOMAeTCsl Y MYyX-
YUH B Bo3pacTe 25 — 45 1neT, HepeaKo y CIIOPTCMEHOB (OOpPIIOB,
LITAHTUCTOB, JIBIKHUKOB). XapaKkTepusyeTcsl 00JIbl0, JTOKaIN3y-
[OlIeiCs IO BHYTPEHHEN CTOPOHE KOJIEHHOTO CyCcTaBa M yCUIMBa-
folieiicst mpu nanbnauuu. Pexe yaaercst mpolynaTh yruloTHEHUE
TKaHel B 3Toit obmacti. OKOHYATeIbHBIN IMAarHO3 YCTaHABIMBa-
eTcsl C TIOMOULIbI0 PEHTIEHOJTOTUYECKOTO HCCIeno-
BaHMsI, KOTOpOE BBISIBJISIET CEPIIOBUIHYIO Te€Hb Pa3IMYHOTO pas-
Mepa BOJIM3M BHYTPEHHETO MbIIlenKa OeJpeHHON KOCTHU.
Ilepreca Gome3nnp (m. Perthes). Cm.: Jleeea - Kaavse — Ilepmeca
60s€3Hb.
Ilepreca - IOHmmHra cuHapom (s. Perthes - Jungling), kocTHas
Gone3Hb beka, KMCTO3HBIE MHOXECTBEHHI OCTUT, MOJMKMCTO3-
HbI#t ocTuT FOHIMHTA, MHOXKECTBEHHBII KUCTO3HBIN OcTUT FOHT-
JIMHTA, KOCTHBIM TYyOepKyJauI, TyOepKyJIe3HbIH MHOXECTBEH-
HBII KMCTO3HBII OCTUT, 60s1e3Hb Mopo3oBa — FOHTIMHTa.

Briepsrie omucan H. B. Mopo3ossim B 1908 1., 3ateM Hemel-
kum xupyprom Jimgling O. B 1919r.

KocthHast dopma cunapoma benbe - beka - IllaymaHa, Bo3-
MOXHO CBsI3aHHasi ¢ TYOEpKYJIe30M, CApKOMI030M. XapaKTepH-
3yeTcst 00JIe3HEHHBIM MPUITYXaHUEeM U TUTIepeMUEN MaJIbLIEB KUC-
Teir 1 cron. Ha mopaxeHHbIX y4acTKax KOXHM M3MEHEHHUsT Haro-
MHHatoT ormopoxenue, o3HoGIeHe. THOorma oTMeualoT 601e3-
HEHHOE TpUIyXaHWe Xpsuieid Hoca U ero aedopmaumio. PeHT-
TeHOJOTHYECKHU OTMEYAETCSI OCTEONOPO3 MOPaKEHHBIX
YYacTKOB cKejieTa (KHUCTel M CTOIM) C YTOJIIEHUEM KOPKOBOTO
BelllecTBa 6e3 MepruoCcTaibHOM peakliny, HATNYKUE KUCT.
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IMupcona cuHapom (s. Pierson), mocTTrpaBMaTUYeCKUili HEKpPO3
JIOOKOBOW KOCTM, HEKPOTHMYECKU! OCTUT JIOOKOBOW KOCTH.

[posBnsieTcss 60sbIO, BOZHUKAIONIEH B 00JIACTY MHHEPBALIMHT
3aMpaTeNIbHOTO HepBa TMOCe HATrpPy3KHM TMPUBOISIIMX MBILII]
oenpa. Ilpm mampnanuu omnpeznensieTcsi 0OJNE3HEHHOCTh JIOOKO-
BOIi KOCTH B MecTe MPUKPETUIeHUs] TOHKO# MBILIIBI Oeapa. [Tpu
PEHTIeHOJOTUYECKOM WCCIENOBAHUU OMpPEAETSeTCs
HapyllleHWe CTPYKTYPbl HUCXOISIIEH BETBU JIOOKOBOW KOCTH.

IMommie 60one3unb, Ttum Il (1. Porpe, II). Cm.: Mak Apoaa 6o-
N€3Hb.

IMomne cunapom (s. Porpe).Cm.: Tupke cundpom.

IMopaka — Jlropante 601e3Hb (m. Porak - Durante). Cm.: Bpo-
Aauka 6one3Ho.

Ilorra Gomne3np (m. Pott), TyOepKyae3 MO3BOHOYHOTO CTOIOA,
TYOEpKYJIE3HbIN CITOHAWIINT.

Onucana anruiickum xupyprom Pott P.B 1779 .

Boi3biBaeTcsl TYOepKYJIe3HOW TMalouKoM. XapaKTepusyeTcst
6OJIbIO M OTPaHMUYCHUEM TTOABMXKHOCTH B TIO3BOHOYHOM CTOJIOE,
pedIeKTOPHBIM HAMPSIKEHUEM MBILIL CIMHBI, KUPOTUUECKUM
HMCKPUBJIEHWEM TO3BOHOYHOTO CTOJI0A, CO BpeMeHeM - pebep-
HbIM TOPOOM M HapyllleHWEeM [AbIXaTeJbHOW M CeplIevyHO-COCY-
JMCTOM  JIeSATENIbHOCTH, TIOBBIILIEHHOM BO30yaumocThio. [lopa-
KEHUE MOXET JIOKAIU30BaThCsl Ha JIIOOOM YPOBHE MO3BOHOYHO-
ro croj0a, HepeaKo TOSIBISIOTCS HaTeuHble abCUecChl M CBUILU
(B 3amymieHHbIX ciydvasix). MHorma HabGmomaercs: mopaxeHue
CcycTaBOB (TyOEpKYJIE3HbI KOKCHUT, TOHUT W T. 1.), HaJIUuue
KOHTPAKTYp, TYTOMOABMXHOCTU. [Ipy peHTreHoaOoTHYE -
CKOM WCCIEI0OBAaHUM YCTAaHABIMBAIOTCS OCTEONOPO3 MO3BO-
HOYHOTO CTOJI0A, AeCTpyKLMs, nedopmaiis Tea TMO3BOHKOB,
MHOTIa OKOCTCHEHHE CBSI30K.

ITorra mepenom (f. Pott).

OnucaH aHrMiickuM xupyprom Pott P. B 1769 .

INox 3TMM Ha3BaHWUEM OIMCBIBACTCS TEPEIOM OIHOM WU
00enx JIOIbDKEK UM 3aJHEero Kpasi AMCTAIBHOTO 3rudusa Gobliie-
0epLIOBOii KOCTHM C TMOJBBIBUXOM MJIM BBIBUXOM CTOIBI K3aJIU.
OcoGEHHOCTh MeXaHWU3Ma 3TOro TepejioMa 3aKiIiouaeTcss B OIHO-
BPEMEHHOM COUYETAHMM MOBOPOTA CTOIBI KHAPYXKH U €e MOIOII-
BEHHOTo crubaHusi. XapakTepusyeTcsl pe3koi aedopmaliueit ro-
JICHOCTOITHOTO CyCTaBa 3a CYET BBICTYMAIOLIErO MOJ KOXeil Te-
pelHero Kpasi TUCTalbHOTO 3mudu3sa 60/blIe6eploBOil KOCTH
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M CMEILECHUST CTOIbI K3aAM W JiaTepalibHO, HapylmeHueM (pyHK-
uuu. JlnarHo3 yTouHsIeTCsI ¢ TIOMOIIBIO peHTreHorpad K, Mpou3-
BEICHHOI B JIBYX MPOCKIIUSIX.

Ipanepa - Buwmmm cungpom (s. Prader - Willi), curnpom Ilpame-
pa - Jlabxapta - Buwum - ®aHkoHU.

BnepBole ommcaH mBeiiapckuMu Bpadyamu Prader A., Lab-
hart A, Willi H,, Fanconi G.B 1956 r.

HHorna oTMeuaercss KpoBHOE pOICTBO poxauTeneit. [penmo-
JlaraeTcsi peleccHBHas HacleICTBEeHHOCTh. Hepenko mpu poxie-
HUU HaOJIOAI0Ch AC(UKTUUECKOE COCTOSTHUE, BbIpaXKeHHasl TH-
TTOTOHUS MBI, CTab0CTh COCAaHUSI W KpWKa, CHUXKEHHE CyXO-
KUIBHBIX pediiekcoB. XapakTepusyeTcs oaurobpeHuein ¢ Bece-
JIBIM, TOOPOMYIIHBIM HACTPOCHUEM, MaJibiIM POCTOM, MaJleHb-
KUMM KUCTSIMM M CTOTMAMH, OXUPEHUEM, TMIOTEHUTATU3MOM,
3a[epXKOM IOJIOBOro pa3BUTUsl. MHOrIa OTMeYaroTcsl YacTH4-
Has CUHIOAKTWJIMS, KIMHOAAKTWIIMS, ATUIMYHbIE CKIaIKU Ha
KUCTSIX, BHICOKOE HeGO, HEIOPa3BUTHE YIIHBIX PAKOBHH.

Ilpamepa - Jlabxapra - Bumm - ®ankonu cuHapom (s. Pra-

der - Labhart - Willi - Fanconi).Cm.: [lpadepa - Buaiu cuno-
DPOM.

Ipeiizepa Gone3nb (m. Preiser), ocreoxoHApONATHUST JIAAbEBUMI-
HOM KOCTU KHCTH, OCTCOMAJISILIUST JIaAbeBUIHOW KOCTH, OCTEO-
XOHIIPUT JTaJIbeBUIHON KOCTH.

Omucana HeMeukuM optomenoMm Preiser G. K. B 1911 1.

OTHOCHUTCSL K TpYIIIe OCTeOXOHAponatuii. KinHudyecku rmpo-
SIBNISIETCST GOJIbIO, OTpPAaHMYEHUEM IBUXKEHUN B JIy4e3arsiCTHOM
cycraBe, 0OJb YCWJIMBAeTCsl TPM CXaTUM TMaiblieB B KyJak.
PeHTreHonoruuyeckKkHU OINpenesieTcss YIUIOTHEHUE
JIaIbEBUIHONW KOCTH, HEPaBHOMEPHOCTb €¢ CTPYKTYPbl, Haludue
MEJIKUX KUCT. DTU M3MEHEHMsS] MHOTIa HAllOMUHAIOT KAPTUHY
MepecTPOKY JIabeBUIHON KOCTH TOCTIe ee mepesioma.

Mpodumre cuHapom (s. Profichet), orpaHWYeHHBIN KAJBIIIHO3,
KaJibLiMeBasl Togarpa, KOXHBbIi KaMeHb, hochaTrnyeckuii quader.

JeTtanbHo omucaH ¢paHiIy3ckuM BpauoM ProfichetG. C.B
1890r.

[pencraBnsier coboit cucTeMHOe 3abo0jieBaHUE ¢ HApYyLIEHHU-
eM KaJblIMeBOr0 OOMeHa B ME3eHXMMaJbHOM TKaHU. XapakTe-
pU3yeTcsl Y3eJKOBBIMU OTJIOXECHUSIMU COJICH KaJIbIIMsl BHYTPH -
KOXHO M B TOJKOXHOW OCHOBE KOHEYHOCTe#l B 00JIACTU KPYII-
HBIX CYCTaBOB M CYCTABOB MAJIbIIEB.
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IMyro — Komneca nmepenom (f. Pouteau - Colles), mepenom Koi-
Jieca, DKCTEH3MOHHBIN IePEIOM JIY4€BOI KOCTH B KJIACCUYECKOM
MeCTe.

BriepBbie IepesioM JIydeBOil KOCTH B KJIACCHYECKOM MECTE
6b11 ormcad. Pouteau C. B 1783 1. Bosee moapo6Hoe onucaHue
npencrasieHo Colles A.B 1814r. Cwm.: Koaseca nepenom.

[MytTi 6071e3Hb (M. Putti), BepreOpanbHbBINl CUHIPOM.

OmnucaHa UTaNIbIHCKUM oprorenoMm Putti V.B 1927 1.

3akimoyaeTcss B MMEPBUYHOM JereHepaluy MeXITO3BOHOYHBIX
Xpsitiei, o0bYHO oxHoro. [posiBisieTcsi GOMbIO B MOSICHUYHOM
006J1aCTH, UPPATUUPYIOIIMMHU B HUXKHUE KOHEYHOCTH, HATIOMUHASK
WIIUac C ero OOJIEBBIMU IIMKJIAMM, HEPEIKO MMEETCS CKOJIMO3.
CyuTaloT, YTO MPUYMHON 3a00seBaHUs ABJISIETCS MHGEKIINS, XO-
Tsl HE UCKJIIOYEHO 3HAYeHHWEe MUKPOTpaBMbl. PeHTreHouso -
IMYeCKU BbIBISIIOTCS IereHepaTUBHbIC U3MEHEHUS B MEX-
MMO3BOHOYHBIX CyCTaBax, HepeaKo - aHoMmanuu ['Y - V mosicHuy-
HBIX TTO3BOHKOB.

WUdayumnepa — Iypnepa cunnpom (s. Pfaundler - Hurler).Cwm.:
Typaepa 6oaesne.

Ideiicbepa — Bebepa — Xpuctuana cunapom (s. Pfeiffer - We-
ber - Christian).Cwm.: Bebepa - Xpucmuana cundpom.

Panena — Ileme cunapom (s. Ravin - Pecher), cemeitnast Hacen-
CTBEHHasl IUCTpoduuecKasi apTpOMaJIsIIus.

Omucad (paHmy3ckumu Bpadamu Ravin D. u Pecher A. B
1941r.

[pencraBnsieT co0oii OCTEOAPTPOIATUIO HESICHON 3THOJIOTHH,
KOTOpasi MposiByisieTcst aedopMariveil najablieB KUCTEH, MOIBbI-
BUXOM OOJIBIIMX TAJIBIEB, CIA00CThIO CYMOYHO-CBSI30YHOTO ar-
rnapaTa CyCTaBOB, TUIOCKOCTOITMEM, BaJbI'yCHBIM OTKJIOHEHHEM
royieHel, Kupo3oM. PeHTTe HONOTHMY e C KU BBIBISIOT-
cs1 OCTEOTOpO3, KUCTO3HbIE 00pa30BaHMsI B KOCTSIX.

Paitnu — IlIBaxmana cunapowm (s. Riley - Schwachmann), rumc-
pocro3 Paiimn — IlIBaxmaHa.

Ommcan amepukaHckumu Bpayamu Riley C. M, Schwach-
mann H.B 1943 r.

XapaKTCpHSyeTCH COYETAaHUCM MUOIIATUU U TUIIEPOCTO3a, Ha-
CJICACTBCHHOI'O ITPOUCXOXKICHU . H]DOHBJIHCTCH paccTpoOCTBOM
IIOXOOKH, IMOBBIIICHUEM MBIIICYHOI'O TOHYCA, pe(b)'[CKCOB, cla-
OOCTBIO MBbIIIILI, KJIOHYCOM CTOII. B obnactu Z[I/Ia(bI/BOB majabIIn-
PYIOTCA OITYyXOJIU KOCTHOU KOHCUCTeHIMM. Pe HTreH OO0 -
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riim4ye¢€ C KM B ITUX yyaCTKax OTMEYACTCd B3AYTUEC KOCTU U
CKJIE€PO3UPOBAHUE KOPKOBOIO BELICCTBA.

Paccens cunmpom (s. Russell), HaHu3m Paccensi, BHyTpuyTpo0-
HbIIl 1HEM OopbUYECKUT HAHU3M.

OnucaH.aHrmiickuMm neauatpom Russell A.B 1954 .

XapakTepusyeTcsi AUCHPONOPLUUOHANIBHBIM  KapJIUKOBBIM
pPOCTOM - OTHOCHUTEJIbHO YKOPOYEHBI MPOKCUMAIbHBIE W YIUIA-
HEHbI JUCTaJIbHblE YacTW KOHeyHocTed. YacTo Habmonatorcs re-
Muatpodusi KOHEYHOCTEH, Jula, CKOJMO3, TMIEpIopao3, K-
HOOAKTUIUA, BaJIbIyCHBIC CTOIlbI, TMIIOIJIA3us MYCKYJATypbl U
MOJKOXHOM OCHOBBI. XapaKTepHbl TakKxe KpaHuouedanibHas
NUCTIIa3Usl, MUKPOCTOMMS, BBICTYNAIOLIMI HOC, MUKPOTHATHS,
YMEPEHHBI TUNEPTETOPU3M, TMIIOTEHUTAIU3M, KPUNTOPXU3M,
MPEX1eBPEMEHHOE BbITaficHUE 3y0O0B.

Par6ena cunmpom (s. Rathbun), runodocdaraszusi.

OnucaH amepukaHckuM neavatpoMm Rathbun J[. C.B 1948 r.

OtHocuTcsl K hepMeHTONaTUsIM C HapYLIEHUEeM MUHEPaTbHO-
ro oOMeHa, 0ObIYHO HACJIEICTBEHHOTO MPOUCXOXIEHUS"™ BPOXK-
JACHHBIM OTCYTCTBUEM WJIM YMCHBIICHUEM AKTUBHOCTHU, HLICIOY-
Hoit ¢ocdaTasbl, B pe3yabTaTe Yero B TKaHSX HaKarIMBalOTCS
3¢upbl pocdopHoii KUCTOTHI. XapaKTepu3yeTcsl MpOsIBICHMS -
MU TSXEJIOro paxuTa ¢ nedopmaiiveil rpyaiHoi KIeTKHU, YyeTKa-
MU B obsactd pedep, yToalleHueM 3MU(U30B, UCKPUBICHUEM
nuaduzoB OeIpeHHONH KOCTUM M KOCTeil rojeHu. TOHYC MBbIIIIL
MOHUNXKEH. OTMC‘{&CTCH r'MInoauHaMusl. I/IHOFﬂa BCJIEACTBUE I10-
BBILICHUSA COACPXKAHUA KajabliMsd B KPOBU U B MOYEC pa3BUBAIOT-
csl TSDKeNble MOYEeYHO-ypeMudeckue HapyiueHus. [lpu Ouoxumu-
YeCKOM MCCJIEJOBAHMM KPOBU OTMEUAeTCsl Pe3Koe CHUXEHUE aK-
TUBHOCTH 111€JI0YHOH (pocdarasbl Mpu HOPMATLHOM COJEPXKAHUN
dochopa, nHOTIA MOBBILIEHHOM COIEpXaHUM Kaublius. B Moue
COACPXKAHUEC KaJlbLIUs MOBBILICHO.

Penapa cunapom (s. Redard), apTtporpumnos, ,aepeBsHHbIE
KYKJIbI".

Briepsoie onucan Otto A. W. B 1841 r., mo3nHee Redard B
1893 r. Beimeaws (opMy apTporpumosa ¢ pasrubaTeIbHbIMU
KOHTPaKTypamu (TWUI ,,JePEBSHHOW KYKJbI").

KnuHuka 3aboJjieBaHUS MposABIAACTCA B BUAC MHOXCCTBCH-
HBIX BPOXJAEHHBIX DUTUAHBIX KOHTPAaKTyp W Aedopmauuii cyc-
TaBOB, COYETAIOLIMXCS C HeOopa3BUTHUEM Mbiiii. HecMoTps Ha
PUTMIHOCTb, IMOJHOIO aHKWJI03a MOPa’KCHHBIX CYCTAaBOB HE ObI-
BaeT. ﬂﬂﬂ 3TOM MaTOJOTMU MaTOTHOMOHMYHA NpoHallMOHHasd
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KOHTPaKTypa BEpXHUX KOHEUHOCTEH, Oosiee BbIpaxKeHHas! B IUC-
TaJIbHBIX CEIrMEHTax. Y OOJbHBIX MMEIOT MECTO KOXHBbIE CKJIaj-
K1 (pterigium) B o0JacTW I, B TMOAMBIILIEYHBIX BMaAWHAX U B
npyrux Mmectax. Hepenko oOHapyXuBalOT BbIBUX Oenpa, B KO-
JIEHHBIX CycTaBax - JedopMauuu Mo TUMy genu valgum U jjenu
recurvatum. Kuctu o00blMHO (UKCUpPOBaHBI B JIy4ye3amnsiCTHOM
CycTaBe B MOJIOXXEHMM CTMOaHMs W yibHapHoro orseneHus. [lo-
JIYyCOTHYTbIe Majiblbl cOOpaHbl B ,,Ky4yKy", MepBblii majel pac-
roJiaraeTcsl Mornepek KMCTHU, 0OpalleH K OCTaJllbHbIM CBOE ThLIb-
HOIi MIOBEPXHOCTBIO. Y OOJIBHBIX YACTO HAOMIOAAIOTCS 3KBUHOBA-
PYCHBIE, peXe MATOYHbIE U TJIOCKOBAIbIYCHBIE CTOIMBI.

Peithxapma — Ildeiicdepa cunapom (s. Rhemhardt - Pfeiffer),
yJIbHO-(GUOYIsIpHAs AUCIUIa3Usl, Me30oMelnyeckasl OpaxuMenusi.

Onucad Rheinhardt u Pfeiffer B 1967 r.

HacnencteeHHoe 3aboneBaHue, MepeaaeTcss MO ayTOCOMHO-
JNOMUHaHTHOMY Tuny. [lposiBisiercsi ¢ poxpaeHus. XapakTepu-
3yeTCs AUCTPONOPLUMOHATIBHBIM YKOPOUEHUEM KOHEUHOCTEH, Me-
30€pMaJIbHOI OpaxuMesnueil, UCKPUBIEHUEM JIYYeBbIX KOCTEH
Y OrpaHUYEeHMEM CYMMHALMU U TPOHALMU NpeArneybs. Manobep-
1OoBasi KOCTb TakXe OyrooOpa3HO MCKpPUBJIEHA, YKOpPOYEHAa U
yToJIIeHa. Dnudu3bl IUCTATBHOTO KOHLIA JIOKTEBOM M MPOKCHU-
MaJIbHOTO KOHLa Majo0eplioBoil KocTeil He ocCU(PULUPYIOTCS.
Nuacdusbl yKazaHHBIX KOCTeW yBEJWYEHbl MO IIUPUHE, HUMEET
MECTO THUIepIUIa3usi MEeXKOCTHOW MeMOpaHbl, COOTHOLICHUS
B JIy4y€3amsACTHbIX M TOJICHOCTOMMHBIX CYCTaBaXx HapylIarTCsd,
KaK U TOABMXHOCTb B HUX. JlyueBble M 001bLIeOEpLOBBIE KOCTU
TAaKX€ HECKOJIbKO YKOPOYCHBI.

Peiitepa Gonesnb (m. Reiter), octpoe BocmajleHHe CYCTaBOB,
cunapoM ®uccanxe - Jlepya, ypeTpaibHblil MOJUAPTPUT, CUH[I-
pom @uccanxe — Jlepya - Peiitepa, ypeTpc-1iia30-CcycTaBHOI
CUHIPOM.

Omnucana B 1916 r. Hemeukum BpayoMm Reiter H.

XapakTepu3syeTcsi OCTPbIM MOJMAaPTPUTOM, OOJIbIO B CycTa-
Bax, BBICOKOM TeMIlepaTypoil, YpPETPUTOM, FHOMHBIM KOHBIOHK-
TUBUTOM, IJICBPUTOM U MMHEBMOHMUEH. l'lpaKqueCKm nmopazxaroTt-
CdA BCE€ CyCTaBbl. PeHTreHonorumuecku OTMEUaeTcs
ocTeonopos, nedopmalus cyctaBoB. B mocienyroiieM pa3BuBa-
eTcsl TYrOTMOABMXHOCTb. bBojie3Hb mporpeccupyer. 3abojieBaloT
KaK B3pOCJIbI€, TaK U ICTU.

Pexnunrxaysena 6onesHb (m, Recklinghausen), runepnapartu-
pcouiHasi ocTeoaucTpodusi, reHepain3oBaHHasi GuOpo3Hasi ec-
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Teonuctpodusa, nedopmupyomas ocreoguctpodus, GuOpPo3-
Hasl AWCIUIA3usi, TUTepHapaThpeo3, TeHepaln30BaHHBIN (HHUOPO3-
HBII ocTUT, cuHapoM Exrens - PexnunrxayseHa.

Ommcana Hemeukumu Bpauamu Engel G. B 1864 r. m Reck-
linghausen F.D.B 1891 r.

B ocHoBe ee nexuT HapylieHue GYHKIUN MapalluTOBUIHOMN
Kene3bl BCIEACTBME DPa3BUTHUS adeHOMbl. Hapyimaercs MuHe-
paJIbHBINE OOMEH, YCHJIMBAETCsl BbIAEIECHME Kanblus u docdopa
U3 OpraHu3Ma C MOYOii, MOBBILIAETCS AKTUBHOCTH IIEJIOYHOI
docdarasel, a B CBIBOPOTKE KPOBU TOBBILIACTCS COAEpPXKaHUE
Kanpuusi U docdopa, B Moue -okcurpoauHa. [losisiercss 60iab
Pa3IUYHOTO XapaKTepa, CYXOCTb KOXMU, MBbIIIEYHasi claboCTb.
PeHTreHonoruyecK M BbISIBISETCS OCTEONOPO3 U 00-
pa3oBaHNe MHOXECTBEHHBIX KUCTO3HBIX MPOSIBIEHUI B KOCTSIX,
HCTOHYEHNE KOPKOBOTO BellecTBa. HaOmomarorcsi maronoruye-
CKHe TepeJoMbl Ha MecTe KMCTO3HBIX OYaroB B KOCTSX, Iecop-
Maluu KocTeil. BaXHBIM NMaTOrHOMOHWUYHBIM TPU3HAKOM, BbISIB-
JIIEMBIM TIPM PEHTI€HOJIOTUYECKOM OOCIeI0BaAHUM, SIBISETCS
cybmepuocTanbHasi pe3opOLusi cpefHUX (alaHT MalbleB KUCTH,
00JIbIIEOEPIIOBBIX KOCTEH, KITIOYUI], aJbBEOJSPHOTO OTPOCTKA
HVKHEN YETIOCTH.

M. K, Knumosa (1970) BbLAensieT Tpu THIA CTPYKTYPHBIX

U3MEHEHU I IIpy IICPBUYHOM THUIIEPIIApAaTUPEO3C. OCTCOIMOPOTU-
YECKMI, KUCTO3HBbIN, CMEIIAaHHBIM U ABE CTaauu 3a00JIeBaHMSI:

HavyaJbHY0, MPU KOTOPOU BBISIBISIOTCSI KUCTO3HBIC U3MEHEHUST
U OCTEOINOpO3 B OTACNBHBIX KOCTSX, BTOPYIO (BBIPAXECHHYIO) —
OCTEOMNOPO3 U MHOXECTBEHHbIE KMCTO3HbIE 0Yaru HabJII0Aa0TCsI
BO Bcex KocTsix. MmeloTcs M3MeHEeHUsi M B JPYTMX OpraHax:
MoYKe, MEeYeHM, XKETYHOM Iy3bIpe, MBIIILAX, MOMXKETyI0UHON
Keje3e, MUILEBOM KaHaJIC,HepBHO-TICUXUUueckon cdepe.

Pexnunrxayzena cuHapoM (s. Recklinghausena), nHeitipocdu6po-

Maros, HCprOFI[PIOMaTOS, BPOXICHHasA HCﬁpOBKTOﬂepMaﬂbHaﬂ
AUCILIa3usd.

Briepsrie onucan HemeikuM natosnorom Recklinghausen F.D.
B 1882 1.

HacnencrteHHast matosiorusi, nepeaaeTcs mo A0MUHAHTHOMY
TUMy. XapakTepu3yeTcs HAIMIMEM CKOJIM03a, TOXKHOTO CyCTaBa
00JTbIIEOEPIIOBOI KOCTH, TUTIEPTPOdUEt KOHEUHOCTEH, coyeTa-
IolIeiics ¢ mopakeHHeM KOXU B BUIE MOSIBICHHUsI HA HEW coen-
HUTEJIHbHOTKAHHBIX Y3€JIKOB U CBETJIO-KOPUYHEBBIX MSATEH IHMa-
merpoM 10 - 50 MM. Y3eJKM HaxOmSATCA M B TOJIIE HEPBHBIX
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cTBOsIoB. MHorma umMeer Mecto 0GojieBOM CHMHAPOM. bonesHb
nporpeccupyeT. [IporHo3 HeOIaronpUsITHBIN.

PexnuHrxayseHa ogHOCTOpoHHsIsT 6osie3Hb (m, Recklinghausen).
Cwm.: Agpgpe - Jluxmenwmeiina cunopom.

Penannepa - Miomnepa 6one3ns (T. Renander - MUUer), OCTCO-
XOH/IPOTIaTHS CECaMOBUAHOM KOCTH | masblia CTOTbI.

BriepBeie onucana B 1925 1. Renander, a 3arem Miiller W.

OcTeoxoHaponaTusi cecaMOBUAHONM Koctu | mumocHedanaH-
rOBOTO CyCTaBa vallle BCTpevyaeTcsl Y XeHIIMH B Bo3pacte 15 -
30 ner, mposiBAsieTCsl MOCTENEHHO HapacTalollleil 0OJbI0 Y OCHO-
BaHUS MaJblia, yCUIMBAIOILEHCs TPU X0Ab0e, OCOOEHHO MpHU pas-
rnbanun | mampiia. PeHTreHonoTrMuecKU BBISIBISETCS
M3MEHEeHUe CTPYKTYpPhbl CECAMOBMAHON KOCTHM, MHOTA OTMeva-
eTcs ee hparMeHTaLIS.

PuG6unra Gomesnp (m. Ribbing). Cwm.: Qeiiepbanka 6onesme.

Pub6unra - Miomtepa 6one3nb (1. Ribbing - Miiller). Cm.:
Deitepbanka 60ne3Hb.

Pu66unra curmpom, I (s. Ribbing, I), cunapom Mioiepa - Pu6-
ounra — Kinemenra; cuHapom Jlemana - Pu66unra - Mioje-
pa; anudu3apHbIA AM30¢T03 PrOOMHTa; 3MMbU3apHBIA SHXOHI-
paJibHBIN AM30CTO3; HACJIEICTBEHHOE MHOXECTBEHHOE SMU(pH-
3apHOE PaCCTPOMCTBO; MUKPOAMH(DU3HI.

OnucaH mBencKUM peHTreHonorom Ribbing S. B 1937 1.

OTHOCUTCS K  3HXOHAPAJIbHBIM  JM30CTO3aM  JHIAOTEHHOTO
MPOMCXOXACHUSI C KOHCTUTYLIMOHATbHON HEMOJHOLIEHHOCTBIO
BAaCKYJISIpU3ALIMK SIIEp OKOCTEHEHMsI. XapaKTepu3yeTcsl HOoIen
00JIbI0 B 00JIACTM KPYIHBIX CycTaBoB. MHorma HaOsiomaeTcst
YMEHBLIEHUE POCTa ¥ HEMPOMOPLIMOHATIBHO KOPOTKME KOHEUHO-
cth. PeHTreHonOormyYecKHn OTMEYACTCS yMEHbIICHHUE
B pa3Mepax, aedopmainus v pparMeHTalus saep OKOCTEHEHUs

CO CKJIOHHOCTBIO K paccachiBaHuio. Miiller Boimensier 3 Twma mo-
paxeHUs: a) KOpBITOOOpa3HbI nedekT anudusa; 6) ¢ HU3KO
PacrosioKeHHBIMU YE€TKO OTIPaHMYCHHBIMU SMUGbU3aMK; B) pe3-
KOE YMEHblEHHE OSMUQU30B.  *.

Pu66unra cunmpom, II (s. Ribbing, II), HacieacTBeHHBII MHOXE-
CTBEHHBIN Tuadu3apHbIil CKIEPO3.
Omnucan mBeacKUM peHTreHonoroM Ribbing S. B 1949 .
IpencraBiser coboOil MHOXECTBEHHBIN CKIepo3 Anadu3on
JUIMHHBIX TpyOuaTeix kocteil. [IposiBisiercss y nuil B BO3pacTte
okoso 30 ser HeompeneneHHON 0OMbI0 B HMXKHUX KOHEYHOCTSIX.
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PeHTreHonOrmuYecKku BbISBIAETCS TOMOIEHHOE YTOJ-
LIeHHe KOPKOBOTO BelllecTBa AUadU30B IIMHHBIX TPYOUaThIX
kocteii. [TporHo3 6JaronpusTHBIN, MPOLECC He MTPOrpecCupyerT.

Poske — ne Touu - Kabdu - Cmura cunapom (s. Roske -de
Toni - Caffey - Smith). Cm.: Kagpgu 60ae3Hb.

Ponanpa nepesnom (f. Roland).

[ox aTMM TEpMUHOM MOAPA3yMEBAETCSl OCKOJIbYATHII Mepe-
JIOM ocHoBaHMsI I msACTHON KocTu. MexaHU3M MOBPEXICHMS -
CWJIBHBIN yaap 1o ocu | msicTHOH KocTH, GUKCUPOBAHHON B MO-
JIOKEHUM TpHUBeNeHUs U crubaHus. B pesyabrate TpaBMbl BO3-
HMKAeT MHOTOOCKOJIbYATBIM TMepesioM OCHOBaHUsI | mscTHOM Koc-
TH, JIMHUSI TiepesioMa MpuHUMaeT (opmy MepeBepHYTOM OyKBbI

Y. Xapakrtepusyercsl MNpUIYXJIOCTbIO, AedopMalmeil, pe3koit
0071610 B 00JaCTH | 3aIsICTHO-MSICTHOTO CycTaBa, OrpaHUYEHUEM
oTBeAeHus | manbua.

Pora — Bepnxapara cunopom (s. Rota - Bernhardt), mapanuu
BepHxapaTa, HEBPUT JaTepaJbHOTO KOXHOIO HepBa Oenpa, Kop-
CeTHasi HeBPAJITUsl, PACCTPONCTBO YYBCTBUTENbHOCTH bepHxap-
Ta, MCPaJITHsl.

OnucaH He3aBUCUMO APYT OT Apyra pycckum BpadoM Por B. K.
M HeMelKuM HeBpomatosoroM Bernhardt M.B 1895 r.

XapakTepusyeTcsi HapylleHUEM YYBCTBUTEJBHOCTH MO JiaTe-
PaJIbHOM MTOBEPXHOCTH CpelHEN TpeTu Oelpa B 30He MHHEPBALIMU
JlaTepajbHOTO KOXHOTO HepBa Oempa. MoxkeT pa3BUTbCS IMOCIE
orepaluii B 00J1acTi Ta300eIpPEHHOTO CYCTaBa, CBSI3aHHBIX C pac-
TSKEHUEM WM TpaBMaTU3allUell JaTepaJbHOro KOXHOTo HepBa
O6enpa. MHorma mpuuYMHON SIBJSIETCSl MOCTOSIHHAsE TpaBMaTH3a-
1Ms  JlaTepaibHOM IOBEpXHOCTU Oedpa onexmoid. Orryiaercs
YyBCTBO MOJI3aHUSI MYpalleK, JKEHUE, CHUXXEHUE B 3TOi obna-
CTU TeMIIepaTypHOM, TAKTUJIBHOW 1 00JI€BOM UyBCTBUTEIbHOCTH.
MHorma pa3BuBaIOTCS TPOGUUYECKUE PACCTPOMCTBA C MECTHBIM
TUMEPTPUXO30M UJIU BBIMIaJIGHUEM BOJIOC.

Porrepa - Opb6a cunmpom (s. Rotter - Erb), octcoxoHmpomec-
MOJMCILIA3HUSI.

BriepBbie onucan HeMeliKuMu BpayamMu Rotter W. u Erb W. B
1948 r.

3aboneBaHue SIBISIETCS CUCTEMHBIM MOHMXEHUEM MOTEHLIMU
MC30/iepMajibHbIX 3apOABILIEBBIX KJIETOK K POCTY U IuddepeH-
unaund. OTMeueHbl ceMeiiHble ciyyau 3abosieBaHUsl. Xapakre-
pu3yeTcsl MajJbiIM WIM KapJMKOBBIM POCTOM, aTpodueil KocTeit
U MBI, BPOXIEHHON pacciableHHOCTbIO CYMOYHO-CBSI304HOTO
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armapara ¢ BBIBUXaMU U MMOJBbIBUXaMU, HEPEAKO KU(HOCKOINO-
30M. Hapsiny ¢ aTM pa3BUBAIOTCS KOHTPAKTYPhI, CBSI3aHHBIC C
Py6110BbIM MepepoXAEHUEM MBILILL U C.pPa3BUTHEM MHOXKECT-
BEHHBIX KOXHBIX CKJIanoK. [ToaKOXHas OCHOBa KOMITEHCATOP-
HO runepTpodupoBaHa. OTMevaeTcsl HEIOpa3BUTHE KUCTeH U
cTom, OOYCIOBJIEHHOE YKOPOUEHMEM TISICTHBIX W TUTFOCHEBBIX
Kocteit. HabmomaloTcss nuCIUiacTUYECKUE M3MEHEHUs W B Jpy-
IUX OTAeNax cKejeTa: Gpaxuiiedanus, TMIOINIAa3us OCHOBAHUS
yeperna, CMHXOHAPO3bl MO3BOHKOB, pa3Hble pa3Mepbl UX Tel,
wenu. Koctu KoHeuHocTelt TOHKKE, yKOpoUYeHHbIe. BeTpevaroT-
Cs1 MHOXECTBEHHbBIE TOPOKHM Pa3BUTHUSI BHYTPEHHBIX OPraHOB.

Pome - Crepna cunapom (s. Rocher - Steam). Cwm.: lepena -
Cmepra cundpom.

Pos — Maporo — Kpemmna — KypTpeky3a — Asiaxkujia CUHIPOM
(s. Roy - Maroteaux- Kremp - Courtrecuise - Alagille), nu3o-
CTEOCKJIEPO3.

Onucan B 1968 r. rpynnoii aBropoB: Roy, Maroteaux, Krenp,
Courtrecuise u Alagille.

OTHOCHTCS K TPYIINe HACJIeICTBEHHBIX 3a00J1eBaHUA. Tiepea-
IOLIMXCS 110 ayTOCOMHO-peliecCuBHOMY Tumy. [lposiBiasieTcs B
nepBble Tombl XWU3HW. HU3KUI pocT, MOBBILIEHHAs JIOMKOCThb
KOCTeli, Hemopa3BUTHE U pa3pylieHue 3y0oB, aTpodusi 3puTeib-
HBIX HEPBOB, OyJbBAapHbIE MapaMuu, aTpodusi MBILILL U KOXM -
XapakTepHble MPU3HAKU 3TOro 3abosneBaHusi. PeHTreHomo-
ruyecKU MpOsIBISIOTCS YTOJIIEHUE, CKIEPO3 KOCTel cBoja U
OCHOBaHUS yeperna, YMEHbIIeHUe UM OTCYTCTBUE Ma3yX, CKIe-
pO3 MO3BOHKOB, pebep, KIIIOYMIL, JIOMATOK U KOCTeH Ta3a ¢ ux
runoruiazueit. JUIMHHbIE TPyOUaThle KOCTH TakKXe YTOJIIEHbI 38
CYeT KOPKOBOTO BelIeCTBa, OCOOEHHO B 00JacTH nuadu3oB, He-
PeIKM MX UCKPUBICHUsSI U AedopMaliuu.

PybuHcreitna — Teitou cunmpoM (s. Rubinstein - Taybi).

OnucaH amepukaHckumu Bpauamu Rubinstein J. u Taybi H.
B 1963 .

SIBnsiercss KOMOWHMPOBAHHBIM BPOXACHHBIM HapYLICHUEM.
XapakTepusyercss KOPOTKUMM, IIMPOKUMH IUCTAIbHBIMU (ha-
JIAHTaMM TIPBBIX MaJibLieB KUCTU M CTOMbI, aHOMAJIUSIMU UL
(TunepTenopusM, KIIOBOBUIHBI HOC, AHTUMOHTOJIOMIHbBIE IJ1a3-
HbIE 1LleJIM, KOCOIJa3ue, MT03), aCTUTMaTU3MOM, KaTapakKTou,
YMCTBEHHOI OTCTajocThio. MHOrma HabII01al0TCs aHOMAIUK Ye-
pemna, BHYTPEHHUX OpraHOB, Apyrue aedopmauuu ckenaera (rpy-
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JWHBI, TIO3BOHOYHOI'O CTO)'[68.). PentreHosornuecku ONpeacIdacT-
Cd runepIiasus (banaHr TICPBBIX ITAJIBLIEB KUCTU U CTOIIBI.

Pyccu - Jleeit cunmpom (s. Roussy ~- Levi), atakcus, apediek-
CHsl HAacJIeICTBEHHasl.

Bnepseie omucan ¢paniyzckumu naronoramu Roussy C.u
Levi G.B 1926r.

Hacnenyercss mo ayToCOMHO-IOMUHAHTHOMY M ayTOCOMHO-
peLiecCMBHOMY THITy. XapaKTepHBI: aTakcuuyeckas IOXOIKa,
rporpeccupyoniasi arpodus MBI TOJEHU, HATMYAE KOCTHBIX
nedopManuii, TONBIX CTOM, KU(MOCKOJIMNO03a, OTCYTCTBUE peak-
LMK 3payKOB Ha CBET, CHUXXEHME UJIM OTCYTCTBUE CYXOXMUIbHBIX
pedieKcoB, HaluuKe IOJOXUTEIbHOTO CUMNTOMa babuHcKoro,
PacCTPOMCTBO TTyOOKOI 4yBCTBUTENbHOCTH, HapylIEHHE KOOp-
JIVHALMU IBYXEHWIA, claboymue.

Pycra cungpom (s. Rust), mMo3BOHOYHO-CYOOKIMITUTaIbHAS 6O-
Jie3Hb, Pycra Gose3Hb.

Onucad HeMeukuM xupyprom RustJ. N. B 1834 r.

PasBuBaetrca B pesyiabrare mectpykuuu Ted | m Il meitHBIX
MO3BOHKOB, BeAylleil K KOMIIPECCUU TPOIOJTrOBaTOr0 MO3ra.
Xapakrepusyercsi 00JbI0 M OTEYHOCTBIO B OOJACTH OCTMCTBIX
OTPOCTKOB BEPXHUX IIEHHBIX MO3BOHKOB. [IpM M3MeHEHUHM IMO-
JIOKeHUSsT OOJIbHOM TOIIePXKMBAET TOJIOBY pyKoi. 3abosieBaHUE
MPOSIBJISIETCSl TaKXKe HeBpaJirMeil TPOMHMYHOTO HepBa, Mmapajiu-
YOM SI3BIKOTJIOTOYHOTO HepBa ¢ TurnoTpodwueir s3vika. MHorma
MpU  CHABJIEHUMU ONYXIAIOIIEro HepBa HAOMIOmaeTcsl TaxuKap-
. PeHTreHOJOTrMYeCKHU BbISIBIASIOTCS TECTPYKTUB-
Hble M3MEHEHUsI BOCIAJIUTENbHON WM OIyXOJEeBOM 3THOJOTHUU
tei | u 11 meitHbIX TO3BOHKOB.

Pyctunikoro - Kamepa 6Gomesnp (m. Kahlcr), muenomnast 60-
JIe3Hb, MHOXECTBeHHass (opMa MHETOMHOIN 0O0JIe3HM, MHOXe-
CTBEHHasi MMeJIOMa, TJIa3MOIIMTOMA.

Bnepsbie ommcana B 1873 r. O. A. PycTMLIKUM, 3aTeM aBCT-
puiickum tepaneBtom KablerO.s 1889r.

CucrteMHoe 3a6ojieBaHKe, COMPOBOXIAIOIIEECS MAaTONIOrHYe-
ckoil mponudepalent Mmia3MaTHYeCKUX KJIETOK KOCTHOTO MO3-
ra. [Ipy 3TOM yalle mopaxaioTcs TJIOCKME KOCTH, HO U Tpybua-
Thle KOCTM Take MOTYT BOBJeKaThCsl B mpoiiecc. Yare HaGi0-
JaeTcst y JIMII MYXCKOro Tojia B Bo3pacte 50 - 60 nerT u upes-
BBIYAHO penko y neteit. [TopaxkaloTcst peGpa, depert, KOCTH Ta-
3a, Mo3BOHKU (B 50 - 70% cny4aeB) u auadusbl TpyOGUATHIX
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KocTeil. U3MeHeHMsI HOCIT CTPOTO OCTEOJUTUIECKUI XapaKTep.
3aboneBaHre HauyMHAETCS C OOLIEro yIajKa CHI, MOTepu pado-
TOCIIOCOOHOCTH, HOMIIEH 00U B KOCTIX, 3HAUUTENLHOIO UCXY-
nanus. Hepelko BO3HMKAIOT [TATOJOTUYECKHUE TIEPETOMBI, Yallle
pebep, nedopMaluy, KOTOPhIE CBS3aHBI HE TOJBKO C II€PEIOMa-
MU, HO U C KOPEIIKOBBIMM PacCTpOMicTBAaMM, rmapaiandyamMu. Ha-
OJroaeTcs HU3KOE apTepuaibHOe napieHue. [1pu Guoxumuue-
CKOM HCCJIEIOBAHUU OOHAPYXKMBAIOT TUIIEPIIPOTEMHEMUIO, HAJIK-
yre B Moue Oenka bena - JIxxoHca, runepkanbiuemuio. Hepen-
KO MMEETCS aHEeMHS BCJIEICTBME 3aMEIleHMS KOCTHOIO MO3ra
TKAHBIO OITYXOJIM.

PenrreHonoruyecku 3aboseBaHre BHAYAJIE TIPOSIB-
JISIETCS  PACCESTHHBIM OCTEOIIOPO30M, IIO3[JHEE - MHOXECTBEH-
HBIMU JECTPYKTHBHBIMM OYaraMy JIMTUYCCKOTO XapakTepa, KO-
TOpbIe OBICTPO YBEIMYMBAIOTCS B pasMepax. Peakuus okpyxa-
IOlIel TKAHM B BHIE CKJIEpO3a OTCYTCTBYEeT. Teja I03BOHKOB
VIUIOIIAIOTCS, HAIOMMHAIOT pPbIObM I03BOHKHU. KocTHOMO3rO-
Basl IIOJIOCTh TPYOYaThIX KOCTEH paciudpeHa. B mambHeiiimem
pasBuBaeTCs KaxeKcusi. MeracTassl HAONIONAIOTCS B CEIE3EHKE,
rmeyeHu, TUMQpaTHIECKUX y3JIax.

JIMarHoCTHYECKOE 3HAYEHUE MMEET IyHKIUs TPYAUHBI, KOT-
Jla BBIABJISIOT KJIETKM C IUIa3MOM, OKPYXKaloIleil SKCIEHTpUUe-
ckoe s111po. [1porHo3 HeGIaronpUATHBINA.

Caiipuakca cuxapom (s. Cynax), [ssuca - Konu cunmpom, cuHn-
POM CKOJIB3SILIETO pedpa, CUHAPOM CKOJB3SILIETOo pebepHOro
Xpslia.

Brmepsrle ommcan anrnuiickum xupyprom Cyriax G. H. B
1919r.

[MposiBasieTcst PUCTYNaMy CUJIbHOW GOJMU B MepeiHeil CTeH-
Ke TPYIHOW KJIETKH, KOTOpble OOBIYHO CUMYJIMPYIOT CTEHOKAp-
IMI0, TPOMOO3 BEHEYHBIX apTepuil, MeXpeOepHYyl0 HeBpajruio,
MJIEBPUT, CIIOHTAHHBIA MHEBMOTOPAKC, XOJEUCTUT. Bomb Mo-
KeT MppaguupoBaTh B IJICUYEBOM CYCTaB M TJIEYO TOM Xe CTOpO-
Hbl. B OoJblIMHCTBE cilyyaeB 00Jib 00yCIOB/IeHa AABICHUEM Ha
MeXpeOepHbIil HepB UJIM COMPOBOXAAIOININE eT0 CUMITIATUYECKUE
BOJIOKHA 4Ype3MEpHO ITOABMKHBIX mepeaHux otaenoB VIII - X
pebep Mpu HapYIIEHUM UX KOCTHO-XPSILIEBbIX coenuHeHuit. [Tpuc-
Tyn 0OJIM MOXKET BO3HUKATD TPH PE3KOM IBUXEHUU, TTOBOPOTE
TYJOBMINA, Kallle, YMXaHWUW, TIOAHSATUM TSDKECTH, 3aHATHSX
CIIOPTOM H T. II.

[Mpu obcnenoBaHnM GOJBLHOTO BBISBJISIETCSl TATOJIOTUYECKAs
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MOABMXHOCTb TMEPeIHUX KOHLIOB YMOMSIHYTBHIX pebep, MHOraa
HaboaeTcss MPUIYXJI0CTh, OOJ€3HEHHOCTh B 00JIACTM MX KOCT-
HO-XPSIILIEBbIX coenuHeHuid. [Ipy HagaBIMBaHUM Ha MEPEAHMI
KOHell pebpa MOXHO BbI3BaTh MPUCTYIT OOJM.

Cannmuao — HyHana cuHapoM (s. Saidino - Noonan). Cm.: Maeg
CK020 CUHOpPOM.

CanbBuonau cuHapom (s. Salvioii), ceMmeitHasi HelpPO-3HAOKPUH-
Has ocTeomnartus.

OnucaH utanpbssHCcKUM neauatpom Salvioii G.B 1948 r.

IIpencraBisieT coboii ceMeliHO-HACIeACTBEHHOE, MO-BUAMMO-
MY, JOMAHAHTHOE pacCTPOMCTBO HEMPO-3HAOKPUHHON CUCTEMBI,
C HapyllIeHMeM MUHEpPaJIbHOrO OOMEHa, MpOosBIsIoLIeecs B IET-
CKOM Bo3pacTe. XapaKTepU3yeTcsi TUMIOTOHMEN MBILIL HUXHUX
KOHEYHOCTel, OrpaHUYEHHBIMU YYaCTKaMU aTpouu, pacCTpoii-
CTBOM MOXOJKH M3-3a MOPaXeHUsI SKCTPAMPaMUIHON CUCTEMBI
U XOPEOo-aTeTOMIHBIMU JBUKEHUSMU, PUTUAHOCTBIO, TApATUYOM
MMUMUYEeCKUX Mbll. HabmogaroTcss pacnpocTpaHeHHass 007b
B KOCTSIX M CYyCTaBaX, CIIOHTaHHBIE IMEPEIOMBbl, BTOPUYHBIE [iE-
¢dopManMu KocTeit, HapyiieHue pocta. OMTHOBpEMEHHO OTMeva-
eTcsl TUMEepreHuTalIn3M, ruHekomacTus. [Ipu OuoxummudyeckoM
HUCCIIEIOBAaHUM KPOBHU BBISIBISIETCSI, YTO colepxaHue cdochopa
TIOHMKEHO, KaJIbLMSI - HOPMAaJIbHO.

PeHTreHonorumyeckKku OoTMEYaeTCs TeHepaIl30BaH-
Hasl paBHOMepHasi aTpodusi KOCTHON TKaHM, B OCOOEHHOCTU —
KOPKOBOT0 BelllecTBa Aua(u3oB M POCTKOBBIX 30H. [IporHos
HeOJIaronpusITHBIN.

Candumunmo cuHapoM (s. Sanfilippo), MyKomnojaucaxapumao3 —
III Tun, momumuctpoduyeckass oJurodpeHusi, KJIeTouHas Me-
TaxpoMasusi, ceMeiiHas oJurodppeHudyecKas MOJUAUCTPODUs.

Bnepsoie onucan Harris B 1961 r., 3arem Sanfilippo S. J.
B 1963 1.

HacnencrBeHHoe 3abosneBaHue, NepeaaeTcsi MO ayTOCOMHO-
PeLieCCUBHOMY THUIY. XapaKTepu3yeTcsl HEPe3KO BbIPaXKEeHHbI-
MU KOCTHBIMU M COMATHUYECKUMU U3MEHEHUSIMU, TYTOMOIBUX-
HOCTBIO B CyCTaBax, pe3KMM CHMXXEHHEM MHTe/IeKkTa. M3meHe-
HUSI TIPOSIBIISIIOTCSl B 3HAYMTEIBHO MEHbBILEH CTereHU, YeM Mpu
JIpYTMX TUIAX MYKOTMOJucaxapuao3oB. [TOMyTHEHUS] pOroBUIL
HeT. Otmeyvaercsi AeMIIMT 3H3UMOB. B Moue MHOro remapas-
cyibdara.

CBucdra — ®upa cunapom (s. Swift-Peer). Cm.: Pupa cundpom.
126

Cesepa 06one3nb (m. Sever). CMm.: Hlunuya - Xaeaynoa 6oaeshe.

Cenbrepa - CBudra - @upa curapom (s. Setter - Swift - Peer).
CMm.: Qupa cundpom.

Cecrana - JlexxonHa cunapoM(s.Cestan - Lejonne). Cwm.: Ip-
6a 601e3Hb.

Curana — Karrana — Mamy cunapom (s. Siegal — Cattan - Ma-
mon), mepuoanyeckass 0one3Hb PeiiMaHa, XpOHMUYECKUI ceMeii-
HbII TTOJIMCEPO3UT, MApPOKCU3MaIbHbII HeOaKTepUaJIbHbBIM Mepu-
TOHUT C TUJIEBPONEPUKAPAUATIBLHON M apTUKYJSIPHOU peakuuei,
nepuoanyeckas ceMeiiHasi 00Je3Hb, MEPUOANYECKUIA TEPUTOHUT.

BnepBole omucaH ¢paHiysckuM BpayoMm Siegal S. B 1945 r.

IIpencraBnsier coboli cemeitHO-HACAeACTBEHHOE ajliepruye-
ckoe 3abojieBaHue, Yallle Mopaxarollee MYyXKUYMH. XapaKTepusy-
eTcs MePUOANYECKUMU MPUCTYNAMU MOBBILIEHUS TEMITEPATYypPHI,
00JIeBBIMM TEPUTOHEATbHBIMU KpU3aMHU, OOJIbI0 B CYyCTaBax,
MHOTA C SIBJCHUSIMU apTpuTa. [IpoMexyTKu Mexay MpucTyna-
MU HeofrMHakoBble. KpoMe 3TUX XapaKTepHBbIX CHUMIITOMOB, Ha-
OnoaroTcsl TakKe PpeUUAMBUpYIOIIas 3pUTEMa, PELUAUBUPY-
JOLIMI MOMCEPO3UT C SIBJCHUSMU MOPaXeHUs Moyek (mosipie-
HUEM B Moue Oejika, UMIMHIPOB, 3PUTPOLUTOB). OCTaTOUHBII
a30T B ChIBOPOTKE KPOBU TOBBIIIEH. ApTepuallbHOE NaBJIeHUE
MEePUOINYECKU TTOBBIILIAETCS.

CunbBepiuenbaa cuHapom (s. Silfverskiold), atunuyHast axoHm-
poruia3usi, MHOXECTBEHHAsl OCTEOXOHApOMnaTusi, cuHApoM Mop-
k1o — CuibBeplienbaa.

Onucan mBenckuMm opromnenom Silfverskiold N. B 1925 1.

XapakTepu3yeTcsi IMCIIPONOPLUMOHATBHBIM HU3KUM POCTOM,
KOPOTKMMM KOHEUHOCTSIMM, OOJBILION TOJIOBOM, paCIUIIOIIEH-
HbIM HOCOM, LIMPOKOW TPYAHON KJIETKOU, JIOPAO30M, COoueTa-
IOIIMMCSI CO CrubaTeIbHBIMU KOHTpakTypaMu Oemep. Hepenko
OTMeyaeTcsl coxa vara, germ valgum, OoJTalolIydecs CyCTaBbI.
PeHTreHonoruuyecKMU BbISIBISETCS HapylIEHUE SHXOHI-
palbHON OccH(UKALIMM, OCOOEHHO Ha HMXHUX KOHEYHOCTSX,
pacivpeHue anudusa u Metadusa 6eApeHHOM U B MEHbILIEH CTe-
MEHU APYTMX KOCTEN BEPXHEU M HUXKHEH KOHEUYHOCTEM, CHUXKE-
HHE IUIOTHOCTU KOCTEA.

Cumenca — bioxa cunmpom (s. Siemens,- Bloch). Cm.: bao-
xa — Cynsubepeepa cuHOpoMm.

Cummonzca 6one3Hb (m. Simmonds).CM.: bexmepesa 6oae3Hs.
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Cupmakca cuHnpom (s. Cymax), MOABVIKHBIN peGepHBIN XS,
MOABUXHOE pedpo.

Cwmurta niepesiom (f. Smith), crubarenbHbIN IEpesIoM TUCTATLHO-
ro MeTtasnudu3a IyueBoi KOCTU, MepeJHUIN MapTUHAJBbHBIN Te-
pesioM JIy4eBOil KOCTH C MOJBLIBUXOM JIy4e3arsiCTHOTO CyCTaBa.

Omucan Smith R. W.B 1841 e.

Berpevaercst penko, BO3HMKAeT B pe3ysibTaTe MajeHUsl Ha
KUCTb, HaXOASILYIOCS B MMOJIOXEHUY JIafoHHOro criubanus. Juc-
TasibHBIN OTJIOMOK JIYU€BOIi KOCTH, B OTJIMYME OT nepesioMa Koi-
Jieca, cMellaeTcss OObIYHO B JIaIOHHYIO cTOPOHY. JInHuUs nepesno-
Ma MPOXOAUT OT JJALOHHOM MOBEPXHOCTH JIy4eBOI KOCTHU K CyC-
TaBy. BMecTe ¢ QMCTaIbHBIM OTJIIOMKOM B JIAJOHHYIO CTOPOHY
CMEILAIOTCS KOCTU 3arisiCThsl, CO3/1aBasi BIleYaTIeHUe MOIBbIBM-
Xa B Jlyuye3arnscTHOM cycraBe. KucTh ycraHaBiuMBaeTCs B MOJIO-
JKeHUE HeOOJbLION MpPOHALWU, CTUOaHUs M OTKIOHEHUS B JIy-
YEBYIO CTOPOHY. XapakTep IepesioMa yYTOYHSETCS C MOMOIIBIO
peHTreHorpamM, IHPOU3BEAEHHBIX B ABYX MPOEKLIMSIX.

Coxkonbckoro - byito 6ome3np (m. Bouillaud), octpsrii cycras-
HOW peBMaTU3M, peBMaTUYECKUI TOIMapTpuT, Byito Goie3Hb.

Onwucan ¢dpaniy3ckum BpadoM Bouillaud J.B.B 1832r. bo-
Jiee TIOAPOOHOE OMKCaHWE TPENCTaBJIeHO OTEUeCTBEHHBIM Tepa-
nesroM I'. . CokonbckuMm B 1836 T.

OcTpoe 3aboyieBaHNe MH(MEKIIMOHHON 3TUOJIOTUM. XapaKTe-
pU3yeTcsl MPeuMYIIeCTBEHHBIM MTOPaKeHUEM CepIeuyHO-COCYINC-
TOW CHCTeMBI (SHIOKApauT, Muokapaut). Pexe, B 45% ciyya-
€B, B KIIMHUYECKOI KapTHHE MpeobIagaoT NU3MEHEHHUs CO CTO-
POHBI CYCTaBOB, KOTOpPbBIE TPOSIBISIIOTCS BBHICOKON TeMITEpaTy-
poi, CUJIbHOU OOJIbIO, MPUITYXJIOCTBIO, TUIIEPEMUEH KOXHBIX
ITOKPOBOB B 00JIACTH CYCTAaBOB, HaJIMYMEM CEPO3HOTO BHITIOTA.
BcenenctBue cuibHO 6011 OOJIbHBIE TPUAAIOT KOHEYHOCTSIM TT0-
JIOXEHUe criubaHusl, HEpPeIKO pa3BUBAIOTCS CTOaTeIbHbIe KOHT-
paKTyphl, OHAKO TOPaXXEHHbBIE CYCTaBbl HE aHKUJIO3UPYIOTCS.
[Mocne nukBUmanuu mpuctymna GyHKIUS CycTaBa BOCCTaHABIIU-
Baercs. Yaule 1pyrux mopaxaroTcsl KOJeHHBIE, TOJICHOCTOITHBIE,
JIyde3artsicrable ¥ JIOKTeBbIe CYCTaBbl. 3ab0JieBaHUE HOCUT TIPU-
CTYNoOOpa3HbIil XapakTep, MPU 3TOM B TIPOIIECC BOBJIEKAIOTCS
TO OIHU, TO Ipyrue cycTaBbl. [Ipy pe HTTeHONOTHUY € -
CKOM HCCIEIOBaHUM MOPAKEHHBIX CYCTaBOB BBISIBJISIETCS] OC-
TEOTNopo3 3MU(U30B, KOTOPBIH HOCUT HepBHOPE(hIEKTOPHBII
XapakTep U 3aBUCUT OT MHTEHCUBHOCTH U TPOIOJIKUTETbHOCTH
MaTOJIOTUIECKOTO Tpoliecca.
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Crnaiipe cuHzIpoM (s. Spira).

BniepBbie omucaH aHmmMiickum BpayoMm Spira L. B 1928 T.

3aboneBaHue OOYCJIOBJICHO JUIUTEIBHBIM TTPUEMOM BOIBI,
colepxalieid M30bITOYHOE KOIM4YecTBO (propa. XapakTepusyer-
¢Sl TUCTPO(PUUECKUMU U3MEHEHUSIMUA 3MaJTi, TTOBBIIIEHHON JIOM-
KOCTBIO BOJIOC, JaXe TIOJTHBIM WX BhIMMajeHueM. HabGmomatorcs
3yAsdIIAe JepMaTO3bl, S3BEHHBI CTOMATUT, XapaKTepHBI TakKXKe
3armopel ¢ Kojsmkamu. OTMevaroTcsl OrpaHMYeHHE IBWKCHUN B
T0'3BOHOYHOM CTOJIO€, TMTOPaXKEHHBIX CyCTaBaX, MapecTe3ud ucC-
TaJbHBIX OTHEJIOB KOHEYHOCTE, OCOOEHHO BEPXHUX, HOYHBIC
CyIOpOTHM MBI Gefiep, CToI, KUcTei. PeHTreHoNOoTHMYE -
CKU OTMeYaeTcsl CKJIEpO3 KOCTHOW TKaHW, OcCU(UKAIUS CBsI-
30K U CYXOXWJIMI y MecTa UX KOHTaKTa ¢ HaIKOCTHUIIEW, OCCU-
ukaiusi TpPonOTbHBIX CBSI30K MO3BOHOUYHOTO cTonba. [lpu Gmo-
XUMHUYECKOM WCCIIEIOBAHUY KPOBU COJIEPKaHWE KaJbLIUs B ChI-
BOPOTKE He HapyIIeHO.

CreitHOpokepa cuHapoM (s. Steinbrocker), TUIeUe-KHUCTEBOIA
CHUHApPOM, pediekTopHast TMcTpodust BepXHell KOHEUHOCTH.

B 1948 r. amepukaHckuii HeBpomatojor Steinbrocker O.
omnucall TaK Ha3bIBaeMbIi TUIeYe-KUCTEBON CUHIPOM U OOBSICHIIT
€ro BEreTaTMBHO-AMCTPOMUUECKUM TIPOLIECCOM, OOYCIOBJICH-
HBIM JIeTCHEPaTUBHBIMU U3MEHEHUSIMU IIEWHBIX MEXITO3BOHOU-
HBIX TUCKOB.

[Tneye-KuCTEBON CUHIPOM BCTPEYAETCS IOBOJBHO DEIKO.
Bosb B 06jacT KUCTU HAaYMHAETCS OXHOBPEMEHHO WJIM TIOCTIe-
JIOBaTeJIbHO C 0OJIEBBIM CHMHIPOMOM B o0OyiacTH Iieva. Beckope
MOSIBJISIIOTCS. OTEK U TYTOIMOIBUKHOCTb KUCTU W TIANBIEB, CTH-
OareibHbIe KOHTPAKTyphl. M3-3a 0Teka Mcuye3atoT KOXHbIe CKITajl-
ku. Koxa CTaHOBUTCS TIaKOW, HATSIHYTOM, OnecTsiuei, Onen-
HO-IIMAaHOTUYHOM, TeMmIepaTypa ee cHmkaercs. Ha stom ¢oHe
MPOTpeccupyeT TUIMOTPODUSI WU CMOPIIMBACTCS JIAMOHHBIM aro-
HeBpo3. Pe HT TBHeNnoOrmuecKku OOHapykuBaercss mud-
(y3HBIN OCTEONOPO3 KUCTH U TOJOBKM Tuteda» Hepenko couera-
eTCs ¢ TUTeYe-JIOaTOYHBIM TIepUapTPUTOM.

Cruknepa 6oie3np (m. Stickler), BpoxneHHass —apTpoodTaib-
MOTIATHSI.

Onucana amepukaHckuMm BpadoMm Stickler G. B. B 1965 r.

BpoxiaeHHOe HaclieCTBEHHOe 3a00JieBaHKe, HATOMUHAIOIIIEe
0 KJIMHHMYECKOI KapTuHe Ooie3Hb Mopdana. [lepemaercsa mo
ayTOCOMHO-IOMUHAHTHOMY THIY. [IpOsIBIsIETCSI B paHHEM JIeT-
cTBe. Xapakrepusyercs: nedopMaleil CycTaBoB ¢ Tepepasruba-
HHEM B KOJIEHHOM, JIOKTEBOM U MeX(alaHTOBBIX CyCTaBax.
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BonbHble XkanyioTcss Ha 6OJb MO YyTpaM U OTpaHUYEeHUE JTBUXE-
HUii B cyctaBax. OTMEUalOTCsl MUKPOTHATHSI, HEBBIPA3UTETIbHOE
JIMII0, MUOTINSI, paclieTrieHue TBEPAOro M MSITKOTro Heba, CHU-
KeHUue ciliyxa. PeHTreHoToTruYeCcKU BBISIBISIETCSAUC-
maasusi anudu30B, paclIMpeHre KOHIOB JJIMHHBIX TPYyOUaThIX
KOCTel, CHUKEHUE BBICOTHI TeJl MO3BOHKOB, HEPABHOMEPHOCTh
cycTaBHBIX Ieneii. C Bo3pacToM HaCTyMaloT BTOPUYHbIE IeTeHe-
paTHUBHbIE U3MEHEHUSI B CyCTaBax, MOSIBJSIIOTCS] KUCTHI B AMTMMe-
Tachu3apHBIX 00IACTSIX, Cy>)KEHUE WU TIOJTHOE UCUE3HOBEHUE Cy-
CTaBHBIX I1IeJIeil, BIUIOTh O KOCTHOTO aHKUJIO3a.

Cruina 6one3Hp (m. Still), peBMaTOMIHBINA apTpUT AeTeil, aTpo-
¢uyeckue apTpUThl, XpPOHUUECKU I PeBMATOMIHBIN apTPUT, IOHO-
1IecKuii 1ecopMUPYIOIIU apTPUT.

Onucana anmuiickuM neaguarpom Still G. F. B 1897 r.

Dtuonorus He yrouHeHa. CylillecTByeT Teopusi 00 MHOeKIIn-
OHHOM MPOUCXOXIEHUU OOJIE3HU U O TEHETUYECKU O0YCIIOBIEH-
HOU TNpenpacrnoioXkeHHOCTU. BO3HUKaeT B MepBbIe oMbl KU3HU.
XapakTepusyeTrcsi BOCIAIUTETbHBIMU UBMEHEHUSIMU B TIEpUapTU-
KYJISIDHBIX TKaHSIX, 00pa3oBaHUEM BBITIOTa B CYCTaBHYIO IIENb,
NECTPYKIIMEN CYCTaBHBIX MOBEPXHOCTEI, OTrpaHUYeHUEM TIOJ-
BIDKHOCTH, a B TIOCHENYIONIEM - aHKWJIO3UPOBAaHUWEM CYCTaBOB,
yBeJIMYeHUEeM JTUM@aTUIeCKUX Y3J0B, OCOOEHHO B TOAMBIIIEY-
HBIX BMAaJWHAX W B 00JIACTU JIOKTEBBIX CYyCTaBOB. BropuuHast
aHemusi, JelikoreHusi, ypenuueHue COD, CBETIO-KOPUYHEBAsI
MMUTMEHTALUST KOXU, UPUIOLUKIIUT, TIJIEBPUT, MEPUKAPAUT Yac-
TO COIYTCTBYIOT JaHHOU MaTojoruu. PeHTreHosoruue -
CKWU BBISIBISIETCS OCTEONOPO3 CYCTaBHBIX KOHIIOB, KOCTHAasI
atpodusi, B MO3MHUX CTAAMSIX - aHKWJIO3.

CherpeHa cuHAPOM (S. Sjogren), BHECYCTaBHOIl pEBMAaTOMIHBIN
MOJIMAPTPUT.

Omnucan mBeackuM odranbmonorom Sjtigren H, C.B 1933 1.

Ocobas knmuHUYeckass dhopma.peBMaTOUIHOII MOJIUapTPUTa,
NPy KOTOPOW NOMUHUPYIOT TakKue BHECYCKIIIHbIE MPU3HAKMU,
KaK BOCTHQJIUTENIbHBIEC SIBJISIETCS CO CTOPOHBI Va3, CIU3UCTOU
000JI0UKU PTA U TJIOTKU. Y OOJBHBIX OOHAPYXUBAIOT CYXOil Ke-
PaTOKOHBIOHKTUBUT, MTPU KOTOPOM CJie3Hasl CEKpEelvs Ucue3aer,
BbI3bIBAasl BecbMa HEMPUSITHOE OIIYIIEHHEe CYXOCTH BEK WU
HaJIM4Msl TTOCTOPOHHETO TeJia, B JaJbHEWIeM BO3HUKAIOT U3Me-
HEHUSI POTOBUIIBI, TOXOJAIINE 10 ee U3bsi3BaeHus. [laronoruue-
cKasl KapTUHA U3bS3BICHU N CKIIEphl BeCbMa HAIIOMUHAET KapTh-
Hy Y3€JKOB MPU PEeBMATOUIHOM TMOJUapTpuTe. SIBIEHUS CO CTO-
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POHBI CJIU3UCTON OOOJOYKU PTa U TJIOTKM OOYCIIOBJIEHBI MCUE3-
HOBEHUEM CJIIOHHOW CEKpPELMH, BBIChIXaHWEM U TOKPAaCHEHUEM
CU3UCTOM. Y OOJIbHBIX MOSIBJSIIOTCST 3aTPYAHEHUSI TP TIIOTAHUM
Y XeBaHUU, JIETKO pa3pylliaiTcs 3y0Obl, YBETUYMBAIOTCS pa3Me-
PBI OKOJIOYIIHBIX, TOAHMKHEUESTIOCTHBIX U MOMBSI3bIYHBIX CJTFOH-
HBIX Xeje3. B maneko 3alieAmmx ciydasix MOTYT MOSIBJASIThCS
MOpaXeHUsI U APYTMX CAU3UCTBIX 000J04eK (KeJyaKa, mpsMoi
KUIIKW, BJIarajuina).

TapatsiHoBa 6one3ub CM.: Xowda - Kpucmuana - Illwasepa 60-
N€3Hb.

Tesenapa cunmpom (s. Thevenaid), cemeitHass 3BeHHO-MYTUIN-
pylolasi akpornartusi, ceHcopHasi Helipornatus Jlenu - bpayHa.

BrnepBole omucaH ¢paHiy3ckum BpauoM Thevenaid A. B
1942r.

IpencraisieT co6oit ayTOCOMHO-TOMUHAHTHOE HACIEICTBEH-

Hoe 3a00JieBaHUE ¢ BapualeIbHON 3KCIPECCUBHOCTBIO, B OCHOBE
KOTOPOTO JIEXKUT BPOXIEHHOE TMOpaxeHue nepudepruieckoro
HelipoHa, Benylee K akpoocTeoau3y. CUHIPOM MPOSIBISIETCS B
NIETCKOM BO3pacTe U XapaKTepu3yeTcss CUMMETPUYHBIMU pac-
cTpoiicTBaMu TPO(PUKHU AUCTATBLHBIX OTIEJI0B KOHEUHOCTEH C Ha-
pyllIeHUEM TaKTUJIbHOUM, WHOTAa OO0JIEBOM UYyBCTBUTEIHLHOCTH,
aKpoOIMaHO30M, U3bI3BICHUEM KOHIEBBIX (pajaHT, WHOTAA
CTMIOHTaHHOU ammyTtanueii. [lanbiel yromieHsl (Konbacoobpas-
Hble Tasblibl). MIHOTIa oTMevaeTcst mopaxeHue SKCTparnupaMu-
HBIX TIyTel, MOBBIIIEHUE CYXOXWIbHBIX PedIeKCOB, MOJIOXU-
TeNbHBI cuMnToM babuHckoro. HabGmionaiorcss abopTUBHbBIE
¢GopMBI ¢ MaJIOBBIPAKEHHOUN CUMITOMATUKOM.
Tepnepa — Kuzepa cunapowm (s. Turner — Kieser), KOCTHO-HOTTe-
BOM NTM30CTO3, HACJIEACTBEHHAass KOCTHO-HOTTeBasl NUCILIA3Ms,
KOCTHO-HOTTeBasi JucCIUIacTU4eckass anboymunypusi, @Donra
cunapom, Octeppeiixepa — DoHra CUHAPOM.

Onucad amepukaHckuM Bpauom Turner J. W. B 1933 r., 3a-
TeM HeMelkuM Bpadom Kieser W.B 1939 r.

HacnenctBenHoe 3abosieBaHue, mepenaeTcsl MO ayTOCOMHO-
MOMUHAHTHOMY Tumy. [IposiBisieTcss B JAETCKOM Bo3pacTe. Xa-
pakTepusyeTcs TUMoIUIa3ueit HorTei, yaile mepBbiX, HeIopa3Bu-
THEM WIM OTCYTCTBHMEM HAJKOJEHHUKA, TUIOIJIa3uell TOTOBKYU
JIy4eBOIl KOCTH, HEIOpPa3BUTHEM JIOMATOK, MUTMEHTAlUeil pa-
Ty>kHO¥ 06oouku. Hepenko aToit maTojoruu ComyTcTBYET Mpo-
teunypus (B 30% ciydaeB) , HapylieHue GyHKIIMK TOYeK. PeHT-
TeHONOTUYECKHU OMpeaessieTcs] HeAopa3BUTHE KOCTeNTa-
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3a, THIoriasus 3HI/Id)I/I3OB JUCTAJIBHOTO KOHIIa 6CHDGHHHX, Tie-
YEBbIX KOCTEW, BBIBUX WJIU TTOABBIBUX TOJOBOK JIY4EBBIX KOCTEN.

Tes .— Cakca 6omnesnb (T. Tay - Sachs), nepebpomakymnsipHast
JlereHepalysi, aMaBpoTUYecKasi UAUOTUS, paHHSsIS IeTCKasi UIUO0-
TUSI, JIMTIOUI03 HEPBHOW CUCTEMBI, JUTIOWAO3HBIM TaHTJIMO3MUT,
niceBno-I'ypiepa cuHAPOM, Helpo-BUCIEPATIbHBINA CEMEWHbIN JIv-
MOWI03, TaHIJIMO3UI03.

BriepBbie ommcaHa aHrimiickuMm odraibmoiorom Tay W. B
1881 r. m amepukaHCKMM HeBpomatojiorom Sachs B. B 1887 1.

3abosieBaHNe HACJIEACTBEHHOE, CEeMeiHOoe, TepenaeTcs TIo
ayTOCOMHO-JOMUHaHTHOMY TUMy. [lposiBisieTcsi B mepBble Me-
CAIBl XXKU3HU. XapaKTepu3yeTcsi HapylleHUeM XUPOBOTO oOMe-
Ha, TMOpaXeHWEM TOJIOBHOTO U CIIMHHOTO MO3ra, CIUHAIbHBIX
raHrveB. JleTd COHJIMBBI, allaTUYHbI, MAJIOMOABUXHBI, HE CHU-
T, He xoadaT. [lopaxkeHbl BHYTpEeHHUE OpraHbl, HO MEHBbIIE,
yeMm 1nipu 6osie3Hu Humana - [luka, cXogHOU ¢ MaHHOI maToyo-
rueil U uMeroNlel ofvH reHe3. TUMUYHBIM MPU3HAKOM aMaBpoO-
Tryeckoit upnotun Tess — Cakca sIBsieTCsl KapTHHA TJ1a3HOTO
NHa: aTpodusi AUCKOB 3PUTEIBHOTO HEpPBa W BUIIIHEBO-KPacHOE
MATHBIIIKO B MakyJisipHoii obnactu. Hucrarm, kocornasue, cie-
MnoTa, cjiaboymue, MbIlIeYHast ClaboCTh, COCYAMCTO-IBUTATENb-
HbIE PAcCTPOUCTBA COMPOBOXIAIOT TaHHOE 3a00JieBaHUE.

KocTHasti cucrema Takxke mopaxeHa: KOPKOBOE BELIECTBO
KOCTEl MICTOHYEHO, OCTEONOpPO3, HapyllleHUe OcCU(pUKAIIUU FMU-
hu30B, ¢ TeueHNEM BpeMEHM BO3HUKAIOT 3MUGMU3UTHI, HapyIlle-

HMe (GYHKIIMU CycTaBOB. boJjie3Hb TIporpeccupyer, DeTH HEeXM3-
HECITOCOOHBI.

Teiton cuHmpom (s. Taybi), oTomasaTOMUTUTAIBHBIN CUHIPOM.

Onucan Taybi H. B 1962 .

XapakTepusyercss COYETaHWEM AUCIUIA3MU KOCTEW, HU3KUM
poCcTOM, pacuielieHrneM Heba, Crenn(UIecKuM JIUIIOM, TIIyXO-
TOM, HEIOpa3BUTHEM MOIOOPOIKA, TUIIEPTETIOPU3MOM, MUKPO-
cToMuelt, MukporHarueil. HabGmomaiorcss Takxke medopmanus
TPYIHOW KJIETKU, KOPOTKOE TYJIOBHUIIE, OTpaHUYEHUE pa3rubda-
HUSI U CYNUHAIUU TIPENIUIeYbsi, KOPOTKUE IMUPOKKe | Tasbiibl
KUCTH U CTOTIBI, Helopa3BuTue peur. CHHAPOM, BEPOSITHO, Tepe-
maeTcss TI0  ayTOCOMHO-PELIECCMBHOMY THITY; TOpPaXaloTcst
[JIAaBHBIM 00pa3oM MaJIbuMKH.

Teitunennepa curapoM (s. Teutschla'nder), mporpeccupyrommii
JIUTIOUIOKAJIBIINHO3, TPOTPECCUPYIOIINIA JIMTIOTPaHYJIeMaTO3-
HBIN KaJIBLIMHO3, JINTIOKATBIINOTPAHYJIEMaTO3, MHOXECTBEHHBII
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JIATIOTPaHYJIEMAaTO3HbIN KaJIbIIMHO3, YHUBEPCAJIBbHBIA UHTEPCTU-
[AATBHBINA KaJTBIWHO3, JIMIIOWI0KAIbIIMEBast Mojaarpa, mporpec-
CUPYIOIINIT BHYTPUMBIIIEYHBIN JTUTTOTPAHYJIEMAaTO3, TUCTPODU-
YECKUIA METATUTTOUINIECKUI KAJIBIITHO3.

BriepBbie onucan HemenkuM matosnorom Teutschlandtr O. B
1935 r.

3aboneBaHUE OOYCJIOBJICHO PACCTPOICTBOM IUIHIE(ATHHO-
TOPMOHAJILHOM PEeTYJSIUU ¢ HapylIEeHUEM XOJIECTEPUHOBOTO M
MHWHEpaJbHOTO OOMeHa. MMeloT 3HayeHue U HaclleICTBEHHO-
KOHCTUTYIIMOHAJIbHBIE (haKTOPBI. XapaKTepU3yeTcsl HapylleHU-
€M OOIIero COCTOSTHUSI, TTOCTETICHHBIM Pa3BUTHEM TUIOTHBIX 0O-
JIE3HEHHBIX 0YaroB, PAcCIOJIOKEHHBIX B CHHOBUABHBIX CYMKaxX B
00J1acTH KPYITHBIX CYCTaBOB W TPOXOISIINX BOJIU3M HUX CYXO-
KUJUA M MBI, 3aTeM O4ard YIUIOTHEHUS pa3MsIT4aroTcs, TIo-
sIBJIsieTCsT (hmoKTyanusi. B o6macty dacumii 1 cepo3HBIX 000710~
YyeK - JIMTTOUIHBIC OTJIOXEHUST ¢ 00pa30BaHNEM BTOPUYHBIX Ipa-
HyjlieM 0e3 0co0Oi TeHIeHUUU K OObI3BeCTBIeHUI0. B cramuu
pa3MsATYEHUS Y3JI0B OTMEYAEeTCs MOBBIIIEHNE TeMIiepaTypbl. He-
penko HabmojaeTcsl Takke HapyllleHue oOMeHa C TuIepxoJjiec-
TepUHEeMMUeN, TucTpodueil MBI, CKIEPOAEpPMUE U OCTeOIo-
pO30M.

Tubupxe — Baiiccenbaxa cunapowm (s. Thibierge —Weissenbach),
CKJIEPOIEPMUSI, CKICPONTAKTUIIHUS.

Onucan Thibierge E.u Weissenbach R. B 1911 r.

XapakrepusyeTcsi OMTHOBPEMEHHBIM HaumuueM 6onie3Hu Peii-
HO, CKJIEPOJIAKTUIINY, OTJIOXEHUS U3BECTH B MOIKOXHOMN OCHO-
Be W KaTapakThl. JIMarHo3 CKJIEpOJepMHUU YCTaHABIIMBACTCS Ha
OCHOBaHUY CBOICTBEHHOII 3TOMY 3a00JIeBaHUIO CKIIEPOaTpobUi
KOXHU Ha KOCTHBIX BBICTYNAaX, NEMUIMEHTAlMM W CKIepo3a B
dbopme TONOCOK, CKIEPONAKTUINKM M YACTUYHOTO OOJBICEHMS.
ITpu ckneponepmun Tubupxke - BaiicceHOaxa, Kpome mepeync-
JIEHHBIX CUMITTOMOB, BCTPEYAIOTCS SIBJICHUS HEKPO3a M OTIIOXE-
HUE CoJieil KaJiblivisi B OOJACTH NUCTATBHBIX (hajlaHT TaTbleB
KUCTEH.

Tumana cunapom (s. Thiemann), Tumana — @ueiinrHepa 601e3Hb,
aBaCKYJISIpDHBI HEKPO3 (halaHT mayblieB KUCTH, OCTEOXOHAPUT
MeTaKaprhaJbHbIX ¥ MeTaTap3aJbHbIX KOCTEH.
Omnucan HemenkuM xupyprom Thiemann H. B ,1909 r.
XapakTtepusyercsl mopaxkeHueM 3Mudu30B GhajaHT TabIeB
KUCTEH ¥ CTOM, KOTOPOE Yallle MposiBiisieTcs y ioHolei. O0bIu-
HO TTopaxatotcst anmdusbl cpenaux dananr I - 111 manpies kuc-
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TH, TIpOKCUMabHOU camaHry | manpua cromel, | TUTIOCHEBOM
koctu. COOTBETCTBYIOIIME Tadbllbl YKOPOUYEHHI. JIBUKeHUST B
MeXdamaHTOBBIX CyCTaBaX HapyllaloTcsi. PeHTTeHOJNOTH -

YyecCKWU OmNpeneisiercs yMeHbIIEHUE Pa3MepOB MOPaXeHHBIX
3nudu30B, UX paccachbiBaHUE.

Tutue cunmpom (s. Tietze), octeoxoHIpPUT pedpa.

Omnucan HeMenkuM xupyprom Tietze A. B 1921 r.

DrHonorus HesicHa. XapakTepusyeTcs nedopmaliveit, mpu-
MyXJIOCTh0, OOJIBIO B 06J1aCTH PeOepHO-TPYIUHHBIX COWICHEHUI
MPpY TaJbITalliU, TIYOOKOM IBIXaHWM, Kanuie. PebepHbie Xpsum
OKOCTEHEBAIOT, HapyllaeTcsl TMOABMXHOCTb TPYIHOM KIETKH,
CHUXaeTcsl IbixatesqbHast (yHKIus. VHorma mporekaer ¢ MOBBI-
LIeHHOH TeMriepaTypoii. Havano 3a6oneBaHus ocTpoe, MOI0CTPOE.

Tpesopa 6one3np (m. Trevor), reMmumenuueckas popma smudu-
3apHOM AUCIUTA3UM, TAP3OMETaJINS, Tap303Mmbu3apHast akjia3usl.

BriepBbie onncana Mouchet, Belot B 1926r. TrevoiB 1950r.
BBIICTWII €€ B OTAEIBbHYI0 HO30JIOTUYECKYIO EIMHMUILY, TaB CBOW
TEPMHUH - Tap3o3nudu3apHas akiasus.

BruduszapHas reMuMeTnYecKas TUCIUIA3Us - penKkoe 3a00-
JieBaHMe, OTHOCSIIEeCs K Ipymie 3nubu3apubIX TUCIIa3UM CKe-
JieTa ¥ BO3HUKAWIIEEe B JETCKOM BO3pacTe BCIIEACTBUE IOpa-
KEHUS OJIHOI TOJIOBUHBI anu¢u3a. BHavane MHOTHE aBTOPHI OT-
HOCWJIM JaHHYIO TIaTOJIOTUIO K OCTEOXOHIPOME, OIHAKO TMCTO-
nornueckue uccienoBanus nocinegHux jer (I W. JlaBpuiepa
u A. T. [euepckuii, 1974) mo3BoJwIM OXapaKTepu3oBaTh BTy
MaTOJIOTUIO KaK AMCIUIACTUYECKUN TIPOIIECC, MPOSBISIONIMIACS
3amepkKoil (opMHUpPOBaHMS CYOXOHAPAJIBLHOW KOCTHOM TLIac-
TUHKM M TIPOJOJIKEHMEM KOCTeoOpa3oBaHUs Ha OCHOBE HC3a-
KpPBIBIIEHCS B CPOK POCTKOBOW 30HBI CYCTAaBHOTO 3MUbU3a.
[Tpononxaroiuiicss pocT NOpaxXeHHO MOBEPXHOCTU 00YCIOBIH -
BaeT He TOJIbKO ero (DYHKIIMOHAIBHYI0 CTPYKTYPY, HO U (hopMmy.
3aboneBaHWe yalle MOpaxaeT JUIlI MYy>XCKOTO ToJia B BO3pacTe
3-14 ner. Haubonee yvacras jokanusaius 3a0o0JieBaHUS: Ta-
paHHasi KOCTb, TPOKCUMAJIbHBIN WIN IUCTATbHBIN 3TTMDU3 60ITb-
m1e6epIIoBOil KOCTH, AMCTATbHBIN KOHEIl OepeHHO# KocTH. Onu-
CaHbI TOPaXXeHMS U Ha BepXHEil KOHEYHOCTH.

PeHnTreHonorumyecKHu TpH ITOM 3a00JIeBAHUU OT-
MeyaroT YBeJUYeHUe TTOJOBUHBI 3NN(d13a, KOTOPOE TPUBOIUT K
nedopmaly cyctaBa, UCKPUBJIEHUIO OCH KOHEYHOCTH. B m3me-
HEHHOM CYCTaBe OrpaHWYeH o0beM IBuXeHUii. [1pu xonpbe Ha-
6aonatoTcss XpoMoTa U 00jb. B psne ciayyaeB MOXHO oOHapy-
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KHUTh aHATOMUYECKOE YKOPOYEHME MOPAaXEHHOrO CEerMeHTa. 3a-
GosieBaHUE TPOTrPECCUPYET.

Tpenera cunopom (s. Trelat), coemmHUTETIBHOTKAHHOE 00pa30Ba-
HHE B TIOAKOJIEHHOW sIMKe, CKJIamdyaTas Koxa.

Briepsoie onucan Trelat B 1869 .

HacnencteeHHasi matosorusi, nepefaeTcs 1Mo JIOMUHAHTHOMY
TUIY, HEPENKO BCTPEYAIOTCS U CIOpaaUYecKue clydau, He UCK-
JII0YeHa ayTOCOMHO-peliecCUBHasl mepenaya 3aboseBaHus. s
JNAHHOTO CUHAPOMA XapaKTEePHBIM SIBJSIOTCS: COEAVMHUTEIbHO-
TKaHHbIE J00POKAYECTBEHHbIE 00pa3oBaHMsI B 00JAaCTU TMOAKO-
JIEHHOU SIMKU, TOJTHOE WY YaCTUYHOE HEeJ0pa3BUTHE HAIKOJIEH-
HUKa WM HaJu4ue OBYX HEIOPa3BUTHIX, TUTIOMIIA3MsI MAJbIEB,
CUHAAKTWINS, yBeJIUUYEHUE OOJBIIUX MAIbIEB CTOIMbI, JAUCIUIA-
31 HOITeH, scrotum bifida, Kpunropxusm, HelOpa3BUTHE TIOJTO-
BBIX I'y0, HaJIM4YKME TaXOBBIX TPBIX, CKJIAMYaTOCTh U UCTOHYEHUE
KOXM, pacileryieHne ry6 u He3apalieHue Heba. OTMevaeTcs psia
HEBPOJIOTUYECKUX DPACCTPOUCTB, OOYCIOBJIEHHBIX HEBPUTOM Ce-
JAJMIIIHOTO HEepBa, KOTOPBI HEpelKO OKa3bIBAeTCs BKIIOYEH-
HBIM B COEIMHUTEIbHOTKAHHBIE 00pa30BaHMs B 00JACTU MOIKO-
JIEHHOU sIMKU. BepxHue KOHEYHOCTH, KaK MpaBujo, He mopaxe-
Hbl. Hepenko HaGmomaercsi U3bsSI3BIEHUE CAU3UCTON 000JIOYKHU
POTOBOM TOJIOCTH.

Tpyanns - XKrwone cunapom (s. Troell - Junet), akpomeranouns-
HBIl TUTIEPTUPEO3 C TUIEPOCTO30M, aKPOMETAIO-THPEOUTHBIN
KOMILIEKC.

OmnucaH He3aBUCUMO APYT OT Ipyra WIBEACKUM BpauoM Tro-
ell N. A.u mBeitrapckum teparneBToMm Junet R. M. B 1938 T.

PasBuBaetcs B pesynabraTe TUNepdyHKIUU TUNodusa JIudo
HapylieHus GYHKIMW [IUTOBUIHOM Xene3bl. Bcrpewaercss y
MTOXMJIBIX XEHIIWH. XapaKTepu3yeTcsl aKpoMerajiuei, TUnepo-
CTO30M CBOJIa Yepera M IPYTuX KOCTeW CKeJieTa, yBeJIUYeHHeM
U Tunep@yHKIMed IUTOBUIHON XeJie3bl, MHOTAa OJHOBPEMEH-
HO BCTpEYaeTCsT caxapHbIii 1uabeT.

Typeitna curgpom (s. Touraine), cuuapom Typeitna - CosneH-
Tta - [omie, ocTcomepMmonarus, MaxuaepMoOIepuocTo3, CHHI-
pOM TMaxuIepMaTUTa - MaXUMEPUOCTUTA - OCTEO(PUTOM.
OmnucaH COBMECTHO GpaHIy3cKMMHU Bpadyamu Touraine H.,
Solente G. u Golle L.B 1935 .
[MpencraBisger coboil reHepaJlM30BaHHBIA OCTEOCKIIEPO3,
CBSI3aHHBIN ¢ TUCHYHKIMEH IHTOKPUHHOM CUCTEMBI JINOO C Ha-
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pylieHueM AuaHIehaNbHON peryiasuun. HaGmomarores cemeii-
HBIE CJIyYau C HepeTyJIsipHO-TOMUHAHTHBIM HACJICIOBAHUEM M CIIO-
paguuyeckue ciaydan. [TopaxaioTcsl TOJTbKO MYXKYMHBI. XapaKTe-
pU3yeTCsl YTOJIIEHNEM M CKJIaI4aToCThI0 KOXM Ha JIUIE, BOJIO-
CHCTOI YaCTH TOJIOBBI, KUCTAX M cTomax. CalbHble XKeJie3bl KO-
XY TWIIEPIUIa3upOBaHbl, CEKpelust uX obuiabHas. Habmonaores
JIBYCTOPOHHME CUMMETPUYHBIE KOCTHBIE pa3pacTaHMsI Ha KOHEU-
HOCTSIX, OCOOEHHO B IUCTANbHBIX OTAENAX; IMabIlbl HA KUCTSIX
M CTOIMAaxX YTOJIIEHBI, HOITU Je(hOpPMUPOBAHBI, OTHOCUTEIHHOE
yIUIMHeHUEe KOHevyHocTeil. OTMeuaeTcst TOBHIIIEHHOE BhIIETICHIE
C MOYOif 3cTporeHoB. 3abojieBaHUE TPOTPECCUPYET MeUIeHHO,
JIOCTUTaeT MaKCUMYMa B TPEeTheM AECATHIICTHM.

TypHepa cMHIPOM, TTOBpPEXAEHWE MEXKOCTHOTO ThulbHOTO Hep-
Ba TMperuieybsl.

HabmionaeTcst npu MOBpeXAeHUU 3aJHETO MEXKOCTHOTO Hep-
Ba TIpeNIUieybs] CMECTUBIIMMMUCS OTIOMKAMM JIy4eBOW KOCTH
MpU ee TepeioMe B HIDKHEH TpeTu. XapaKTepusyeTcst BhIpakeH-
HBIM OTEKOM KHMCTH W TajblieB, HapyleHueM GyHKUUHU, OOJIbIo,

OCTC€OIMOPO30M, BbI3BAHHBIMU HeflpOTpO(bH‘{CCKI/IMI/I NU3MCHE-
HUSAMHU.

Typriuna cunapom (s. Turpin). Cm.: Typnuna -Kacmacundpom.

Typruna — Kocra cunapom (s. Turpin - Cost), 6Gpouxo-muiie-
BOIHAsI 9KTa3Wsl C MUIIEBOIHO-TPaxeaqbHON (HDUCTYIIOM U MO3BO-
MOYHO-peOEpHBIMU TTOPOKaMU Pa3BUTHS, CUHIpOM TypruHa.

BriepBbie onucan dpaniy3ckumu neauatpamu Turpin R., Le-
voine I. M, Chassagne %.B 1y949 T.

[Mpencrasnsier coboit aMOproNIaTUUYECKOE HAPYIIEHUE Pa3BU-
TUSL Tpaxew, OpPOHXOB, MUINEBOMA, TTO3BOHOYHOTO CTOJI0A U pe-
Oep. XapakTepusyeTcsl BPOXICHHBIMU OpPOHXO3KTa3aMU, YBe-
JIMYEHUEM TMIIEBOJA U COOOIIEHNEM ero ¢ Tpaxeeil, mopoKamMu
pa3BUTHS TTO3BOHOYHOTO CTOJI0a (yBeJIMYeHUE KOJMYECTBA IM03-
BOHKOB, UX pacllelUIeHue U Apyroe), a Takxe IOPOKaMU pas-
BUTHS pebep (Yalle areHe3Well TepBHIX pedep).

Yunmist curapom (s. Whipple), apTpo-tnicpukapanutudyeckas crea-
TOpest, JIMTTONUCTPOGUS KHUIIOK, JUIMOMarndeckKuii rpaHysiemMa-
TO3 KHUILIOK, HETPOIIMYECKOE CIPY, UAUOMATAYECKASI CTCATOPES.

Omnucan amepukaHckuM matosiorom Whipple G.H.B 1907 r.,

OOycioBJIeH HapylIeHWEM BCAaChIBAGMOCTHU XMpa B KUIIKaX,
BO3MOXHO, BCJIEACTBUE MOPAXEHUs] CTEHKM KUIIKU MUKpOOa-
MU U HapyllleHUus1 XupoBoro obmeHa. [lopaxaeT mpcumyiiect-
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BEHHO MYXYUH cpelHero Bo3pacta. PazBuBaeTcsl mociyie Hernpo-
JIOJKUTEJILHOTO HETUITMYHOTO TPOJPOMANIbHOTO Iepuojaa. Xa-
paKkTepU3yeTcsl CTeaTopeeii, MeTeOpU3MOM, CIIa3MaMU KHIIOK,
Mporpeccupyloleil KaxeKCuei, rimoToHue, atuHaMuet, MHOT-
Ja OTeKaMHM B CBSI3U ¢ runoaibOymuumypueit. Hepenko mmeer
MECTO aBUTAMUHO3 C MOPAXEHUEM KOXHU U CIU3UCTHIX.

OOBIYHO B JaJbHEHIIEM pa3BMBAeTCS IMOJIUAPTPUT, MOJIUCE-
pPO3UT, BAaCKYyJUT, 3HAoKapauT. MHorma HaOmomaercss Me3ane-
HUT WIN JaXe reHepanru3oBaHHas TuMdaneHonatus. OTMevaeT-
Cs TUTIOXpPOMHAsl aHEMUSI, YMEHbILIEHUE COIEepXKaHUS B KPOBU
0EJIKOB, X0JIeCTepUHA, KaJIbLIMS.

VYnunrepa 6ome3nb (s. Uehlingera), maxuaepMoHeprocTos, reHe-
paJM30BaHHBII TUIIEPOCTO3 C MaXUAEePMUeii, TUTIepTpodhuIecKast
0CTEOIePMOTIaTHsI, aKPOTIaXUAEPMUS C TAaXUTIEPUOCTO30M, MO~
MaTUYECKU CeMEWHbIN reHepaau30BaHHbI 0cTeOPUTO3, UAUO-
MmaTuyecKasi rurnepTpodrupoBaHHAs OCTeOapTPONaTHs, aKpoMe-
TaJIOWIHBIA OCTCO3, KOCTHAsi M KOXHasl Merajusi, ocreo(uro3
®punpeiixa — Dpba — ApHoiba.

Ornucana mBeiapckum maronoroM Uehlinger E.B 1941 .

AyTOCOMHO-TOMUHAHTHOE HAacJeICTBEeHHOe 3aboJieBaHUE,
MPU3HAKKM KOTOPOTO TIPOSIBIISIOTCS B MOIPOCTKOBOM BO3pacTe,
yaiie MopaxalTcss MYXYWHBL. [l TaHHOI TaTOJOTMU XapakK-
TepHbl MCKPUBJICHUE TAJTbLIEB KUCTEH, CTOIM, TUTEPIIIa3Usl MsT-
KUX TKaHel, TUCTIPOTIOPIUS [UIMHHBIX TPYyOUaThIX KOCTEH, yTOJ-
HIeHWe W THUIepruapo3 cton u kucreil. Cebopesi KOXHU, MTO3
BeK, XMpHas KOXa JIMla U TOJIOBBI, YacThle OedapuTsl, 60J1b B
cycTaBax, TOC/IeIHUE YBEJTUYEHBI B 00beMe U 1e(hOpMUPOBAHBI.

PeHTreHonormuyecKwu BHIBIIETCS CKJIEPO3 KOC-
Teil, YTOJIIEHWE KOPKOBOTO BEIECTBA C MEPUOCTAJbHBIMU Ha-
CIIOEHUSIMU, CIIOHTHO3a papeduiupoBana. Koctu yepemna yTosi-
IIeHbI, (POHTATIBHBIE CUHYCHI YBEJIWYECHBI, OCCU(DUKAIIUST MEXK-
ITO3BOHOYHBIX CBSI30K, TMIIEPOCTO3 MEJIKUX CYCTAaBOB (MEXII03-
BOHOYHBIX, KOCTOBEPTEOPATbHBIX, MEX(paNTaHTOBBIX U Ip.).

Vabpuxa cunapom (s. Ullrich), BpoxkneHHast aToHUYecKasi CKie-
poTHYecKas MbIIleyHast TUCTPO(US.

Omnucan HeMenkuM nequatpom Ullrich O.

[MposiBnsieTcst ¢ poxaeHusi. XapakTepusyercsl ciaabopas3Bu-
TOW MYCKYJIATypOii.NMUCTaIbHBIX OTAENIOB KOHEYHOCTEH, KOHT-
pakTypaM¥ TPUBOASIIUX W CTUOAIONIMX MBIIII, OTpaHUYECHUEM
OTBEJICHUS M CTUOAHUS B IJICUEBBIX U Ta300€IPEHHBIX CyCTaBaXx.
Hepenko obpasyercss kudockonnos. BeipaxeHna obuiast acte-

137



HUSI, TUTIEPTUAPO3, CYXOXUIbHBIE pedIeKChl HOPMallbHbIE WU
YCUJICHHBIE, UHTEJUIEKT He CHUXeH. BoJie3Hb He mporpeccupyer,

OITHAKO TIPOTHO3 HEOJATOMPUSATHBIN W3-3a MHTEPKYPPEHTHBIX
3a00JIeBaHMIA, Yalle BCEro MHEBMOHWM.

VYabpuxa — Deiixturepa cunapom (s. Ullrich - Feichtiger), m-
CKpaHMO-TUTO-(halaHrusl, POCTOKCKUIl [ereHepaTUBHBINA THIL.

Onucan HeMmeukuM BpayoMm Feichtiger B 1942 .

MHoOXeCTBEeHHBbII MOPOK pa3BUTHS, OOYCIOBJIEHHbII TreHe-
TUYECKU, UJIU STMUTCHETUYECKU TIePUCTAaTUUECKOE PACCTPOICTBO.
[Mcuxuyeckoe pazBuTHe HOpMaibHOE. BbipaxkeHue Jula TUIUY-
HOe: y3Kasl [Jla3Hasl Iejib, OIMYIIEHHBI Yroj Hoca, BBICTYIa-
fOIIUiT OOJIBIIONM YPOMIUBHINA 0. YIITHBIE paKOBUHBI e(OpPMHU-
pOBaHbl C pa3BUTUEM IMPEAYPUKYISIPHOTO YUIHOTO MPUIATKA U
IJIOCKMMU YITHBIMUA PaKOBUHAaMM (KOIIAYbM YIIW), MUKPOTE-
HUeil, Bomubeil mactelo. [71a3a ManeHbkue, Koaaboma paayKHO
000JI04KH, TIOMYTHEHUE POTOBULIbI, MOTEPs cyxa. Pa3BuBaercs
JIOTIOJIHUTENIbHBII TTasiell, pexe HEeCKOJbKO IMPUIAKTOB Taiblia,
nucdananrus. HapylieHo pas3BUTHE TIOJMIOBBIX OPraHOB: TUIIO-
criaausi, KpuntopxusM. MHoraa ormevarorcst neopmauuu cror,
MMOPOKM Pa3BUTHUS CEpALA, MOYEK, KHUILOK.

Vabpuxa — @pemepes: — ona curapom (s. Ullrich - Fremerey -
Dohna), mm3sHuedaronepmatodakusi, AUCKPAHUOAU3OTIUS,
cunapoMm ®pemepest - JloHa - Yibpuxa.

BriepBble onucaH HemenkuM Bpadyom Fremerey-Dohna H. B
1952r.

3aboseBaHMe CBSI3aHO C MOpaXeHWEM Iutona. XapakTepu3sy-
eTcsl MaJIbiIM POCTOM, TPEeyrojibHOU (opMoii yepera, MUKpOTe-
HUEil, MUKPOCTOMMUEH, ,,ITMIBUM JIULIOM", BPOXKIEHHON Karta-
pPaKkTOil M APYIrMMH IMOPOKAaMU Pa3BUTHS TJia3, TUIIOTPUXO30M,
CKJIEPOTUYECKN-aTPO(PUUECKUMU U3MEHEHUSIMU KOXU B objac-
TH BEHTPAJbHBIX CETMEHTOB 4Yepera, O4aroBOU JieHKOmepMuei.

®ankoHu 6one3Hb (m. Fanconi), anemusi MaHkoHM, ceMeiiHas
MEPHEIN030TI0N00HasT aHeMUsT Y NeTeil, KOHCTUTYLMOHAIbHBIN
MaHMUEeNOPTU3 C MHOXECTBEHHBIMU TIOPOKAMM Pa3BUTHS, arljia-
CTUYECKass aHeMUsI C BPOXICHHBIMU aHOManusiMu - tun DaH-
KOHWU.

Ormmcan mBeiiiapckum neauatpoM Fanconi G. B 1927 r.

KoHcTuTyniMoHanbHasi MaHMUEONaTHsI, codeTaromasicss ¢
MHOXECTBEHHBIMM TIOPOKAMU Pa3BUTHS, C TPOCTON PEIIeCCHB-
HOI HacJIeICTBEHHOCThIO. BcTpeualoTcss Takke criopaguyeckue
ciayyau 3a0osieBaHUsI. XapaKTepu3yeTcsl MajblM WU KapjuKo-
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BBIM POCTOM, WH(MAHTUIM3MOM, THIOreHuTaTn3MoM. Yeper
MaJIeHbKUIi, OTMEYAIOTCS MOPOKU PAa3BUTHUST KUCTEM, TUITO- VIIK
arja3us Heba, MOPOKU Pa3BUTHS MOYEK, aHOMAJTUU MTUTMEHTA-
MU KOXU, MUKPO(PTATbMUS, Kocoriazue. Peduiekchl MoBblIIe-
HBI, 0COOEHHO KOJICHHBIN, Tlle MHOTMA yIaeTCsl BbI3BaTh KJIOHYC.
XapakTepHbl JJabopaTOpHbIE MOKa3aTeJl: TUTIEPXPOMHAst MUK-
poluTapHasi aHeMMUsl, JIEHKOTIEHUSI C  TICEBIOIETbIePOBCKUMM
SIIEPHBIMU CTPYKTypaMu, TpombormieHusi. KocTHBI MO3T rutio-
MJTACTUYHO-ATUTACTUYHBIN, COmepkXUT Xup. OcMoTUYecKast U Me-
XaHWYeCcKas pe3UCTEHTHOCTb 9PUTPOIIMTOB HE HapYIIeHa.
®ankonu - Ansbeptunu - LlenbBerepa cunapom (s. Fanconi -
Albertini - Zellweger), TmccBIopaxuTudeckas alaornyeckast
OCTeOMaTHs.

OmnucaH mBeilapckumMu BpayamMu Fanconi J, Albertini A.,
ZcllwegerH.B 1948 r.

KoHcTuTymoHanbHOe HapylleHre 0OMeHa C alluI030M U 0C-
Teornatueil. XapakTepu3yeTcs MPOMOPIMOHAIEHO MaJTbIM POCTOM
HOBOPOXJIEHHOTO TPU COXpaHEHUU HOPMaJIbHOW Macchl Tena. Boi-
paxkeHWe JIMIIAa XapaKTepHO: BBICTYIAIOIINN JTI00, y3Kas Iiene-
BUJIHAsl CKJIagKa MeEXIy BeKaMu, HEpPe3KUi THIepPTeIOpu3M,
ryOOKWI M IIMPOKUI Yrojl HOca, CYXEHHbIE HOCOBBIE XOJbI,
MTOCTOSTHHO OTKPBITHIM POT C BBICTYMAKOIIEN HWXHEH YeTOCThIO,
MaKpOTJIOCCUSI, MMUKPO- M TUTIOJAOHTHS, MHOXECTBEHHBIE JIHMAC-
TEMbI, TUCTUIA3UsT YITHOW PAaKOBWHBI, IIess KOPOTKasi, XpOHUYe-
cKUil Oyedhapo-KOHBIOHKTUBUT. Habimomatorcst BpoKIeHHbIE TIO-
POKM cepaua.

B cBIBOpOTKE KpOBM OOHApYXWBAIOT YMEHBIICHUE CONEp-
XaHUs Oenka, KaJbIMs, IIEJTOYHBIX pe3epBoB. B Moue - aib-
OYMUHBI, JTEHKOLUUTHI, IWJINHAPHI, aMUHOKUCIOTHL. B crimHHO-
MO3TOBOI XMIKOCTU OMpEAeNseTCs] TOBBIILIEHHOE COMepXaHue
Oenka, TIOJNIOXUTEIbHAS PeaklUs C KOJUIOMIHBIM 30JI0TOM.

PenTreHonorumyecku Ha HOHE CUCTEMHOTO OCTEOTIO-
po3a oTMeyaeTcsl Hemopa3BUTHE SIIEP OKOCTEHEHUS, pacuIupe-
HUE POCTKOBBIX 30H, MCKpPUBJIEHHE MeTau30B U IUadu30B,
TICEBIOTICPCIOMBI.
®ankonu - [lebpe - me Tonu Gone3nb (m. Fanconi - Debre -
de Toni), runodocdaremMmuyeckas nmovyevHas: ocreonarus, ocda-
TAaTHBIA OUabeT, BTOPMYHBINM TUIEPIAPATUPEOUNN3M, PAXUTO-
mono0Hast 60JIe3Hb, MMOYSUHBIN paxuT, rumodochareMus.

Omnucana utanbssHckuM meauatpom de Toni J. B 1933 1.,
dbpanmysckum Bpadom Debre R. ¢ coaBt. B 1934 1. u mBeitnap-
ckuM neguarpom Fanconi J. B 1936 .
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HacnencrBeHHoe 3a0osieBaHue, CBSI3AHHOE C DH3MMHBIM Jie-
(GeKTOM B TMMOYEUHBIX KaHajbllaX, HapylleHWeM peadcopOLUU
docdaros, Bexymux k runodocharemun. [MpuuwHoii 3aboie-
BaHUSI CYUTAIOT TMIIOAaBUTAaMUHO3 D, BOZHUKAIONIUI B pe3yyibTa-
Te HeIOCTATOYHOTO MOCTYIUIEHUS B OpTraHU3M 3proKalbludepo-
Jla ¢ TUUIIe U HapyIIeHUs] eCTECTBEHHOIO ero oOpa3oBaHUs B
opranusmMe. HavanbHble npu3Haky 00JE3HU MOSIBISIIOTCS B Mep-
BbIE MECSIIBI U TOABI KU3HU. XapaKTepu3yeTcsi HU3KUM POCTOM,
pPaxXUTUIECKUMU NehopMallsIMU TPYAHOM KJIETKU, BAPYCHBIMU
nedopmarusiMu Oeiep, rojieHeit u ctor. MckpuBiieHusT HabI0-
JAIOTCSI U B KOCTSIX BEPXHMX KOHEUHOCTel. BosHmKaeT muctpo-
(usi KOCTHOM TKaHU, HEMPABUJIbHOE PA3BUTHE CKeJleTa C MHOTO-
IJIOCKOCTHBIMU JiehopMansiMi Ha (HhOHEe XPOHUYECKOTO Hapy-
weHust GocHopHO-KaTbIIMEBOTO OOMEHA.

PeHTreHonoruuyecKku ONPEHENsIOTCS OCTEONOPO3
KOCTEil BEpXHUX M HWXHUX KOHEYHOCTEH, paclIMpeHne SImupu-
3apHBIX 30H, B3IyTHE MeTa(uU3apHBIX OTIENOB JJIMHHBIX TPYO-
YaThIX KOCTEe, NIMPOKOMETINCTass CTPYKTypa ryouaToro Belle-
cTBa. Y B3pOCHbIX HAOMIOMAIOTCS OCTeOMAasIUM, 00Jb, MUOMA-
TUsA, rTunodocdareMus, yBeTMUeHUE BbIIEICHUS ¢ MOYOI aMu-
Hoa3oTa, (ocdaros, okcumnpoauHa. HapymraeTcss KucIoTHO-IIe-
JIOYHOE paBHOBECHE, aKTMBHOCTH IIEJOYHOM (ocdaTa3pl MOBBI-
mweHa. MHorma HabmogaloTcsl maTojiornyeckue rnepeaombl. MH-
TEJUIEKT HE CHUXEH.

®ankonun — lllnesunrepa cunapom (s. Fanconi - Schlesinger).

Omnucad coBMectHo Fanconi G, Girardet P, Schlesinger R.,
Butler N,Blaek]J.B 1952 r.

[MpencraBiser coboit XpOHWUYECKOE HApyIIeHUE KabIIMEBO-
ro u dochopHOoro obMeHa C OCTEOCKIEPO30M, HapylIEHUEM
(bu3nUecKoro u MCUXMYECKOTO pPa3BUTHs. XapaKTepU3yeTcs Ma-
JIBIM POCTOM, oJiurodpeHuel, obuieil muctpodueit, runepTeH-
3ueil. BripaxkeHue nuia cBoeoOpa3Hoe, TMIepreIopu3M, Kpyr-
JIBIA, BBIMYKJIBIU JI0O, OTKPBITBI POT, TMMOIJIA3UsI HUXHEN ye-
JIIOCTH, YaCTO KOHBepTUpYyoliee Kocorazue. B aHaMHese 3amop,
MOHOC, PEUUAVBUPYIONIME MPUCTYIIBI JIUXOPaaK. B chiBopoTKe
KpPOBU DE3KO YBEJIWYEHO colepXaHue Kaibliusd U docdopa,
YMEpeHHOe yBeJWYeHUe XOJeCTeprHa, B TEPMUHAIBHBIX CTaIM-
SIX YBEJIMYEHUE OCTaTOYHOTO a30Ta. B Mouye — GesloK, yBeanueH-
HOE cojiepXaHue Kaublus 1 pocdopa, CHUKEHHBIN KIUPEHC MO-
YeBUHBl. PEHTTreHOJOTHYECKU OIpeAesieTcss CKIepo3

OCHOBAaHMS Yepena, MPeXAeBPEMEHHOE CUHOCTO3UPOBAHUC KOC-
Teil yepena, HePOKaIbIIUHO3.
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®apbepa cunmpom (s. Farber), mucceMuHUMpOBaHHBIN JUTIOTpa-
Hynemarto3 - tun Mapbepa.

Omnucan amMmepukaHckuM nenuatpoM Farber S.B 1952 .

BpoxneHHoe HapyieHre oOMeHa JIMIMOUAOB W MYKOIMOJUca-
XapuaoB, MPOSBIAIONIEECS yXe€ B TPYIHOM BO3pacre ¢ MeELIEH-
HBIM TPOTPECCUPOBAHUEM UM HEOJArOMpPUSATHBIM MPOTHO30M. Xa-
paKTepu3yeTcsl XpUITOTOM, 3aTPYAHEHWEM TJIOTAaHUS, PBOTOW,
OJIBIIIKON, MHOXECTBEHHBIMU MPUIYXaHUSIMU B OOJIACTH CyC-
TaBOB, KOHTPAaKTypaMU, TUIEpeMUEll KOXMU B ITUX YdacTKax.
[Ton xoxell MHOXECTBEHHbIE TpaHyJeMbl, TMEYEHb yBEJIUYEHA.
PeHTreHonoruyecku B KOCTIX OMPEAESIOTCS MHO-
KECTBEHHbIE OYaru IeCTPYKIIUU.

®eBpa — JlaureneHa cuHapoM (s. Fevre ~ Languepin), cunmpom
[Mamnuona - I'perana - Kineitna, cunapoMm Komwurtca, cuHapoMm
Komnurca — Marosncu, nTepuruii moaKoaeHHOM SIMKH.

Omnucan ¢dpaniysckumu Bpadyamu Fevre M., Languepin A. B
1962 .

BpoxieHHbIli MHOXECTBEHHBIA MOPOK PAa3BUTHUSI C pellec-
CHUBHOH, pexXe MOMMHAHTHOI HAaCJeNCTBEHHOCTbI0. XapaKTepu-
3yeTcsl KPUITOPXU3MOM, DACIIEIUVICHMEM MOIIOHKH, aruta3ueit
WU TUIOIUIa3ueil Oosbliux MoJoBbIX Iy6. Ha koxe MHoOXecT-
BEHHbIC HEBYCHI M TSITHA I[BeTa Koe ¢ MosokoM. OmHOBpeMeH-
HO HaOmomaetcss GUCTyIa HUXHEW TyObl, TyOHO-HEOHas ILEINb,
CUHIAKTWINS, KPBUJIOBUAHBIE CKIAAKW KOXMU B 00J1acTU Tpo-
MEXHOCTU M TIOLKOJEHHOM SMKM B 00JIACTU NPOXOXIECHUS Ce-
NAJWITHOTO HepBa, HapylleHWe TIOXOIKM, nedopMaiuy CTol.

Deitepbanka GomesHb (m. Fairbank), MHOXecTBeHHasl 3mupu-
3apHasl TUCIIIa3Wsl, TeHePaTU30BaHHBIM OCTEOXOHIPWT, aTHITNY-
Hast axoHnpormasusl; nepudepudeckas hpopma aTUITUIHON aXOH]I-
poIula3u, MHOXECTBEHHOE HapylleHHe 3MUGU30B, MO3THSIS
MHOXECTBEHHasT 3mudu3apHas IUCIUIA3USI, MHOXECTBEHHBIM
anudu3apHbIil 1M30cT03, PrbbuHTa GoOsNe3Hb, Prb6OUHTa - Mion-
Jepa 0oJie3Hb.

Omnucana HamboJsiee TIOJHO AHTJMICKUM pamuojiorom Fair-
bank T.B 1935r.

Hacnenyercst xak 1Mo MJOMWHAHTHOMY, TaK M TO PEIIECCBHO-
My Tumy. XapakTepu3yeTcsl HapyllleHWeM Ipoliecca pa3BUTHS
3MupU30B TPYOUATHIX KOCTEll B BUIE WX TUITOIUIa3UM U MHKOH-
rpysHTHOCTH. [IposiBisieTcsl HU3BKUM poOcToM, aedopmarueit
CYCTaBOB KOHEYHOCTEil, KOHTpaKTypaMu W OOJIEBBIM CUHIPO-
MOM, OpaxMIaKTWINEW U BPOXICHHBIM TOJBBIBUXOM WJIM BbI-
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BUXOM HAIKOJIEHHMKA, HApYIIEHUEM MOXOJKM U OrpaHUYEHUEM
IBUXEHUI B cycTaBax, UCKPUBJIEHUEM OCU HUXHUX KOHEUHO-
cTeif, CcMaboCTbl0 CYyMOYHO-CBSI30YHOTO armapara, III0CKOBallb-
rycHoOi nedopMalueil CTom, ¢ HEeMpaBWILHON MalblieBOW AYyToii.
PeHTreHonoruuecKku ONPEnesioTcsl TAKXKE MOJBbIBU-
XM TOJIOBOK JIy4eBBIX KOCTeil M (hparMeHTalusi MEJIKUX KOcTeit
3ansctbsl. [103BOHOUHBINA CTONO HOPMANbHBINA WJIM U3MEHEHUS
ero HarmomuHaloT 6osie3nb Lloiiepmana - May.

®emmmara cunapom (s. Foiling), dbenunkeTonypust, pecHutypus,
dbeHunnmupoBuHorpanHas onurodbpeHus, GeHUINUPOBUHOTPA-
Hasi MMOEUMJIBHOCTb, alb(ha-KETOHOKUCIOTHAsI oJurodpeHus.

Ornucan HopBexxckuM BpauoMm Foiling J. A. B 1934 1.

HacnenctBeHHoe pelieccBHOE HapyllleHHe OOMeHa aMMHO-
KUCJIOT. XapaKTepusyeTcsl 3aIepXKoil (U3MIeCKOro U TICUXH-
YeCKOro pa3BUTUs (MaJsiblii pocT, MHGAHTUIN3M, TsKenast -
rodppenust). OTmeuyaloTcs ABUTATeIbHBIE PACCTPOWCTBA: PUTH-
HOCTb, XOPE0aTeTOTMYEeCKUEe MUOKIOHMYECKHE TUIEePKUHE3bI.
[pu crosinum u xonpbe pazBuBaercs: KudoTuyeckass ocaHka, ro-
JIOXeHue CcrubaHusi B Ta300eIpPEHHBIX M KOJEHHBIX CyCTaBax
(no3za mnutekanTtpona). Pedmexcol mosbiensl. Habmonaiores
snuiaenTudopMHble mpunagku. OOLIas HeIO0CTaTOYHOCTb THTr-
MEHTAIM, TOBBIIICHHAs CBETOYYBCTBUTEIBHOCTh, CKJIOHHOCThH
K ¢oronepMaro3aM, TUNEPrUAPO3 C XapaKTepHBIM HETPUSIT-
HBIM MBIIIMHBIM 3amaxoM. BropuuHasi sk3eMaTusalusi KOXU U
CKJIOHHOCTb K pa3BuTHI0 umneruro. Hepenko HabmonaroTcs
TakXe Ipyrue MOpPOKM pa3BuTHs: spina bifida, 3asubs ryba |
BOJTYbSI MACTb U JP.

B criBOpoTKE KpOBM OTMeUaeTcsl yMEHbLIEHHUE caxapa, Kallb-
Lysl, LIEJTOYHBIX pe3epBOB. B Moue ompenensercs MOBbILIEHHOE
cozepxaHue ¢eHun-aabha-KeTOHOBOM KUCIOTHI.

@enrn cunapom (s. Felty), peBMaTOV[I[HbII/I apTPUT CO CILIEHO-
aleHoOMeravei.

B 1924 r. amepukanckuit Bpau Felty A. R. u3 rpynmnsl xpo-
HUYECKUX HecTeUupUYecKUX TTOJIMapTPUTOB BhIIEIUI CBOEOOpa3-
HBI KJIMHUYECKUN CHUHAPOM: IMOJUAPTPUT, CIICHOMETalusl U
JIeKOTIeHUs, TJIaBHBIM 00pa3oM 3a CYeT YMEHbLIEHMS KOJM-
YyecTBa HEUTPOMUIBHBIX T'PAHYIOLUTOB.

Hapsiny ¢ Tpemss OCHOBHBIMM CHMIITOMAMM Y 3THX OOJBHBIX
OTMEYaeTCsl YMepeHHoe yBeludYeHue JUMOATUUECKUX Y3JI0B U
MUTMEHTALMSl KOXM Ha OTKPBITBIX yyacTkax Teja. BosHukaer
3a0osieBaHME OOBIYHO B MOJPOCTKOBOM BO3pacTe. XapaKTepu-
3yeTCsl XpPOHUYECKUM TPOrPECCUPYIOIIUM TeUeHeM: 3a00JeBa-
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HMe Yallle BCero HauMHaeTCsl, KaK MepBUYHO XpoHUuyeckoe. Ha-
yajbHasl CTalus XapaKTepU3yeTcsl MOpPaXeHUEM IMPEeUMYIecT-
BEHHO cycTaBoB. CO CTOpOHBI KPOBM OTMEYAIOTCS yMEPEHHO
BBIpaXKeHHas JICUKO- U HEUTpoTeHUsI. AHEMUSI U TPOMOOTICHUS
OTCYTCTBYIOT. BOo BTOpOUl cTamuu OTYETJIMBO BBIPAXKEHBI cesie3e-
HOYHO-CYCTaBHOU CUHIPOM CSIBJIEHUSIMUJIEiKOTIeHUU. B TpeTbeii
cTaguu odlee cocTossHUE pe3ko Hapyiaetcs. Habmonaercs: Bbl-
paxXeHHasi cl1aboCTb, BSIOCTb, aJJUHAMUSI, Pa3BUBAETCS KaXeK-
cust. Koxa cyxasi, Ha OTKPBITBIX YaCTSX Teja MOSIBISIETCST Xes-
TOBAaTO-KOPUYHEBa»; MUTMEHTAIs. BeipaxeHa necdopmarus cy-
CTaBOB C MOJABBLIBUXaMHU (DATAHT MajbLeB KMCTEH U cTon. PasBu-
BaeTCsl 0CTeONopo3 u arpodus Mbiil. [lepeaBkeHne 60IbHBIX
PE3KO 3aTPyIHEHO.

[eMaronornyeckue qaHHbIE XapaKTEPU3YIOTCST BBIPAXKEHHOU
TUITOXPOMHOUW aHEMUEN, yMEpeHHOW TpoMOOIEeHUel, pe3Koii
JIEKOTIEHUEH ¢ HEUTPOIIEHUEH, JOXOASIIEH 10 CTEMEHU arpaHy-
JIOIIMTO3a, OTHOCUTEIBHBIM JTUM(}O- M1 MOHOIIMTO30M. B 3TOT I1e-
puo HabIIOMAIOTCSl YacTble 00OCTPEHUsI TOJUAPTPUTA C BBICO-
KOU TeMIepaTypoil, NHOT/a 03HOOaMU ¥ TTOTaMH.

®epcta — Octpema cunapoM (s. Furst - Ostrum), Octpema -
®epcra CUHIPOM.

OmnucaH amepuKaHcKuMu BpadyamMu Furst W. u Ostrum H. W.
B 1942 1.

[Mpencrasisier coboii KOMIUIEKC BPOXIEHHBIX aHOMaNUil —
maaTubasusi, CHHOCTO3 IIEHHBIX MO3BOHKOB, COYETAIOIIMECS C
BBICOKHM PACIOOXEHUEM JIOMTAaTKY.

®uccanxe — Jlepya cunapom (s. Fiessinger - beroy).Cwm.: Peii-
mepa 060ne3Hb.

®uccanxe - Jlepya - Peiitepa cunmpom (s. Fiessinger -Leroy -
Reiter), Cwm.: Peiimepa 6oae3ns.

®umiepa cunapom (s. Fischer), cunnpom Bymke - @umepa.
Onucan HemeukuMm paepmartojiorom Fischer H. B 1921 r.
SIBisieTcsl IOMUHAHTHO-HACJIEICTBEHHBIM 3a00JIeBAaHNEM DK~
TonepMbl. [IposBisieTcss B paHHEM JETCKOM BO3pacTe M Xapak-
Tepu3yeTcs JTaJOHHO-TIOJONIBEHHBIM TUTIEPKEPATO30M C TUTIEP-
TMIPO30M, OHMXOTPUXO30M, BIIOCJICACTBUM OHUXOJU3UCOM,
pPEeIKUM POCTOM BOJIOC Ha BOJIOCHCTOMN YacTH TOJIOBBI, OPOBSIX,
pecHunax. JucranbHble haaHTy MaiblieB KUCTEH U CTOM MaJTUIIe-
MOIOOHO YTOJIICHBI 3a CYET YBEJIUYSHUST KOCTHON OCHOBBHI.

®orta cunmpom (s. Vogt).CM.: Baapdenbypea cunopom.
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®onbkmana 6one3nb (m. Volkmann), rumornnasusi Mano6epiio-
BOWl KOCTM M BaJbI'yCHOE UCKPUBIICHHME CTOITbI, CMHIpOM Mact-
POracTHHO.

Omnucana HeMenKuM xupyprom Volkmann R.B 1873 r.

Criopagnueckoe 3aboJieBaHUE, TPOSIBISIETCS C POXIECHUS.
XapakTepHbIM Ul JaHHOTO 3a00JIeBaHUST SIBISIOTCS: YKOPOYe-
HUe U gedopMaius roleHu, MOJHOE WIKM HEMOJHOe HeIopa3BU-
THEe Majo0eploBOii KOCTH, YKOPOUYEHHE U YTOJIIEHNUE OOJbIiie-
0GepLIOBOI KOCTH, BAJILIYCHOE OTKJIIOHEHUE CTOIIbI, HEPEIKO BbI-
BMX WJIM TIOABBIBMX €€ M HEeIOpa3BUTHE KOCTEl MPEATUIIOCHBI,
IUTIOCHBI, MaibleB. [IBUKEHUSI B TOJIEHOCTOITHOM CYCTaBe orpa-
HudeHbl. CToma OObIYHO HAXOAMUTCS B TIOJIOXEHUM CTOMKOIO IMO-
JOIIBEHHOTO CrUOAHMsI, MBILILIBI Ha TOPakeHHOM CTOPOHE HEN0-
Pa3BUTBI.

®onpkMaHa KoHTpakTypa (c. Volkmann), mapamnmu PojbkMmaHa,
MBbIIIIeYHast KOHTpakTypa DobKMaHa, WIIEMUYECKUI Tapainy,
UIeMuYecKas MbIlIeYHast KOHTPAKTypa.

Onucana HeMenKuM xupyprom Volkmann R .B 1881 1.

KoHTpakTtypa mpeariedybss U KUCTU, PeXe CTOHBI, B PE3yiib-
TaTe pyOIIOBOTO TMEPEPOXKICHUS MBI TPABMAaTHYECKOTO TIPO-
ucxoxnaeHus. Pa3BuBaeTcs OOBIYHO Yy JeTeil ¥ TTOAPOCTKOB TOC-
Jie TIEpeJIOMOB B 00JIaCTH JIOKTEBOTO, pexXe,KOJIeHHOT0, CycTa-
BOB BCJIE/ICTBUE CIABIEHUS COCYIOB U HEPBOB HapacTalolleil re-
MaTOMOM TIpY HEYNOBJIETBOPUTEILHON PEIO3UIIMU OTJIOMKOB
WM UMMOOMIM3AIMM KOHEYHOCTU TJIYXOUl THUIICOBOW MOBSI3KOA.
BHauane mosBRSIOTCS paccTpoiicTBa YYBCTBUTEIBLHOCTH, OJie-
HOCTh, IIMAHO3, IMApecTe3us AUCTATbHEE MecTa MOBPEXICHUS,
pe3kasi 0o0Jb MPU TACCUBHBIX JBMXEHUSIX TAJbIEB U OTpaHUYe-
HUE MX aKTUBHBIX ABUXeHU. OMHOBPEeMEHHO HAOIIONAETCS BbI-
pPaXeHHBII 0TeK B 00JacTH IepesioMa. B majabpHelimeM pa3BuBa-
€TCsl Tapajivy MBI TIPEIIUIeYbsl U KUCTU (CTOIBI), CrUOATEb-
Hasl KOHTPAaKTypa ¢ KOTTeOOpa3HbIM ITOJIOKEHUEM KHUCTHU, Pe3-

Kast atpodust MBIMIL TMPETIeubss U KUCTU, UX PyOLIOBOE Mepe-
pOXIEHUE.

®onbkmana niepesioM (f. Volkmann).

BrepBrie ommcan Volkmann R.

SBnsiercss pa3HOBUIHOCTBIO TMepesnoma JlloraouTpeHa, OT/IM-
qaeTcst TeM, YTO Hapsiay ¢ MepeioMOM MeAUaabHOU JIOIBIKKU U
MasioGepIIOBOil KOCTH MPOUCXOMUT TIePEJIOM JTaTepaibHOTO Kpast
JIUCTAIbHOTO 3nuMeTadu3a OONbIIeOepoBOd KOCTH, OTIOMOK
KOTOPOTO OOBIYHO MMEET TPEYTroJIbHYI0 (hopMy.
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®opectbe 6ose3Hb (m. Forestiei), cTapueckuit aHKMIIO3UPYIOIIUIA
TUIEPOCTO3 MO3BOHOYHOTO CTOJIOA, TUTIEPOCTATUYECKUI CIIOHIM-
Jie3, JIOKHO-PU30METMUECKHMIA TICEBIOMOIMAPTPUT, cuHIpoM Do-
pectbe - Poteca - Kaepoina.

BriepBbie omucana (paHIy3cKMMM HeBporaTosoramu Fores-
tier J. m Rotes-Querol J.B 1950 r.

XapakTepu3yeTcsl TYTOMOABUKHOCTBIO TPYAHOTO U MOSICHIY-
HOTO OT/IEJIOB MO3BOHOYHOTO CTOJI0A, HATIOMUHAIOIIETO aHKUIIO-
3UpYIOIINIA crioHauIoapTputr. HaumHaercst y ymi crapue 50 Jer,
yaiie OOHapyXuBaeTcss y OOJbHBIX auabetoM. PeHTreHo -
JOTHYECKH OINPEIeNsieTcsl apTpo3 BO BCEX CycTaBaX IM03-
BOHOYHOTO CTOJI0A U BbIpaxkeHHast Tponudepanusi ocTeoUToB
C TeHAEHIMEW K UX PAa3BUTHUIO B TOPU3OHTAILHOM HArpaBIeHUM
U TIOCJIEAYIOIUM UX COMMKeHUeM, HO Oe3 cpamieHus. [lepenHsist
MPOJIOJIbHASL CBSI3KA OCCU(UIMPYETCS, OTIIOXKEHUE COJNEN Kallb-
sl HabIoJaeTcsl Ha HECKOJIbKUX TMO03BOHKaX. KpecTioBo-mom-
B3IIOILHbIE COWIEHEHMsI, a TakXe MEeXITO3BOHKOBbBIE MPOCTPaH-
CTBa HE U3MEHEHBI.

®opecthe - Poreca - Ksepona cunmpom (s. Forestier - Rotes -
Querol). Cm.: Boaeszus Qopecmoe.

®paiibepra 6one3nb (m. Freiberg), ®paiibepra - Kemepa cuHi-

poM, snuduzapHbiii Hekpo3 Ppaitbepra — Kenepa. CMm.: Kesepa
emopasi  6onesHe.

®pancya cunmpom, I (s. Francois, I), cemeiiHas mepMOXOHIPO-
KOpHeaJibHasl TUCTPOdUs.

Omnucan Genpruiickum odranbsmosnorom Francois J. B 1949 r.

[IpencraBisger coboil ceMEHBINM JMIIOUAO3 C MOPaXXeHHEM
KOXMH, POTOBUIIBI, CKEJIETA C PEIIECCUBHON HACIENCTBEHHOCTHIO
0e3 HapylieHUsT (PyHKIIMOHAIBHOTO M TICUXUYECKOTO Pa3BUTHSI.
Xapakrepu3yercss CUMMETPUYHBIMU AUCTPOPUUECKUMU HAPYIIIe-
HUSIMU KOCTHOW W XPSIIIEBOM TKAHW U TUCTATBHBIX OTIENIOB KO-
HEYHOCTel, 00pa3oBaHMEM KCAHTOM Ha CrMOATEIbHBIX TOBEPX-
HOCTSIX JIOKTEBBIX CYCTABOB, TUCTAIBHBIX OTIEIOB KMCTHU U Tallb-
1IeB, CIIMHKE HOCAa M YIIHBIX PaKOBUHAX, MUCTPOdUell pOroBoi
000JI04KM  (KATUIEBUAHBIM WJIM MOHETOBUIHBII KEPATUTOM).

Openuxa cunapom (s. Frohlich).CM.: Babunckoeo - @peauxa
CUHOPOM.

®penuxa mcesgocuHapoMm (p. s. Frohlich), moxHas agwHO30Te-
* BUTaNbHasl AUCTPOGUS, JIOXKHBIA TUMOGU3APHBIA CUHIPOM.
JloGpoKkayecTBeHHOE HAaCJeICTBEHHO-KOHCTUTYIIMOHATIbHOE
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OXMpEeHUe, pa3BUBalolleecss B MpenyoepTaTHBIA WM MyoepTar-
Hblil mepuoa. Hauunaercst B 8 — 10-eTHeM Bo3pacTe. XapakTe-
pu3yeTcsl OXKMPEHUEM, YacTo 3aJePXKKOi POCTa U MOJOBOTO pa3-
BUTHSI, SMOLIMOHAIBHOM BSUIOCTBIO, allaTUYHOCTBIO, CHUXKEHUEM
TPYAOCIIOCOOHOCTU. Bce cUMMTOMBI IMOCE TMOJOBOrO CO3peBa-
Hus (13 - 14 ner) nukBuaupyotcs. Co CTOPOHBI OMOPHO-ABU-
raTeJIbHOTO anmapaTa OTMEYaloTCs YMEHbLICHHE pa3MepoB CTOI

U KUCTe, MOPOKM pPa3BUTHUs CTON, BaJbrycHas nedopmarust
KOJIEHHBIX CYCTaBOB.

®pemepeit - JlonHa- Yabpuxa cuHapoM (s. Fremerey - Dohna -
Ullrich). Cm.: Vavpuxa - @pemepeit -/lonna cunopom.

®puapeiixa cunapom, | (s. Friedreich, I), arakcust ®@punpeiixa,
Ttabec @Dpuapeiixa, HacJeACTBEHHAs aTakCHsl, CeMeWHas arak-
CUsl, CIMHAJIbHASI aTaKCHUsI.

Omnucan HeMmelKuM KiuHuiMcToM Friedreich N. B 1863 .

AyTOCOMHO-PELIECCUBHOE, PeXe HJOMUHAHTHOE HAC/IeICTBEH-
HOE MOpaXeHNe MO3XeukKa U CIMHHOTO MO3Ta C MepPepoXACHUEM
MUPaAMUIHBIX TyTell. XapakTepu3yercs CUMITOMaMM MOpaxe-
HUsI TIEPeIHMX POTOB: TSKEJIbIM HapyLIEHWEM MOXOIKHU, aTaK-
CHel, JIETKUM PacCTPOCTBOM YYBCTBUTEJILHOCTH, MHOTIA Mape-
CTE3USIMM, a TaKXKe CMMITOMAMM MOPaKeHUs] MUPAMUIHBIX ITy-
Teil B BuAe cra3ma, MUPAMUAHBIX 3HAKOB (IMOJOXMUTENbHBIN
cumnToM babuHckoro), pa3BuTus KOHTpakTyp. CyXoXuabHbIE
pediekcrl, 0COOEHHO Ha HUXXKHUX KOHEYHOCTAX, ucyesaroT. O1-
MEYAIOTCSl M CHUMITOMBI MOPaXeHUs MO3XeuKa: aTakCusi, HU-
cTarM, paccTpoiicTBa peuu. B mociemyiolieM pa3BUBAIOTCS X0~
peornono0HbIe PacCTPOCTBA ABUKEHUIA.

Hab6mionaetcst mecdopmMalids OMoOpHO-ABUTATENbHOIO arapa-
Ta, Kudockonunos, spina bilida. OcobeHHO XxapakKTepHa ,,CTOHA
®puapeiixa- mojas cToma ¢ KOrrcoopasHbinu maibiiamu. OT-
MEYAlOTCsl TaKXe MOpaxeHue YepernHbiX HEPBOB, TIYX0Ta, aTpo-
(bus 3puUTETBHOTO HEPBa, PACCTPOMCTBO MCUXMKM, BPOXKAECHHBIE
MOPOKM Cepjlla, MUIIEBOr0 KaHaua, MOYEBOTO My3bIps.

®punpeiixa - Dpba - ApHosbaa cuHapoM (s. Friedreich - Erb -
Arnold).Cwm.: Yauneepa 6oae3ne.
®puapuxa cuHapoM (s. Friedrich).
Onucan HemelkuM xupyprom Friedrich H.B 1924 r.
[MposiBasieTcst acenTUYECKUM HEKPO30M 3Tudur3a rpyAMHHOTO
KOIMHA KJIIOUUIIBI. XapaKTepu3yercs 00Je3HEHHOW MPUITYXJIO-
CThIO B 00JACTM TPYIMHIO-KIIOUMYHOTO cycTaBa. Tam ke
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OMPENENsAeTCs TUIePeMUst KOXH. PEHTTEeHOMOTHYECKH
B KJIIOYMIIE OMPEIENSIOTCS OYard MpOCBEeTICHUS B anuduse ee
CTEPHAIBHOTO KOHIIA.

®pumeHa - Illengona cunapom (s. F'reeman - Sheldon), uepen-
HO-KapIo-Tap3ajibHas TUCTpobus.

OnucaH COBMECTHO aHTIUicKuMU Bpayamu Freeman E. A. u
Sheldon J. H.B 1938r.’

KoMOuHMpoBaHHBIN, BO3MOXHO, HACIEICTBEHHBI MOPOK
pa3BUTHs JIMLA, KUCTeil M cTom. XapakTepu3yeTcsl MOpoKaMu
pa3BUTHUSL KOCTEW JiMla, B PE3y/lbTaTe 4Yero JMILO YIIOLIAeTCs.
OueHb XapaKTepHbI: MaJIeHbKUI pPOT, HOC, IJIyOOKO pacrmojo-
KeHHBIE TJ1a3a, TMIepTeOpU3M, AIMHHAS HOCO-TYOHasl CKIa-
Ka, BBICTYNAIOIIMIA JIOOHBIM Oyrop, MOJHbIE 1IEKU, KOCOTJIa3ue,
BBICOKOE cTOsiHME Heba. Kpome Toro, oTrmeydaloTcss aHOMalUU
pa3BUTHsI CTOI, JIOKTEBOE OTBEAEHUE KUCTedl 06e3 KOCTHBIX 1e-
(dhekToB ee M Mpeareybsi, KOHTPAKTypa MajblieB, YTOJILIEHUE
KOXHM U KJeT4aTKu B obsactu | manpua. OOBIYHO POCT OOJBbHBIX
YMEHbILEH, MHTEJIEKTYaIbHOE pa3BUTHE HAPYLIEHO.

XarnyHnna 6one3nb (m. Haglund), sx3octo3 XarnyHaa.
Onucana mBenckum xupyprom Haglund P.B 1928 r.
[posiBasieTcst 60bI0 NMPU MajNbMNaLUU, YTONLEHUEM, TUTIEpe-
MHeil B obOjactu Oyrpa msIToYHOU KocTu. [Ipy peHTTreH o -
JOTHYECKOM MWCCIeAOBAaHMM '0OHAPYXUBAETCS pa3pacTa-
HME KOCTHOM TKaHU y BEPXHE3aIHEr0 Kpas NATOYHOM KOCTH.

Xanraprta cuapoM, I (s. Hanhart, I), pereccuBHBIN KapJuKo-
BB pOCT, JUCTEHUTAIbHBIA KapJIUKOBBIM POCT, HAHU3M.

OnucaH wBeiiapckum Bpadom Hanhart E.p 1925 r.

JIMcreHuTaJbHBI KapJUKOBBIN POCT C pelieCCUBHOI Haclea-
CTBEHHOCThI0. OnMcaH KaK 3HAeMUyecKoe 3aboneBanue B LBeii-
uapuu, OrocnaBuu. Havano 3abojieBaHusI Ha BTOPOM TOMY XH3-
HU. XapaKTepu3yeTcsl pe3Koil 3alepXKKoil pocTa, KOTopas MpH-
BOJUT K MPOMOPLUOHAIBHOMY MaJOMy WJIM KapJaMKOBOMY poc-
Ty. OIHaKO POCT, XOTS U OYEHb 3aMEIJICHHBII, MPOAOIXKAETCs
1o 40 ner. OnHOBpeMEHHO HaO0II0JAeTCsl aauIl030-TeHUTaIbHAs
nuctpodust ¢ cekcyadbHbIM MHMaHTUIM3MOM (Oosblie Bbipa-
SKEHHBIM Y JIMI] MY>XKCKOTO 10J1a), BhIpaXeHue J1La CTapyeckKoe.
PeHTreHonorumuyeckKku OTMeYaeTcs pe3kas 3aiepxkka
occuduKalum.

XaHrapta cuHapoMm , II (s. Hanhart, II), BpoxneHHast akpoTc-

pusl, HUXKUCUCTIOCTUON IM30CTO3 U HCPOTCIUSI (OTCYTCTBHE OT-
NIeJIbHBIX YacTeil Tesa).
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Omnucax mBeiapckuM BpayoM Hanhart E. B 1950 T.

[IpencraBnsieT coOOit HACIEACTBEHHBI IU30CTOTUYECKUIA
KOMIUJIEKCHBIM TMOPOK pa3BUTUS C IPOCTBIM PELIECCUBHBIM Ha-
ciemoBaHueM. XapaKTepu3yeTcsl 3alepXKoil pu3nmyeckoro pas-
BUTUSI, MAJIBIM POCTOM TIPM COXpaHEHWM WHTEJUIEKTa, ,,[ITUIbUM"
JIUIIOM C Pe3KO Cpe3aHHBIM K3aau MOAOOPOAKOM W BBICTYyMa-
OIMM OOJIBIIUM HOCOM, OTCYTCTBUEM OTHEJIbHBIX YacTeil Terna.

Xanrmaua miepeniom (f. Hangman), KpaHWOLIEHHBINM CUHAPOM,
MepesioM MIEHHOTO OTHesia TTO3BOHOYHOTO CTOJI0a, TpaBMaThye-
CKMI CIMOHIWJIONUCTE3 ICHHOTO OTAeNa MO3BOHOYHOIO cToJida.

OmnucaH aHTIWCKUM TpaBmarojoromM Watson-Jones R. B
1913r. .

[Mepenom Il mieitHoro MO3BOHKA, BOBHUKAIOIIWI TTPU PE3KOM
rnepepasrubaHuM IIEHHOTO OT/eNa MO3BOHOYHOro cronba. Xa-
PaKTepU3yeTCsl TETParape3oM M APYTMMHU HEBPOJIOTMYECKUMU
pacctpoiictBamu. MHorma nepesnom Il 1ieitHOro mo3BoHKa coye-
TaeTcsl ¢ MOBpeXIeHueM yeperna u | meiHoro mo3BoHKa.

Xadepkamma cuHapoMm (s. Haferkamp), cunapom reHepanmun3o-
BaHHOTO T€MaHTMOMAaTO3a C OCTEOJIM30M.

Onucan HeMmeukuM natosorom Haferkamp O.B 1961 1.

XapakTepusyeTcsl paclpoCTpaHEHHOU O0Jbl0 B KOCTSX W
CyCTaBax, WHOIMA CIIOHTAHHBIMU MHOXECTBEHHBIMM II€pEIOMa-
MU, TedopMalsIMM KOCTEH, MPOrPECCUBHBIM YXYIIIEHUEM 00-
IIET0 COCTOSTHUS OOJIbHOTO. PEHTre HOMOTHYeCKU ompene-
JITIOTCSL  pacIpOCTpaHEHHbIE T€MaHTUOMBI, PACIOJOXEHHBIE B
KOCTHOMO3TOBBIX KaHajlaX, TeHepaJu30BaHHBIA HepaBHOMED-
HBIIl 0CTEONOPO3, CIOHTAHHBIE TIEPEeIOMBI, 0cTeoIn3. OTMevaroT-

cs Takxke aHemusi, moBeimeHne COD, yBeqMYeHNE KOIMYECTBA
0-TJIOOYJIMHOB.

XebepneHoBckue y3ibl (t. Heberden), nedopmupytonuit aprpo3
MeXGalaHTOBBIX CYCTaBOB KucTeil, BymapoBckue y3iwl, ne-
GopMUpyIOIIKIT TOINAPTPO3.

BriepBbie marojiorusi onmucaHa aHTJIMICKUM BpauoMm Heber-
den W. B 1802 r., mo3xe ¢paHUy3cKMUM KIMHULKCTOM Bou-
chard C. J.y nmui ctapueckoro Bo3pacTa.

B crapueckoMm Bo3pacTe 4acTo HaOJIOMAIOTCS Y3JI0BaThIE Je-
dopman MexbaTaHTOBBIX CYCTaBOB KUCTEW, WHOTAA HeTpa-
BUJILHO paccMaTpuUBaeMble KaK peBMaTUUECKUE WU ITOIarpuye-
cKue. DTU Y3Jbl SIBISIOTCS TIPOSIBIEHUEM KOCTHBIX KpPaeBbIX
paspacTaHMUii, pe3ue BbIPakeHBl B OCHOBAHUSX AMCTAJBHBIX (ha-
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naHr (XeGepIeHOBCKHE y3/Ibl) TMaJibLieB, MEHEE PE3KO B Cpel-
Hux (bymapoBckue y3ibl).

BymapoBcKkue y3Jbl MOSIBISIIOTCS B 0oJiee TO3IHEM BO3pac-
Te, yeM XeOepIeHOBCKUE. Y3JIbI 3TU SIBJISIOTCS TPOSIBICHUEM
nehOpMUPYIOIIETo apTpo3a, BO3HUKAIOT Ha TIOYBE MHBONIOTHB-
HBIX U3MEHEHMI cycTaBHBIX Xpsiiieir. CycTaBHbIE Mieau (anaHr
MaJIbLEB CYXEHbI, MOSBISIOTCS CYOXOHIPATbHBIN CKIEPO3 U Jie-
reHepaTHBHbIE KUCTEBUIHBIE IMPOCBETIIEHUsS] B CTPYKTYpeE KOC-
TH, 3aTeM MOSIBJISIOTCS Y3ypallMIl CYCTaBHBIX MOBEPXHOCTEH U
KpaeBble pa3pacTaHusi B BUJE IIUIOB, 0cTeodUTOB (y3ibl). DTa
MaTOJIOTUSI COMPOBOXIAETCS OOJE3HEHHOCTbIO B KHUCTIX TIpU
JBYXEHUU TAJIbIEB W TYTOMOABUKHOCTBIO.

Ban nmep Xese cunmpom (s. Van der Hoeve), HacnenctBeHHast
JIOMKOCTh KOCTell BaH Jaep XeBe, Tpuana BaH Jep XeBe, CUHI-
poMm JIMHTOHA, CUHAPOM ,,CTEKJITHHBIE JIIOAU", CUHAPOM ,,CHUE
CKJIEPBI OTOCKJIEPO3-JIOMKOCThb KOCTEM".

BriepBbie omucaH ToJUTAaHACKUMM odTaibMoiorom van der
Hoeve B 1916 1.

[Mpencrapisier coboii TOMUHAHTHOE HACJIEACTBEHHOE 3a0oJie-
BaHME C BHIPAXXEHHOI 3KCTIPECCUBHOCTBIO. XapaKTepu3yeTcsl He-
COBEpIIEHHBIM KOCTCOOPa30BaHMEM, CHHUMU CKJIIEpAMU, CHYXE-
HHUEM cJiyXa, KOTOpOe MPOSIBIISIETCSl YK€ B MOJPOCTKOBOM BO3-
pacte win mo3aHee. Hepenko Takxke oTMedaeTcsl TUCILIa3us 3y-
0OB, X TIO3[HEE Pa3BUTHUE, U3OBITOUHAS TIOIBUXHOCTH B CycTa-
Bax. MlHoTma KpoMe BbIIIIEHa3BaHHBIX MPU3HAKOB HaOomaeTcs
COYeTaHWE [PYrMX CUMITOMOB: IIBETOBasl CJENOTa, CUHAAKTHU-
JIUST UM apaXHONAKTWIIMSI, BOJIUBS 11ACTh, 3as4bsl Ty0a, Tporpec-
cupytoniass arpodus MBI, SMUIETICUS U TeMOMUINIeCKUit
cuHIpoM. Ha peHTreHorpaMMe ckejlera OTMEYAIOTCS
TUITOCTO3, NehopMallMi KOCTEH TIOCHe 3aKUBJICHUS TIEPETOMOB.
[Toce okoHYaHUSI pOCTa TPOYHOCTH KOCTei moBsbITaeTcs. [1por-
HO3 0J1arOMpPUSITHBINA.

Xeiika — AcmaHna cuHapom (s. Heuck - Assmann), octeockie-
poTHYecKasi aHeMHUsI, OCTEOMHEIOPETUKYIE3, OCTEOMHUOCKIIE-
po3, MUeNopUOPO3, OCTEOMHUENOTIOITHYECKAS AUCTIIA3USI.

Omucan Heuck m Assmann.

OCTeoCKIIEPOTUYECKAS AHEMMS IIPOSIBISIETCS OOJIBI0O B KOC-
TAX, CIIOHTAHHBIMU TepejioMaMu, aedopmaiireil Kocreit, Hapy-
mieHreM pocrta. OTMeUaroTCs Takke HapylieHue GyHKIMY TUIIO-
(usa, Tyroyxoctb, MHOAHTUIN3M, TeNaTo- U CIUIEHOMETAUSI.
PeHTreHoOnoOrudYecKMU ONPEAEIIETCS BhIpaXeHHBIIA
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OCTEOCKJIEPO3 TPYOUATBIX KOCTEM, CYXEHHE KOCTHOMO3TOBOTO
kaHana. Ilpu ucciaenoBaHUM KPOBY BBIABIAETCA HOPMO- WU TH-

nmoxpoMuass aHEMMUH, 3pI/ITpO6J’[aCTO3, JIEUKOTIEHUS CO CABUTOM
BJICBO.

Xenua - PosenbOepra cuumpom (s. Hench - Rosenberg), wHTep-
MUTTPUPYIONINI peBMATU3M, TOJUHAPOMHBINA peBMaTu3M (pe-
IUAVBUPYIOIINIA) .

OmucaH amepukaHckumu Bpadyamu Hench P. S. u Rosenberg
E.K. B 1944 1.

3abosieBaHue SBISIETCS 0CO0ON (hOPMOINl PEeBMAaTOUITHOTO
apTpUTa HEYCTAHOBJIEHHOTO TIPOMCXOXACHUSI. XapaKTepu3yeTcs
ITOBTOPSIONIUMUCS C Pa3HOW NEePUOAMIHOCTBIO IPUCTYTIAMU 6O~
JIU, COTIPOBOXAIOIIEICS TPUITyXaHUEM U TUTIepeMUeil KOXHU B
00J1aCT COOTBETCTBYIOLIEr0 CycTaBa WM JJaXe CyCTaBOB, Hapy-
mieHreM GyHKIUU. [IpucTymsl HAYMHAIOTCST OCTPO, 0€3 BUIMMO
MPUYMHBI, CHMIITOMAaTHKa HapacTaeT B TeUYeHNE HECKOJIbKUX Ya-
COB, a 3aTe€M TaKXe B TeueHHe HECKOJbKUX YaCOB JTUKBUAUPYET-
cst. [puctymbl 0OBIYHO TIPOXOAST O€3 TOBBINICHUS TeMIIepaTy-
pBl M HapylieHus obiero coctossHus. Ha koxe B obiactu cyc-
TAaBOB YacTO 0OpPa3ylTCs y4acTKU C TIOKpAaCHEHUEM KOXHU W
YPTUKOITOMOOHBIMU BBICHITTAHUSIMU, WHOTAA TIOSIBIISIIOTCS MeJi-
KHMe Y3eJKM TOJ KOXeil, rcuesaioune 4epe3 HECKOJNbKO ITHEiA.
Bo Bpems TpHMCTYNOB OTMeYaeTCss HE3HAYMTENbHOE YMEHbIIe-
HHME WJIM HOPMaJbHOE KOJMYECTBO JIEHKOLUTOB C YMEPEHHBIM
JUMGOIMTO30M M OTHOCUTEBHBIM MOJUMOP(HOSICPHBIM Jieki-
KOIIUTO30M. B oTiuuue OT ajiepruyecKux CUHAPOMOB OTCYT-
CTBYET 303UHODMINS.
Xepuka cunapoMm (s. Herrick), anemust Xepuka, 60ye3Hb reMo-
robuHa S, ceprnoBUIHO-KJIETOYHAS aHEMUsI, MEHUCKO-KIIETOY-
Hasl aHeMUSI, IPETaHOIUTO3.

Omnucan amepukaHckuM Bpadom Herriek 1. B.B 1910r.

XapakTepusyeTcsi XpOHUYECKON TeMOJUTHUYECKON aHeMUen
C XeJNTYXOM, yBeIUYEHHEM IeYeHM, CeIe3eHKU W JuMdbaTnyie-
ckux y3710B. [Icuxmyeckoe ¥ Gpu3nueckKoe pa3BUTHE 3aIepXKaHO
(remonuTrYecKii MHMGaHTUIU3M). OTMEeYaeTcss 60Jb B XXUBOTE,
MoYyKax, MBIIIIAxX, cycTaBaX. OTMeyaeTcsl MOBBIIICHHAS CKIIOH-
HOCTb K TpoM0o3aM, 9MO0JUsIM, 00pa30BaHUIO HA TOJNIEHU $I3B.
CycTtaBbl HepelIKo TMPUIYXaloT, B AajbHelIIeM aeopMupyoT-
cs1. UHoTIa HabmomaeTcsl KPOBOMBIIUSIHUE B CETYATKY U TJIa3HOE
S0JI0KO C TOCEeNYIONMMU BOCTAJIMTEIbHBIMUA W JeTeHEPaTHB-
HBIMU U3MEHEHUsIMU. Y neTeil 3ab0JieBaHNe YacTO HAUMHAETCS C
00JIe3HEHHOTO MPUITYXaHUS ThiTa KUCTel U crorl. MccnenoBanue
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KPOBHU BBIABJISACT HOPMOXPOMHYIO aHEMUHIO C MACCUBHBIM MakK-
POLIUTO30M, CEPIIOBUAHBIMU KJIETKAMU, AHU30- U TOUKUIIOLIUTO-
30M, UOJIUXPOMA3UEA. PeHTreHoJloruuecKkHu oTMeya-
I0TCA Yy4aCTKM CKJIEpO3a KOCTU Ha (DOHB ocTeornoposa, KOpKo-
BOC BE€IICCTBO UCTOHYECHO.

Xeccrnepa cunnpom (s. Hassler).
[Mox DaHHBIM TEPMHUHOM IMOAPa3yMEBAETCSl CITOHTAHHBIA
acernTUYeCKN HEKPO3 BEPTIYKHOM BITATUHBI.

XomxkkuHa 6oe3nb (m. Hodgkin), paccacsiBanme kocreii.
BniepBbie onmrcana anrnuiickum Bpauom Hodgkin T.
[MposiBsieTcss B paHHEM OETCKOM Bo3pacte. XapaKTepusy-

eTcs paccachbiBaHMEM Tell TTO3BOHKOB, KOCTed Ta3a M KOHEY-

HOCTeii, TIPUYEM pAcCachiBAHUIO OOBIYHO TOIBEPTAIOTCS TPOK-

CHMaJIbHbIe KOHIIBI KocTeil. 3abosieBaHMe HaYMHaeTcs ¢ 6oJiu,

KOTopasi C TeYeHWeM BPEMEHM yCUJIMBaeTCs Ha (hOoHe Tporpec-

cupymolero jusuca kocreit. [To ocu IIMHHBIX TPyOUaThIX KOC-

Teil TMOSIBISIIOTCS TEPUOCTATbHBIC HACIOEHUS, TPeBpallaoIInecst

B KOCTHBbIe oOpa3oBaHus. [Ipu 3TOl MaTONOTMM MOTYT HaOJIO-

natbess TUM(OCAPKOMBI.

XwobHepa — Teprepa mHbanTmam (i. Hubner - Gerter). Cm.:
Tu - T'epmepa 6onesnw,

Xonna — womrepa — Kpucrrana 6oesns (m. Hand - Schiiller -
Christian), TUCTUOIIMTO3, TUCTUOLUTAPHBIN PETHUKYIIE3, TeModa-
TOIUTAPHBIN PETUKYJIe3, CEMEHHBIN 3pUTPOdarolUTapHBI pe-
TUKYJIe3, CeMEeUHbI TUM@OTrUCTOLUTO3, KOCTHBIM KCaHTOMa-
103, cuHapoM Illwmnepa - Kpucrtuana, TapaTbiHOBa 00JIe3Hb.

Ha6monan 6onsHoro Hand B 1893 T.

Omnucana pycckuMm BpadyoM H, U, TapateiHoBeiM B 1913 T.,
aMmepukanckuM menuarpom Hand A. B 1893 r., aBcTpmiickum
pentreHojiorom 3cbllller A. B 1915 1., aMepuKaHCKUM Bpauyom
Christian H. B 1920 r.

HacnenctBenHoe cemeiiHoe 3aboneBanue. Yaiie 3aboseBatoT
NeTH JONIKOJIBHOTO Bo3pacTa. BoJjie3Hb BhIpaxaeTcsl coueTaHU-
€M MHOXECTBEHHBIX KOCTHBIX OYaroB W OOIIMX SIBJICHWI, pa3BU-
BAIONINXCS B CBSI3M C MMOPaXXeHUEM TUITOTaJIaMUYCCKOIA 00J1acTH,
COTIPOBOX/IAIOIIMMCS pa3ApaXkeHreM TMepeaHeil 1071 Tunodusa.
BHauasie 3aboneBaHue TeyeT OECCUMIITOMHO, 3aT€M TMOSIBIISIIOTCS
00JIb M TIPUTTYXJIOCTh B 00JIACTM KOCTHOTO OYara, IOBBIIIEHUE
TEeMIIepaTypbl U 303WHOGUINSA B KpoBU. OOBIYHO TOpaXaroTcs
IJIOCKME KOCTU (Tas3a, yepema), pexe — JJIMHHBIE TpyO4yaThie
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(GempeHHasT KOCTb). D03WHOMUITbHAS TpaHyJieMa MOXET UMETh
MOHOOCCAJILHYIO U TIOJTMOCCATBHYIO (hOPMBI.

XapaKTepHBIM PAHHUM PCHTTCHONOTHYE EKHUM
MPU3HAKOM 303WHOMDUIIBHOI TpaHYJIEMBbl SIBJSIETCS OBAJIbHOE
WU SULEBUIHOE MPOCBETIIEHNE, Kpas KOTOPOTO WHOTIA Haro-
MUHAIOT KpyXeBa. B 3ToM mpocBeTIeHMY BUIHBI HCEBIOKUCTO3-
Hele oyaru. M, B. Bonkos (1974) mpenmnosaraer, 94To KOCTHBIH
KCAaHTOMATO3 SBJISIETCS YAacTHBIM TMPOSIBIEHUEM PpacIpoCcTpa-
HEHHOI (OPMBI MHOXECTBEHHOTO KOCTHOTO 303MHOGdMIE3a ¢
MOpaXeHWeM KOCTeil OCHOBaHUS depera, 00JIacTW THIIOTaIaMy-
ca, YTO BHI3BIBAET U3BECTHBIC CUMIITOMEI.

MHeHne 06 OTCYTCTBMM CBUIIEH MPHU KOCTHOM KCaHTOMAaTo3e
HenpasuibHO (Bonkos M. B.). O6pa3oBaHue cBulLIeii 3aBUCUT OT
JIOKAJIM3AINU TIOPaXeHUsI U XapaKTepa OKPYXaMUX MITKUX
TKaHeil. OmnucaHo BbIIEICHUE CHEIU(PUIECKUX MacC U3 CIYXOBO-
ro TIPOX0ja IpH MOPaXXeHWU BUCOYHON KOCTH. [Ipu oTCyTCTBUM
BHYTPUYEPEIINIX CUMIITOMOB Ha MBICIb O KCAHTOMAaTO3HOM
(opme MoryT HaBecTH OOIee COCTOSTHUE OOJBHOTO (TTOBBIIIECH-
Has TeMIlepaTypa, BSIOCTb, MACCUBHOCTb, TOTEpsl amleTuTa 1
CHAa) W JaHHbIE TUCTOJIOTMYECKOTO UcclenoBaHus. boje3Hb XaH-
na — Hlwomiepa — Kpructuana Jierko IUarHOCTUPYETCsl ¢ TIOMO-
b0 MYHKIIMOHHOU Ouorncuu. B Ma3kax oOHapyXuBaloT 60Jb-
1Ioe  KOJMYECTBO 303MHOMWIBHBIX TPAaHYJIOIMTOB KaK 3peJIbIX,
TaK ¥ MOJIOABIX HAa CTaJUU MUEIOLMUTOB, BCTPEYAIOTCS MTEHUCTHIE
kineTku. Okono 20% pereil ¢ KOCTHBIM KCaHTOMATO30M IIOTH-
0aroT OT HEMOCTATOYHOCTU JBIXaHUSI M KPOBOOOpAIIEHUST BCIIE-
CTBUE HApyHIeHUs (YHKIMI TMIOTATaMUYCCKOW WU TUIHIIe-
(anpHOIT obmacT Mo3ra.

Llvena - OmmenreiiMa cuHapom (s. Ziehen - Oppenheim), cuna-
pom IlBansbe - Lluena - OmnmeHreitma, neopMUpylOIIast Mbl-
1e4YHass JUCTOHUSI, TOP3VOHHBIM CHa3M, TOP3UOHHBIA HEBPO3
Lluena, nmporpeccupyionuii TOP3UOHHBIN CMa3M y NETeu.

OmnucaH BriepBble HeMelKMM BpadyoM Schwalbe B 1908 r., 3a-
TeM HeMellkuMu HeBpornartonoramm Oppenheim H. m Ziehen G.
B 1911 r.

OTHOCUTCS K IOMUHAHTHO-HACJIeACTBEHHBIM 3a00JIeBaHUSIM.
XapakTepusyeTcss CyaoporaMu OOJBIIMX TPYI MBI, HACWIIb-
CTBEHHBIMU JBUKCHUSIMU KOHEUHOCTEH, YepeayIOIUMUCS C pU-
TUIHOCTBIO U TUMIOTOHUEN MBIIIEYHBIX Tpynn. Bo3HukaeT Top3u-
OHHBII cma3M, BHIYYpHBIE MMO3bI ,KiIoyHa". HemocpencTBeHHO
MocJie POXAEHUST BBISBISIIOTCS TMOPOKU PAa3BUTUSI CTOM, OTPaHU-
YeHUE TBUXEHUI B TUCTAbHBIX OTAEIaX HUXHUX KOHEYHOCTEH.
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3areM MOSIBJSIETCS] PE3KO BbIPAXXEHHBIN JIOPAO3 U CKOJIUO3 TI0-
SCHUYHOTO OT/ea MO3BOHOUYHOTO CT0J10a, ,,0CaHKa OHOTOPOO-
ro BepOmona”. Iloxomka cBoeoOpa3Hasi TaHIIYIOIAsl, MOMIMPHI-
ruBaroLasl.

Yenmnepa 6one3nb (m. Chandler), mquonaruyeckuii HEKpo3 To-
JIOBKHU Oenpa.

Briepeie omucana B 1924 r. Schmorl, 3atem I-'emister u
Chandler.

DTHONOTUS HesICHA, HO TPENIioNaraeTcsi, YTo MPUYUHOM He-
Kpo3a TOJIOBKM OeIpeHHOW KOCTM MOTYT OBITh BPOXIEHHbBIE
BacKyJSIpHbIE aHOMAJIMM, ajjieprus v ap. Bo3HuKaeT nmpeumy-
HIECTBEHHO y MyXunmH Mexay 30 u 60 romamu. IMposiBnsercs
00JIbI0 B Ta300eIpeHHOM CcycTaBe (WM B 000MX), OTpaHUYCHU-
€M TOABMXHOCTH B cycraBe. ['0JloBKa OepeHHON KOCTH TOCTe-
MMEHHO HCKPOTU3UPYETCs, BO3HWKAeT ocreornopo3. Yacto arto

3a00JIeBaHUE COYETAETCS C apTEPUOCKIEPO30M, OOJIE3HBIO Meye-
HU U ITOYEK.

Yupna 6onesnb (m. Cheadle). Cm.: Measepa - Bapaoy 6onesns.

Yumna - bapmoy 6onesnp (1. Cheadle - Barlow). Cwm.: Mease-
pa ~ bapaoy 6onesne.

Yumra - Mennepa — bapnoy 6onesns (1. Cheadle - Moeller -
Barlow).CM.: Mearepa — Hapaoy 6oaesns.

[llammuona - Iperana - Kieitna curapom (s. Champion - Gre-
gan —Klein). Cm.: Qeepa — Jlaneenena cunopom.

[lapko 6one3ns (1. Charcot), 60Jie3Hb CyCTaBOB, TabeTUUecKast
aTpesus, ,JIEYyBCTBUTENIbHBINA CYCTaB", apTpOTaThsl CyCTaBOB,
HEBPOMATUYECKUI OCTEOAPTPUT, CUDUIUTUICCKUN CITIOHIUITUT,
TabeTryecKasi aTponaTus.

Briepseie onmcana ¢dpaHirysckuM HeBporatosorom Charcot
J.M.BI892r.

DTHOJOTHS HesICHA, OHAKO MOSIBJIEHME MPOoIlecca B cycTaBax
CBA3BIBAIOT C cuduincoM. XapakTepusyeTcs TIOTepCi KOXHOMI
YYBCTBUTEJIBLHOCTU B 00JTACTU CYCTaBOB. Bo3HUKaeT BHE3aIHO,
TOSIBJISIETCS OTEYHOCTh B CYCTaBaxX, 3aTeM BCell KOHEYHOCTH,
BTOPUYHO BO3HUKAIOT NedhopMaluu, oCTeOMUTHI, TYTOTIOIBUX
Hocth. bonm Her. [lpoiiecc MOXeT IUTMThCS OT HeNeId IO He-
CKOJIBKMX MecsieB. Penko codyeraeTcs ¢ 3pUTOMATO30M KOXMU.
Yamie 3Ta marosorusi HabaomaeTcs y xkeHuiuH. Peakius Baccep-
MaHa TIOJIOXKUTENIbHAs.
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[llapko - Mapu — Tyca - Todpdmana curapom (s. Charcot -
Marie - Tootli — Hoffman), cunnpom Illapko - Mapwu, mbiirey-
Hasg atpocdusa Illapko — Mapu, amuorpodus Illapko — Mapu,
MpOrpeccuBHast MbllIeYHAsI aTPOQUsl.

BrnepBrie omucan ¢panuny3ckumu Bpadyamu Charcot J. M,
Marie P., Tooth H.H. B 1886 r.

HacnenctBeHHast cemeiiHasi MUOMATHsi, 4acTO C AyTOCOMHO-
JIOMMHAHTHO# HAaCJIeACTBEHHOCTbIO, HAUMHAIOLIAsICs 10 TTyOepTar-
HOTO TMepuoja, Jalie y MaJbuukoB. HauMHaeTcs ¢ mapecre3uu
B 00J1aCTM TOJIEHM M CTOMbI, B JajibHEillieM pa3BUBAIOTCS Ma-
pajJuyy MBI TOJEHW M CTOMbI, OCOOEHHO MHHEPBUPYEMBIX
Majo0epioBbIM HEPBOM, AedOopMalusi CTOMBI 10 TUIY Mapaiu-
THYECKOI KOCONAMOCTHU, aTPOdUS MBIILIL TOJICHU, CHUXEHHUE CY-
XOXHUJIbHBIX pedieKcoB 1 GUOPUILIAPHbBIE MOAEPTUBAHUS MBI
B MOPaXeHHbIX yyacTKax. MHOrma B qajbHeIeM mpoliece nopa-
KaeT TakKe Mpearieybe U KUCTb, MOSBISIOTCSI TpODUUYECKKe Ha-
pYIIEHHUsI, IHTEHIIMOUHBIX TPEMOD, 00JIe3HEHHbIE OLYILIEHUS Cy-
nopor. B psine ciyyaeB Habmoma0TCsl pacCTPOMCTBAa MHTEICK-
Ta, Mapajuy MBI J1a3a, 9K30(hTanibM, MOIULUTEMUsI, KUdo3,
CKOJINO3.

Lapko - Dpba curapom (s. Charcot — Ero). Cwm.: 9péba - lap-
KO CuHOpom.

LlBapua cunapom (s. Schwartz), BpoxneHHbsiit Gredapodumos
B COYETAHUU C MUOTIATUEIA.

Omucan aMmepuKaHckKuM BpadoMm Schwartz O. B 1959 r.

HacnenctBenHoe 3abojieBaHue, TepenaeTcsi MO ayTOCOMHO-
peLiecCUBHOMY THIy. XapaKTepuU3yeTcsl CKeJETHBIMU TUCILIA3HM -
SIMM, KOPOTKMM TYJOBHUIIEM, MUOTOHUEH, MAaCKOOOPa3HbIM He-
MOJBWKHBIM JULOM. s 1aHHO# MAaTOJOTMM TUIIMYHBI TeHepa-
JIN30BaHHBIA OCTEONOPO3, TYTOMOABUXHOCTh B CYCTaBaX, KOHT-
pakTyphl, nedopMaluu KOHEYHOCTed, KUGDOCKONNO3, TLIaTH-
CHOHIWINS, KOPOTKUE TMAajblbl KUCTEH W TIJIOCKOBAJIbIYCHbIE
CTOTIBbI, CHUXEHUE 3PEHUS U MTO3.

[lIBaxmana — JlaiiMoHzaa cuapoM (s. Shwachman - Diamond).
Cwm.: Illmnoa 6oaesnw,

LlBennaycpa 6one3sns (m, Schwcdiauer). Cwm.: Aavbepma cuHo-
pom.

[eite cuaapom (s. Scheie), MyKomoaucaxapuao3 - TUI V, Mo3a-
Hssl 6one3Hb ['ypiepa, kietouHass Metaxpomasus, Illnera - 'yp-
Jiepa CUHAPOM.
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BrmepBble ommcaHa amMepuKaHCKMM OQTaIbMonoroM Scheie
N.0.B 1962 1.

HacnenctBeHHoe 3aGosieBaHue, TepeaacTcsi Mo ayTOCOMHO-
pcliecCMBHOMY TUIY. XapakTepu3yeTcs aehopMalMsMu KocTeit
U KOHTPAKTYypaMM B GOJIBIINX M MaJbIX CyCTaBax, TYTOMOJBUX-
HocThlo. KucTH MMeIoT BUA ,,KOTTUCTOM Jambl”. MHTEIeKT He
HapyllleH WM HapylleH HEe3HAYMTeNlbHO, MOMYTHEHHE DPOTOBMII
yYMepeHHOe, MUTMEHTHBINA peTUHUT. Poct HopManbHblit. KinHu-
yecku auddepennuponatsh cuaapomsl lllcite u ['ypiaepa oueHb
TPYIHO, BEAYIIMMU B YCTAHOBJIEHWUU OUATHO3a SIBISIOTCS OUO-
xuMudeckue uccnenoBanusi. [Mpu cunapome llleiie ¢ Mouoii B
OOJIBIIIOM KOJIMYECTBE BBHIBOAUTCS AepMaTaHCy/bdar.

[lepemreBckoro - TepHepa curapom (s. Turner), TepHepa cuHI-
poMm, TepHepa - OmnOpaiita cuHapoMm, Mopranbu - TepHepa -
Onb6paiiTa cuHOpoM, Yiabpuxa - TepHepa CHHAPOM, OBapHab-
Hasi HAHOCOMMSI.

OmnucaH coBeTCKUM 3HIOKpHHOJ0oroM H. A.lllepeieBckumu
aMepUKaHCKUM ydeHBIM Turner H.

OTHocuTCsl K 4Mcay 3abosieBaHMid, OOYCIOBJIEHHBIX XPOMO-
COMHBIMM aHOMaTUAMU. XapaKTepu3yeTcsi HU3KUM MM KapJiu-
KOBBIM TPOMOPLMOHANBHBIM POCTOM, TO3IHUM OKOCTEHEHUEM
anudu3apHbIX Xpsllei, HaTUYMeM ABYCTOPOHHEN JieTaTelbHOI
MepernoHKu (MTepuruii) eu, nedopmaireil rpyaIHON KIETKH,
pebep, MO3BOHOYHOTO CTOJ6A, AMCIUIA3uell Ta300ePEeHHBIX CY-
ctaBoB. OOpallaloT BHUMaHUE BSIIOE BbIPaKeHME JIMLIA, OTBUC-
1IMe BeKM a3 W yriael pra (.o chunkca"). Yacto Habm0-
JAI0TCs Jpyrie aHoMajluu: TJIyXoTa, KaTapakra, Iydyerjasue,
MUTMEHTHOE MEePEepOXACHUE CeTUYaTKU, CYKeHHe aopThl, Ae(eKT
MEXKETyIOYKOBOM TEeperopofiki Cepala, IMCCOLMHUPOBAHHbBIM
MHGAHTUIM3M TOJIOBBIX OPraHOB, aMEHOpest U JIp.

Illedepna mepenom (f. Shepherd).

Bnepsrie ommcan Shepherd.

[Non aTuM Ha3BaHWEM MOpa3yMeBaeTCs PEAKO BCTPEUAIOIIUIi-
csl M30JMPOBAHHBIN TEPENIOM 3aTHEr0 OTPOCTKA TApaHHON KOC-
TH, KOTOPBI KIMHUYECKH TPOSIBISIETCS OOJIbIO, MPUITYXJIOCThIO
B 00JIACTH TOJICHOCTOITHOTO CYCTaBa, MPENMYIIECTBEHHO 10 3311~
He-JlaTepaJbHOM MOBEPXHOCTHU, HapylieHrueM (YHKIUU. Xapak-
Tep MOBPEXICHWI YTOUHsIETCS Ta OOKOBOM pPEHTTeHOTpaMMe.
OngHako HEpemKo WMMEIOTCSl OTNpene/ieHHble AMAarHOCTUYECKUe
TPYOHOCTH, OOYCIIOBICHHBIE HEOOXOAUMOCTBIO UCKIIOUEHUS [I0-
0aBOYHOI1 TPEYTOJIbHOI KOCTH.
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[accenwsika cuHapom (s. Chassaignac), mapammu IllacceHpsika,
0OJIE3HEHHBIN Mapaiuy y MaJeHbKUX AeTed, MPOHAIMOHHBIN
MOJABBIBUX T'OJIOBKU JIy4eBOW KOCTH.

Onucan dpaniysckum xupyprom Chassaignac C. M. E. B
1856r.

Bcnencteue Oole3HEHHOCTM TPU TMOABBIBUXE TOJIOBKM JIyde-
BOM KOCTM y jgeTeil 2 -5 JieT HabiomaeTcsl JIOXKHBIN Tapaind
Mpenreybsi. XapakTepu3yeTcsl BBIHYXIECHHBIM MOJOXEHUEM
MpeAIuUIeYbs U KUCTU B MOJIOKEHUU MPOHALIUM, OTCYTCTBUEM aK-
TUBHBIX JBUXEHUI B JIOKTEBOM CycTaBe M3-3a OOSI3HU OOJIU.
[locne oTBieyeHUsT BHUMaHUs peOEHKAa OTpaHUYEHHbIE JBUXKE-
HMSI CTAHOBSITCSI BO3MOXHBIMU. XapakTepeH aHaMHe3: pedeHKa
BeJIM 3a MOAHATYIO KBEPXY PYUKY, pe3ko notsiHyau. [locrie ycT-
paHeHUs MOABBIBUXA OOJIb U ,,TICEBIONAPATINY " TUKBUINPYIOTCS
B T€YEHUE HECKOJIBKUX MUHYT.

uHxia 6ome3ub (m. Schinz), ocreoxoHaponatusi Gyrpa msTod-
Holt KocTH, octeoxoHaponaTtus lluxua - Xarnmynna, Cesepa 60-
JIe3Hb, aro(U3UT MSATOYHON KOCTH.

BniepBbie onmcana mBenckuM xupyprom Haglund P .B 1907 1.,
OITHAKO TPaBWIbHOE 00BSICHEHUE MTAaTOJIOTMYECKOTO Mpoliecca Jia-
HO Schinz B 1922r.

Bcerpeyaercst penko, KIMHWUYECKU TPOSIBISIETCS OOJIbIO TPHU
X01b0e, XPOMOTOM, TPUITYXJIOCTBIO B 00JacTM Oyrpa IMATOYHOI
KOCTH, 00JIe3HEHHOCThIO TIPM Ha/laBIUBaHUU. Pe HTTreHO O -
TMyYecKHU BBIABISICTCS HapylIeHUE CTPYKTYPHOTO PUCYHKaA
arodu3a, (pparMeHTalrsl, CEKBECTPOIIOTOOHBIC YIaCTKHU, YBEJIH -
YeHUEe PACCTOSTHUSI MEXIY armodu3oM U MSTOYHOM KocThio. He-
POBHOCTh KOHTYPOB KOCTHBIX TIOBEpXHOCTEU Oojiee BbIpakeHa,
4eM B HOpME.

narrepa cunmpom (s. Schlattet). Cm.: Oceyda - Illrammepa
CUHOpOM.

muna cunapom (s. 3crmlll“meradbuzapHbiiinn3octo3, 601e3Hb
Ancena - llImMupa - llIBaxmana — JlaiiMoHa.

HacnenctBeHHOe 3abosieBaHMe, TEpemacTcsl MO ayTOCOMHO-
JMOMUHAHTHOMY TUITY, TPOSIBJISIETCS B IETCKOM Bo3pacte. B oc-
HOBE CWHJPOMA JIEXUT TUIIOIUIa3UsI BOJOKHUCTOTO Xpsilia Cy-
cTaBoB. 3abojieBaHME TI0 KIMHUYECKON KapTUHE TsDKesIee THIa
60JIe3HH, KOTOPBII onucai SIHCeH, XOTs KIMHUIECKHE CUMIITO-
MBI X NIEHTHYHBI ¥ BEIPAXAaIOTCS B KAPJIMKOBOCTH, ITOPaXXEHUN
snubu30B U MeTadu30B, HATMYUK coxa vara, genu varum. He-
PENKO COYETAETCsI C TSIXKEJBIM BAPUKO3HBIM 'pacIiMpeHreM BeH
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¥ HapylmeHueM (DYHKIIMM KUIIOK M TODKENYIOYHOM XKeJe3bl, a
TaKXe KpoBeoOpazoBaHUSI.

Lloiitxayepa - Mapu - CentoHa cuHmpoM (s. Scheuthauer -
Marie - Sainton). Cu.: Mapu - Cenmona cundpom.

nannanra - Tanmeitnepa cuHapom (s. Spanlang - Tappeiner).

Onucan aBctpuiickum Bpauom Spanlang H. B 1927T.

3aboJsieBaHMe HACIEACTBEHHOTO MPOUCXOXAEHUsI. XapaKTe-
pU3yeTCs JIaJOHHO-TIOAOIIBEHHBIM KEPATO30M C MHOXECTBEH-
HBIMH BOPOHKOOOpPa3HBIMU OYaraMy OPOTOBEHMsI Ha JIaJOHSX
M JIQIOHHOW TIOBEPXHOCTU TMajbleB U JUGBEGY3HBIM OpPOrOBEHHU-
€M TOIOIBEHHOM MOBEPXHOCTH cTOoI. OMHOBpEMEHHO HabI01a-
eTCs TIOJTHOE WJIM YaCTUYHOE OTCYTCTBME MaJIbLeB. XapaKTepHbI
TaKXe TUMEPrUaApO3, KPAaeBOi KepaTUT, YaCTUIHAS WM TTOJTHAsT
ayornerus.

lnera - T'ypnepa cunopom (s. Spat - Hurler). Cwm.: Ileiie cuno-
DPOM.

mremeitepa — @orta — barreHa cunapom (s. Schpielmeyer --
Fogt-Batten).Cm.: Tes - Cakca 6oaesne.

Imnpenrens 6one3Hs (m. Sprengel), BpoXIeHHOE BBICOKOE CTOSI-
HUE JIONATKU, BPOXIEHHAs BBICOKAsl JIONarka, aedopmariust
[Inpenrens, HeycTOWYMBas JTOMATKa.

BnepBeie omucaHa HeMenkuM BpauyoMm Eulenburg M. M. B
1862 r., Gonee moapo6HO HeMenKUM xupyprom Sprengel O.K.
B 1891 1.

Criopanuyeckoe 3abojieBaHUE, TPOSIBISETCS C POXICHMUS.
3asepkKa pa3BUTHUS JTOTIATKU U HapyIlIeHWE €€ OMTyCKaHUS BO3-
HUKAIOT ¢ 3 - 4-if Heleln SMOPUOHAJILHOTO TTepruoaa. Xapakre-
pu3yeTcs BHICOKUM CTOSTHUEM JIOMTaTKK, KOTopasi pacrojaraer-
cs1 BbIlle OOBMHOTO YpOBHS Ha 6 - 12 cM. Jlonarka yMeHbIleHa
B pa3Mepax HO [UTMHE, HO yBeJIUYeHa 10 MIMPUHE, YaCTO UMEET
KpBUIOBUAHYIO (hopMy. BbicoKO pacmosiokeHHas jjomnartka Io-
BEpHYTa BOKPYT OCH TaK, YTO €€ HWUXXHWI Yroj MpuOJMXKeH K
IMO3BOHOYHOMY CTOJIOY M 00pa3yeT ¢ HUM YToJi, OTKDPBITHII
KBepxy. BepxHuii Kpait sonatku 3arHyt. [log HUM WHorma 06-
pasyeTcss TUTpOMa, BCJICACTBHME YEro BO3HMKAET JIOMATOYHBIN
xpyct". B 25% ciydaeB jionmaTka CHHOCTO3MPOBAHA C IIEHHBIMKI
WIA TPYIHBIMU MO3BOHKaMU. B 3Toii 001acTU BO3HUKAET NO-
MOJHUTEJIbHOE KOCTHOE 0oOpa3oBaHKME - OMOBepTeOpasibHasK
Kocth. B 80% ciydaeB STOT MOPOK OIHOCTOPOHHMIA. Pasinuaior
MBITIIEYHYI0 (DOPMY BBICOKOTO CTOSTHUSI JIOTIATKY U KOCTHYIO —
6oJee TsKeNnyt0. TOUKY MPUKPETUICHUST MBI, ITOTHUMAIOIINX
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Jonartky, comuxkeHbl. C TedeHMEM BpeMeHHM JioTiaTKa nehopMu-
pyercst. Kpome KocMeTHUecKMX, TOSIBISIIOTCS M DYHKITMOHATb-
Hble HAapyUIEHUS B BUIE OTPAHUYCHUS ABUKEHUI B IJICYEBOM
CycTaBe M HEKOTOpPO# CJ1abOCTH MBI HA CTOPOHE MOPaKEHUSI.
Bricokoe cTOsTHUE JIOMAaTKM HEPEenKO COYETAeTCs C HaTudueM
MEWHBIX pebep, CIUSTHUEM MO3BOHKOB, CKOJIMO30M, YKOpOYe-
HMEM BepXHell KOHEYHOCTH.
Il reitHepa cuHmpom (s. Steiner).

OmnucaH HeMeKUM HeBporartojioroM Steiner G.

[Mpencrasnsier coboii coyeTaHWe psia BPOXICHHBIX aHOMa-
nuit 1 mm3oppeHnn. OTMeyaeTcss OMHOCTOPOHHUI TMTaHTU3M
OTJEJIbHBIX YacTel Tea, yalile JTUIa, CUHAAKTYIINSI, TUTTIONMOHTHS,
MUCIIIa3usl 3yOHOU 3Maiu,MUKpoledantus, aMOJIUOTHS, TUCTPO-
ust HorTel, mm3odpeHUs.

Wtuna mepenom (f.Stieda). Cwm.:llersecpunu - Illmuda 6Gonesno.

tuna - Tlemnerpunu Gonme3nb (T, Stieda - Pellegrini). Cm.:
Ileaneepunu — Illmuda 6one3ns.

W tunnepa cunnpowm (s. Stiller), acrenus L Tuinepa, BpoxkneHHast
YHUBEpCcaJbHas aCTCHUS, aCTeHYeCcKast 00JIe3Hb.

Omnucad BeHrepckuM BpadoM Stiller B. B 1907 r.

XapakTepusyeTcss BBICOKUM POCTOM, Y3KOW TPYIHOM KIET-
KoM, pirrokTynpyromumMu X pedpamMmu, TMTIOTOHUE | MBITIILL, CTUIaH-
XHOIITO30M. Y GOJIbHBIX BhIpaXeHa cJaboCTh CYMOYHO-CBSI30U-
HOTO arnapara, TUIOCKOCTOoIHe, Kudo3, BApUKO3HOE paciupe-
HME BEH.

M rprommenst curapom (s. Stumpell). Cm.: Ipba ~ llapko cuno-
DPOM.

rypre - Bebepa - Kpab6e cunmpom (s. Sturge - Weber - Kra-
bbe). Cm.: Kaunneas - Tpenaynes - Bebepa cunopom,

omnepa - Xpuctuana cunapom (s. SchUIler - Christian).Cwm.:
Xouda - Iloasepa - Xpucmuana cuudpom.

Dpanca cuHapoM (s. Evans), pedsiekropHasi cummarudeckast au-
crpodusi.

Onucan livans R. B 1946 r.

SIBnsieTcs cnencTBUEM MacCUBHOM TPaBMbl KOHEYHOCTH, CO-
MPOBOXIAOIIEICS TepeIOMOM, TOBPEXICHUEM COCYIOB WU
HepBoB. [1posiBisieTCSsT MTOKpacHEHNUEM KOXH, TTOBBIIIEHHBIM T10-
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TOOTACJICHUEM, OTCUYHOCTBIO U 00JbI0 B KOHEYHOCTH, COXpaH-
IOIUMHUCA TIUTEIBHOE BPEMS IOCJIE TPaBMBI.

OnBapnca cuHnpom (s. Edwards).

Omnucan aMmepukaHckuMm meauatpom Edwards J. H. B 1960r.

IMpencrapiaser cOOOM  KOMIUIEKC BPOXKIEHHBIX aHOMAHUiA
y neteit ¢ tpucomucit. E. Xapakrepusyetcs:i HeOOJIbIIONH Maccoi
TeJia MPY POXAEHUU, 3aIePXKKOI Pa3BUTHsI, YMCTBEHHOM OTCTa-
JIOCTBIO, TJIYXOTOIA, MapajndamMu rnepudepruyeckux HEpBOB, MUK-
porHatveil, MUKpOreHHel, TTOpOKaMu Pa3BUTHSI CEPILIA, TIOYEK.
Co CTOPOHBI OTMIOPHO-IBUIaTEILHOTO arlliapata OTMEYaloTCsl CUH-
JNAKTUIIMsI, MHOXECTBEHHBIE KOHTPAKTYPbl CYCTaBOB, HEIOpa3-
BUTHE MBIIIIII.

Bnnoyca cunnpom (s. Eddowes), curanpom Crapsest — Danmoyca.

OnucaH aHMIMiCKUMK BpadyaMu Sparway B 1896 r. u Eddo-
wes A.B 1900r.

Ipencrasiser cob0ii MHOXECTBEHHBIE TOPOKHU Pa3BUTHS Op-
raHoOB, IPOMCXOISALINX U3 ME3OAEPMbI B COUETAHUM C IIOBBIIIEH-
HOW JIOMKOCTBIO KOCTEM M CMHUMHM CKJIepaMu. XapaKTepu3yer-
Cs1 TIOBBILLIEHHOW JIOMKOCTBIO KOCTE CO BCE COMYTCTBYIOIIEH
CUMIITOMATUKON  (MCKpUBIIEHUEM IMa(U30B, 3aTPyIHEHHEM
W HEBO3MOXHOCTBIO XOIbObI, CHHUMU CKJIEPAMM).

Dkmana - JlobwreitHa 6one3Hb (m. Ekmann - Lobstein).-Cwm.:
Jlobwmeiina 6one3nb.

BDnepca - [Jdanmoca cunapom (s. Ehlers - Danlos), ,,aBycycraB-
Hble JIoAu", BPOXJEHHas pa300JITAHHOCTh CyCcTaBa, 3J1acTUYe-
cKast (huOpoIMCIUIa3us, BPOXIEHHAs Me3oaepMalibHasT JIHUCTPO-
dus.

Omnucan natckuM BpadoMm Ehlers E. B 1899 r. u dhpaHIry3ckum
nepmarosioroM Danlos H. A. B 1908 T.

OTHOCUTENTBHO pefikasi BpOXIeHHasl Tarosnorus. Bompoc o
HacJIe[ICTBEHHON Tepeaaye He BBISICHEH. DTHOJIOTHS M TATOreHe3
HesicHBI. 3aboJieBaHNe MTopaxaeT B OMUHAKOBO Mepe o0a Imoia.
XapakrepusyeTcs CJAeIYIOIIMMU MPpU3HaKaMu: 1) 4upe3aMepHOit
9IACTUYHOCTBIO KOXHU (B3siTasl MajbliaMd B CKJIaKy, OHa MO-
KeT ObITh MPUITOAHATA BBEpX Ha 10 cM, HO, OYIy4d OTIYIIEH-
HOM, cpasy Xe CriaxkuBaeTcs) ; 2) paHUMOCTBIO COCYIOB KOXHU
Mpu MaJieiIeit TpaBMaTH3aly ¢ 06pa3oBaHUEM PaH U TTOCELy-
IOIMM BO3HUKHOBEHMEM Ha 3THX MeCTaX TI'pyOOro KeJUIOMIHO-
ro pyoua; 3) upe3MepHOil MOABUXHOCTHIO CYCTaBOB, MPUBO/IS-
e K JIETKO YCTpaHMMBIM MOJBBIBUXaM; 4) oOpa3oBaHUEM
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MPUIYXJIOCTEN HaJ KOCTHBIMHM BO3BBILIEHUSIMU I MHOXECTBEH-
HBIX Y3JIOB B KOXE€, KOTOPBIE MOTYT OOBI3BECTBIISITHCS.

P eHTreHONMOTHMYECKU W3MEHEHUI B KOCTHO-CYCTaB-
HOM arnrmapaTe He HaXOHAT, OMHAKO BO3MOXKHBI COUETAHUST CHHII-
poma Dnepca — JlamToca ¢ paaroyJIbHapHBIM CUHOCTO30M, KO-
COJIATIOCThIO, JedopMaldsIMU depera, BPOXICHHBIM BHIBUXOM
Oenpa u ap.

Ommica - BaH Kpesenbaa 6onesns (m. Ellis - van Creveld), koHa-
pOsKTOAEpMAITbHASI IUCTUIA3HS.

[TepBoe coobmeHue o Heit caenan MclntoshB 1933 r., 6omee
moJiHO onucanu anruiickuit enuarp Ellis R. W. u routanackuit
Bpau van Creveld S. B 1940 .

HacnencteeHHoe 3aboneBaHKe, Tiepeiarollieecss 10 ayTOCOM-
HoO-pelieccuBHOMY TuIly. [lposiBisieTcss ¢ MOMEHTa POXAEHUSI.
Xapakrepu3syeTcsi HU3KUM POCTOM, HAJIMYUEM MOJUAAKTUIIHY,
MOJTMMETaKapIauy aHOMaJluei HOrTell U 3y00B, MOPOKaMU Cepi-
La, HapyuieHueM MetaduszapHoil occudukaumu. BonbHble nme-
10T KpYIJIoe JIMLO, Y3KYI0 IPYAHYIO KJIETKY U Aedopmauun xo-
HeyHoCTell 3a cuer pacuupenust meradusos. [laTorHOMOHUY-
HBIM CHMIITOMOM 3TOi OOJIe3HU SIBJISIETCS HaJMuKMe B BepXHEl
TpeTu OOJbILIEOEPLIOBOM KOCTU KOCTHOTO BBICTYIIA - ,LITIOPHI".
JUTMHHBIE TPYOYaThle KOCTH YKOPOYEHbI, KaK MpPaBWIO, TOJ0B-
Ka Jlyya BbIBUXHYTA. Hapsiny ¢ 3TUM MMEIOT MecTo HapylieHue
JbIXxaTelbHON (yHKUMM U3-3a AedopMaly TPYAHON KIETKH,
SIBJICHWSI TUITOKCUM MBIIIIIBI CepIIa.

DHrenpMana 6onesHb (m. Engelman), mporpeccuBHast auadusap-
Hasl JMCIUIa3Msi, MHOXECTBEHHasl TUIlepoccalibHasi OCTEeOrNaTusl,
MHOXECTBEHHBII Tuadu3apHblil 0cTeOCKIepo3, cuHapoM Kamy-
patu - DHreabMaHa, CUCTEMHBI OCTEOCKJIEPO3 C MHUOIATHUEH,
reHepaM30BaHHbI  THIIEPOCTO3.

Briepsble onucana anruiickum BpadoM Cockayne E. A. B
1920 r, u utanbsiHckuM xupyprom Camerati M.B 1922 r.Hau-
Oosiee TONTHAsE KJIMHUYEcKasl KapTUHA OblIa MpeacTaBieHa He-
MeukuMm oprorieqoM Engelman G. B 1929 r.

HacnencrBeHHoe 3a0oseBaHue, TIepelaeTcsi MO ayTOCOMHO-
JOMUHAHTHOMY TUIy. Il 3TON MaTONO'MU XapaKTepHO YTOJ-
IeHre KOPKOBOTO BelllecTBa Kocteil. [lopaxkeHue IBYCTOPOH-
Hee, cuMMeTpuuHoe. Yalle ropaxaercss 00JblIeOeplioBasi KOCTh.
Myx4uHbBI 3200J1€BaIOT pexe, YeM KEHIIMHbI. MbllleyHas cia-
60cTb 1 60JIb, HAPYLIEHWE MOXOJKU, CHIKEHUE WIN yBEJTMUeHUe
CYXOXMJIbHBIX peyieKcoB, aTpodusi MBILILL — YaCTble CTYTHUKHU
yKa3aHHOTO TMopaxeHust kocreil. C TeyeHHeM BpeMeHM Hapyla-
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cTcsl apuTpobaacTryeckast GYHKIMS KOCTHOTO MO3ra, M3MEHSI-
eTcs colepxkaHue Kaibuus, docdopa, wmenodHoin ¢ocdarasbl B
CHIBOPOTKE KPOBH.

PeHTreHomoruyecKu omnpenensieTcss yTojlieHue
KocTeil, 0COOeHHO nMar30B IIMHHBIX TPYOUaThIX KOCTeit (Oen-
PEHHOI, 60JTBIIEOEPIIOBO, TUIEYEBON M APYTUX KOCTEif). YTOoJ-
IIAITCSl TaKXe IMSCTHBIE W TUTIOCHEBBIE KOCTU, KOCTHU Taza. [lo-
BEPXHOCTh KOCTEH CTAHOBUTCS BOJIHUCTON 3a CUET aKTUBHOI,
HO HepaBHOMEPHOU (DYHKIIMW HAIKOCTHUIIBI. KOoCTHOMO3roBbie
MOJIOCTH CyXeHbl. KocTHast TKaHb CTAHOBUTCST HETIOJHOIIEHHOM,
MOSIBJISIETCSI €€ Pa3BOJIOKHEHWE W TECTPHIii PUCYHOK B BHIE
CBETJIBIX T10JIOC, 00YCIIOBJICHHBIN BKITFOUEHUEM ,,TTOJIOCOK " (h1b-
po3HOU TKaHU. B ob6iactu anudu3oB u anodu3oB MMeeT MECTO
TUIEPTPOPUUECKUIT OCTEONOPO3.

Dpba 6ore3np (m. Erb), mporpeccupytoiast MbllieyHast TUCTPO-
dwust, mporpeccupytoriasi MbiledHast aTpodusi, CHHIPOM ,,CBO-
OOIHBIX TUTIEYEN”

BriepBbie omucaHa pycckuM HeBporartojioromM dotom, 3atem
HeMelKuM HeBponarosorom Erb W.H. B 1883 1.

[MpencraBisier coboit HacieACTBEHHO-CeMeiiHOe 3aboJieBa-
HUE, KOTOpOe TPOSBIIIETCS B paHHEM BO3pacTe WJIU B TEPUOI
MMOJIOBOTO CO3peBaHMs. BBI3bIBaeT CHUMMETPUUYHYIO aTpoduio
MBI TYJOBUINA, TIOICHUYHOW 00JIacTH, Ta3a, mosica, BepXHeit
KOHEYHOCTH M TMPOKCHUMAJIbHBIX YacTeil KoHeYHOoCTu. [ pymHas
KJIeTKa TUTOcKasi, Tamusl y3Kas, ,ocuHas'. [loxomka yTuHas,
BCTaBaHUE MPU CUASYEM U JieXKauyeM MOJIOXKEHUN HEBO3ZMOXHO.
TUNUYHBIM SIBJISIETCS TICEBOOTUTIEPTPOMUST OSIPEHHBIX U UKPO-
HOXHBIX MBI (,,MKpa THOMa"). BBIIEISIOT psan KITMHUYECKUX
dopM Gojie3Hu Dpba:

1. CecraHa - JlexkoHHa MTPOTPeCCUPYIOIIas MbIIIIEYHAsT aTpo-
usi, TOMUHUPYIOT KOHTPAKTYPHI, Aeopmalinu.

2. MonicHa - ['pusuHrepa.

3. TlceBmorumeprpoduueckass Gopma ¢ BBIpAXEHHOU JOX-
HOIi rurepTpodueil GenpeHHBIX ¥ WKPOHOXHBIX MBIIIIII.

4. Todbdmana aboptuBHasi hopMa MPOrpecCUpyIONIeid MbI-
meyHoii atpodun. bose3Hb MporekaeT CTabUIIBHO, C OTpaHUYEH-
HBIMM TUTIEPTPOGUSIMU W aTPOGUSIMU MBIIIILI.

5. Todbdmana tTun — OyiabbapHO-TIapamuTUUecKas dopma
MPOTPeCCUpPYIOIIEeii MbIIIEYHO aTpOoUH.

6. Kuoxa n HeBuna - riasHast popma rporpeccupyioiieit
MBIIIEYHOM aTpoDUK ¢ MapaandoM HapyXKHBIX TJIa3HBIX MBIIIII.

7. Jlangysu - JleXcpuHa - gneTcKas (opma, Iopaxaomas
MBIIIIIIBI JIMIIA, TOTIATOK U TUIeYa. p
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8. Jlciitrena - Meb6uyca - IlummepnuHa - arpoduycckas
dopma, ¢ mopaxkeHUeM Ta30BOTO Tosica U Oerep.

9. Benanjacpa - nepudepuyeckas (popma Mmporpeccupyronieit
MBIIIEYHOI aTrpodun, nosiBisiomasics mexay 40 u 60 romamu.
MpiiieuHo# atpodun moJBepralTcsl pa3rudaTesu MaibleB KUc-
Teii U CTOII, a 3aTeM U CrubdaTeu.

Opba - Tonbadmnama cunapom (s. Erb - Goldflam), cunmpom
Opba, cuHapom Xonme - [lonbadnama, cuHapom Dpda - On-
neHreliMa, TceBaomNapaluTyecKasl 3JI0KayecTBEHHass MuUacTe-
HUSI, MUACTEHUYECKUIi OyIbOapHbBIii Tapaguy.

Onucan HeMmelKuM HeBpomnatosorom Erb W. H. B 1878 r.

DyHKIMOHATbHAS TICEBONapATIUTUYECKAs MMACTEHHUSI C Hapy-
[IEHWeM Tiepefayd BO30YXIEHUs C HEPBHOTO BOJOKHA HA MBIIII-
1y, BO3MOXHO, CBSI3aHHasi C O0Opa3oBaHUEM ayTOMMMYHHBIX
TeJ. XapakTepu3yeTcsl MCXOAHON Ca0O0CThIO MBIIIL, yYTOMJIse-
MOCTbIO, TIOHUXEHUEM pPabOTOCTIOCOOHOCTH OTAETbHBIX T'PYIIII
Mol [Tocne HampskeHUsi, pabOThl OTMEUAETCs Pe3K0e CHUXKe-
HUE MBIIIEYHON CWJIBI BIUIOTH MO Pa3BUTHUS JIOKHBIX Tapaiuyeit,
KOTOpbIe JIMKBUAMPYIOTCSl TOCTe OTabixa. B Hauarne 3aboseBa-
HUs HAOJIONAIOTCS MPOJOIXKUTENbHbIE PEMUCCUY, 3aTeM UX JUIH-
TEJNILHOCTh coKpaiaetcs. Hepenko coderaercsi ¢ mopokaMu pas-
BUTHUS TIOJIOBBIX OPTaHOB U OMOPHO-ABUTaTEIHLHOTO armmapara
(MOMUIAKTUIINS).

Opba — Kumomnke mapanuyu (p. Erb  Klumpke). Cm.: Jrowe-
Ha - JOpba napaauu.

Opba - lapko cunapom (s. Erb - Charcot), 6one3ns Lllapko -
Opba, 6oje3Hb Dpba, OGonesHb LlTprommensi, HacaeACTBEHHBIM
CMACTUYECKUI CMUHANbHBIN Mapajuy, ceMeiiHas CracTuyeckas
naparuierus.

BrniepBbie onucaH HemenkuM HeBporiatosiorom Erb W. H. B
1876r.

CrnacTuyeckuil, JOMUHAHTHO- WIN PEIleCCUBHO-HACIEIYeMbli
CMUHAJbHBIN apanuy. HaunHaeTcs B I€TCKOM WJIU IOHOIIECKOM
BO3pacTe, yaiie 3a00JeBaloT MaTbYUKHU. XapakKTepusyeTcs Mpo-
TPECCUPYIONIEN MBIIIEYHOU C€1ab0CThlO, MOCTENEHHBIM DPa3BUTHU-
€M CHacTMYECKUX PACCTPOMCTB, 3aTPyIHEHUEM IOXOAKHU, IO-
XOJKOU Ha IBIMIOYKAaX, CTUOATENbHBIMU KOHTPAKTypaMu B CY-
cTaBaX HUXHUX KOHeuHocTel. MHorma aHajiornuHoe mopaxeHue
BBISIBIISIETCSI U HA BEPXHUX KOHEYHOCTAX. ATpodust MbIIIIL OT-
CYTCTBYeT, OpIolTHbIE pedieKChl KUBbIE, YYBCTBUTEILHOCTD CO-
XpaHeHa WM CTpajaeT He3HauuTeabHO. MHorma HaGmomaoorcs

162

BpPOXJEHHAasl MoJjasi CTOoMa, 3MUICHTU(OPMHbBIE TPUTIAAKHU, pac-
CTPOMErBO MHTEJIEKTA.

Opnaxepa — bnaynta — Buesuns 6one3nsr (m. Erlacher - Bla-
unt - buesuns). Cm.: baaynma 6oae3ns.

Bccekc-Jlonpectu nepesom (f. Kssex-Lopresti).

Onucan Essex-Loprestis 1951 r.

XapakTepusyeTcss MHOTOOCKOJIbUAThIM TIEPEIOMOM TOJIOB-
KU JIy4eBOM KOCTU, COIPOBOXIAIONIMMCS Pa3pbIBOM JIUCTAb-
HOTO JTYYEeJIOKTEBOTO COWJIEHEHUS] U CMEIIEHUEM TOJIOBKU JIOK-
TE€BOM KOCTM IO HAMpaBIeHUIO K 3amsicTblo. [IpuyumHOi 3TOTO
MOBPEXIEHUSI OOBIYHO SIBJISIETCS] TaleHUe Ha KUCTb, HAXOMSIILY-
10CST B TIOJIOKEHU U ThUIBHOTO CTUOaHUsI, TPU MOJTHOCTBIO BBIMIPSIM-
JICHHOM JIOKTEBOM CycTaBe Tpenruieubsi. [Ipu atom mepesiome
HEpeIKO TMPOCMATPUBAETCS TMOBPEXAEHUE NUCTAJbHOTO Jiyuye-
JIOKTEBOTO COWIEHEHUSI.

IOHrnuHra monmukucTo3HbIN ocTUT (0. Jiingling).CM.: Ilepmeca -
FOnenunea cunopom.

SIHcena 6one3np (m. Jansen), McracdusapHasi XOHAPOAUCILIA3US,
BpOXJeHHasl MeTadusapHasi XOHAPOAMCILIA3US, BPOXIECHHAS
KapJMKOBOCTb, MeTadu3apHblii AU30CTO3, MWuUYKa CHUHIPOM,
Muuka - SIHceHa cunapom, fHceHa - [lIMuna 6onae3Hb.

BriepBbie omucaHa ToJjUTaHACKUM opTomenoM Jansen M. B
1934 r. u 6onee monHo - Haas ¢ coaBt. B 1969 T.

HacnenctBenHoe 3a0osieBaHue, TUIT HACIEIOBaHUSI HE BhISIC-
HeH. XapaKTepus3yeTcsl KapJMKOBOCTbIO UM MHOXECTBEHHBIMU
nedopMalsiMU KOHEYHOCTEe! Mo TUIly coxa vara, genii yarum.
HaGmionalotesi Takke KOHTPAKTYphl, KOCOJNAMOCTb, YKOPOUEHUE
3a CUET NUCTAJIbHBIX CETMEHTOB KOHEUHOCTU (TIpeaIuiedbsi, Toje-
HU) , 9k30dTaNbM, Opaxuiedanus, Helopa3BUTHE KOCTEl Julia.
PenTreHonoruuecku B MeTaduzax 0OHAPYKUBAIOTCS KUC-
To3HbIe mosiocTi. PopmMa 3308 HOpMaJbHast, HO BETMYMHA
X yMeHbIlIeHa WU3-3a 3aJepXKu occudukainuu. Ta3oBble KOCTU
TaKXe yMEHbIIeHbl B pa3Mepax, TMIOUJIACTUYHBI, OTMEYaeTCs
Hanuyue 6oabuux KUcT. [I03BOHOUHBIN CTONO U KOCTH KUCTEi
Y CTOIl HE U3MEHEHBI.

Sucena — Llmuna 6one3ns (m. Jansen - Schmid), Cm.: Hucena
601€3Hb.

Auckoro - bunbimobckoro cuHapoMm (s. Jansky - Billschows-
ky).CM.: Tes - Cakca 60ae3nb.
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Sdbde - JuxrenmreitHa ocreom-octeoma (0. Jaffe - Lichtenste-
in). Cm.: Bepecmpanda cunopom.

SAdpde — Jluxrenmreitna cunapom (s. Jaffe - Lichtenstein),
curgpoM Adde - JluxtenmrTeitHa - YIuHTepa, IOHOMECKWI Ie-
(popMupyomril  0cTcohpUOPO3, OTHOCTOPOHHSS (GUOpPO3HAs OcC-
TeonucTpodusi, OMHOCTOPOHHSST O0Ie3Hb PekmHrxay3eHa, TIo-
JIMOCTaTUYECKU (HDUOPO3HBIN OCTUT, KUCTODUOPOMATO3 CKeJle-
Ta, KMCTO3HBIN (PUOPO3HBINM ocTUT, (hUOPO3HAS MUCIIIA3US KOC-
TH, HCOCTCOTeHHas (hubpoMa KOCTH.

Onucan amepukaHnckumu maronoramu Jaffe H. L.B 1935 1.
u Lichtenstein L. B 1938 T.

XapakTepusyercss MpUCTYMOOOpa3HbIM TeUEHUEM C MOpaxe-
HueM nuacdusa wim metadusa OIHOW KOCTH, WHOTIA OTHOCTO-
POHHUM TIOpaXeHMEM HECKOJbKMX KOCTE, WHOTIa MHOXECT-
BEHHBIM TOpaxeHueM. becrokouT 6ojib B TOpaXeHHOM OTIENe
cKeyeTa, UCKpUBIeHUe KocTteid Hepenko amarHo3 ycTaHaBiM-
BalOT TIOCJIe TaToJOTMYecKoro mepenoma. MHorma ormevaetcs
MPeXIeBPEeMEHHOE TT0JI0BOE CO3PEBaHUE.

PeHTreHoaormyecKu OTMEUaeTCd pacIIMpeHUE U
yIJIMHeHUe nuacdu30B, UX UCKPUBJIEHNE, 00pa30oBaHUE JIOXKHBIX
kuct. [laTojmormyeckue ovyaru MMEIOT CTPENOBUIHYIO (opmy,
pacIpoCTpaHsIOTCS B MPOKCUMaJlbHOM HampasieHuu. [Ipoiecc
JoKanusyercss B Metadu3ax IJIMHHBIX TPyOUYaTBIX KOCTEM, KOC-
TSX Ta3za W TUIEYEBOTO ITosIca,

SAdde - JluxrenmreitHa - Ynunrepa cunapom (s. Jaffe - Lich-
tenstein Uehlinger). CMm.: fgpge - Jluxmenwmeiina cunopom.
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Brnoxa — Cynbuoeprepa cunapom 19
Bayma cunapom 19

Bayma — Maxaueka — Toppe cunnpom 20
Ban Borapra — O3ze cunnpom 20

Ban borapra - Illepepa - Omiireiina cunapom 20
Boitna - CrupHca cunapom 21
BouneBu - Ynbpuxa cunapom 21
Boprona nepenom 21

Bpaiiuesa - JluxreHiureiiHa 0one3Hb 22
Bpayapa cunapom 22

Bpaxmana — ne Jlanre cunapom 22
Bpemepa cunapom 23

Bpuina — Cummepca cunapom 23
BpunHcona cunapom 24

Bpunrona 6onesnn 24

Bpucco — Mexa cunapom 24

Bpoau abecuecc 24

Bpyria cunmpom 25

BpyTtona 6Gonesnn 25

Byiio 6one3ns 25

Byprona 6onesnn 25

Bypxya — I'pusenst cunapom 26

Ban byxema 6onesnn 26

Byuraposckue y3isl 26

Bymike - Omnennopda cunapom 26
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Byuike - @uiepa cuuapom 26

BakBuHa - Diirepa cuHapom 26

Bronunrepa - JleBena cunapom 27

Brogunrepa - Jlymnodda - JleBena cunapom 27
Bropube cunapom 27

Baanneparepa Oone3Hb 28
Baapnen0Oypra cunapom 28
Bagnepa cunapom 28

Baiica - Miojutepa cuHapoM 29
BanbaeHcrpema 6oJie3Hb 29
Bapnen6ypra cunapom 29
Bentepbepra cunnpom 29

BebGepa cunapom 29

Beruepa 6omne3np 29

Beiiepca cungpom, I 29

Beitepca - Toepa cunapom 30
Bceiinsg - Mapuesanu cuHapom 30
Beiicman-Hetre nu3zoctos 30
Becman-Herre cunapom 30
Benannepa cunmpom 30

Bepnapa cunapom 30

Bepnunra — lodmana cunapom 31
Bunemana cungpom 31

Bunronda - Ipeiidenmreitna cunapom 31
Busmiu cunapom 32

Busnu - Tlpagepa cunapom 32
Bunepsanka cuHmpoMm 32
Bunbsima cunopom 32
BunTtepbayapa cunmpom 32
Bucrtaunra cunapom 3 3
Burrmaka - Dkboma cuHapom 33
Bonasceka cuHapom 33

BonkoBa 6one3nb 33

Bonwdcona — Pe3nuka — lNoHTtepa cunapom 34
Bona cunapom 34

e Bpuca cunapom 34

Bponuka Gonesup 35

Byanbmbe mepesnom 35

BypkoBe 6one3nn 35

laiinaiinaitona cunapom 36
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lancarie nepenom 36

lanna cunopom 36

lanta cunapom 36

lapnuepa cunapom 37

lappe ocreomuenut 37

lappo cunmpom 37

l'acca 6one3ub 37

lapunHcoHa cuHapom 38

l'eitHe — Menuna 6one3Hb 38
lenbmronbia - XappuHrroHa cuHapoMm 39
I'epena - CrepHa cuHapom 39
I'eptBura — Beiiepca cunapom 40
I'eprepa Goneznb 40

I'epxapna GonesHb 40

lopia 6onesub, Tun VI 40
letunHcoHa cuHmpoM 40

I'm 6onesnp 41

v cniv cunapom 41

lunbhopna curapom 41

Iupke cuHmpom 42

lonbacHapa cuHmpom 42
TonbTia cuHapom 43

lopnana — OBepcTpuTa CUHAPOM 43
lopama GonesHb 43

lopama cunapom 43

lopaMa crioHTaHHBII ocTeonu3 43
lota cunapom 43

lota - T'toHONBAA cuHApOoM 44
lotrtpoHa cuHapoM 44

Todbda GonesHn 44

lodda — Kacrepra cunapom 45
lFodmana cunnpom 45

lome cunopom 45

lomre - HlnareHraydepa cuHapom 46
I'pame cunmpom 46

I'payxana cuHapom 46

I'perra cunapom 46

I'peiira cunnpom 47

I'pede - Lllerpena cunapom 47
I'puzens cunopom 47

I'puzenss — Bypxke cuHapom 47
I'punboso cuHapom 48
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I'poba cunopom 48

I'pybepa cunapom 48

I'pynsuHckoro 6one3Hp 48

I'ypnepa Gone3Hb 48

I'ypnepa - INdaynanepa - [oHTtepa GonesHb 49
Io6nepa cuHapoM 49

IMoHTepa cuHapom 49

loHTUa oHOWecKuit Kudoc 50

HayHa 6one3ub 50

Hebpe — Mapu cunapom 50

JHebpe - Cemenenst cuHapom Sl
HexepuH-Kitomrke cunapom 51
JHexepuHa — Cotra CUHAPOM 52
Jemapke - Puiie cunapom 52
JlenHa - BpayHa ceHcopHasi Heliporatusi 53
Henta - Kocremno cunapom 53
JlepkyMa cuHIpoM 53

Hecto nepenoMm 53

JIxtoHa Gone3Hb 54

J3epXuHCKoro 0Gone3Hb 54

Muaza 6ose3Hp 54

Hurrse - Menbxuopa — KiayzeHa 6ose3Hb 55
JuHTOHA cuHApoM S5

Jutpuxa cuHApoM 55

HoituneHaepa 6one3Hb 55

Hpeiidpyca cunapom 55

MioBepHes nepesioM 56

Mo 6one3Hb 56

iomouTpcHa KOHTpakTypa 57
MiomoutpeHa repeiom 57

MioieHHa - ApaHa CUHIPOM 58
MiwonenHa — ['pusuHrepa cuHapoM 58
MionieHHa - Opba mapaany 58

XKaxky cunapom 59
Kancenbma - Jlotua cuxapom 59

3yneka 6one3Hp 60
3yneka - Kunbeka cunmpom 60
3yneka — Jlepuina cuHapom 60
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Hsenena cunapom 60
Huenko - Kymmzra cunapom 60

KanbBe GonesHp 61

Kamepa cunapom 62

Kamnnernona cuxapom 62

Karmana — KiisiikyHa cuHapom 62
Karutana — Konvze cunapom 62
Kancanakuca cunapoM 63

Kaprientepa cudapom 63

Kaynena curapom 63

Kaydpmana cungpom 64

Kadpdu Gonesnp 64

Kadpdu — Kenuu cunnpom 74

Kadpdpu — CubBepMeHa cuHapoM 64
Kappu - Cmura cunapom 64

Kammmna - Beka GonesHp 64

Keiita cunapom 65

Kenepa neppast 60se3Hb 65

Kenepa Bropas 6ose3Hb 66

Kenepa — Illtuna - Ilemterpunu Gone3Hs 66
Kenwra GonesHbb 66

Kenuu cunapom 67

Kenuu — Kaddu cunapom 67

e Kepsena 6GonesHp 67

Ile Kepsena cunmpom 68

Jle Kepsena nepesiom 68

KunGeka arpodus 68

KunGeka 6one3Hb 68

Knurmenst — TpeHone - BeGepa cuHapoM 69
Knurmmenst — TpeHone — BeGepa — PybariieBa GonesHb 69
Kmunmnens"- ®eiinsa cunnpom 69
Kmunmnenst — @eitnpacteitia cuaapom 70
Kimtomrike - 3pb6a mapamuu 70

Knucra 6onesnn 70

KonmeHna omyxonb 71

Koaznosckoro cunmpom 71

Kokeiina cuHapom 71

Kymreca nepeniom 72

Kommhza - ®paHyeckeTTn CUHIpOM 72
Konpana 6onesnb 73

Komurca — Marosicu cunapom 73
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Kotrona nepenom 74

Kotyneso cunmpom 74

Komepckoro cuHapom 74

Kpad6e cunapom, II 75

Kpay3se - Pusze cunapom 75
Kpu-mro-ma cunmpom 75

Kpucrtuana cunapom 75

Kpyzona cunmpom 75

Kynu Gonesup 76

Kymepa cunapom 76

Kypiimanna — Barrena — IlTeiiHepra cuHapom 76
Kypuuca cunnpom, 1 77

KyckokBuM cuHapom 77

Kydca curnpom 77

Krorenwbepra - Benmannepa cunapom 77
Kiommens cunnpom 78

Kiommenst — BepHest 6one3Hb 78
Kionuepa curnpom 78

JlaBepbe cuHapoM 78

e Jlanre cunapom 79

Jlanrepa cunapom 79

Jlanrepa — Tlaiimaiiona cuHapom 80
Jlanauxra 6one3Hb 80

Jlanpomsra cuHapom 80

Jlannysu — JlexkeprHa Goine3Hpb 80
Jlannenonra cunapom 81

Jlanno — Knepe curnpom 81

Jlancena cunapom 81

Jlancena - MoxaHcoHa cuHmpoMm 81
Jlay6a Gone3np 82

JlaysHiurteitHa mepeoom 82

Jlenma - KanbBe - Ilepreca Gonesnp 82
Jlennepxose cunmpom, 1 82
Jlennepxo3e cunapom, I 83

JlexxeHa cuHopoM 83

JleiineHa - Mebuyca — LlmmmepauMHa cuHIpoMm 83
Jlemana - Pu66unra - Miomutepa cuHapoM 83
Jlepu cunmpom, 1 83

Jlepu cunmpom, 11 84

Jlepu - Beiing cunapom 84

Jlepuiia 6os1e3Hb 85
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Jlepynma - 3ynmeka cuHapoM 85

Jletrepepa petukyne3 85

Jletrepepa — CuBe 6one3Hb 85

Jlunnemana uKcUpoBaHHAs Kpyrias cliiHa 85
Jlutts Gone3nn 85

Jlo6erepa nedopmarivst 86

JlobuireitHa 6ose3Hb 86

Jlo6mreiiHa - Bponuka Gone3nb 87

Jloozepa — JleGpest cunapom 87

Jloo3zepa - lebpest - MuikMeHa cuHapoMm 87
Jloozepa - MuiikMeHa cuHapoMm 87

Jlopena cuampom 87

Jlopena - Jlesu curmpom 87

Jloy cunapom 87

Jloypena - MyHa - bumia - bapne cunapom 87
Jlykaca cuHzmpom 88

Jlymku Buika 88

Jota — 2KancenbMa cuHppoM 88
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Mapnenynra nepopmanus 88
MaeBckoro cuHapoMm 89
Mak-Apmia 06osie3Hb 89
Mak-Krio3uka cuHapoM 89
Maxk-Kione-Omnbpaiita cuaapom 89
MaibreHst nmoBpexneHue 89
ManbreiiHs nepesiom Kocteii Taza 90
MasikoBckoro cuHapoM 90

Mapu curnpom, I 90

Mapu — Bamb6epra curapom 91
Mapu — Jlepu cunapom 92

Mapu — CeHntoHa 60sie3Hb 92
Mapunecky — lllerpena cunnapom 93
Mapunecky — Lllerpena - I'apiana cuanpom 93
Maporto curapom 93

Maporo — Jlamu 6ose3Hb 93
Maporto — Jlamu curapom 94
Mapruna — Onbpaiita cunapom 94
Mapcdana cunmpom 95

Mapuezanu cuHIpoMm 95
MactporacTuHo cuHIpoM 95
Madbdyuuu cunnpom 95

Mc3onHeBa mepeioM 96
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MeitenOypra - AnbTeppa - YiuHrepa cuHapoMm 96

Meiiep — llIBukkeparta - Beiiepca cunmpom 96

Meiixe cunapom 97

Meiixe - Munbpost cuHnpom 97

Meiixe - Munbpost — Honue cunapom 97

MeiicHepa nepeniom 97

Mennepa 6omne3Hb 98

Mennepa - Humica cunanpom 98

Menmnuka - Humica cunapom 98

Mepriia — Bonbrmena cunapom 99

MunkmeHa 6ose3Hb 99

MutcHca cuHmpoMm 99

Muruesna cuaapom 100

MuxaiiromMa 3HIEMHYECKUMA 1ehOPMUPYIOLITNIA
ocTpoxoHapo3 100

Montemku niepesiom 100

Mopa cungpom 101

Mopsana cuagpowm, 11 101

Mopkuo 6one3np 101

Mopkuo - Bpamntchopna cuaapom 102

Mopxkuo — Yibpuxa curapom 102

Mopo3zoBa - IOHrmHra cungpom 102

Moprona 6ome3up 102

Moprona cuampom 102

Myaa nepemom 103

Mypka cuagpoMm 103

Mymre cuagpom, I 103

Myure curapowm, 11 103

Miomnepa - Beiica cuampom 103

Mionnepa - Pubounra - Kiemenrta cuampom 104

Mionxmeitepa curapoM 104

Haddpuurepa cungpom 104

Ban Heka cungpom 105

Huseprensra - [MupneMana cuaapom 105
Hunepns nepeiom 106
Hwuibcona cunapom 106
Humana — Tluka Gonesub 106
Hupxodda - XiobHepa cunapom 107
Honne cungpom 017

Honne - Mubpoii cunapom 107
Hopmana - Bynma cunopom 107

s
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O'Konnopa cungpom 107
Opennbepra cunapom 107

O3ze cungpom 107

On6paiita cungpom 107

On6paiita — batnepa — birym6epra cunapom 107
Onbpaiita - XagopHa cuHapoMm 107
Ombe Gonesnp 107

Ombe octeomuenut 108

OmbOpenana cuaapom 109

Ocryna cuagpom 109

Ocryna — lllnarrepa 6o1e3us 109
Ocrteppeiixepa cuHmpom 110
Ocreppeiixepa — ®onra curapom 110
Octepa cunapom HO

Orraraz 10

[Maitna 6one3nn 111

[Manrayda cungpom 111

[Manuepa 6ome3nn 111

IMarmitona - Jlexxe - Ilcoma cunmpom 111
ITappo 6one3np 112

[Tappo cunapom 112

IMappo - Kaydpmana cunmpom 113
ITemxera 6ome3np 113

Ienmnerpunu - Lltioa 6one3up 114
Ilepreca Gone3np 114

Ilepteca - FOnTIMHTa cuHapom 114
IMupcona cungpom 115

IMommne 6ome3np, Tvm I 115

IMommne cungpom 115

IMopaka — [iopaHTe 601e3Hb 115

IMotra 6omesnn 115

[Totra mepenom 115

Ipanepa — Busumu cungpom 116
Ipanepa — Jlabxapra — Buwum — ®ankonu curapom 116
Ipeiizepa 6one3ns 116

Ipodume curgpom 116

IIyro — Komneca mepenom 117

IlyrTu 6071€3up 117

Ildaynnnepa - I'ypaepa cuampom 117
Ieitdpepa — Bebepa —Xpuctuana cuHapom 117
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Panena -Ileme cungpom 117

Paitmn — IlIBaxmana cuHapom 117

Paccenst curmpom 118

Pat6ena cunapom 118

Penapa cunmpom 118

Peitnxapna — [deitepa curapom 119

Petitepa 6ome3nnp 119

Pexsunraysena 6omne3ns 119

PeximuHraysena curapom 120

PexnmuHrayzeHa OqHOCTOPOHHSIS 6ojie3Hb 121

Penannepa — Miosepa 6oe3Hb 121

Pu66uHra 6onesns 121

Pu66unra - Miojutepa 60s1e3Hb 121

Pu66unra cuampom, I 121

Pu66unra curmpom, 11 121

Poske — nme Tonn — Kadpdu — Cmura cunapom 122

Pomanpe mepeiom 122

Pora — bepnxapara cunapoMm 122

Porrepa — Bpba cunmpom 122

Pome — Crepna cuaapom 123

Post - Maporo - Kpemma - Kyprpekysza — Aaxmuiia CUHIAPOM
cuHIpoM 123

Pyouncreiina - Teitobu cunopom 123

Pyccu - JleBu cunmpom 124

Pycra cungpom 124

Pyctuukoro - Kanepa 6one3un 124

Caitpuakca cuHapom 125

Canguno - Hynana curgpom 126
CanbpBuoau cuHapoMm 126

Candwmunmo cusapom 126

Csudra - ®@upa cungpom 126

CeBepa 6ose3np 127

Cenbrepa - CBudra - ®@upa curampom 127
Cecrana - JlexxoHHa cuHapoM 127
Curana - Karrana - Mawmy cungpom 127
CubBepiienbaa cuHapom 127

CumeHcoH - bnoxa cunmpom 127
CumMmMoHca 0ose3Hp 127
CupuakoacuHapom 128

Cwmmura nepenro 128

Cokonbckoro — byito 6one3nn 128
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Cmaiipe cunapom 129
CreitHOpokepa cuHapoMm 129
Crukinepa 6one3nb 129
Crunna 6one3nn 130
CoerpeHa curapoMm 130

TapatbiHoBa 60J1€3Hb 131
Tesenapa cunmpom 131
Tepnepa - Kusepa cunapom 131
Tesa — Cakca 6one3np 132
Teitou cuaapom 132
Teitunennepa cuaapom 133
Tubupxe — Baiiccen6axa cunapom 133
Tumana cuHapom 133

Turne cunmpom 134

TpeBopa Oone3nb 134

Tpenera cunapom 135

Tpyamnss — XKione cunopom 135
Typbuna cunapom 135

TypHepa cunapom 136
Typnuna cungpom 136
Typrnuna - Kocra cungpom 136

Yunmis cuaapom 136

Yinunrepa 6one3np 137

Yinbpuxa cunapom 137

Vibpuxa — Deiixturepa cuHapom 138
Vibpuxa - ®pemepess — [JoHa cunapom 138

®ankoHu 6ose3Hb 138

®ankoHn — AnbbepTuHu — LlenbBerepa cunapom 139
®ankonu - Jledpe - ne ToHu 6Gone3nnr 139
®ankonu - Illne3unrepa cunapom 140

®apbepa cunapom 141

®eBpa — Jlanrenena cunapom 141

Deiiepbanka 6os1e3Hb 141

®eumHra cuaapom 142

®entu curapom 142

®epcra — Ocrtpema cuHapom 143

duccanxe - Jlepya cuHapom 143
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®uccamxe — Jlepya — Peiitepa curapom 143

@uirepa cunapom 143

®orra cuHapom 143

®donbkMaHa Gone3Hb 144

®donbkMaHa KOHTpakTypa 144

®donbkmana mepenom 144

®opectbe GonesHb 145

®opectbe - Poreca - Kpepomna cungpom 144
®paiibepra 6ome3Hp 145

®pancya cuxgpom, I 145

®penuaa curapom 145

®penvxa nicegocuHapom 145

®pemepes — [lonHa — Yiabpuxa cuHapoM 146
®punpeiixa cunapom, 1 146

®puapeiixa - Opba - ApHOJIbIA CUHAPOM 146
®pugpuxa cuHapom 146

®pumena — lllexgona cunapom 147

XarnyHza 6omne3nn 147

Xanrapra cuHgpom, 1 147

XanrapTa cuHapom, 11 147

XaHnrmaHa 1iepesiom 148

Xadepkammna cuHapoMm 148
XebOepoeHOBCKME y3abl 148

Ban nep Xese cungpom 149

Bciika — AcmaHa cuHnpom 149

Xenua — Posen6eprepa c.'kapom 150
Xepuka cuHapom 150

Xeccnepa cuHapom 151

XomxkkuHa 6ose3Hp 151

XiobHepa — I'eprepa mHbanTuIU3M 151
XonHma — Illomrepa — Kpuctnana 6o1e3up 151

Ilnena — OmnmenreiiMa cuHapoMm 152

Yenmnepa 6ome3nb 153

Yumwia Oonesup 153

Yunna - bapnoy 6one3np 153

Yunna — Mennepa - bapioy 6one3nn 153

Illamrmona - I'perana - KieitHa cunapom 153



Illapko 6one3np 153

Illapko — Mapmu - Tyca - ['odpdmana cungpom 144
[llapko - Dpba cunmpom 154

IIBapia cunmpom 154

IlIBaxmana — [aiimoHga cuHapoM 154
[lIBemmnayepa Gone3nnr 154

Ieite cunmpom 154

Illepemenckoro - TepHepa cuHapoMm 155
Illedepma mepemom 155

Ilaccunbska cunapom 166

uHua 60e3HL 156

Ilnarrepa curgpom 156

IlImuma cungpom 156

Iloiitxayepa — Mapu — CeHToHa cuHapoMm 157
IlInanmanra - TanmeitHepa cuHapoMm 157
IImera — I'ypiepa cunopom 157
IImunemeiiepa — Porra — batrena cuaapom 157
IlInpenrens 6omesub 157

IITeitnepa cuampoM 158

IlITioa nepemom 158

IItvna - [Mamterpunm 60j1e3Hb 158
IITunnepa cunapom 158

IITpromitenst cuaapoM 158

IITypre - Bebepa - Kpadbe cunmpom 158
[Ionnepa — Xpuctuana cuHapom 158

DBaHca cuHApoM 158

DaBapaca cuHapoM 159

Dmnoyca cuHapoM 159

Dxmana - JlobmTeitHa Gone3nb 159
BOnepca - danmoca cuHapom 159
Dmmca — BaH Kpesenbaa 6one3ns 160
DHreapMaHa O0ose3Hb 160

Dpba Oonesup 161

Dpba — Tonpadaama curgpom 162
Dpba - Kmrommnke mapaana 162

Dpba — Llapko curgpom 162
Dpaaxepa — Biaaynra — Buesuns 6onesHs 163
Dccekc - Jlompectu nepeom 163

IOHIIMHTa MOIMKUCTO3HBIA OCTUT 163
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SHcena 6oe3np 163

Sucena - llmuna Gonesur 163

SHckoro - Bubimosckoro cuHapom 163

SAdde - JIuxreHmreiina ocreona-ocreoma 164
Adde -+ JluxrenmreitHa cuaapom 164

SAdde - JTuxreHureiitna - Yiaunrepa cunapom 164
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OcBellieHbl aKTyalbHble MMPOOJEMbI BpaueOHOM 3TUKH U IEOH-
TOJIOTMM B JIESITEIbHOCTU MPAaKTHYECKOTO Bpaya.

Ocoboe BHUMaHUE YIENseTcsl 0Ty, COBECTH M OTBETCTBEH-
HOCTM Bpaya, 3HAYEHMIO €ro cjoBa IJisi O0JbHOro, BpayeOHOM
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OOTHMKOB, MPU3BAHMIO K MEIUIIMHCKON Mpodeccur U IPyruM
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Ucrnionb3oBaHbl OoOraThlii OMBIT OTEYECTBEHHOW M COBETCKOM
MEIULMHBI B 007acTU MpodecCUOHANbHONW 3TUKKM M JIEOHTOJIO-
ruu. [locobue MUpPOKO WUTIOCTPUPOBAHO MpPUMEPAMU U3 MpaK-
TUKM JIe4eOHO-MPOMPUIAKTUICCKUX YUPEKACHUNA W OTIEIbHBIX
Bpayeil.

JIJ1s CTYIEHTOB MEIULIMHCKUX UHCTUTYTOB.

YBAXKAEMBIE ~ TOBAPHUIIH!

Dmy KHuey MOXNCHO 3aKa3amb 6 Ma2a3uHax 00AKHU2OMOP208,
001nompebcol308, a MaKdice 8 CReyUANU3UPOBAHHbIX MAA3UHAX
o, Knuea-noumoir”



