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BCTPEYAEMOCTb AYYEBOM KOCOPYKOCTMU
Y AETEMA C PABAMYHBIMU CUHAPOMAMMU

© I'onana C. U., Asoeintuuk H. B., Cagponos A. B., Ilpoxonoeuu B. C.
OI'BY «HUAOU nm. I . Typuepa» Munzapasa Poccun, Cankr [letepOypr

B BpoxaeHHasi TydyeBasi KOCOPYKOCTh — 3TO MOPOK Pa3BUTHSA BepXHeil KOHEYHOCTH, XapaKTepu3y-
IOIIUICA MPOI0JIBbHBIM HeOPa3BUTHEM NpeAIJiedbs 1 KMCTH MO Jy4eBOil MOBEPXHOCTH, 3aKJ/JII04a-
IOIIUICA B THIO-/aNJIA3WHU JYyYeBOH KOCTH M MEePBOro Najbla pa3jiu4HOll cTeneHu BbIPA’KeHHOCTH.
XapakTepHbIMHU NMPU3HAKAMH /IAHHOTO NMOPOKA Pa3BUTHS SABJSIOTCS: YKOPOUeHHe M AyroodpasHoe
HCKPHBJIeHHE Mpeanieubsi, JaJJOHHO-Ty4YeBas JJeBHAIUS KHUCTH, HeIOPa3BUTHE MEePBOro najbua or
€ro MpOKCUMAJIbHBIX OT/AEJI0B U CTPYKTYP, AHOMAJHMHN Pa3BUTHS TpeX(paJaHTOBBIX NajblieB KUCTH
(4ame 2—4-ro), HapylIeHHe KOCMETHYeCKOro COCTOSHUSA W (PYHKIHMOHAJBHBIX BO3MOKHOCTEI mopa-
skeHHoro cermenta. 3a mepuoxa ¢ 2000 mo 2012 rox 8 HUJIOU um. I'N.Typuepa nposeaeno odcJie-
AOBaHMe U JedeHHe 23 neTell ¢ pa3jJIMYHBIMU CHHAPOMAMM, PU KOTOPBIX OblJIa BbISIBJEHA Jy4eBasi
KOCOPYKOCTh. OCHOBHBbIE CHHAPOMBI NMPHU KOTOPBLIX BBISIBJIEHA JIyueBasi KOCOPYKOCTh — CHHAPOM
Xoara-Opama, TAR- cunapom u VACTERL cunapom. TakTika 1 MeTOIMKH ONePaTHBHOIO JieYeHUs!
JIy4eBOH KOCOPYKOCTH MPH Pa3IMYHBIX CHHAPOMAX Yallle BCero He OTIIMYAIOTCS OT JIeYeHUs APYrux
THIIOB JIy4eBOH KOCOPYKOCTH, XOTsl TpedyeT HHAMBUAYAJLHOIO MOAX0/Ia B 3aBUCHMOCTH OT CTeNeHHU

THXECTH U BUJA zle(l)opMauml Ber]—[eﬁ KOHCYHOCTH.

B KiroueBble cJI0OBa: TyueBas KOCOPyKoCTh; cuHApoM XonTta-Opama; TAR-cunapom.

Beeaenune

JlydeBast KOCOPYKOCTh — 3TO BPOXKJAEHHBIN IO-
POK pa3BUTHS BEpXHEH KOHEYHOCTH, XapaKTEepU3y-
IOIMIICS TPOJOIBHBIM HEJOPAa3BUTHEM TPEATIICYbS
1 KUCTH TI0 JTy4EeBOW MOBEPXHOCTH, 3aKIIOYAIOIIN -
Cs B THIOIJIA3UM JIy4eBOM KOCTH W MEPBOTO Maib-
1[a Pa3JIMYHON CTENEHU BBIPAKCHHOCTH, BILIOTH 10
MOJTHOTO OTCYTCTBUSI YKa3aHHBIX CETMEHTOB (ariia-
3uM). XapaKTepHbIMU MPU3HAKAMHU JAHHOTO MOPOKa
pPa3BUTHUS SABISIOTCS: YKOPOUEHHE W JyrooOpas3Hoe
HUCKPUBJICHUE MPEAIICYbs, JaJOHHO-Ty4YeBast JeBU-
anus KUCTH, HEJOPA3BUTHE MEPBOTO MaibIa OT €r0
MPOKCUMAJIbHBIX OTJEJIOB U CTPYKTYpP, aHOMAalUH
pa3BuTHs Tpex¢allaHTOBBIX MajblEB KUCTH (Jalle
2—4-10), HapyLICHUE KOCMETHYECKOTO COCTOSIHUS
1 (YyHKIHOHAJIBHBIX BO3MOXKHOCTEH IMOPaXEHHOTO
cermMeHTa. Yactora BCTPE4aeMOCTH JaHHOI'O IOPO-
ka paznugHas: ot 1 Ha 30000 go 1 va 100 000 HOBO-
POXIEHHBIX [7].

[lepBoe ymommuHAaHHE AAHHOTO MOPOKAa OTHOCHTCS
Kk 1733 romy, xorna Petit ommcan MepTBOpOXKICHHBIH
IJIO/T MYCKOTO T10J1a C JIByXCTOPOHHEM JIy4eBOl KOCO-
PYKOCTBIO.

CymiecTByIOT pa3jHyHbIe TEOPUH BO3HUKHOBEHUS
nmy4yeBoil kocopykoctd. Wiedemann (1962) cuurau,
4yT10 TONBKO 20% BCeX BPOXKIECHHBIX MMOPOKOB Pa3BH-
TUSL UMEET FeHeTHYECKyo npupony, eme 20 % — k-
30T€HHON ATHOJOruY, 3 HUX 10% MOXKHO OTHECTH K
CJICICTBUSIM BUPYCHOM MH(eKIHHU, a octajbubie 60 %
HEBO3MOKHO OTHECTH HHU K 3HJI0-, HU K 9K30T€HHBIM.

B ocHoBe maroreHesza BpOXKIEHHOHM Jy4eBOM Ko-
COpPYKOCTH paccMaTpuBaeTcs JU00 MECTPYKIUS TKa-
HH, U3 KOTOPOW pa3BUBAETCSl OpraH, JIMOO OCTaHOBKA
ee pazutusi (Duhamel, 1966). JlecTpykiusi TKaHH |
OCTAHOBKA Pa3BUTHS KOHEYHOCTH MOTYT BO3HUKATb B
pe3ynbTare BO3ACHCTBHS pa3UYHbIX (PAKTOPOB, TAKUX
KaK TpPHUEM JICKApPCTBEHHBIX IMPENaparoB, paaualiioH-
HO€ M3JIy4YeHHE; MEXaHWYECKUX MPUYHH — TOBBIIIE-
HHUE BHYTPUMATOYHOTO JAAaBJICHUS IPH OJHOBPEMEHHOM
MaJIOBOJIMH, MaJible pa3Mepbl aMHHOHA, aMHUOTHYEC-
KHE TEPETSHKKH, OMyXOJIH MarkM U SIMYHUKOB, Yrpo3a
BBIKUJIBIIIA, 3200JICBaHUs MaTepH [S].

JlydeBasi KOCOPYKOCTb MOXKET MPOSIBISITHCS KaK OT-
JICIIbHBIM CUTITOMOM, TaK M BXOAWUTH B CHMITTOMOKOMII-
JIEKC PA3IMYHBIX CUHIIPOMOB.

TepMUH «CHHAPOM» B KIMHUYECKOH TIE€HETUKE
yHoTpeOIsieTcsl yKe He CTOJIBKO ISl 0003HAueHUs
COBOKYITHOCTH CUMIITOMOB, OObEIUHEHHBIX €IUHBIM
MaTOrCHE30M, CKOJIBKO [JIi 0003HAYEHHsI CaMOCTOsI-
TENbHBIX HO30JIOTHYECKUX EIWHHIl. MHOTrue HO30-
JIOTUYECKU UICHTHU(GUUIHMPOBAaHHBIE HACIEICTBEHHBIC
Oomne3HH Ha3bIBAIOT cHHApPOMaMu. OOYCIOBIEHO 3TO
TEM, 4TO TaKHe HO30JOorndeckue (Gpopmbl ObUIH mEp-
BOHAYAJIHHO OMUCAHBlI KAK CHMIITOMOKOMIIJIEKCHI Oe3
MOHUMAaHHUS UX ATHOJOTHH. XOTs B JaJIbHEHIIIEM pac-
¢ poBHIBAIACH HACIEACTBEHHAS MTPUPOJA (ITHOIO-
TUsl) JaHHOTO CHUMITOMOKOMILJIEKCA WM CHHApPOMA
BIUIOTh JI0 IOJHOM I'€HETUYECKOH XapaKTEpUCTUKHU
(XpoMocoMHBIe 0OJIE3HHU, TEHHbIE 00JI€3HN, MUTOXOH-
JIpuanapHble 00JNEe3HM), 32 HACIEeACTBEHHBIMU Ooie3-
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HSIMH, OIIMCAaHHBIMH BHaydaJjie KaK CHHIPOMBI, OCTaJl-
Csl TEPMUH «CHUHApPOM» [2].

IIpu ocmotpe pebeHKka ¢ MHOXKECTBEHHBIMU HOPO-
KaM¥ Pa3BUTHUSI HEOOXOIUMO YUHUTHIBATh, YTO HU OTHA
aHOMAJIMsI Pa3BUTUSI HE crenu(uyHa A KaKoro-To
KOHKpETHOro 3a0oneBaHus. Jlake peAKO BCTpEdYarolye-
Csl aHOMaJIMU BO3MOXKHBI IIPU OOJIE3HAX PAa3HOM ITHO-
sorun. [loaToMy ArarHo3 AOMKEH OCHOBBIBATHCS HE HA
OZIHOM CHUMIITOME, a Ha UX COBOKYIIHOCTH, IIPUYEM Ma-
JIbl€ TOPOKH PA3BUTHUSI HE MEHEE BAXKHBI, UEM TSKEJIbIE
AQHOMAJIUH.

B nanHOI cTaTtee MBI pacCCMOTPUM OCHOBHBIE CHH/I-
POMBI, BKITIOUAIOILME IPOSBIICHUS JTy4€BOM KOCOPYKOC-
TH PA3IINYHON CTENIEHU TAKECTH.

Cunapom Xoata-Opama
(npeAacepAHO-NaAbLeBasi AUCMIAA3KS,
CMHAPOM «pYyKa-CepALe»)

OTOT CHHAPOM, COYETAIOMIMKA TOPOKH Pa3BUTHUSA
OIIOPHO-/IBUTATENILHOIO ammapara ¥ CepAEYHO-COCY-
JUCTOU cUCTeMbl, OblT onucan B 1960 romy M. Xont
u C.Opamom [l]. Yacrora BcTpeuaemMoctd 1 Ha
100000 >xuBOpOXIeHHBIX. bone3ns Haciemyercs 1o
ayTOCOMHO-JOMHUHAHTHOMY THILy U IPOSIBIISIETCS C pa3-
HOM TskecThio. Kak mpaBuiio, 4em cuiibHee MopakeHbl
PYKH, TE€M TsDKeJIee IIOPOK cepaua.

OCHOBHBIMH KJIIMHUYECKHUMH IPOSBICHUSAMHU JaH-
HOTO CHHApPOMa CO CTOPOHBI CEPIEYHO-COCYIUCTOM
CUCTEMBI SIBIIIIOTCS ACPEeKThl MexIpeacepaHon (30—
60%) 1 MEeXIKeIyIOYKOBOH MEPEropoaKH, OTKPHITHIH
apTepuaIbHBIN MPOTOK, AePEeKT 3aKIaIKNU SHIOKAPAU-
QJIBHBIX TOAYLICK, TUIOIUIA3HIO JIEBOTO KEIyJOouKa M
HapyIIeHNs] TIPOBOIUMOCTH, THIOMIIa3us mnepudepu-
yeckux cocynoB. Ilpu stom B 17 % ciyuaeB HaOmona-
I0TCSI COYETaHHBIE TOPOKH CEep/lLIa.

[TopaxeHue OIOPHO-ABUTATEIILHOTO aniiapara BKJIO-
4aeT B ce0sl pa3IMyHble BApUAHThl aHOMAJIMH Pa3BUTHS
1 sryya KucTH (amasus, TMIOIUIA3Hs, YABOCHHUE), TPEX-
(bamanroBEIi 1 Tmasern, aria3us WK TUTIOTIIA3Us JIyde-
BOW KOCTH; TIOPOKH Pa3BUTHSA IJIEUEBOM KOCTH, KIIFOUH-
LI, JIOTIATKH U TPYAUHBI. Penkue CHMIITOMBI TpH J1aH-
HOM CHHJPOME: aria3usi OOJNBIION TPyAHOW MBIIIIBI,
BOPOHKOOOpa3Hasi rpynHas KJeTKa, TPYJHON CKOJHO3,
AQHOMAJIMH IO3BOHKOB, BBICOKOE CTOSIHUE JIOTIATKH.

Tpomo6ouMTONEHUsI C OTCYTCTBUEM AYyHeBbIX
kocter (Tar-cuHApom)

Bnepsoie onucana B 1956 rr. I'pocc ¢ coabt. bo-
JIe3Hb HACJIEAyeTCs] MO0 ayTOCOMHO-JOMUHAHTHOMY
tumy. Yactora Bcrpeyaemoctu 1 Ha 100000 HOBOpOX-
JCHHBbIX. YacTble CUMIITOMBI IIpu JaHHOM 3a6OJIeBaHI/II/I
BBISIBJICHBI CO CTOPOHBI KPOBETBOPHOM CHCTEMBI, UTO

0osiee BBIpaXEHO B TpyAHOM Bo3pacte. IIpu manHOM
CUHJIPOME Yallle BCETrO BBISBISETCS TPOMOOIIMTOIICHUS
B CBA3M C HEJOCTAaTOYHOCTHIO METaKapHOIMTOB (MX
orcyTcTBHE B 66 %, yMeHblIeHHe konudectsa B 12%
i GyHKINOHAIFHOW HEaKTHBHOCTHIO B 12 % ciryda-
eB); no3uHOG WIS (BCTpedaeMocTh 55 %); anemust [3].
Ywncno TpoMOOIIMTOB KPOBH B TIPOIECCE POCTa Hapac-
TalOT U JOCTUTAET IPEIEIOB HOPMBI [4].

Co CTOpOHBI OIMOPHO-IBUTATEIBHOTO ammapara B
100 % cy4aeB BbIsSIBIIEHA ABYCTOPOHHSIS JTydeBasi KOCO-
PYKOCTb, aHOMAJHS JIOKTEBBIX KOCTEW (JBYCTOPOHHSI
arutaszus- 20%, ogaoctoponusisi — 10%, B OCTalbHBIX
CITydasix TUIOIUTA3Wsl), aHOMAJIMH TUIEUEBBIX KOCTEH U
IJIEYEBOrO CycTaBa. B oTiuuue ot Apyrux mopoKoB, am-
na3uu 1 Jyda mpy JaHHOM CHHIPOME HE BBISBIICHO [6].

B 50% cayyaeB B maHHBIA CHUMOTOMOKOMILIEKC
BKITIOYAETCS MOPAKEHNE HHKHUX KOHEYHOCTEH, TPOSIB-
JISTIOIIEECs] B BUJIC BPOXKJICHHOTO BhIBUXA O€/Ipa, Bajlb-
TyCHOU JedopMariuu meiku oempa, poTalnoHHON Je-
¢dopmanu Oenpa v roIeHH, TOABbIBHXA 00JIbIIECOEpIIO-
BOHM KOCTH, arula3ud Majo0epIIoBOM KOCTH, aHOMAJINH
MexOeprioBoro cycraBa. C Hauana XoabObl pa3BHBa-
eTcsl BapycHas AeopManus TojieHeH, WX BHYTPEHHSSA
poTanus, MI0CKO-BaJIbI'yCHasl yCTaHOBKa cTorl [4].

Penxnmur cuMmnToMamMul TpU TaHHOM 3a00JI€BaHUN
SBJISIFOTCS paciienuHa HEOa, BpOXKICHHBIE TOPOKH Cep-
nma (22-33%, B ocHoBHOM TeTpaaa Pammo u gedext
MEXKIpeCEepIHON MEePEropoaKH), HU3KUI pOCT, KOCOT-
Jasue, MTO3, THIEPTUAPO3, MOPOKH PA3BUTHS TOYEK
(23%), areHe3us SIMYHUKOB M MAaTKU, KHCTa IOJKE-
JYIOYHOMW KeJe3bl U APYTHE MPOSBICHUS CO CTOPOHBI
BHYTPCHHHUX OPTaHOB.

Oxono 40% nereit morubarOT B MJIaIeHYECTBE OT
TSOKENBIX KPOBOTEUECHUM, KOIMYECTBO KOTOPHIX C BO3-
pactom nocreneHHo ymenbiaercs. [lourn y 50% ne-
Tel UMEeeTCs aJUIePIHsl HA MOJIOYHBIE TIPOAYKTHI.

AHemusi ®aHKoHU (CMHApOM
naHumToneHnn MOaHKOHMU)

Onucana B 1927 r. ®ankonu. Yactora BCTpeuae-
MoctH 1 Ha 350000 HOBOpOXKICHHBIX. boe3Hp Hace-
JIyeTcs IO ayTOCOMHO-PEIIECCUBHOMY THITY.

JlaHHBIA CHHJPOM PEAKO BBISBISAETCS MPU POXKIE-
HUU, TIEPBBIC KIMHUYECKUE CUMIITOMBI MPOSBISIIOTCS
B Bo3pacte 4—7 JieT. boNbIIMHCTBO AT POXKIAOTCS
MaJIOBECHBIMH U C 3aJIepKKoi pocTa. OCHOBHBIE CHMII-
TOMBI BBISIBJICHBI CO CTOPOHBI KPOBETBOPHON CHCTEMEI,
KOTOpBIE MPOSIBISIIOTCS MAHIIUTONICHUEH B BUAC PETU-
KyJOLUTOIIEHUH, TPOMOOIINTOTIEHNH, aHN30IIUTO30M U
MOWKHIIOLIUTO30M; JIEHKO30M, MUEOJUCIIIIACTUYECKUM
CHUH/IPOMOM.

Juddysnas runepnurmentanus omnucana B 64 %
CITy4aeB, O4ard TUIEePITUTMEHTAIIH BCTPEYArOTCS Tpe-
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AMYIIICCTBEHHO HA TYJIOBUIIE, B TIOAMBIIIECYHOH, TIaX0-
BO# 00yacTsix, B mpoMekHOCTH. C BO3pACTOM MHUTMEH-
Talns YCUIHBACTCS.

[Topoku pa3BUTHS NpeAIUIeYbs U KUCTH OITUCAHBI B
49 9% ciy4aeB, B YaCTHOCTH THIIO- U aruiaswsl | mabia,
MpeaKcuaabHasl TONHIAKTUIINS, THIIOIUIA3Hs WU afl-
na3us JIy4eBoil kocTu. B 22 % ciydaeB MOXKET BCTpe-
4yarbCsl BBIBHX Oezpa, Oosesnn [lepreca, X-oOpasHas
nedopManus HIKHUX KOHEYHOCTEH, CKOJHNO03, KU(o3,
aHOMaJIMU pedep, BBICOKOE CTOSIHHE JIOTATKH.

Co CTOpPOHBI OPTaHOB YYBCTB AHOMAJIHS Pa3BUTHS
a3 B 41 %, B 4aCTHOCTH MTO3, KOCOIJIAa3He, HUCTArM,
MHKPO(DTATTBEM.

VACTERL cunapom
(VATERR accoumnaums, cuHapom VATER)

JlaHHBI CUHIPOM IOJIYYHII CBOE HAa3BaHUE 110 Iep-
BbIM OyKBaM XapaKTEPHBIX JHS HETO HAPYILICHUN U ObLI
BIIEpBBIE onrcaH B 1974 rogy Ha OCHOBaHUU U3YUEHHUS
34 6ompubix C. Temtamu u [l. Munnepom. Yacrora
mytaruun — 1 Ha 30000 HOBOpOXKICHHBIX. bone3nsb
BO3HHMKAET CIIOPAJMYECKU. OTHOJOTHA HEHU3BECTHA.
3a0oneBaeMOCTh MOBBIIIEHA CPEIU ACTEH, YbH MaTepu
OOJIBHBI caxapHbIM JHa0ETOM.

YacTele CHUMOTOMBI: aHOMAJIHH MO3BOHKOB (70—
83%) B BHUIE MOJIYNO3BOHKOB, KH(]OCKOINO3a, Me-
HUHTOLIETIE; BPOXKICHHBIC mopoku cepamna (53%), B
YaCTHOCTH JE(EKT MEXOKEIyAOUYKOBOW IMEPEropoaKH;
arpe3us 3aJHEro Mpoxoja CO CBUIIOM WK 0e3 Hero
(70-80%); aTpe3us MUIIEBOAA U TPAXEOMHIIEBOIHBIN
ceui (70%); TOPOKU Pa3BUTHsI MPEATICYbS U KUCTU
C JIy4eBO# CTOPOHBI (BcTpedaeMocTh 65 %) nposBIIsio-
iasicst TUTO-/ara3ueit 1 yda, JTydeBoi KOCTH, peax-
CHAJIbHOH MOJMMIAKTHINEH, CHHAAKTHIINEH; aHOMAJINH
nouek (53 %) B BUIIE areHe3uH MOYCeK, JUCTUIa3UH, TH/I-
poredpo3a.

Peaxumu mpu3HakamMu MpU JaHHOM CHHAPOME SB-
JISIIOTCA IIUPOKUE POJHUYKH, 33J€PKKa POCTa, CTEHO3
rOpTaHu, aHOMaJINH yIei, pedep, HapyKHBIX MOJIOBBIX
OpTaHOB.

[Iporuos jutst 5Knu3HU — GIAaroNpUsATHBIN, HHTEUIEKT
y OOJBIIMHCTBA OONBHBIX COXPAaHEHHBIH.

Cunapom Aesu-Xoaauctepa
(YwHo-cAe30-3y00-naAbLEeBOW
CUHAPOM)

ITepBoe onucanue marueHTa otHocurcs Kk 1973 r.,
xorga [I. XommmcTep ¢ COaBT. BBIACIMIN 3TOT CHHIPOM
B OT/INbHYIO O0ne3Hb. bone3Hs Hacnmemyercs mo ayTo-
COMHO-JIOMUHAHTHOMY THITYy ¥ TIPOSIBISICTCS C pa3iny-
HOH CTENEHBIO TSHKECTH.

YacTeIMH CUMIITOMaMU npyu JaHHOM 3a6OJIeBaHI/II/I
SIBIIIIOTCS. HEMPOXOAMMOCTh HOCOCJIE3HOTO IPOTOKA;

OTCYTCTBHEC WJIH Cy>KEHHE CJIE3HBIX Touek (45 %); ai-
KPUMHUS H3-32 OTCYTCTBUS WU HEJOPA3BUTHUS CIIE3HBIX
xene3 (40%); Hemopa3BuUThIe yameoOpasHble yIIN C
KOPOTKHM 3aBUTKOM H HEJIOPa3BUTHIM MPOTHBO3ABUT-
koM (70%), cmemanHas Tyroyxoctb (55%). B 90%
CJIy4aeB BBISBIISIOTCS MOPOKH Pa3BUTHS 3yOOB B BHUJIC
MO3/THET0 MPOPE3BIBAaHUS MOJOYHBIX 3yOOB, THIIOILIA-
3UH AMaJI MOJIOYHBIX ¥ TIOCTOSIHHBIX 3y0OB, ITUIIOBU/I-
HBIX PE3II0B.

[Topoku pa3BUTHS KHCTU M TPEAILICUNNA UMEIOTCS
B 95% ciy4aeB. Ha pyKax- JUIMHHBIA TOHKAW, HHOT/IA
TpexdasiaHTroBbIi | naner, 1e()eKThl KOCTHON U MATKUX
TKaHeW 1—2 mamblieB, MpeakchaabHas TOTUIAKTHIINS,
TUTIOTUIA3Hs MBIIII] TeHApa, aluia3us JIy4eBOH KOCTU U
1 mamnbia.

Peaxumu cuMIitoMamMu Mpu TaHHOM CHHIIPOME SIB-
JISFOTCS aTuTa3wsl OKOJIOYIITHOM KeJe3bl U €€ BRIBOIHOTO
MPOTOKA, TUTIEPTEIIOPU3M, TEIICKAHT, AHTUMOHTOJIOU]I-
HBII pa3pe3 1v1a3, areHe3ns MoYeK Wi He(poCKIepos,
MOJTUKUCTO3 SUYHUKOB.

B cBs3M ¢ HEMOCTaTOYHOCTHIO CEKPEINH CIIOHBI
JISTH Y4acTO CTPAJA0T OT KCEPOCTOMHH, C TPYIAOM TPO-
TIaTHIBAIOT THUIILY, CKIIOHHBI K CTOMAaTUTY ¥ MHOMECT-
BEHHOMY KapHUecy.

JlydeBast KOCOPYKOCTh MOJKET BCTPEUATHCS TaKKe U
npu cuaApoMax Muiniepa, Harepa, Po6eprca. On-
HAKO YacTOTa BCTPEYAEMOCTH X B IMOMYIISAIINN HA3KA U
CJTy4au BOBHUKHOBEHUS CIIOPAJIUICCKUE.

3a mepuox ¢ 2000 mo 2012 rog B8 HUJAOU wum.
I'U. TypHepa mpoBeneHO OOCIIEIOBAHUE U JICUCHUE
23 nered ¢ pasIMUYHBIMM CHHJIPOMAaMH, MPU KOTOPBIX
ObLi1a BBISIBJICHA JIy4eBasi KOCOPYKOCTb.

KAnHnuyeckue npumepnl

[Mauuent b, 4 rona. VACTERL-cunapom. Ponumncs
oT 2-ii OepeMeHHOCTH, MPOTEKaBIIeH Ha (DOHE XPOHH-
YECKOM BHYTPUYTPOOHOW I'MITOKCHH IUIOJA, XPOHUYEC-
Kol (heTorIareHTapHoOi HeJOCTaTOYHOCTH, CHHAPOMA
3aICpKKUA Pa3BUTHUs Tuioaa 2-i cteneHu. Ha momMeHT
OepeMeHHOCTH MaTepu ObuTo 27 JeT, TpoQecCHoHab-
HBIX BPEAHOCTEH, 3a00JIeBaHUi HE BBISIBICHO. B Teue-
HUE TIePBBIX 4 Heenb OepeMEeHHOCTH MaTh IPUHUMAIa
npenapar gopactod. CHHAPOM BBICTABIICH IO TaHHBIM
VY3U na 36-if Henene 6epeMEHHOCTH.

IIpn pokAEeHUM BBISBICHBI CIICAYIOIIUE TMOPOKH
pa3BUTHSI BHYTPEHHUX OPraHOB: arpe3usi MHIIEBOJA,
terpaga Damio, OTKPHITHI OOLIUI aTPUOBEHTPUKY-
TSIPHBIA KaHaM, 2-CTOPOHHHHA THIAPOHE(PPO3, aTpe3ns
aHyca.

Opromennyueckuii cTaTyc — YKOPOYCHHE IPaBo-
rO MPEIIUICYbs, atula3us JIy4eBOW KOCTH, pajuajibHAas
JIeBUalg KUCTH, aria3ust 1 jgyda mpaBod KUCTH, CUM-
(danmanrusm 2—5 manbleB, MITKOTKAHHAS CUHIAKTHITUS
2-3 manpneB mpaBoil kucTu. OrepaTHBHOE JCUCHHE
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Puc. 1. [Tauuent b., 4 rona:

A — BHemHuil Buj npeniednii; b — penTreHorpamma mpen-
1e4bst

OTJIO’KEHO B CBSI3U C JICKOMITEHCAIIHEH CepIedHO-COCY-
JUCTOM CUCTEMBI.

[Tammentka [[. 12 met. TAR-cuaapom. Opromenu-
YEeCKUH CTaTyc: YKOPOUEHHUE NPEeANIeunii, arasus Jy-
YEeBBIX KOCTEH C JBYX CTOPOH, pafuaibHas AeBHAINS
kucrelt nmoa yrioM 90 rpaaycos. [lepBeiii masner rumnon-
JIA3WPOBAaHHBIN, PUBENICH, HE TPOTHBOIIOCTABIIEH.

OneparuBHOE BMEIIATENLCTBO HA MPABOM IPEAILIe-
9he MMPOBOIMIIOCH TI0 2-3TamHOW MeTomuke. Ha mepBoM
sTane ObUIa MPOW3BECHA IIACTHKA MECTHBIMH TKaHs-
MH, UCCEYCHNE COSTMHUTENFHOTKAHHOTO TSKa B TIPOEK-
LUK Ty4eBoil koctu, MoHTax KJIA Ha npaBoe npenrie-
gbe U KucTh. C 4 CYTOK Omepartii HadaTa TUCTPAKIIHS

Puc. 2. TanuenTka /., 12 jger:

A — BHeIHUH BUJ npeAruieunii; b — pentrenorpamma nperiednit

o 0,2 MM, 4 paza B CyTKH, HallpaBJIEHHAsI HA BHIBEJICHHE
KHACTH B Cpe/HEee TOJIOKEHHE. 3a BpeMs TUCTPaKIHUU
MPOBeeHO (hr3MOTEpaneBTHUECKOe JICUeHHE, HarpaB-
JICHHOE Ha YIy4YlLIEHHE KpPOBOOOpAIECHUS B BEPXHEH
KOHEYHOCTH (BUTadoH, nazeporepanus, hoHodopes ¢
TPEHTAJIOM\PY(HIUTHHOM Ha IIEHHBIN OT/AEN TO3BOHOY-
HHUKa), MacCak KUCTH, IIEHHOTO OT/iesia TTO3BOHOYHHKA,
JI®OK Ha pa3pabOTKy ABM)KEHHH B CycTaBax MaibLEB
kuctu. [lepmonm muctpakumy mpomomkancs 21 JeHb.
BropeiM sTanom BeimonHeH aeMoHTax KJIA u nentpa-
IIUs1 KUCTH Ha JIOKTEBYIO KHUCTh ¢ (POpMUPOBAHUEM XOH-
JIpoie3a MeKAy KOCTSIMH 3aIlsiCThs M TUCTAJIbHBIM JITH-
¢u3oMm JOKTEBON KOCTH, (hmkcanueil 2 crmuamu Kup-
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Puc. 3. lauuenTka /., 12 jieT Ha 3Tane onepaTUBHOIO
JIeYeHm s :

A — pentrenorpamma npeamiedss B KJIA, Ha stane qucrpakuuu;

b — peHTECHOIpaMMa HpeAIlICYbs IMOCJIEC LHEHTPpAallMUu KHUCTHU Ha
JIOKTEBYIO KOCTb

Oy S
. ]

Puc. 4. [Taunent B., 3 rona:

A — BHemHMi BUJ; b — peHTreHorpamma npearsieubs 0 ore-
paTUBHOTO JICUCHUS

B Optoneans, TPaBMAaTOAOIMSI M BOCCTAaHOBUTEAbHAsi XMPYPrust AETCKOTro BO3pacTa Tom | Beinyck1 2013 ISSN' 2309-3994
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v A

4

Puc. 5. Tauuent B., 3 roxa:

A — BHEIIHUI BUA MPEATNIedbs MOCIe NEPBOTro 3Tama OlepaTHB-
HOTO JiedeHus; b — peHTrenorpamMma npesmniedbs mocie BTOPOro
JTarna OnepaTUBHOTO JIEUSHUs

Puc. 6. Buemnuii Bu1 npeanjieusbst nocje 2-3TanHoro
OIEePATHBHOIO JIeYeHHs
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Puc. 7. [Tauuent B., 4 roxa:

A — BHENIHWUW BHJ KHCTH TIOCJIE TOJUTHIU3AUU 2 nanabna,
b— PEHTrE€HOTrpaMMa KMCTU MOCJIC NMOJUIMIU3alun 2 najgbna

LIHEpa, MPOBEACHHBIMU Yepe3 3-TSACTHYIO U JIOKTEBYIO
KOCTH M S-IIICTHYIO U JIOKTEBYIO KOCTH. IIIBBI CHATHI Ha
14-e cyTku, cnuibl yaaaeHbl Ha 28-¢ CyTKH MOCTE Ore-
parmu. [Tocne ynaneHus cruil peOSHOK CHaOKeH opTe-
30M Ha MPaBOE MPEIIICUbE U KUCTb.

[Tanment B. 3 roma. Cunnmpom Xonra-Opama. U3
JIBOWHU, BTOPOI peOEHOK (JIeBOYKA) 3/J0POBA.

BrisiBnens! criemyrommue MOPOKH Pa3BUTHS: Jie-
(eKT MeXnpeacepIHOH NEeperopoiku, ABYCTOPOH-
HASL TYroyxocTh 3-i crenenu. OpTomennydeckui
CTaTyCc — aria3us Jy4eBOW KOCTH, pajuaibHas Je-
BHANMs MpaBoi kuctu 10 90 rpamycoB, KUCTh Iac-
CHUBHO HE BBIBOJUTCS B CPEIHEE MTOJIOKEHUE, arlJIa3us
1 ;myda mpaBoOi KUCTH.

Ha nepBom stare 6611 BeimonHeHn MoHTax KA Ha
MpaBoO€ MPEAIIeYbe, KIUCTh: IPOBEICHBI 2 Mapaieib-
HBbIE CIIUIBI — OJHAa Yepe3 NPOKCHUMAJIBHBIM OTIEIN
JIOKTEBOW KOCTH M BTOpasi — 4epe3 3 MACTHYIO KOCTb.
Criunpl (GUKCHUPOBAHBI B 2 KOJBLAX AUCTPAKLIUOHHOTO
ammapara, CKperyICHHbIX MEXJy cO00# 3 ITaHramw.
JucTtpakius Hadata Ha 4-€ CyTKH MOCJE ONEPALNN 1O
0,2 MM 4 pa3a B CyTKHU. 3a MEPUON TUCTPAKITUHU TTOITY-
YaJl HeBPOJIOTHYECKoe, (PU3NOTEPaNeBTHIECKOE Jieue-
Hue, Mmaccax, JIOK. Kucths BbhiBeZieHa cpeiHee MoJo-
KEHHE.

Armmapar cHAT depe3 1,5 mecsa, OMHOMOMEHTHO
BBINOJTHEHA LIEHTPALMsI IPaBOi KUCTU ¢ (uKcanueit 2
cnumamu Kupiraepa. Criniisl ynajaeHsl Ha 28-¢ CyTKH,

nocje 4ero peOCHOK CHaOXKEH OpPTEe30M Ha BEPXHIOKO
KOHEYHOCTb.

Yepes 6 MecsIIeB B MJIAHOBOM MOPSI/IKE BBITOIHEHO
BOCCTaHOBJICHUE TIEPBOTO MaJIbIa KUCTH METOJIOM ITOJI-
nunu3anuy 2 najpia. [locne ynaneHust GUKCHPYIOMINX
CITUI] TPOBEJICH KOMIUIEKC PeaOUIUTAIMOHHBIX MEPOTI-
pustuii (JIOK, maccax, OTII).

TakTrKa 1 METOIMKH OIIEPATHUBHOIO JICYCHHSI JIyIeBOH
KOCOPYKOCTH ITPpY Pa3IUYHbIX CHHIPOMAX Yallle BCEro He
OTJIMYAKOTCS OT JICYCHUSI IPYTUX THIIOB JIyYEBOM KOCOPY-
KOCTH, XOTs TpeOyeT WHIUBHYaIbHOTO TIOIX0/Ia B 3aBH-
CHUMOCTH OT CTCIICHH TSDKECTH U BHJA JehopMaliiy Bep-
xHel koHedHocTH. Kpome Toro, HeoOXOMMO YYHUTHIBATH
COIYTCTBYIOIIYI0 COMAaTHYECKYIO TIaTOJIOTHIO, COOTBETC-
TBEHHO TMOJOMPATh aJeKBaTHOE aHECTE3UOJIOTUYECKOE
MO0CcOOKe M CTPEMHUTHLCS OIPAaHUYUBATH 0O0BEM U TpaBMa-
TUYHOCTB OIIEPATHBHOTO BMEIIIATEIbCTBA.
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THE OCCURRENCE OF THE RADIAL
CLUB HAND IN CHILDREN WITH
DIFFERENT SYNDROMES

Golyana S. 1., Avdeychik N. V., Safonov A. V.,
Prokopovych V.S.

<> Summary. Radial club hand is a developmental
anomaly of the upper extremity, being characterized
as a longitudinal underdevelopment of a forearm and
a hand on the radial surface, consisting in a hypo-/

Csedenusi 06 asmopax:

aplazy radial bone and the thumb of various degree
of expressiveness. Characteristic symptoms of this de-
velopmental anomaly are: shortening and bow-shaped
curvature of a forearm, palmar and radial deviation
of a hand, underdevelopment of the thumb from its
proximal departments and structures, anomaly of de-
velopment of three-phalanx fingers of a hand (is more
often than the 2-4th), violation of a cosmetic condition
and functionality of the affected segment. From 2000
for 2012 in FSI SRICO n.a. H.Turner examination and
treatment of 23 children with various syndromes at
which the radial club hand was revealed are conduct-
ed. The main syndromes at which it is revealed radial
club hand — Holt-Orama syndrome, TAR- syndrome
and VACTERL syndrome. Tactics and techniques
of surgical treatment of a radial club hand it various
syndromes most often don’t differ from treatment of
other types of a radial club hand though demand an
individual approach depending on severity and a type
of deformation of the upper extremity.

<> Key words: radial club hand; Holt-Orama syn-
drome; TAR-syndrome.
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