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BPOXAEHHAS AYYEBASl KOCOPYKOCTDb Y AETEMN
B CTPYKTYPE TEHETUHECKNUX CMUHAPOMOB
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Hens uccnegoBannd. Knmandecknit aHanus BpoKeHHOI Ty4eBoil KOCOPYKOCTH, BXOAAIIel B COCTaB reHeTMYeCKIX
CHHJPOMOB, a TaK)Ke ONTIMU3ANUA METONOB KOHCEpBAaTUBHOIO M XMPYPIM4YeCKOTO JeYeHNs MAIIeHTOB C 3TUM
BUJOM MATOIOTHIL.

Marepuanst u Metoasi. C 2007 mo 2014 roj nmpoBeEeHO KOMIUIEKCHOe oOcneqoBanne 170 fgerteil ¢ BPOK/IEHHOI
y4eBoit KocopykocThio. Cpeqyu Hux 0b110 BbisABIeHO 32 nmamyenTa (18,8 %) ¢ pasnmunbiMu cuagpomamu. OneHeHa
CTelleHb HeTOPa3BUTHA TY4YeBOIl KOCTHM CPely JAHHOII I'Pynmbl HanueHToB. OnpeneneHbl 0COOEHHOCTY BeJeHNA
MAaIMeHTOB B 3aBUCUMOCTH OT CONMYTCTBYIOUIVIX NATOIOTHIA.

Pesynbrarsl. IIpoBefenHad oneHKa BbiABMIa cuHApoM Xonra — Opama (Holt-Oram Syndrom) y 17 pereii
(9 manpuuxoB u 8 geBouek) — 53,1 %. Taxke BoisABIeH TAR-cuHpapoM y 9 geteit (4 ManbpuuKa U 5 eBOYEK) —
28,1 %. Cungpom VACTERL o6Hapy>keH y 4 nanyeHToB My>KcKoro nomra — 12,5 %. Cungpom Harepa Ha6mogancs y
2 peteit (1 MmanpuMk u 1 geBouka) — 6,25 %. TakTika XMpypruaeckoro nedeHns 1y4eBoii KOCOPYKOCTH B CTPYKType
TeHeTYeCKNX CHHPOMOB IIPIMEHS/IACh TA JKe, YTO I Y MAIVIeHTOB C M30IMPOBAHHOI BPOK/IEeHHOI KOCOPYKOCTBIO:
BBINOTHSAIACH LEHTPAMA KUCTU Ha IOKTEBYI0O KOCTh NpeIUIeYybsi OMHOMOMEHTHBIM VI KBYXSTAIHBIM CIIOCO60M
c mocrnenyioneil peKOHCTpyKuueit nydeit. Cpoku medeHNUs MAIMEHTOB C 3TUMMM NAaTONOTMAMU He OTANYANUCh OT
CPOKOB JIeYeHN: MalVIeHTOB C M30IMPOBAHHOI BPOXKIEHHON KOCOPYKOCTBIO.

3aknoyenne. BpoxxgeHHas mydyeBas KOCOPYKOCTH, BBIABICHHasA B COCTaBe IeHETUYECKUX CHHAPOMOB, Tpebyer
KOMIIZIEKCHOTO 00cC/IegoBaHMA [1d AMATHOCTMKU CONYTCTBYIOIMX NAaTONOIMil, HAOMIOAeHMA U JIeYeHU:A
y CIIeI{MaTNCTOB, ONPefe/IeH sI BO3PACTHDIX MOKA3aHUIL IS XMPYPIrUIeCKOil KOPPEKINM MMeIoXxcs gedopmMariuit
BepXHeli KOHEYHOCTIL.

KnroueBble cmoBa: BpOXX/jeHHas ydeBast KOocopykocTb, Holt-Oram-cuunpom, VACTERL-cunpgpom, TAR-cunpgpom,

Harepa cunpgpom.

BBeaeHue

Bpoxxpmennas mydeBas KOCOPYKOCTb — 3TO ITIOPOK
PpasBUTHUA BepXHEN KOHEYHOCTH, XapaKTePU3YIOLIUIICA
IIPOMIO/IbHBIM HENOPA3BUTHEM IIPENIIEYbS U KUCTU
mo ny4yeBoll moBepxHocTu. CremneHb NOpakKeHUs
BapbUPYET OT TMUIION/IA3UM IO ATUIA3UM Pa3INIHBIX
CEerMEHTOB INpefNnedYbsa M KUCTU. XapaKTEPHBIMU
KIMHUYECKMMU NPU3HAKAMU BPOXKIEHHOM JTy4eBOI
KOCOPYKOCTHU SIB/IAIOTCA: YKOPOUYEHMe U HAyroobpas-
HO€ MCKpUBJIEH)E IPEAIIEYbs, TaJOHHO-Ty4eBast Jie-
BMALVA KUCTY, HEIOPA3BUTHE NIEPBOTO Malblia OT €To
MPOKCYMAJIBHBIX OTHENOB U CTPYKTYP B AMCTATIbHOM
HalpaB/JIeHNN, aHOMAJIUU Pa3BUTUA TpexdaraHro-
BBIX Ia/IblleB KUCTK (Yalle BTOPOTO — YETBEPTOTO).
YacroTa BCTpeyaeMOCTM NAHHOTO IOPOKa BapbUpyeT
or 1 ma 30000 go 1 nHa 100 000 HOBOPOX/JEHHBIX.
JIBycTOpOHHEE IOpakeHue cocTaBusaeT oT 38 1o 58 %.
CooTHoIIeHNEe MabUMKN — JI€BOUKM OIpeJeNAeTcs
KakK Tpu K aByMm [1-3].

IlepBoe ynnoMnHaHue 0 BPOXXJEHHOI Ty4eBOI KO-
copykoctu gatupyercs 1733 rogom, korga Petit onmcan

ABYCTOPOHHIOK AedopMalNio MpefIiednit M KUCTu
y MEepPTBOPOXXJEHHOTO IUIOfiAa MY)XCKOTO Iofa [4].

BpoxaeHHass ydeBass KOCOPYKOCTb MOXET IIPO-
ABJIATBCA KaK OT/le/IbHOe 3a00jieBaHue MO0 BXONUTD
B CUMIITOMOKOMIIIEKC Pa3JIMYHBIX TeHeTU4eCKUX
CUHPOMOB. B Hacrosujee BpeMms omucaHo 6onee
20 CMHEPOMOB, B COCTaB KOTOPBIX BXOJWUT HeZOpas-
BUTVE KUCTM ¥ TIpeAIlIedbs, pacliojaramoleecs I0
Jy4eBOMY Kpaio [5].

MornekynsapHble OCHOBBI PasBUTHA M3OMMPOBAH-
HOJ BPOXXJIEHHON JIy4€BOl KOCOPYKOCTHU JIO0 HACTOs-
1[ero BpeMeHu He omnpefenenbl. CyliecTByeT 60mbInoe
pasHooOpasue Teopuil, KOTOpble MOKHO Pas3[enThb
Ha JIBe TPYIIIbL: 9K30T€HHOI ¥ SHIOT€HHOI 9TYOJIO-
run. Wiedemann (1962) et al. ykaspiBanu, uro 20 %
BPOX/ICHHBIX IIOPOKOB Pa3BUTUA — TI'eHETUYECKON
npupoppl, emie 20 % — 5K30reHHON, a OCTaBIIMECH
60 % — HeusBeCTHON 3THONOTUN [6, 7].

Pan aBTOPOB OTHAIOT NpEAIOYTEHNE TEOPUM Pas-
BUTKs fepopMariuy 3a cyeT AeCTPYKLMU TKaHU, U3
KOTOPOJI pa3BUBAETCA KOHEYHOCTb, TMOO OCTAHOB-
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Ki ee pasButuA [3, 8], BO3HUKaoIIell B pe3y/nbTare
BO3JIEVICTBUA PA3INYHBIX (PAKTOPOB, TAKUX KaK NpHU-
€M JIeKapCTBEHHBIX IpeNapaToB, pafjualliOHHOEe U3-
nmydenue. Kpome Toro, mogo6Has MmaToIOTMsA MOXeT
BO3HMKATh B CIM/TYy MeXaHWYECKUX MPUINH — U3-32
HOBBIIIEHVS] BHYTPUMATOYHOTO JJaBIEHVsI TIPY OfHO-
BPEMEHHOM MajIOBOJUY, MaJIbIX Pa3MepOB aMHMOHA,
aAMHIOTUYECKNX TIePeTsKeK, OMyXoyeil MaTKU U And-
HUKOB [5-7].

Hamnbonee pacrnpocTpaHeHHBIMU U KIMHMYE-
CKVM 3HaYMMBIMU CHHJPOMAaMM, B COCTaB KOTOPBIX
BXOJVT BPOXKJEHHasA JTydeBas KOCOPYKOCTb, SABJIA-
I0TCSI: TPOMOOLMTONIEHNUSI C OTCYTCTBUMEM JIy4eBBIX
kocteit (TAR-cunnpom), cungpom Xonra — Opama
(cmapgpoM «pyka — cepaue»), VACTERL-cungpom
(VATER-accounanus, VATER-cungpom), cuagpom
Harepa (akpodanmanpueiit gusoctos) [1-3, 9-12].
MeHee pacnpoCTpaHEeHHBIMU SABIAITCA CUHAPOM
bannepa — Teponbpa, cungpom Mwinepa, CMHIPOM
Po6eptca [5, 13]. Kax/plit n3 yKasaHHBIX CUHAPOMOB
VIMeeT CO CTOPOHBI OIOPHO-/IBUTATENIbHOTO almapara
Y IPYTUX CUCTEM Psij KIMHUIECKUX 0COOeHHOCTell,
TpeOYIIMX MHAMBUYATbHOTO HMOAXOAA A/ CO3/a-
HJsI ONITMMAJIbHOM TaKTUKY JIeYeHN.

TpoMOOUUTONEHNA C OTCYTCTBUEM Ty4YeBBIX
kocteit (TAR-cuHapom). BrepBble maHHBIN CHH-
npoMm 6b1 ommcaH B 1959 roxy Shaw et al. [14].
B 1969 rony J. G. Hall et al. ycraHOBM/IN ero amarHo-
cTuyeckye kputepun [15]. Tak O6bUT BBISB/IEH TUI Ha-
CIe[[OBaHUsI — ayTOCOMHO-JOMUHAHTHBIN; C 4acTO-
Toit BcTtpevaeMocTu 1 Ha 100 000 HOBOPOXK/J€HHDBIX
[14, 15]. BeiaBisiemas TpoMboOLUTONIEHNsT 0OYCTIOBIE-
Ha He[JOCTATOYHOCTHIO MEeTaKapMoOLUTOB (MX OTCYT-
CTBMEM B 66 %, yMeHbIlIeHNeM KonndecTBa — B 12 %,
(bYHKIMOHAIbHO HEAaKTBHOCTBIO — B 12 % c1ydaes),
303MHOQUINel (BCTpedaeMoCTh — 55 %), aHeMM-
eit [13]. Ognako B mpoljecce pocta pebeHKa YUCIO
TPOMOOIMTOB B KPOBM YBEITMYMBAETCS U HOCTUTAET
npernenoB HOpMEI [16]. Okono 40 % mereit morm6aroT
B M/IaJleHUYeCTBe OT TsDKETbIX KPOBOTEUEHMII, KOJIM-
4eCTBO KOTOPBIX C BO3PACTOM IIOCTENIEHHO yMeEHbIIIa-
erca [13].

B cBs3M ¢ pucKOM pa3BUTHA KPOBOTEUEHUIT BCe
aBTOPBI YKa3bIBAlOT Ha BO3MOXKHOCTDb BBIIIOTHEHVA
IUVIAHOBBIX XMPYPIMYECKUX BMELIATEIbCTB Y JeTeil
¢ TAR-cMHAPOMOM TONBKO IOC/Ee HOpManu3arun
ypoBHs Tpombountos [9, 13-18].

Co CTOpPOHBI OIOPHO-ABUTATENbHOTO amIapara
B 100 % cny4aeB BBIABIAIOTCA OBYCTOPOHHAS BPOX-
JleHHas JIy4eBass KOCOPYKOCTb, aHOMA/IMM Pa3BUTUSA
IIeYeBbIX KOCTell M IUle4eBOro cycrasa. OTamunm-
TEJIbHBIM IPU3HAKOM JJaHHOTO CMHAPOMA SBJIAETCA
coxpaHeHue 1epBoro nay4da kuctu [9]. B 50 % cinyuaes
BO3MOXKHO HOpa)KeHVe HVDKHUX KOHEYHOCTEN, KOTO-
poe MOXXeT IPOSIBIATHCS B BIJE BPOXK/IEHHOTO BbI-

Buxa 6efpa, Ba/lbrycHoil gedopmanyn mmeiikn 6enpa,
amtasum ManobeprioBoit koctu [16].

Penxymu cumnroMamy Ipy JaHHOM 3a00JIeBaHUY
ABIIAIOTCA paclieNHa Heba, BPOXJIEHHbIE ITOPOKMU
cepplla, HU3KMIT POCT, KOCOI/asue, TMIepIUpos, Mo-
POKM pa3BUTHSA HOYEK, areHe3us SMYHMUKOB M MATKIA,
KICTa TOMPKeTyAOYHOI >Kenesbl [13, 15]. Y 62 % pereit
OTMeYaeTCs a/UIeprusA Ha MOJIOYHBbIE IPOAYKTHL [17].

Cunppom Holt-Oram (cmHEpOM «pyka —
ceppue»). B 1960 rogy M. Holt u S. Oram omnucann
KIMHNYECKUe CIyday COYeTaHUA IOPOKOB PasBUTHUA
OIIOPHO-/IBUTATEIbHOI U CEPIEYHO-COCYAUCTON CUCTE-
Mbl. OnycpiBaeMas 4acToTa BCTpedyaeMOCT — 1 Ha
100 000 >xMBOpPOXKIEHHBIX MJIaJieHIIeB. [eHeTnyeckue
JICCIelOBaHNA MOKa3almyM Hajandye MyTallMy B TeHe
TBX5 [10]; Tmn HacmemoBaHMA — ayTOCOMHO-JOMIU-
HaHTHBI (60 %) win ciopagmyecknit (40 %) [12].

OnopHo-aBUraTenbHasA CUCTEMA IIPU CUHPOMeE
Xonra — Opama COnpoBOXKAAaeTCsA MOpakeHNeM pas-
NMMYHBIX OT/eNIOB BepXHeil KoHe4HOCTH. CTeneHb He-
MOPa3BUTHA JTy4eBOJ KOCTM MOXKET BapbMpOBaTh OT
runomiasuu o amnasyun. Hanbonee gacteivm gedop-
MalVsIMM IIEPBOTO JTy4a KUCTU ABJISAIOTCS: aIlIasyis N
TUIOIIA3MA, MOMNAAKTIINA, Tpexdamanrusm [13].
OCHOBHBIMM KIMHMYECKUMM IIPOSABIEHNAMI JAHHOTO
CMHZIpOMA CO CTOPOHBI CepP/IeYHO-COCYAUCTON CHUCTe-
MBI SABJIAIOTCA JieeKThl MEXIIPECePIHON M MeXOKe-
JTYLOYKOBOJ IEPETOPOJOK, OTKPBITBIN apTepuaIbHbIN
IPOTOK, HapyLIeHNUs TPOBOAVMOCTH, TUIION/IA3NA Iie-
pudepnyeckux cocynos [19].

VACTERL-cungpom (VATER-accoumanms,
cuppom VATER). JlaHHBI CUHIPOM IOMY4YMI CBOE
Ha3BaHUe I10 NePBbIM OYKBaM XapaKTepPHBIX JI HEro
HapyIIeHMit 1 ObUI BIlepBble omyucaH B 1974 romy
Ha OCHOBaHMM u3ydeHus 34 6Gonpubix S. Temtami
u D. Miller. Hactora myranmm — 1 cnyvait Ha
30 000 HOBOpOX[JEHHDIX. bonesHb BO3HMKAET CIIO-
paguueckn. ITHOIOTNA HeM3BeCcTHa. 3a060/1eBaeMOCTb
HIOBBIIIEHA CPefyl JeTell, YbM MaTepy OO/NbHBI caxap-
HBIM fnabeToM. B mccnemoBaHMAX BBIABIEHO BIIN-
SAHUEe AHTUOMOTMKOB AaHTPALMKIMHOBOTO psAfa Ha
KPBIC, YTO BBI3BIBAET JIe(PEeKThI, CXOIHbIE C IIPOSBIIE-
HussMu VACTERL-cunppoma [11].

YacTble CMMITOMBI: a) IOPOK Pa3BUTUA II03BO-
HOouHMKa (60-80 %), MpOABNIAIINIICA B HapyLICHUN
dbopMuUpoBaHNs, CIUAHNUA U CETMEHTAI[UY II03BOHKOB
(mns 3TOM MaTONOrMM XapaKTepHO Haludue IOJTyIo-
3BOHKOB, K1(OCKommosa, MeHnHroIemne); 6) BpOX-
meHHble TTOpoKu ceppua (40-80 %), B 4aCTHOCTU [ie-
(beKT MeXOKeTyZO4YKOBON MeperopoiKy; B) aTpesusd
3aJIHeTo MPOXOfia co CBUIOM myn 6e3 Hero (55-90 %);
T) aTpesus NMIIEBOAA M TPaXeOIMIIeBOJHBIN CBIIL
(50-80 %); ;1) MOpOKM Pa3BUTHA IPEAIIEYbs U KUCTH
IO JIy4eBOil cTopoHe (BcTpeyaeMocTbh — 40-50 %),
IpOSABJIAIONINECs TUIIOIIIa3Neil mMbo amasueil mep-
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BOTO JIy4a KUCTH, JIy4€BONM KOCTH, IpeaKCuaabHONI
MONMUIAKTWINEN, CUHIAKTUINEN; €) aHOMA/IMU II0YeK
(53 %) B Bue areHe3auUM IOYEK, AVCIUIA3UM, TUPO-
Hedposa [13, 20, 21].

Cunppom Harepa (akpodamyanbHblil fU30CTO3).
B 1948 rony E Nager u J. de Reynier ommcamu coyera-
HI€ NPU3HAKOB YEIIOCTHO-INIEBOrO JAM30CTO3a C He-
JOpasBUTMEM 1-TO Iajblia KUCTU U JIy4EBOM KOCTH.
B mupe ommcano okono 200 ManyeHTOB C JAaHHBIM
cuHApoMoM. Tun Hac/emoBaHMs — IPEAONOKUTEDb-
HO ayTOCOMHO-ZOMVHAHTHBIN C PasIM4YHON SKCIIpec-
cuBHOCTBIO. [eH KapTupoBaH Ha 9932 XpomocoMe.
AHOManmMM 4eMCTHO-NMNLEBO 06/1aCTH BK/ITIOYAOT
AHTVMMOHTOJION/IHBIN paspes IJIa3, HeJOpasBUTHE pec-
HUII ¥ KOJIOOOMY HIDKHETO BeKa, Pe3KYI0 TUIIOIIA3NIO
HIDKHe! 4Ye/IIoCT!, YKOpOUYeHMe TBepforo Heba, I'M-
IOIIa3VI0 3a4aTKOB KOPEHHBIX 3y00B. ITOCTOSHHBIN
IIpM3HAK — CHIDKEHME CIyXa BCIIENCTBME CTEHO3a MU
aTpesuy CIyXOBOTrO Ipoxofa. VHorma oOHapyXMBaIoT
IpeaypuKy/IApHbIe BBIPOCTHI, HepOPMALVIO ¥ HU3KOE
PacIoIo>KeHe YIIHbIX pakoBuH [1, 5].

ITpn ocMoTpe pebeHKa ¢ MHOXECTBEHHBIMM IIO-
pOKaMy pa3BUTUs HEOOXOAMMO YUYUTHIBATBH, YTO HIU
OIVIH M3 HMX He crenu¢udeH Isi KaKOTo-TO KOH-
KpeTHOro 3aboneBaHus. [laxke pefKo BCTpeYaroIuecs
aQHOMa/INY BO3MOXKHBI IIPY 3a00/IeBAaHMAX PA3/INIHON
3TUOJIOTUM, COOTBETCTBEHHO, IMArHO3 JOKEH OCHO-
BBIBAaTbCS HE HAa OJHOM CUMMIITOME, a Ha MX COBOKYII-
HOCTHU, IIpYYeM Y4YUTHIBATh Majible IMOPOKU Pa3BUTIL
He MeHee Ba)KHO, YeM TsDKenble aHOMa/lNM.

Lenpio HacTOALIETO MCCIAeHOBAaHMA SABUCA aHa-
N3 BPOXKIAEHHON JIy4eBOJ KOCOPYKOCTM, BXOJAIIEN
B CTPYKTYPY F€HETMYECKMX CHHJPOMOB, a TaKXKe OIl-
TUMM3ALVA METOLOB KOHCEPBAaTMBHOIO U XUPyprude-
CKOTO JIEYEHNS IAHHbIX IaljIEHTOB.

MarepuaAbl u MeTOADI

B nepmog ¢ 2007 o 2014 roj nmpoBefeHO KOM-
miekcHoe obcnemnoBanme 170 feTeit ¢ BpOXIEHHO
Jy4eBOJl KOCOPYKOCTbIO B Je€TCKOM OpTOIefunde-
ckoM uHCTUTyTe MM. [V, TypHepa. Cpenu HUX BbI-
sBneHo 32 manuenTta (18,8 %) ¢ pasnMMYHBIMU CUH-
npoMaMu. [l OLIEHKM CTeINeHM HeJOpa3BUTUSA
NpefIUiedbss M KUCTY HaMM MCIIONb30Balach Kiac-
cudpmkanus, npennoxenHas B.C. IIpokomoBudem
B 1980 ropy, BKIO4amomas 4yerbipe creneHu. Ilep-
Bas CTEIEHb — HEJNOPasBUTHUA JIy4eBOIM KOCTU PEHT-
TeHOJIOTUYECKN He OINpeNeNsAnoch, HO KIMHUYECKU
OTMeYanach fieBMalyA KUCTU B JIy4eBYI0 CTOPOHY.
Bropas creneHb — HeflOpasBUTHE TY4eBOV KOCTU JIO
50 % ot mauHBL NpefIUiedbs. TpeTbs cTelneHb — He-
IopasBuTHe Ty4eBOll Koctu 6omee 50 %. YerBepras
CTelleHb — aIlla3usA Jy4eBoil KocTu. Takke IpoBo-
AMIach OMATHOCTMKA CONYTCTBYIOLIMX 3a00/IeBaHMIL.

[TonyueHHBle HaHHBIE OBUIM PETPOCIEKTUBHO COOpa-
HBI 1 IIPOAHA/IM3UPOBAHBI C BBISABICHNEM OCOOEHHO-
CTeN TaKTUKN JIeYeHUA.

Pe3yAbTarnl

PacnipepienneHne manyueHTOB ObIIO IPOM3BEEHO
B 3aBMCUMOCTM OT IIPEeUMYILIeCTBEHHOTO IMOpake-
HUSI CUCTeMBbl OPraHOB manueHTOoB. Hambomee ya-
cTbIM cuHApoMoM sBisiicss Holt-Oram, BbIsABIEeHHBIN
y 17 pereit (9 manpunkoB u 8 meBouek) — 53,1 %.
Y 9 peteit 6611 TAR-cunzpom (4 mManpumka u 5 fe-
Bouek) — 28,1 %. VACTERL-cuHapom oTmedvancs
y 4 manMeHTOB MY>KCKoro nona — 12,5 %. Cunppom
Harepa na6mropancsa y 2 mereit (1 manpumk u 1 fpe-
BOYKa) — 6,25 %.

Bospact mepBuuHOro oOpaijeHus] B MOMUKIIN-
HIYECKOe OT/e/IeHMe VMHCTUTYTa Il KOHCY/IbTalluy
cocTaBMII B cpefHeM 4,2 *+ 2,5 mecsAla, Bapbupys
oT 1 mo 12 MmecaAnes. Paspenenne mo momy mpoxo-
AMIO C HeOO/NbUIMM IPeVMYILIeCTBOM MajbuMKOB
(18 manmenToB — 56,2 %) 1O CpaBHEHMIO C IE€BOY-
kamu (14 nmaumentos — 43,8 %). Pannee obOpauienne
3a KOHCY/IbTaTUBHO} IOMOIIbIO ITO3BOJINIO BBIABUTH
CONyTCTBYWOLMe NOPaXeHUs OPraHOB M CUCTEM,
a Tak)Ke HAa3HAYUTb KOHCEpPBAaTMBHOE JedyeHUe, Ha-
IpaBJIeHHOE Ha BBbIBEJeHME KUCTU B CpefHee IOJOo-
JKE€HIEe M pacTSDHKeHMEe MATKUX TKaHel IO Ty4eBOMY
Kpalo IpeAriedbsa U KUCTH.

Bce 32 maumeHTa MOCTynMIM Ha OIepaTUBHOE
nedeHne. Bo3pacT mpu 3TOM BapbUpOBa OT 7 Mecs-
ueB fo 12 net, B cpegHeM cocrasnad 2,9 + 2,8 ropa.
B mporiecce oneHkn aHaMHe3a 3aboneBaHUs ObIIO
OIpefieZIeHo, YTO OllepaTBHbIe BMeUIaTeIbCTBA, Ha-
IpaBJieHHble Ha YCTPaHEHMs CONMYTCTBYIOIIMX IIaTO-
noruit, 6bUIM BBINONHEHBI y 12 meteit (37,5 %). Ilpe-
UMYIIeCTBEHHO OIlePAaTMBHOE JIeUeHNe IIPOBOJUIOCH
Ha CepHevYHO-COCYAncToit cucteme (7 meteit — 58 %).
Ha numeBapuTenbHO cUCTeMe BBIIIOIHEHO Ollepa-
TUBHOe JedeHre y 3 pmereit (9,4 %). Koppexkuna mo-
YeBBbIJIe/IUTE/IbHOI CHCTEMbI NIpOU3BefieHa y 2 JeTell
(6,3 %).

enpio omepaTuBHOrO eYEHUSI MMEIOLIUXCS Jie-
dbopmManuil mpeaIIeunit 1 KUCTeN ABIANIOCh yCTpa-
HEHJe JTy4eBOJ IeBMALMy KUCTY ¥ BOCCTaHOBJIEHME
BO3MOXXHOCTH IBYCTOPOHHErO CXBaTa KMCTU. [lns
3TOr0 HaM¥ MCIIO/Ib30Bajach OJHOMOMEHTHas nu6o
ABYX3TallHas MeTOAMKA Koppekuuu pedopmannn
MpeAIIeYbs.

OmHOMOMEHTHO€ BBITIOTHEHVE BBIBEIEHUS KUCTU
B CpefiHee IOJIOKeHMe M (PUKCALMM Ha JIOKTEBOM KO-
CTM OCYLeCTBIANOCh y 9 manmeHToB (28,1 %). Ilo-
Ka3aHueM IS 3TOTO SBJISAAaCh BO3MOXXHOCTH ITac-
CUBHOTO BBLIBENEHNUA KUCTU B CpefjHee IOJIoXKeHNe.
JlaHHas KOppeKlsa COOTBETCTBOBAIa BTOPOMY 3Taly
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IBYX9TAIHO KOppeKuuu feopMannu mpefIiedbs.
IIpn HEBO3MOXXHOCTU BbIBE[IEHUA KUCTU B CpefHee
IIOJIOXKEHME JCIIONIb30BAIACh [BYX3TallHasA METOHVKA.

IIepBblit 3Tanm ONepaTMBHOIO JI€YE€HUA 3aKIIIO-
4ajicsd B YCTPAaHEHUM HATSKEHMA MATKUX TKaHEN IO
JIy4eBOMY Kpalo IpefIiedbs (pasanyHble MEeTORVKN
IUTACTUKM MECTHBIMM TKaHSIMMU), TIPU HEOOXOHMMO-
CTU — WCCEYEeHUU COeNMHUTETbHOTKAHHOTO TsXa,
pacnosyaramiierocsa B MPOEKIMM JIy4eBON KOCTH,
Y MOHTUPOBAHMM JUCTPAKIIMOHHOIO aliapara Ha
NpepfIiedybe U KUCTD.

B nocneornepauyoHHOM Iepuoje BaXXHbIM MOMEH-
TOM SABJIANICA PEXUM AUCTPAKUMUM MATKUX TKaHEN,
KOTOPYIO HauMHaIM C TPETbUX CYTOK CO CKOPOCTBIO
0,25 MM Tpu pasa B cyTku. Hapapy ¢ atum nmposopu-
JIOCh KOHCEPBAaTMBHOE JIeYeHNe C LEeNbI0 YIy4dlIeHN
KpoBOOOpallleHNsI B BepXHell KOHeYHOCTH (BUTA(OH,
JlagepoTepanys, 3MeKTpodopes ¢ IpenapaTaMiu, yrIyd-
IAIIMMY MUKPOUMPKY/IALMIO KPOBM, Ha LIEHBIN
OT/le/l IO3BOHOYHMKA). [lepmop AuCTpakiyy MATKUX
TKaHel BapbupoBan ot 20 go 30 gHel, B cpefHeM co-
cTaBUB 26,7 + 4,4 guA. HaMu oTMedeHO yMeHbIlIeHUe
CPOKOB JaHHOTO 3Talla, CHIDKEHME MU OTCYTCTBUE
00/1eBOr0 CMHZIPOMA IPU MPOBEIEHNN KOHCEPBATHB-
HOTO JIYEeHMS O OIEePATUBHOTO JIeYeHUs B CpefHEM
Ha 7 £ 2,3 mHs.

IIpoMeXyTOK MEXHY 3aBEepIIEHHBIM IIEPBBIM
3TAIlOM ¥ BBIIIOJIHEHMEM BTOPOIO 3Talla HAXOAWMJICA
B amamnasoHe oT 0 mo 60 mHelt (cpegHee 3HaYeHue —
11,4 + 14,4 gusa). BTtopoit atan omepaTMBHOIO Jle-
YeHUS 3aKMI0Yancs B QUKCaUUyU KUCTU Ha TONOBKe
JIOKTEBOJ KOCTHU. II/Is1 9TOTO BBINOHANCA paspe3 IO
TBUIPHOJ TOBEPXHOCTU IpefIedbss B MOMNEPEYHOM
HAIpaB/JI€HUN B MPOEKLIUU TOJIOBKYM JIOKTEBO KOCTU
C IEepexo/joM Ha JIOKTeBO¥ Kpail. VI3 momy4eHHOro
JOCTYIA BBIAEANINCH Y CMEIAIICh CYXOXWUINA CO0-
CTBEHHOTO pasrmbaress ISATOTO Hajiblia M JTOKTEBOTO

pasrubarenss KucT. ITO MO3BOJIANO 6€30mMacHO Mc-
CeKaTb MATKOTKAaHHbBIN MHTEPIIOHAT MEXAY anudu-
30M JIOKTEBOJ KOCTHU U IIPOKCUMAJIbHBIM PSIOM KO-
CTell 3aIICTbsI C MOCIEAYIOUIVM MX COIIOCTaB/IeHNEM
u ¢uxcanuent couunamyu Knpunepa. Kucts ¢ukcnpo-
Bajlach Ha 6 Hefle/Ib ¢ IMOMOLIbIO ABYX cruy Kupui-
Hepa, [IPOBEJIEHHBIX B IEePeKPEeCTHOM HalpaBIeHNN
4yepe3 BTOPYIO U MATYIO ISICTHYIO KOCTb B JIOKTEBYIO
KocTb. Iloce ymameHms: cimiy OCYILeCTBISIOCh Op-
Te3MPOBaHNe IMpefIUIeYbss U KUCTU AJIS1 COXPaHEHUS
TBOCTUTHYTOM KOPPEKLIVMA.

[IpoBeneHo o6cCenoBaHMe U OIEPATUBHOE jIede-
Hye geBaty nanyeHToB ¢ TAR-cunapomom (puc. 1).
YerBepTas CTeleHb HEJOPA3BUTUA TY4e€BOM KOCTU
OTMeYeHa BO Bcex crmydasx. IIpu obcmemoBaHmm oc-
HOBHOE BHYIMaHMe Yie/s/IOCh KIMHIYeCKOMY aHa/TN3y
KPOBU ¥ BBIABICHMIO MMEIOLIUXCS Hapyuenuit. [Tpu
TOCIIUTAMN3ALNN JJIA IIPOBENEHNSA XUPYPrUiecKoro
JledeHMsA OBIJIO BBISIBICHO BapbUpOBaHME YPOBHA
TpoMbounToB oT 52 X 10°/1 mo 496 x 10°/n1 (cpennee
3HaueHme — 212,7 x 10%/m). [Ipyrux maMeHeHuUm co
CTOPOHBI KJIETOK KPOBM OOHApy)XeHO He 6bU10. PeHT-
TeHOJIOTMYeCKOe MCC/IefoBaHNe I0Ka3ano 4YeTBep-
TYIO CTEIleHb HeJOPAa3BUTHUSA JTydeBOil KOCTY BO BCeX
cnydasx. OCHOBHOI L|e/IbI0 OIIEPATUBHOTO JI€YEHVS
Y AaHHOII TPYIIIbI IAI[VIEHTOB SABJ/IANIOCH TaK)Ke BBIBE-
[eHVe KVCTY 13 ITOPOYHOTO MOMOXKeHUs U puKcanys
ee Ha JIOKTeBOJ KOCTU. Bo Bcex ciyyasx aTo mpoms-
BOJVJIOCH IO JIBYX9TalHoOM Metopuke (puc. 2). ITocne
3TOTO OLIEHUBAMNCh (PYHKIMs ABYCTOPOHHETO CXBa-
Ta U IOJIOXKEH)e MepBOro Masiblia B IPOCTPAHCTBE.
Y nsarepsix meteit (55,5 %) BBIOTHEHO OTBEJleHMe
U IPOTUBOIOCTABJIEHNE TIEPBOTO TajIblia C MCIIONb-
30BaHMEM KOMOVHUPOBAHHON KOXKHOJ IJIACTYKIL.

B moceonepanioHHOM Iiepuofie IpUMeHeHye He-
CTEPOUIHBIX IPOTVBOBOCIANTENbHBIX NpeIapaToB
y OBOMX IAIVIEHTOB IIPUBEIO K PEe3KOMY CHIDKEHMUIO

Puc. 1. ITanuentka JI., 12 mer, TAR-cuHApOM: BHEIIHMIT BUJ
TIAI[MEHTKN ¥ TIpeIUIeIIin
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ypoBH:A TpoMbounToB — Ha 10 u 32 % OT mokasare-
7Iell 1O BBINOJIHEHMS OIEPATVBHOTO BMEIIATE/IbCTBA,
YTO CONPOBOX/ANIOCh IJIMTENbHBIM BBIPaXK€HHBIM
OTEKOM IIpefIlIeybs M KUCTU, a TaKXe HaludueM
MOJKOXKHBIX T'€MaTOM.

Cunppom Holt-Oram BbiABeH y 17 manyueHToB
(53,1 %) cpenu Bcex MalMEHTOB C CUHAPOMAaMMU, CO-
IIPOBOX/JAIOIMMUCA BPOX/EHHOI Ty4eBOil KOCOpY-
KocTpIo (puc. 3). CylecTBEHHOTO Pa3Inyus MO MOy
cpenu meTeit He OTMEYanoch (ManbuMKOB — 9, IEBO-
yek — 8). [IpoBoas aHanu3 3abojeBaHuUIl CepheIHO-
COCY[IUICTO CMCTEMBI, MBI BBIABVWIN IpeobaagaHime
HOpaKeHMs Cepplla B Buie AedeKTa MeXKeTyTouKo-
BOJI Ileperopofikn y 7 feteit. Taxoke ObUIM AMAaTHOCTY-
POBaHbI: OTKPBITHIN apTepuabHbIN IPOTOK y 6 Manu-
€HTOB, JOIOTHUTETbHASA XOpAa — Y 2 jeTell, fedexT
MEXIIPENCEPHON MEPETOPOSKM U JEKCTpaKapaua —
II0 OJHOMY CJIy4yar. Y HEKOTOPBIX IaIjIEHTOB OTMe-
9ajI0Cch coueTaHMe JiedekTa MeXOKeTyJ0UYKOBOIL Iepe-
TOPOAKM C APYTMMM IIOPOKaMI cephua. Y 2 manyeH-
TOB JMAaTHOCTUPOBAH BPOXJIEHHBIN TMAPOHEPPO3.
JIBycTOpOHHEE MOpakeHMe BEepPXHMUX KOHEYHOCTeN
oTMedeHO y 3 peteit. Cpefy HUX CTeNeHb HefOpas-
BUTHUSA JIy4eBOI KOCTU B IBYX CIy4asx Obl/Ta deTBep-
TOI ¢ 00eMX CTOPOH, TOTZia KaK B TPETbeM CIydae —
BTOpPOJ M 4YE€TBEPTOJl Ha Pa3HbIX BEPXHUX KOHeU-
HOCTAX. VsonumpoBaHHOE IMOpaKeHMe IIPeNIIedbs
M KNCTU CIpaBa HAaOTIOfAaoch y 8 MAaIVIeHTOB, a Clle-
Ba — TOJIbKO y 5 IaulueHTOB. PeHTrenonormyeckoe
UCCIIefloBaHMe TTOKA3ao pas3/lIMyHble CTeNeHU Hefo-

Puc. 2. ITanmentka [I., 12 net, TAR-cunpgpom: pentre-
HOTpaMMa IIpefIUIedbs ¥ KUCTY Ha 3TaIle AVICTPAKIVN
U MOCJIe IEeHTpalyy KUCTU Ha JIOKTeBYI0 KOCTb

PpasBUTHUA JIy4eBON KOCTU. BTopas cTeneHb BbIAB/IEHA
Ha TpeX IpeAIedybAX, TPeTbs CTENEeHb — Ha JIBYX
IpeaniedYbax U 4YeTBepras cTeneHb — Ha 13 npepn-
I1e4YbsAX. ITO ABIANIOCh BaXKHBIM [MATHOCTUYECKUM
KpuUTepueM, KOTOPbINI yKasblBaj Ha BO3MOXKHOE Ha-
Au4Me COeNVIHUTETbHOTKAHHOIO TAXa, paclosara-
IOLIErocsA B NPOEKUMM JIy4eBOM KOCTU IIpU TPeTbel
VI YETBEPTOIN CTENEHM HENOPA3BUTUA.

JlyyeBas pgeBManus KUCTU YCTpaH:ANACh IO JIBYX-
9TAIHON MeTopuKe (CM. puc. 3). Y manyeHToB C Tpe-
Tbel VM 4YeTBEPTOM CTEIEHbIO HELOPA3BUTUA BO
BpeMs IIepBOrO 3Talla NOIMOJTHUTENbHO BU3yaNnU3N-
poOBaNyM M MCCEKaau COeNVHUTETbHOTKAHHBIN TAX,
pacnonaramuica B IPOEKUMM JIy4eBON KOCTH.

Puc. 3. ITanuentka M., 4 roga, cungpom XonTa —
OpaMa: BHeIIHNIT BUJ, NpeAIIednii 1 Kucrei

Puc. 5. [Tanment b., 4 roga, VACTERL-cuaAgpOM: BHEIIHMIT
Buf 000MX IpeAIIednii 1 KUCTHU, peHTreHorpadudecKas
KapTyHa

Puc. 4. ITanmentka M., 5 net, cunppom Xonra — Opama: BHell-
HUI BUJ, TIPaBOil KUCTY MHTPAOIIEPAIVIOHHO ¥ Yepe3 OfUH TOf

Puc. 6. ITanuent A., 5 net, cungpom Harepa: BHenmmHmit Bup,
JIMLA U IpenIvIednit
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ITepspIit my4 KucTH (amaasus BO BCeX CIydasx) BOC-
CTAQHAB/IMBA/IN ITyTeM IO/UIMIU3ANNY BTOPOTO IIajb-
na kuctu (puc. 4) y Bcex HamyeHTOB.

VACTERL-cungpom BbIABNIEH y 4 TalMieHTOB.
JIBycTOpoHHee moOpakeHUe BEPXHUX KOHEUHOCTeN
OTMEeYaJIOCh Y JIBYX MalueHToB. IIpu ogHOCTOpOHHEM
HOpaXeHUN y JIBYX MAILMEHTOB AedopManus Ipen-
IJleybst M KUCTU OblIa crpaBa. CTeleHb HeOPasBU-
THA JTy4eBOM KOCTU BO BCeX CIydYasax AB/IATACH YeT-
BepToit. Takoke BO BCeX KIMHMYECKUX HAOMTIONEHNAX
OTCYTCTBOBAJI IEPBBIil Ty4 KUCTY HA CTOPOHE IOpa-
xeHns (puc. 5). Xupyprudeckass KOppeKIVs TydeBoit
IeBUalMM KUCTU IMPOBOAM/IACH MO ABYXITAIHON Me-
ToptuKe. [IepBBIil Ty4 KMCTM BOCCTAHABIVBAIYU ITyTeM
HO/UTMIIM3ALUY BTOPOTO ITIajIblia KUCTH.

OnennBas uMewIMecs CONYTCTBYIOUINE IAaTO-
JIOTMM y BCeX MAIIeHTOB, MOXXHO OTMETUTb aTpe-
3110 MNUIIEBOJA, IPOONEPUPOBAHHYIO B IIePBble JHIU
xusHu. IlopaxkeHMe MoYeK TakXe HaOIIANOCh
y Bcex maumeHtos. Hambomnee yacTbIM HOpakeHMeM
CepHEYHO-COCYAVCTON cucTeMbl Oblma TeTpama Pa-
710, BBISIBJIEHHAs B JIBYX C/Iy4asX. AHOMAJIUM I103BO-
HOYHMKA OOHApy>keHbl y TpeX MalueHTOB. I1omHbIil
CYMIITOMOKOMIIIEKC OBbI/I BBIAB/IEH TOIBKO Y MBYX
ZeTerl.

Bpito mpoBeneHo 0oOCIeoBaHMe Y OLEpaTUBHOE
JeyeHNe ABYX MAIMeHTOB C cumHApomom Harepa
(axpodanmanbHblit Au30cT03). YeTBepras cre-
IIeHb HeJJOPasBUTUA JTy4eBON KOCTHU, COYeTalomascs
C aIurasmeil IepBbIX aydert Kuctu (puc. 6), Oba oT-
MeueHa Yy BCeX IalMeHTOoB. Taxoke y meTell BBIABIAICA
AHTVMOHTOJIOMJHBIN pa3pes I71a3 M pasINIHbIe IOPO-
KM PasBUTHSA JIMLEBOTO OTHena 4yeperna (CM. puc. 6).
Bo Bcex cmydasx oTMedanach aTpe3ns CIYXOBBIX
IpoxofioB. TakTMKa OIepaTMBHOTO JIeYeHNA COCTOIA
B [IBYX3TAIlHOV KOPPEKLMM Ty4eBON JeBMalUMUM KU-
CTU C TIOCTeyIolell MOJUINII3alell BTOPOTo Iajb-
Ija KUCTIU.

O6cyxaenune

BpoxpieHHast my4eBas KOCOPYKOCTb MOXKET SIB-
JIATbCSL CAMOCTOSITE/IbHBIM 3a00/IeBaHIeM MM BXO-
IUTb B COCTAaB CMHIPOMOB. B mocienHem ciydae ma-
Tonorus o6ycnoBnuBaer AupepeHIalI0 TAKTUKA
JIeYeHNUA B 3aBUCUMOCTH OT CONYTCTBYIOLIMX 3a00sIe-
Bauui1 (4, 6, 7, 16].

ConyTcTByHOILNe TaTOMOTUY TPEOYIOT KOPPEKIMN
IpefoTepaliOHHOI MOATOTOBKM U 00CIeIOBaHNusA,
a TaKkKe BeJeHUA IOCTeONepalMOHHOrO Iepuofa.
Tak, nccnenoBaHue moKasaresell KpOBU Y MAlMEHTOB
¢ TAR-cuHpOMOM He BBIABMIO aHEMUU M 303MHO-
buinn, HeCMOTpsI Ha ONMCaHME TAHHOW 0COOEHHO-
cTM psjfoM aBTOpoB [14-15]. B To ke Bpems Hamm
ObIJIO OTMEYEHO yBeIMYeHMe YMCIa TPOMOOIMTOB

KPOBI B IIpoljecce pocTa pebGeHKa C IMOCTeIeHHBIM
IpUOIIDKeHNeM K ITOKa3aTeIsIM HOPMBI, YTO COOT-
BeTCTBYeT JJaHHBIM yuTeparypsl [16-18]. CHmxenne
YPOBHA TpoMOOIMTOB Ha (OHE IpyueMa HeCTepONn-
HBIX IPOTMBOBOCIATNTE/NIbHBIX IIpeNapaToB 3acTa-
BIJIO [IEPECMOTPETh TAKTUKY IOC/IEOIePaLViOHHOTO
00e360/mMBaHNsA, C TeM YTOOBI CHM3UTb PUCK Pa3BU-
TS KpoBoTedeHMit. ONUCaHHbBIe B JIUTEpaType I0-
pakeHUsI CepAlia B Bufe fedeKTa MeXOKeTyI0IKOBO
IIEPErOPOZIKM U OTKPBITOTO apTepUaTbHOTO IIPOTOKA,
xapakTepHble 1A cuHgpoMa Xonta — Opama, Takoke
npeobnajjany B HAINMX KIMHWYECKUX HAOMIOTEHNAX
[19, 22-23]. Haubonee Ts>KeIbIM IO HAIMYMIO COIYT-
crytomelr naronoruy Asnsancsi VACTERL-cunppowm,
B 0COOEHHOCT) Y HeTell C HMOMHBIM CHMITOMOKOM-
mIekcoM [21].

HecmoTpsi Ha ommcaHHBIe B JIUTEpaType TPYA-
HOCTU KOppekuuu pedopmainnii BepxHeil KOHEYHO-
CTM y JAHHOI TPYNIbl MalueHToB [4, 6, 16], MbI He
OOHAPY>XIM/IM 3HAYMMON PasHMIBI B XUPYPrUIecKoit
TaKTUKe. B HEKOTOPBIX C/TyYasax IMpOBefileHHOe paHHee
KOHCepBaTUBHOE JledeHe TO3BOMNIO OffHOMOMEHTHO
BBITIOJIHUTD ONEPALNI0 IIeHTPAUNM KUCTY, JOCTUT-
HYB IIOJIO)KUTETbHBIX (DYHKI[MOHAIBHBIX M KOCMETH-
YeCKIX pe3y/IbTaToB.

BbIBOADI

BpoxfieHHasA nmydeBas KOCOPYKOCTb, BXOZALLAs
B COCTaB CUMIITOMOKOMIUIEKCA OFHOTO M3 CUHZPO-
MOB, TpebyeT KOMIIIEKCHOTO 00C/IeloBaHMsA, HallpaB-
JIEHHOTO Ha BBIABJIEHVE COIyTCTBYIOUMX ITaTOIOTMIL;
TOTIOTHUTENIBHOTO KOHCY/IBTUPOBAHMA CIIELNAINCTOB;
omnpefeNieHNsA BO3PACTHBIX ITOKa3aHUI I XUPYP-
IMYecKoil Koppekunn aedopmanuii BepxHeil KOHed-
HocTu. To/bKO KOMIeHcalusa COMAaTUYeCKOro COCTO-
SAHNA MO3BOJAET IPOBECTY KOPPEKLMIO MMEMIINXCA
nedopmannit BepxHeil KOHEYHOCT.

Pannee KoHcepBaTMBHOE JieueHNE, HAIIpaBJIEHHOE
Ha pacTsOKeHMe MATKUX TKaHEeN II0 JIy4eBOMY Kpalo
IpejIIeYbs, JaeT BOSMOXXHOCTb COKPATUTb CPOKMU
XUPYPIrUIECKOTO JIeYeHNUs, YMEHbIINUTh TPaBMaTHUY-
HOCTb OIlepaluy, yIydliasg KOCMeTn4eckoe U (PyHK-
LIMOHA/IbHOE COCTOAHME BCEJl MOPaKeHHOI BepxXHel
KOHEYHOCTM.

IIpuMeHeHMe IBYXSTAIHOM METONVKNA KOPPEKLIUN
Ty4eBOIl JeBMaluM KUCTU C MCIIONb30BAHMEM IIpef-
JIO)KEHHOIO peXMMa AUCTPAKLMM MATKUX TKaHeN
B COYeTaHMM C u3MoTepanyeil NO3BONIET YMEHb-
IIVTH VIV TIOJTHOCTBIO VICKJTIOYNTD O0JIEBONI CUHAIPOM,
IPeOTBPATUTD Pa3BUTIE CTUOATENTbHBIX KOHTPAKTYP
IajblieB KUCTU M COKPATUTh CPOKM MEX]Y 3TallaMy
XUPYPIrUYECKOTO JIeUeHNA.

Boisinenne TAR-cuHppoma TpebyeT KOHTpO-
7 M3MEHEHUII ITOKasaTe/lell KpOBM Ha BCeX dTalax
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neyenus. Ilogob6paHHas MeZMKaMEHTO3Has Tepa-
nMusA B TOCTAEONEPALVOHHOM IIepuoje C IOTHBIM
VICK/IIOUYE€HNEM HECTEPOUHBIX NPOTUBOBOCHANTNTENb-
HBIX IIperapaToB MO3BO/AET M36eXaTb OCIOXKHEHNI,
BBI3BAHHBIX Pe3KMM CHIDKEHUEM YPOBHA TPoMOO-
LUTOB.

Taxum o6pa3om, BpoKIeHHas TydeBass KOCOPY-
KOCTb B COCTaB€ Pa3/JMYHBIX CUHJPOMOB 3a9acTYIO
3aCTaB/sAeT ONEPUPYIOLIETO TPaBMaTOIOTa-OpToIea
BK/TIOUUTBCA B IOC/IEOBATEIBHOCTD XUPYPIUUECKUX
KOppeKLMii pasHooOpasHbIX Aedopmanuii y pereil.
YacTo faHHOE XMpPYyprudeckoe jedeHMe ABIAETCA
He IIepBOOYEPE/IHbIM, HO I03BOJIAET BOCCTAHOBUTH
GYHKIMIO BepXHeil KOHEYHOCTM M TeM CaMbIM COIV-
aJIbHO aJjalTMPOBAaTh pebeHKa.
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OPUTMHAABHbBIE CTATbM

OCCURRENCE OF RADIAL CLUB HAND IN CHILDREN

WITH DIFFERENT SYNDROMES

Avdeichik N.V., Govorov A.V., Golyana S.1., Safonov A.V.

The Turner Scientific and Research Institute for Children’s Orthopedics, Saint-Petersburg, Russian Federation

Aim. Clinical analysis of congenital radial club hand
as part of some genetic syndromes as well as the
optimization of methods of non-surgical and surgical
treatment of patients with this pathology.

Material and Methods. From 2007 to 2014, we conducted
a survey of 170 children with congenital radial club hand.
Among them, 32 patients were diagnosed (18.8%) with
different syndromes. We assessed the degree to which the
radius was underdeveloped among this group of patients
as well as the management features of patients according
to various comorbidities.

Results. The assessment identified Holt-Oram syndrome
in 17 children (nine boys and eight girls; 53.1%) and
TAR-syndrome in nine children (four boys and five
girls; 28.1%). VACTERL syndrome was detected in
four male patients (12.5%) and Nagera syndrome was
observed in two children (one boy and one girl; 6.25%).

Ceederus 06 asmopax

Surgical treatment of radial club hand in patients with
genetic syndromes is the same as that of the patients
with isolated congenital radial club hand: a single- or
two-stage correction of the hand relative to the ulna
with subsequent reconstruction of the rays of the hand.
The duration of treatment of such patients did not
significantly differ compared to the patients with isolated
congenital radial club hand.

Conclusion. Congenital radial club hand, identified as
part of genetic syndromes, requires a comprehensive
examination to diagnose comorbidities, observation, and
treatment by specialists to determine the optimal age for
surgical correction of the existing strain of the upper limb.

Keywords: congenital radial club hand, Holt-Oram
syndrome, VACTERL syndrome, TAR syndrome Nagera
syndrome.
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