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Bposxaennbie nopoku passutus (BITP) kucreit — 0AHa M3 BaXXHBIX po6AeM O6IeCTBEHHOTO 3APABOOXPAHEHHS.
YacroTa pacHpoOCTpaHEHHOCTH IOPOKOB PAa3BHTHS KUCTeH cOoCTaBAsieT 7,4% cpeAl Bcex 3a00AeBaHMIT BepxHeil
xoneunoctu. BIIP xucreit umeroT MyAbTH(GAKTOPHYIO IPUPOAY U SBASIOTCS OAHHM U3 IPOSBACHHI TeHeTHYeCKUX

CHHAPOMOB.
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Congenital hand malformations are an important problem of medicine. The frequency of occurrence of hand
malformations is 7.4% among all hand diseases. Congenital hand malformations have a multifactor nature; they are

manifestations of genetic syndromes.
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Bposxaennbie mopoku passurus (BIIP), manm
AHOMAAMH PA3BUTHS, — 9TO CTPYKTYPHBIE AU PYHK-
LIMOHAABHBIE H3MEHEHHs, BKAIOYAIOINE MeTa0OAU-
YecKye HapyIIeHWs, IPHUCYTCTBYIOIIMe C MOMEHTa
poxaenns [1]. B crpykrype BIIP namGoapmmit
YAEABHBIII BeC HMEIOT IIOPOKHM KOCTHO-MBIIIEYHOMN
cucrems! (38,15%), 2-e MECTO 3aHMMAIOT MHOYKECT-
Bennbie BITP (14,46%), Ha 3-M MecTe HAXOAATCS
BIIP cepaeuno-cocyaucroii cucremst (12,87%) [2].
Aepopmarum KHCTH COCTaBAIOT 65-95% oT Bcex
BPOXXAEHHBIX [IOPOKOB PA3BUTHSI BEPXHUX KOHEYHO-
creir, B 30-67% cAyJaeB BBIABASETCS IOpAKEHHE
ABYX PYK, a y 24% OOABHBIX — COUETAHHE AaHOMAAHIL
Pa3BUTHS BEPXHUX U HIDKHUX KOHeYHOCTed [ 3].

BposxaeHHbIe TOPOKM Pa3BUTHS — OAHA M3 BaXK-
HBIX IPOOAEM OOIIEeCTBEHHOIO 3APABOOXPAHEHNS,
pelileHrIe KOTOPO¥ BHIHY)XAQET TOCYAAPCTBO HATH Ha
6OABIIIIe 5KOHOMUYECKHE 3aTPaThl, 00YCAOBACHHbIE B
IIEPBYIO O4epeAb AOPOTOCTOSIIIUM AeYeHUEM U MepPO-
npusTrsMu 10 abuanTarmu [4]. Kpome toro, BITP
CBS3aHBI C BBIPDKEHHBIMU AHATOMO-QYHKIIHOHAAb-
HBIMH U OMIOMEeXaHUIeCKUMY HAPYIIEHUSIMU QYHKIJUH
BEPXHUX KOHEYHOCTEH, CYIeCTBEHHBIM CHIDKEHHEM
KaueCTBA JKM3HU peOeHKA U ero CeMbH, HHBAAMAHO-
CTBIO C AeTCTBa [S]. B 9T0i1 CBSI3H aKTyaAbHBIM CTAHO-
BUTCsI H3ydeHHe PpaKTOPOB PUCKA OOAE3HU AASL TOTO,
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9TOOBI AAHUPOBATH IIPOTPAMMSI IIEPBUYHOM IPOPU-
AAKTHKY B COBPEMEHHO MEAULVIHE.

BposkAeHHbIE aHOMAAMHM MOTYT BO3HHKATH ITOA
BAUSIHEM OAHOTO HAM HECKOABKUX (aKTOpPOB, HX
KOMOMHAIIUM, CPEAOBBIX BAVSIHHI, OKAa3bIBAIOLIUX
TEPaTOreHHOe AEHCTBHE M HAPYILIAIOIIUX IIPOLecC
HOPMaABHOTO Pa3BUTHs SMOPHOHA MAHM MAOAR [6].
K Takum dakTopam OTHOCST: IPHEM POAUTEASIMU
AAKOTOASI, A6KQPCTBEHHBIX IIperapaToB (1bynpoden,
ACIUPHH, HANPOKCEH, LUTOCTATUYECKUe IIpela-
paThl, BBICOKHE AO3bI TOPMOHOB, AHTHUKOATYASHTbI),
AKTMBHOE U [IACCHBHOE KypeHUe, BO3AEHCTBUE IIPO-
MbIIIACHHBIX XUMUKaTOB |7]. B 50-70% caydaes
aTHOAOrMYeCKHEe (GAKTOPHI BO3HUKHOBEHHS AHOMA-
AWil ycTaHOBHTH He ypaercs [7]. Oxoao 20% anoma-
AVIIT IMEIOT MYABTU(GAKTOPHYIO IIPUPOAY, BKAAA Ha-
CAEACTBEHHbIX (paKkTOpOB (TeHHbIe H XPOMOCOMHbIE
HapYIIEHHUs) COCTaBAseT OKoAO 6%. Bposxaenmbie
[IOPOKM PAa3BUTHS BEPXHHX KOHEYHOCTEH MOTIYT
OBITH KaK M30AMPOBAHHBIM CIIOHTAHHBIM 3a00A€Ba-
HUeM, TaK U [IPOSIBAEHHEM KaKOTO-AUD0 CHHAPOMA.

CHHAQKTHAVS SIBASIETCSI OAHOM U3 CaMbIX PaCIIpo-
CTpaHEHHbIX BPOXKAEHHBIX TATOAOTHIT U BCTPEYaeTCsl
C YaCTOTOM OAMH CAy4ad Ha 2-2,5 ThIC. HOBOPOX-
AeHHBIX [8]. MHOro4HCAeHHBIE HCCAEAOBAHHUS IO-
Ka3bIBAIOT, YTO B CAy4ae HACAEACTBEHHON CHHAAK-
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THAMY, IIOCACAHSS IIePeAdeTcsl IO ayTOCOMHO-
AoMuHaHTHOMY THITy [9-11]. CuHpAQKTHAMS MOXET
COYeTaTbCsl C TAKHUMH IIOPOKAMU Pa3BUTHS, Kak
cuaapom Anepa (Apert syndrome) [10], TToaanpa
(Poland), cunapom Idaiidppepa (Pfeiffer), cunapom
Corpe-Yorsena (Saethre-Chotzen); cunapom
MHOXXeCTBEHHbBIX BPOXKACHHBIX IEpeTsDKeK, CHH-
apom Tpurononepasun Omnuua (Opitz—Johnson—
McCreadie-Smith syndrome) u ap.

IIpu cunppome Anepa (CHHOHMM — akpotiedaro-
CHHAAKTHAMS THMA 1) OCHOBHBIMU TIPOSIBACHMSIMH
SIBASIFOTCSL aKpOIleaArsi, BO3HUKAIOIAS BCACACTBHE
IPeXXAeBPeMeHHOTO KPAaHHOCHHOCTO33, U CUHAAKTH-
ann. Tunm HacAepOBaHHS — AyTOCOMHO-AOMHHAHT-
Hpni. CuHApOM Arlepa ¢ OAMHAKOBOM JacTOTOH IO-
paXaeT MAABYMKOB M AEBOYEK, €ro BCTPE4aeMOCTb
cocraBaseT B cpeaHeM 1 caydait Ha 160-200 ThIC.
HOBOpPOXKAeHHBIX [11]. AAsd aToro cuHApOMa Xapak-
TepeH CHHOCTO3 Pa3AMYHON CTElleHH, B OCHOBHOM
BEHEUHbIX IIBOB, B COYETAHHUHU CO CPEHOITMOHAOMAK-
CHAASIPHOY THIIOIIAAQ3UEN, CTUITMaMH AMCIMOpOrHHe-
3a aura (TMAOCKHMIT AOG, TUTIEPTEAOPH3M; 3arlaBIiast
MIepeHOCHUIIA, IPOTHATH3M; 9K30TaAbM B pe3yAbTaTe
YTIAOI[€HHS I‘AaSHI/ILI) ; TMOAHBIM cpameHueMm II-V
MAABLIEB KHMCTeM M CTON AMOO CHHAAKTHAHEHN BCex
naabies [ 12]. HecMOTps Ha TsbxeAble BHEIIHME PO-
SIBA€HUS 3400A€BAHNS, IPUMEPHO Y IIOAOBUHBI OOAB-
HBIX OTMEYAeTCsI HOPMAABHBIN YPOBEHb MHTEAAEKTa,
IIPU CBOEBPEMEHHOM AeYeHUH IIPOTHO3 UHTEAAEKTY-
AABHOTO pasBuTHS yAydmaercs [ 13].

B 0630pnoit crarbe Dev Dyn (2010) mpusnak
MTOAMAAKTHAMH YKa3aH B paMmkax 290 HacAeACTBeH-
HbIX 0OA€3HEN, KaK OAUH U3 CHMIITOMOB CAOXKHBIX
XpOMOCOMHbIX Hapymienuit (cunppom Ilatay) wu
TeHHBIX CHHAPOMOB (Mexkeas, Daauca-Ban Kpe-
BeAbpa, Aopenca-Myna-Bapae-Buaas u ap.) [14].

BpoxxaeHHOe HepAOpasBHTHE AY4eBOH KOCTHU
(ayueBas KOCOPYKOCbe BCTpeYaeTcsl MPU TaKHX
cuHppoMax, kak Duane-Radial Ray cunapom, us-
BecTHbIN Takke, Kak Okihiro-curapom, VATER-
cuappoM, TAR-cuappom, cuappoM XoaTa—Opama,
anemuu Fanconi [15].

Cunapom Xoata-Opama (cuHAPOM —«pyKa-
CepAlle»,  IPEACEPAHO-TIAABLIEBAsl  AMCIIAA3HSA
Brepssie 6b1A omucan M. Holt u S. Oram B 1960 .
Tun HacaepAOBaHWS 3a00A€BaHMS — ayTOCOMHO-
AOMHMHAHTHBIM C Pa3AMYHOM OIKCIIPECCHUBHOCTBIO.
YactoTy 3ab0AeBaeMOCTH CHHAPOMOM XOATa—
Opama orleHHBAIOT IpPUMEpPHO Kak 1 cAydail Ha
100 toic. xuBOpoxpeHHbx [16]. Cuuraercs, uro
COOTHOIIIEHNE IIOAOB IIPY ITOU MMATOAOTUH COCTaB-
aser 1:1 [17]. B 85% cAaydyaeB mpu paHHOI TaTo-
AOTHMH BBISIBASIIOTCSI BPOXKACHHbBIE ITOPOKU CepAILIa.
C MOMeHTa POXKAEHHUS y IAIMEHTOB OOHAPYKMBa-
I0TCsL HapyleHus putMma cepaua [ 18-20]. Tlopoku
Pa3BUTHS BEPXHUX KOHEYHOCTEH BAPbUPYIOT OT He-
AopasBuThs | Ayda KHCTH M THUIIONAA3UH AY4eBOM
KocTu A0 Ppoxomeanu. OMIICAHBI Pa3AMYHBIE CTUTMbI

9MOpHOreHe3a: TUIEPTEAOPU3M, OTCYTCTBHE OOAB-
IIOW I'PYAHOM MBIIIIIBI, paclleAnHa Heba. OTMmeua-
I0TCSL OMOXMMIYECKHe HAPYLIEHUS B BHAE THIEp-
a30TeMUM, [TOBBIIIEHUS YPOBHS MOYEBHHBI B KPOBH,
HabAIOAQeTCS HOPMOXpOMHasi aHemusi. MHTeasexrt
Yy A€Tell, KaK IPaBUAO, coxpareH [21].

BposxAeHHbIe IIOPOKH PasBUTHSI AOKTEBOM KOCTH
(AOKTeBasl KOCOPYKOCTb) 4amle BCero SBASIOTCS
CIIOPAANYECKON AHOMAAMEN, HO MOTYT OBITh 4aCTHIO
HEKOTOPBIX TeHeTHYeCKHXx CHHApoMoB: KopHeann
ae Aamre [22], Opunca, Schinzel nam Ulnar-
mammary [21], Femur-Fibula Ulna [23].

Pacmenaenue xuctu (cunonumbr: Birch-Jensen
cuHApOM, Aedopmaus Lobster) — Tun anomaany,
XapaKTepPHU3YIOLIUICS OTCYTCTBUEM HECKOABKHX AY-
yeil KMCTH. B MOMyAsIIM 9acToTa BPOXKAEHHOM pac-
IMIeMTA€HHOM KHMCTHU cocTaBAsieT 4 caydas Ha 100 Tbic.
HOBOPOXXAeHHBIX. B 70% cay4aeB sBAsieTcs pesyAb-
TATOM TeHeTUYeCKHX MYTALUI 1 COCTAaBASIOLIEH He-
xotopsix cunpapomos: EEC-cunpapoma (Electroda-
ctyly- ectodermal dysplasia-clefting), SHSF pacme-
maenHas croma u xucth, Oculodigital complex,
Orodigital complex, curppoma Wildervank, cun-
Apoma Silver-Russell. B 30% nabAropeHuit AaHHAs
AQHOMAAMS ABASIETCS CIIOPAAN-YECKOM.

ITopoxu pa3BUTHUS KOHEYHOCTEH SIBASIFOTCS
CAEACTBHEM HapyILIEHWII B IPOLjecce BHYTPUYTPOO-
HOTO Pa3BUTHS, T.e. ACFICTBHS PA3AHYHBIX GAKTOPOB U
MEeAMKAMEHTO3HBIX IIPEIapaToB HAa OPraHU3M MaTepy
U [TAOAQ [T G€PeMEHHOCTH, a TAKKe 3aBHUCST OT CO-
CTOSIHHSI OPTaHU3Ma MATePH. Y CTAHOBAEHO, UTO BO3-
PacT poauTeAeil Ha MOMEHT 3a4aThsl pebeHKa sSIBASIeT-
ca npepukropoM passurus BIIP, puck ¢opmuposa-
Hus AepopMaliuil KOHEYHOCTEH y IAOAQ ITOBBIIAETCS,
€CAM BO3PacT MaTepH IpeBbIaeT 28 AeT, oTHA —
37 aet [24]. Yrposa mpepbiBanus 6GepeMeHHOCTH,
KpoBoTedeHHUs A0 37 Hep, Bec maaneHTs! 400 T 1 Me-
Hee, Macca Teaa pebeHka mpu poxaerun 2500 T,
XOPHOH-OHOIICHSI ACCOLIUMMPOBAHBI C IIOBBINIEHUEM
PpHYCKa pa3BUTHS aHOMAAMH KOHEYHOCTEeH [25-27].

ITpyduHAMU pasBUTHSI AaHOMAAUI KOHEUHOCTeH
MOTYT SIBASITBCSI TakOKe BO3AEHCTBHE BPEAHBIX XU-
mudeckux BemecTs u 1T ORCH-undexnun (T -
ToKcomAasmMo3 (toxoplasmosis), O — Apyrue uH-
dexuuu (others), R — kpacuyxa (rubella), C - uu-
tomeraaus (cytomegalovirus), H — reprec (herpes
simplex virus). K «Apyrum» oTHOCATCS Takue uH-
¢exuny, xak rematutsl B u C, cupnanc, xaaMuAno3,
FOHOKOKKOBasl HHPEKITUs, AUCTEpPHO3 ), TeCTAI[HOH-
Hblil Auaber, runeprensus [28]. B rpymmy pucka
BXOASIT AETH MaTeperl, CTPAAQIOIIUX CaXapHbIM AMa-
6erom [29].

M36bITOYHAsT Macca TeAa U OXKHPEHHe MaTepu
TKaKe SBASIOTCS pakTopamu pucka. K J. Stothard u
COABT. B MCCAEAOBAHUU YCTAHOBHAH, YTO €CAM HH-
AEKC MaCChI TeAQ MaTepH BBIIIE AOAXKEHCTBYIOLIETO,
TO BEpPOSITHOCTb POXKAeHNs pebenka ¢ BIIP koneu-
Hocreit cocraaser 1,34 (1,03-1,73) [30].

Bonpocbl peKOHCTPYKTMBHOM U NNacTUYECKOW XUPYprum

Ne 4 (67) perabpb’ 2018



70 BenoHorosa E.I'.

T.A. Desrosiers u coasr. (2012) BbISBHAM CBA3b
npodeccun MaTepu ¢ puckoM passurtus BIIP y pe-
6eHka. PacripocTpaHeHHOCTh Pa3AMYHBIX BPOXKAEH-
HBIX AeeKTOB OBIAQ BBIIIE CPEAM YUEHBIX B 0OAACTH
MaTeMaTUKH, U3UKH 1 HUHPOPMATHKH, Y XyAOKHHU-
KOB, ¢$ororpagos, pabOTHHKOB OOIIECTBEHHOTO
NHUTAHUS, O3eACHHTEAeH, ITAPHKMAXepOB U KOCMe-
TOAOTOB, HeQTSHUKOB, PAOOYHX a30BBIX XO3SICTB
¥l XMMUYeCKHI poMbImAeHHOCTH [31].

Takum 06pazoM, $aKTOPHI PHCKA, IIPUBOASIIIHE
K QaHOMAAHMSIM Pa3BUTHs KOHEYHOCTEH, XapaKTepH3y-
I0TCSL MHOrooOpasueM. BpiseAeHre cemeill, OTHOCS-
IMXCSI K TPYIIIAM PHCKA, IIO3BOAUT IIPOBOAUTH HOAee
A€TAAbHBIN IPEHATAAbHBIH CKPHHHHT AAS BBIIBACHIS
AHOMAAMIT PA3BUTHS IIAOAQ HA PAHHHX CPOKax bepe-
MEHHOCTH, 4TO AACT BO3MOXXHOCTb POAHMTEASIM ellle
AO POXAEHHsSI pebeHKa IOAYIUTb AOCTOBEPHYIO
MHPOPMAIIMIO O INPOTHO3e KAyecTBA €ro >XM3HH U
3apaHee CIIAAHUPOBATb TAKTUKYy ACUEHHMS. YUIHTHI-
Bas BBICOKYIO PACIPOCTPAHEHHOCTb BPOXAEHHBIX
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