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Cumbpaxudaxmuiusi — 6pOKOeHHAS AHOMAAUS PA3GUMUS KUCTU, NPOACIAIOULASLCT MHOKE-
CMEOM KAUHUYECKUX NPUIHAKOS, 6KAI0UAS OPAXUOAKMULUIO, CUHOAKMUAUIO U ZUNONIA3UI0 KUCTNU.
Denomunuueckue NPOGACHUs CUMOPAXUOAKMUIUL OUeHb BAPUADETLHDL.

Hecmomps na cyuwecmsosanus 001bul020 4UCAd KAACCUDGUKAUUOHHBLX cxem namoaozut (yuumot-
BANOUUX KOJUUECMEO YMPAUCHHBLX AYUell, MepPamoi0ZutecKie Mexanu3mvl 2UNONAA3UL, PYHKULUO-
HAbHOE COCMOSIHUE OO0NbUO020 NATLYA KUCMU, HAIUYUE CONYMCMBYIOUUX AHOMAAUL) HA Ce200-
HAWHUL OeHb Omcymcemseyem oduwenpunsmoe onpedesenue mepmund cumbpaxuoaxmuiuu. B cesszu
€ IMUM, 68 Kax00U KAACCUPUKauuU cumOpaxudaxmuius paccMampuedaemcs ¢ pa3iuiHulx NO3ULUIL.

Ilenvio dannoi pabomuvl S6UNACH CUCMEMAMUIAUUS UMCIOUUXCS Ce200HS HAYUHbIX C6edeHUl,
ONpedessIOuUX NOUIMUE CUMOPAXUOAKMUIUSL U €20 KAACCUDUKAUUOHNLE XAPAKMEPUCTIUKU.

Katouegvie croea: cumbpaxudaxmuiis, pacueniennas Kucmy, unonid3us Kucmu

A. P. Bespalchuk, D. A. Klimets, A. I. Volotouski
SYMBRACHYDACTYLY

Symbrachydactyly is a congenital anomaly of the hand development, manifested by many clinical
signs, including brachydactyly, syndactyly and hand hypoplasia. The phenotypic manifestations
of symbrachydactyly are very variable.

Despite the existence of a large number of classification schemes of pathology (taking into account
the number of lost rays, teratological mechanisms of hypoplasia, the functional state of the thumb
of the hand, and the presence of concomitant anomalies), there is currently no generally accepted
definition of the term symbrachydactyly. In this regard, in each classification, simbrachydactyly
is considered from different positions.

The aim of this work was to systematize the available data regarding the issue of defining concept
of symbrachydactyly, as well as optimizing classification approaches to the description of this pathological
condition.

Key words: symbrachydactyly, cleft hand, hypoplastic hand.
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CmmépaxmAaKTW\Mﬂ - BPOXAEHHas aHoMa-
AVSI Pa3BUTUSA KUCTU, BKAKOUAKOLLAS PasHo-
06pa3Hble NaTOAOTMYECKME COCTOSTHUA C UX KAMHU-
YECKMMMU NpU3HaKaMK, B TOM YMCAE BPaXMAAKTUAUIO,
CUHAAKTUAMIO M TUMOMAA3UIO KUCTU. /\OKaAmM3auma
nopoka 06bI4YHO yHWAATepaAbHas. AaHHOEe COCTos-
HWE MHOrAA COYETAETCSI C OTCYTCTBMEM OOABLLLOK rpyA-
HOM MblIWUbl. Takoe onpeapeneHne UCCAEAYEMON Na-
ToAOrMK pan Flatt [1].

CuMbBpaxmMpaaKTUAUA ABASIETCA PE3YALTATOM TW-
NOMAa3nKN M HapPyLLEHUA OCEBOr0 Pa3BUTUSA KUCTU.
Mopok npeactaBasieT cobon cOo aMOBPUOHANBHOM
AN EPEHLIMPOBKHM, MPOSBAAIOLLMICA YKOPOUEHUEM
M YMEHbLUEHWMEM KUCTU B CPABHEHWW C KOHTpPaAa-
TepanbHOW. MaAbLbl Yalle OTCTatoT B CBOEM Pa3BU-
TMN U MEXAY HUMW MMEIOTCH KOXHbIE NMEPENOHKH,
pexe — OTCYTCTBYIOT. /AedeHne NopoKa MHAMBUAYaAAb-
HO AASl KaXKAOTO MauMeHTa 1 AOAXHO ObiTb Hanpas-
AEHO Ha YAy4ylleHME OYHKLUMW W BHELLUHEro BUAA
KueTu [2].

CUMbpaxnMpaKTUAMA BCTpPeYaeTca C 4YacToToM
0,6 Ha 10 000 HOBOPOXAEHHbIX, Yalle Yy MyX-
YnH (73 %) U NpenmMyLLLECTBEHHO B 0OAACTU A€BOM
KUCTH (67 %) [3].

ATUOAOTUSI CUMBPAXMAGKTUAUM HA CETOAHSLLIHWIA
AEHb OKOHuUaTeAbHO He sicHa. Hauboaee pacnpo-
CTPaAHEHHOW SIBASIETCA TMMOMNAACTUYECKas Teopus.
CornacHo nocAepHeK, OCHOBHasA NPUUMHA NOpoKa —
AEDEKTbI B ME30AEPMaNbHbIX CTBOAOBbBIX KAETKaX
KUCTEBOM 3aknapky [4]. B noAb3y AaHHOM TEOPUHK TO-
BOPWT MOCTOSIHCTBO HAaAWUUSI SKTOAEPMAAbHBIX CTPYK-
Typ (HOrTEBbIE MAACTUHKU U HOITW) AdXe B CaMblX
TSXKEAbIX CAydasix cumbpaxupaakTuanm [5]. Bavnick
1 Weaver npeanroXmnAM TEopUto, 6asmpytoLLyroCs Ha Ha-
PYLLUEHWM Pa3BUTUSI BETBEN NMOAKAIOUMYHOW apTeEpPUH,
KOTOPOE BCTPEYaETCA NpU PasAMUHbIX CMHAPOMAX
(cuHapom TMonaHpaa, cuHApoM Mebuyca, CUHAPOM
Kannnens-®Oeias), accoummpoBaHHbIX ¢ CUMBpaxu-
b6aKkTuamen [6, 7].

CumbpaxmnaaKTUAMA MPOABAAETCS PAAOM KAUHW-
YyeckmMx NprM3HakoB. Hanbonaee TUNUYHbIMU AN AQH-
HOrO MOpOKa SIBASIKOTCS KOPOTKME MNaAblbl C CWH-
AAKTUAMEN Pa3AMYHOM CTEMEHM TSHXKECTU: OT NpocC-
TOM (MArKOTKaAHOWM) A0 CAOXHOMN (KOMOUHUPOBAHHOM)
dopm. MManblbl MOTyT MOAHOCTBIO OTCYTCTBOBATb,
B TAKMX CAydasix Ha MX MeCTe NMPUCYTCTBYIOT PyAU-
MEHTbI NanbLEB [8]. ApyruM MOPPOAOrMUYECKMM MPO-
ABAEHWEM, aCCOLMUPOBAHHbIM C CUMOPAXMAAKTU-
AVEN, ABAAETCS AAAOHHOE yraybneHue. OHo obpa-
3yeTcs M3-3a HEOObIYHOrO NPUKPENAEHNUS CYXOXUAMM
MbILLLL NpeAnAeUbsi. CyXoXuamns pasrubatenei obblu-
HO HOpPMaAbHblEe U 0BecneurBatoT GU3NOAOTMUECKYHD
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TATY Ha NSACTHbIE KOCTW, CrMbaTeAr Xe CAMBaKOTCA
B €AMHOE aMOPdHOE CYXOXUAME BHYTPU 3ansACTHO-
ro kaHaaa [9].

Miura n Suzuki nccaepys AAMHY NACTHbIX KOCTEN
NPU PasAnYHbIX aHOMAaAUSIX Pa3BUTUSE U B HOPME,
BbISICHWUAM, YTO KUCTU C CUMOPaXUAAKTUAUEN U Ha-
PYLLEHWEM MOMNEPEUYHOr0 Pa3BUTUS UMEKOT YKOPO-
UEHHble MACTHblIE KOCTU, TOTAA KaK HOPMaAbHble
No AAMHE MACTHbIE KOCTWU aCCOLMMPYHOTCA C TUMKY-
HOW pacLLENAEHHON KUCTbI, CUHAAKTUAMEN U @MHKO-
TMUYEeCKUMU nepeTsxkamm [10].

XoTa TEPMUH CUMOPaXMAAKTUAUSA MOAPa3yMe-
BaeT AedopMaLMO C HAAUUMEM KOPOTKMUX NaAbLIEB
COEAMHEHHbBIMW MeXAY COOON KOXHbIMK «NepenoH-
Kamu», MUller ykasbiBan, 4To A@HHOE OnpeAeneHne
ABASETCS TOABKO CaMbIM MSATKUM BapUaHTOM B He-
npepbIBHON NOCAEAOBATEABHOCTU HAPYLLEHUS MOP-
donornyeckmx GeHOTUNOB C MOCTENEHHO BO3pacTa-
IOLWEN TAXECTbIO KAMHMYECKMX dopM. OH onucaa
TEPATOAOTMUYECKYHO MOCAEAOBATEABHOCTb MpPOrpec-
CUPOBAHUA rMNonAa3nm KUCTK (purc. 1.).

PeayKUMSA KOCTHbIX CTPYKTYP MaAbLEB HauyMHaeT-
csl Npy CUMBPaXMAAKTUAMK CO CPEAHUX GAAAHT, KO-
TOpble CTAHOBATCSA KOPOUe MAKM BOODLLIE MCUE3AKOT —
6paxumesodanaHreanbHblii TUM, U MPOAOAXAETCH
B BMAE YMEHbLLEHWS Pa3MepOoB MNOCAEAHMX B HANpaB-
AEHUU OT 6€3bIMAHHOMO K YyKasdaTeAbHOMY MaAbLy -
pacLlenAeHHas KUCTb. KOCTKM 3a4acTyto runonAasu-
pPOBaHbl MAM YACTUYHO OTCYTCTBYHOT, CyCTaBbl IMMo-
NA@3MPOBaHHbIX GaAaHT HeCTabUAbHbI. KAMHMYECKH
6onee TaxeAble GOPMbl CUMOPAXMAAKTUAUU XapaK-
TEPU3YIOTCS PEAYKLMEN NPAKTUUYECKM BCEN AOKTEBOM
CTOPOHbI KUCTU. Mpn AAHHOM MOHOAAKTUAOUAHOM
T™MNe cUMOPaXMAAKTUAMKU OOABLLIOM NaAel, NPUCYT-
CTBYET U, KaK MPaBUAO, HE 3aTPOHYT MATOAOTMUYECKMM
npoueccom. lNepomennuyeckas dopma aHOMaAMK
ABASIETCA CaMol HEBAAronpUSITHOM, XxapaKTeprayeTca
peAyKUMEN BCEX MAAbLEB, a TaKXe NMOAHOM MAW Yac-
TUYHOWM anAasmen NACTHbIX KOcTel 1 3anacTba [11].

Cuctema KAacCUPUKALMM CUMBPAXMAAKTUAMM,
npeactaBaeHHaa Swanson B 1976 roay [12] 6bina
npu3HaHa HGOAbLLUMHCTBOM XWUPYPros, padoTatoLmnx
C BPOXAEHHbIMUW MOPOKAMU PA3BUTUSA KUCTU, U NPU-
HATa B KayecTBe Knaccudukauumnm MexayHapoaHOM
depepaumnen Obuiectsa Xupyprin Knuctu (IFSSH).

B knaccuoukauumn IFSSH cumbpaxmpaktmans
OTHOCUTCSI cpa3y K ABYM paspenam: | - 3apepxka
passutus (Failure of formation), noapasaen nonepeu-
HbIK pednumnT (Transverse Deficiency) u VI - Hepopas-
BuTOCTb (Undergrowth).

Moapasaen nonepeyvHoro aAeduumTa 30eCb BKAKO-
yaeT B cebsi Kak TEpMUHAAbHbIE, TAK U GOKOMEANYE-
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Puc. 1. Tepatonormueckasi NOCA€AOBATEABHOCTb MPOrPecCcUpoBaHus runonsasum kuctu no Miller (A - 6paxumesodanan-
reanbHblii TUM; B - pacuwenAeHHas KUCTb; B — MOHOAGKTUAOUAHBIN TWM; [ — MEePOMEAUUYECKUIA TUM)

CKMe aHOMaAUKM Pa3BUTUA. TepMUHAAbHbIE MOPOKM
B CBOKO OUepeAb NMOAPA3AEAAOTCA Ha ABE Tpynnbl:
CMMOpaxMAAKTUAMSA U BPOXAEHHan amnyTtaums. Cum-
O6paxMAaKTUAKS, BEPOSITHO, ABASIETCA BOAEE AWUCTaAb-
HbIM NPOABAEHUEM MONEPEYHOro AePULIMTa, @ BPOX-
AeHHas amnyTaums — 6oaee NPoKCMManbHbIM [13-16].
3Ta KOHUENUMS MOAYYMAA HAyUHYI MOAAEPXKKY
ot Kallemeier [17], KOTOpPbIK OTMETUA, UTO 93 % KO-
HEYHOCTEN C BPOXAEHHOW aMnyTaumen Ha ypoBHE
NPeANAeUYba UMEAU PYAMMEHTbI MaAbLEB («NaAbLie-
Bble KOMOYKMW», OCTATKM HOTTEN WAW WMHBArnMHaumu
KOXM), KOTOPbIE XapaKTEPHbI AN CUMOPAXUAAKTUAWMN.
PacwenaeHHas kuctb (Cleft hand) otHocutcA
K | pasaeny, noppasaen NPoOAOAbHbIM AePUUMT (Longi-
tudinal Deficiency). 3T0T NOpoK pa3BUTUA C TOUKU
3pEHUA AQHHOW KAacCUbUKaLMK, XxapakTepusyercs
Kak rmnonAasus KOCTHbIX 3AEMEHTOB U acCoLMMPO-
BaHHbIX MATKOTKAHHbIX CTPYKTYP LEHTPAAbHOW YacTu
KUCTU. KAMHMYECKME NPOABAEHMA €r0 MOTyT Bapby-
poBaTb OT pacLUEeA1Hbl, 3aTparMBatoLLLEN TOAbKO MSAT-
KWE TKaHW MeXAY CPEAHUM M Be3bIMSIHHBIM NaAbLa-
MK 6e3 NoTepPU NOCAEAHUX, AO anAa3nmn BCEX KOCTEN
KUCTU KpOMe Ayda MusmHua [18, 19]. AedekT, Kak
NpaBuAO, HEe 3aTparMBaeT KOCTHbIX CTPYKTyp 3a-
NACTbSA, OAHAKO ObIAM AMArHOCTMPOBAHbLI U CAyYau
KOHKPECLIEHUMU KOCTEM AQHHOM aHaATOMMYECKOM
o6AacTv U papMoyAbHaApPHOTro cnHocTo3a [20].
Barsky [21] pa3aMyan TUNUYHYO (TMNonAasus
LEHTPAAbHbIX AYYEN C COXPaHEHUEM AaTEepPaAbHbIX
NaAbLEB) M aTUMUYHYIO PACLLENAEHHYIO KUCTb (HaAK-
une, HapsIAY C pacLLENAEHUEM KUCTHU, LEHTPAAbHOM
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NOAMAGKTUAMK U KOCTHOM CUHAAKTUAMK) [18, 22].
OAHaKo, Ha CEroAHSILLHMI AEHb, NPUHATO CUMUTaTb, UTO
NOCAEAHSSI ABASIETCA BApMaHTOM NOMNEPEUHOro AePu-
LMTa, @ KOHKPETHO - CMMOBpaxuaaKTUAKMen [23-25],
W, CAEAOBATEABHO, HE MOXET ObITb BKAOUEHA B Pa3Aen
LLEHTPAABHOIO AedULMTa KAACCUPUKaLMKM Swanson.

B 1992 roay Ha KOHpEepeHLMH, OpraHM30BaH-
Hon MexayHapoaHon ®epepaunent ObuiectBa Xu-
pyprun Kuctn (IFSSH) B Mapuxe TepMUH atUnny-
HasA paclenAeHHasa KUCTb ObIA OPULMANBHO 3aMe-
HEH Ha TePMUH CUMOPAXMAAKTUAUA, @ TUMUYHYIO
pacLLENAEHHY0 KUCTb NepeuMeHoBaAM B pacLue-
NMAEHHYHO KMCTb [26].

Hecmotps Ha ato, Dahl u Jones [27] cuuTator,
YTO aTUMNUYHAA pacLLenAeHHas KUCTb U cUMBpaxu-
AAKTUAWS ABa aBCOAOTHO pasHbIXx ¢eHOoTUNa, OLLK-
60YHO MOMELLEHHbIX B OAHY KaTeroputo. Mo MHe-
HWIO @aBTOPOB, NMPWU aTUMUYHOM PACLLENAEHHON KUCTU
NPOLIECC PEAYKLMWM NaAbLEB MAET B Ay4EBOM Ha-
npaBAEHUU C COXPaHEHWEM MU3MHLA U, pexe, be-
3bIMSAHHOIO NaAbLEeB. Mpu cuMbpaxMaaKTUAUK NPO-
LeCC MAET YAbHAPHO, B Pa3AMYHON CTENEHM 3aTparu-
Bas BCE MaAbLibl, KPOME BOABLLIOrO, M B MaKCUMaAbHOM
dopmMe NpPosABASIETCA B MOHOAQKTUAOUAHOM Il THNe
no Blauth.

Apyroro MHeHUs npuaepxmBaetcs Kozin. o ero
MHEHWIO, aTUMMYHAasA pacLLENAEHHAs KUCTb SABASIET-
Csl OAHOMN U3 GOPM CUMBPaXMAAKTUAUK [28].

Kallemeier [17] nccaepoBan B3aMMOCBSA3b MEXAY
nonepeyHbiM AeOULMTOM U CUMOPaXUAAKTUAUEN
y 271 pebeHKka ¢ AMarHo30M rnonepeyHoro pAeduumTa
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Ha ypoBHe npeanaeubs; 207 n3 atux peten (93 %)
UMEAU MPOSIBAEHUSI CUMOPaXMAAKTUAMK — MaAbLie-
Bble KOMOYKWU WAWM WMHBArMHauUMsi KOXWM B 0OAACTH
KUCTU. OHM NPULLAK K BbIBOAY, UTO CUMOpPaxXMAaKTH-
AVSI U BPOXAEHHbIN MnonepeyHblt AedULNUT Npea-
NAeYbst NMPEACTABAAOT COOOM ABE CTOPOHbI OAHOM
Mepann. o ero MHEeHWto, nonepeyHbii AeduumT
npeAnAeYbst SBASIETCA NMPOKCUMAAbHON GOPMON CUM-
OpaxnAaKTUMN.

Papnom aBTOpPOB ObINO OTMEUYEHO, UTO CAOXHbIE
cAyyau, 0cobeHHO cBA3aHHbIE C KOMBUHALMEN pa3-
AMYHBIX MOPPOAOTMYECKUX GOPM pacLLENAEHHOM
KUCTU U CUMOPaXMAAKTUAUM, TPYAHO KAACCUPULIU-
poBaTb C MOMOLLbIO NPEAAOXKEHHBIX SWanson CXem.
AN AMKBMAALMM AGHHOTO HEAOCTaTKa Kaaccudurka-
LUMS BPOXAEHHBIX aHOMaAUM BEPXHEN KOHEUYHOCTH
6blna MOAMDUUMPOBAHA HA OCHOBE KAMHWYECKMX
M SKCNEePUMEHTaAbHbIX UCCAEAOBaAHUI, 1 NPEACTaB-
AeHa B 1986 roay [29]. NMo3xe oHa H6bina 0bHOBAE-
Ha U yTBEPXAEHa ANOHCKUM 06LLECTBOM XUPYPIiK
kuctu (JSSH) B 1996 roay [30].

B moandukaumm JSSH, 6paxmcuHAaKTUAKA Bbina
OCTaBAEHa TOAbKO B NEPBOM Pa3AEAe — HapyLLUEHNE
pa3BuTUa yacTen (failure of formation of parts), noa-
pasaene nonepeYHblin AedrumT (transverse deficiency).

PaclienneHHas KUCTb ObiA@ BKAKOUEHA B pa3pen
aHOMaAbHOW MHAYKLMW MaAbLEBbIX Ayuer (abnormal
induction of digital rays) B BuaAe Tpex dpopm: paclue-
AMHbI AaAOHM (cleft palm), NPoCTOM M CAOXKHOM pac-
LenAeHHbIx Knucten (cleft hand complex and cleft
hand simplex). PaclieAMHa AapOHU, COrAQCHO AaH-
HOM KaaccuduKaumu, 3aTparMBaeT TOAbKO MATKWE
TKaHW, NpocTtas ¢popmMa NPOABASIETCS TMNONAA3UEN
LLEHTPAAbHbIX AYYEWN KUCTU, @ CAOXKHAS — KOMIAEKC
rMnonAa3un/anaasuy LEHTPAAbHbIX AyYer KUCTH, No-
AMAAKTUAMWU U/UAU CUHAQKTUAUMN.

Manske 1 Oberg [31] B 2009 roay BHECAM CBOU
KOPPEKTMBbI B BbillE€ MNPEACTABAEHHYH KAQCCU-
dukaumto. CumbpaxnpakTUAna Obina nomelleHa
B NepPBbI paspen — HapylLleHWe OCEBOr0 Pa3BUTUS
n/man andodepeHumaumm (failure of axis formation
and/or differentiation), noapasaea nonepeyHbiii Ae-
dULMAT.

Mo3xe, B 2010 roay Oberg [32] moandULMPOBaA
knaccuoukauuo 2009 ropa, onybAMKOBAB HOBYHO
OMT (Oberg, Manske, Tonkin) knaccupunkaumio. Cum-
OPXMAAKTUAUIO MOMECTUAM B PA3AEA — HapyLUeHWe
OCEBOro pasBUTUS/ANDOEPEHULMPOBKK, BKAKOUAS Lie-
AMKOM BCHO BEPXHIOKO KOHeuyHocTb (failure of axis
formation/differentiation involving the entire upper
limb). BbIAO NOAYEPKHYTO, YTO AaHHAA MaTOAOIUS
MOXET 3aTparnBaTb TOAbKO BEPXHUE KOHEUYHOCTHU.
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B HoBOM MoandUkaumm 2013 ropa paspen Hapy-
LIEHNE OCEBOro pa3BUTUS/AMODOEPEHLMPOBKU, BKAIO-
yasi LEeAMKOM BCH BEPXHIOH KOHe4yHocTb (failure
of axis formation/differentiation involving the entire
upper limb) pas3peAMAnM Ha MOApPa3AeAbl, U Tep-
MWH CUMBpaxMAaKTUAMA OTHECAM B «proximal distal
outgrowt» [33].

Kpome BblIlEONUCAHHbIX 3MOPUOAOTUYECKUX
KAacCUOUKaLMM ObIA BbIABUHYT psa cucTeMm, bHa-
3UPYIOLLMXCSA NPEUMYLLIECTBEHHO Ha MOPHOAOTMYE-
CKUX MPOABAEHUAX CUMOPAXUAAKTUAUN.

TepMUH cumbpaxmnpakTUAnK BbiA NnpearoxeH Pol
elle B 1921 roay, MM xe 1 bBbiAna NpeaACcTaBAEHa Nep-
Basi U3BECTHAA KhaccudUKaLMUa AAHHON aHOMaAUN.
ABTOp TOrA@ OTMETHUA, YTO NMOPOK Pa3BUTUA AOKAAK-
3yeTcs TOAbKO Ha OAHOM KOHEYHOCTH, M 4YacTo cove-
TaeTcsl C UNCMAaTEPaAbHOM rMMONAa3uEnR MAW anAa-
31en rpyAHbIX MbiLL, (CMHAPOM MonaHaa) [34].

B cneunanbHON AuTepaType cHOpPMMPOBANOCH
ABa OCHOBHbIX MOAXOAQ K MOHMMAaHMUIKO CYTU CUM-
6paxMAAKTUAMK U COMYTCTBYOLLIMX BPOXAEHHbBIX aHO-
MaAui. B aHrAMICKOM AuTepaType - paspeneHue
aTUNUYHAaA PacLLENAEHHOM KUCT M MONepeYHoro Ae-
d1UMTa KaK pasAMUHbIX aHOMaAWi pasBuTMa [35].
B Hemelkol — HaobopPOT OO LEAUHEHMWI NX B EAUHDIN
NaToAOTMUYECKMIA KOMMAEKC, OCHOBaHHbIV Ha KOHLEMN-
UMM rmnonaasmmn kocter. Blauth n Gekeler B 1971 roay
NPEANOAOXUAK, UTO MOHObaAaHreaAbHasA U AndanaH-
reanbHasi GopmMbl CUMOpPaXMAAKTUAMK 0Bpa3ytoTcs
B pe3yAbTaTe rMnonAa3umm cpeaHux GanaHr B LEHT-
paAbHbIX MNAaAbLEBbIX Ayuax. KUCTb, B KOTOPOM TMMo-
NAa3ns KOCTEN pasBMBaETCA TEMU Xe MexaHU3Ma-
MUK, HO BOAEe MPOKCMMAaAbHO — paccMaTpuBaeTcs
Kak aTUNMYHO paclienieHHasn. MMeHHO OHU NepBbl-
MW NPEATNOAOXMAK, UTO BpaxnmeszodaraHrus, atu-
NUYHas pacLlenAeHHas KUCTb M NonepeYHbin pedu-
LT CAEAYET OTHOCUTb K OAHOM M TOM XE BPOXAEH-
HOWM MNATOAOTUKU — CUMBOPAXMAAKTUAUN.

Takum obpa3om, npoBeast aHaan3 19 cobcTBeH-
HbiXx M 179 cayyaeB w3 AuTepatypbl, Blauth u
Gekeler moanduumposann cxemy Pol, co3paB HO-
BYIO KAACCUOUKALIMIO CUMOPaXUAAKTUAMK, COCTOS-
LY U3 yeTbipex rpynn [36]:

1 - 6paxumesodanaHreanbHass dopma (short
finger type): Bce 4 nanblla KOPOTKME KU He MOA-
HOCTbIO CHOPMUPOBAHbI, C OTHOCUTEABHO HOPMaAb-
HbIM BOAbLUMM NaAbLEM; CPEAHUE daAaHTU MOTYT
OTCYTCTBOBATb, YaCTO HAOAOAAETCS HEMOAHAS CUH-
AAKTUANSA. DYHKUMOHAABHO AaHHas Gopma XxapakTe-
pu3yeTcst He3HAUYMTEABHON OrPaHUYEHHOCTBIO B Cru-
6aHuK NanbLEeB. [POKCUMaAbHblE MexXdanaHroBble
cycTaBbl HECTAOUAbHBI;
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2 - OAUFOAQKTMAOMAHAA dopMa (aTUnMYHasa pac-
LLIENAEHHAs! KUCTb): LIEHTPAAbHbIE AyYU KUCTU PEAYLN-
pOBaHbI, AaTePanbHbIE Ay4M MOBPEXAEHbI B CPABHU-
TEAbHO MEHbLUEN CTEMEHM;

3 - MOHOAAKTMAOMAHAsA Gopma: BCE NaAbLbl
anAasupoBaHbl, 6OAbLLOW NaAel, He TMNonAa3upo-
BaHHbIW, HOPMaAbHbIN;

4 - nepomennyeckas (apakTmaompHasn) dopma:
HanoMWHaeT MOoMepeYHyo amnyTaumio Ha ypoBHe
NsICTHOGAAAHroBOro CyctaBa, MOryT MPUCYTCTBO-
BaTb PYAMMEHTbI NaAbLEB C AU BE3 OCTATKOB HOI-
Ten (puc. 2).

B 1976 Suguira [37] yTOYHMA KhnaCCUPUKALMIO
Blauth 1 Gekeler, nopeanB bpaxumesodanaHreanb-
HYO GOPMY Ha TPU MOATMNA, B 3aBMCUMOCTHU OT KO-
AMYECTBA GanaHr B NaAbLax: TPMParaHreabHbIN,
AMdanaHreanbHbli, ¥ MOHOGAAAHTEAAbHbIA MOATH-
nel (puc. 3).

Yamauchi [38] B 1998 paspeAnA NposiBAEHUS
CUMOBpaxMAAKTUAMK Ha 7 TUMOB:

1 - TpudanaHreanbHbIM TUM, KUCTb UMEET BECb
Habop KOCTHbIX CTPYKTYyp, XOTA cpeaHue danaHru
06bIYHO YKOPOUEHBI;

2 - AMdbanaHreanbHbl TWM, MPOABASAIOLMIACS
OTCYTCTBMEM OAHOM, Yalle cpeaHen, danaHru;

3 - MOHOaNaHreaAbHbI TUM, KUCTb UMEET Na-
A€ELL AV MaAbLbl TOAbKO C OAHOM GanaHrow;

Puc. 2. Knaccuoukauuma Blauth. A - 6paxumesodaraHreans-
Has ¢opma; b - oanropaktnaonaHas dopma; B — MOHOAGK-
TMAOMAHaA dopma; I - nepomennyeckan popma

Mmoo

Puc. 3. Knaccuounkaumsa Suguira. A - TpudanaHreanbHbIN
noatmn; b - andanaHreanbHblt noatun; B - MoHodanaH-
reanbHbl NOATUM
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4 - adanaHrus, KUCTb UMEET MaAeL, MAW NaAb-
Lbl, B KOTOPbIX BCE TPU GanaHIr1 OTCYTCTBYHOT;

5 - ameTakapnus, OTCYTCTBME MACTHOM KOCTU
M BCex Tpex daraHr COOTBETCTBYHOLLEro nanbua /
nanbLEB;

6 - akapnus, OTCYTCTBME BCEX MaAbLEB, coye-
TaloLEECs C MOAHOM MAM HEMOAHOW anAa3ven 3a-
NACTbS;

7 - amnyTauua NpeAnAedbs, OTCYyTCTBYET AMC-
TanbHasi YaCTb MOCAEAHETO.

Foucher [39] B 2000 roay ycoBepLUeHCTBOBaA
Knaccuopukaumto Blauth n Gekeler Ha ocHoBaHWMK
cBepeHW 0 117 naumeHTax ¢ AMarHoCTUPOBaAHHOM
cMMbpaxmpaakTUAMein. ABTOp BbIAEAWMA 8 TUMOB CUM-
BpaxMAAKTUAUNM:

| - BCe NanbLibl U UX KOCTHbIE AAEMEHTbI NPUCYT-
CTBYIOT, NMATOAOTUS NPOABAAETCH OpaxnAaKTUAUEN
N CUHAQKTUAMEN, MPENUMYLLIECTBEHHO AOKTEBbIX AY-
yen (B TO BpeMSA Kak 60AbLLON NaAeL, HOPMaAbHbIN);

[IA - HaAMuME ABYX MAM BOAEE NAAbLIEB KUCTH;

[IB — HaAnuMe UEeHTPaAbHbIX MaAbLEBbLIX PYAM-
MEHTOB, Ha $OoHEe HOPMaAbHO CHOPMMUPOBAHHOIO
60AbLLIOro NaAbLLa U B Pa3AMYHOM CTEMNEHU TMMNONAa-
31POBaHHbIX HECTAOMAbHbIX AOKTEBbIX NMAAbLIEB;

[IC - KMCTb «AOXKa», BOABLLOM NaAeL, CrnasH ¢ ru-
NonAa3MpPOBaHHbIMU AOKTEBbIMW MaAbLL@MK, YaCTO
CcoYeTaolMMK B cebe KAMHOAAKTUAMID;

[lIA = MOHOA@KTMAMS, NPUCYTCTBYET HOPMAaAbHbIV
60AbLLONM NaneL;

[lIB - MOHOA@KTUAMS, BOABLLIOW Nanew, HecTabu-
AEH, TMMONAa3npoBaH;

IVA - nepomeAunsi, KUCTb MOABMXHA B 3aNACTLE;

IVB - nepomenns, KUCTb HEMOABMWXHA B 3a-
nsAcTbe.

Jones 1 Kaplan [40] npeAAOXUAKM HOBYIO CUCTe-
My KAacCcUdUKaLMM BPOXKAEHHOIO OTCYTCTBMA NaAb-
ueB. OHM He NbITAAUCb 0ObSCHUTb KaKytO-AMOO OCHOB-
HY0 3MBPUOAOTMUECKYHO MPUUMHHOCTL. B TO e Bpe-
MSl UX KAaCCUbUKaLMSA, B OTAMUME OT BOAbLLMHCTBA
APYrux, 6asnmpoBanacb Ha ONMUCaHUKU PEHTTEHOAOT K-
YeCKMX 0CODEHHOCTEN KMCTU. AHATOMUUYECKUE OTAE-
Abl KUCTU OMWUCbIBAAX NPU NMOMOLLM AGTUHCKUX OYKB
n apabckux unodp. B 6ykBEHHOM 3KBUBAAEHTE 000-
3HaYaAM aHAaTOMMUYECKYH YacTb (R - paananbHas,
C - ueHTpanbHas, U - yabHapHas), B UMGPOBOM —
OTCYTCTBYIOLLUME NaAAbLIbI.

ABTOpPbl A@BaAW XapaKTEPUCTUKY KWUCTW, OCY-
LLLECTBASIAM MPU NMOMOLLU Tpex ByKB C y4eToM aHa-
TOMWUUYECKOro OTAeAa NMocAepHel: R (paaranbHbIN),
C (ueHTpanbHbIM) U U (yAbHapHbIN); 1 NaTW umMdp, onu-
CbIBAOLWMX OTCYTCTBYHOLLME NaAblbl. CnepBa 060-
3HavatoTCs Ayuu, NMOABEPrLLMECS TMMOMNAA3UK, 3aTEM



1 OpuruHajbHbie Hay4YHbIE MyOIHMKAIHH

I MEAMLIMHCKWI XXYPHAA 4/2019

SR

C1R2U2

CIR3 U1

CIR1U3

QR1U2

QRrR2UN

GRrR1vn1

Puc. 4. Mpumepbl KAaccdUKaLMU KUCTEN C yTPpAYeHHbIMU AydamMu No MeToauke Jones 1 Kaplan

Ay4M, OCTaBLLMECHA HE BOBAEYEHHbIMMK B NaToAOTrMue-
CKMI npouecc. Tak, HOpMaAbHO cHOPMUPOBaHHASA
KUCTb BYAET MMEeTb 0603HaueHne RO, cumbpaxuaak-
™mamns Il Tina (MoHopakTMAOMAHAA ¢opma) no Blauth
n Gekeler bypeT obo3Hauatbest UARL, TnuuHasa pac-
LLIENAEHHas KUCTb (LLeHTPaAbHbIA NMPOAOAbHbLIN Ae-
dnumT Knetn) - C1R2U2 (puc. 4).

Kay, McCombe, Kozin [8], ocHOBLIBasicb Ha C0b-
CTBEHHOM OfbITE€ A€UYEHWS MOMNEPEUHbIX AEDULU-
TOB, CTPYNMNUPOBaAK Pa3AnYHble GEeHOTUMblI AAHHOM
rpynnbl MOPOKOB Pa3BUTUA BEPXHEN KOHEYHOCTU
B 3aBMCUMOCTM OT AOCTYMHbIX METOAOB KOPPEKLMM
N BO3MOXHbIX GYHKLIMOHAAbHbIX PE3YALTATOB:

lpynna 1a - KOCTHblE CTPYKTYpbl PEAYLMPOBA-
Hbl Ha YPOBHE OCHOBAHWS MACTHbLIX KOCTEN UAM 3a-
MACTHO-MNSICTHbIX COYAEHEHWI, Ay BOAbLLIOTO MaAb-
Lia He cnocobeH K BpaLLaTeAbHbIM ABUXEHUAM;

lpynna 2a - KOCTHble CTPYKTYpbl peAyLMpoBa-
Hbl Ha YPOBHE AMCTaAbHOIO KOHLLA MNACTHbIX KOCTEMN,
Ay4Y BOABLLIOrO NanbLa cnocobeH K BpallaTeAbHbIM
ABUXEHUAM;

lpynna 2b - KOCTHble CTPYKTYpPbl pEAyLMPOBa-
Hbl Ha YPOBHE AMCTAAbHOIO KOHLLA MNACTHbIX KOCTEWN,
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3aMACTHO-MACTHbINM cycTaB OOAbLLUOrO NanbLa QYHK-
LMOHMPYET HE B MOAHOM 06beMe, Ay4 MU3MHLA CO-
XPaHeH U GYHKUMOHMPYET HOPMAABbHO;

lpynna 3a - KOCTHblE CTPYKTYpPbl BCEX NAAbLIEB,
Kpome OOAbLLOTO, PEAYLIMPOBAHbLI HA YPOBHE OCHO-
BaHMWA NACTHbIX KOCTEN MAM MACTHO-3aMNACTHOM YPOB-
He, Ay4 BOAbLLOIO NaAbLla COXPaHEH U GYHKLMOHM-
pyeT HOPMAaAbHO;

lpynna 3b - KOCTHbIE CTPYKTYpPbl peAyLMpPOBa-
Hbl Ha YPOBHE AMCTAAbHOIO KOHLLA MACTHbIX KOCTEN,
NPUCYTCTBYET NSACTHO-PANAHIOBbIM CycTaB OOAbLLIO-
ro nanbLa;

[pynna 3¢ — KOCTHbIE CTPYKTYpbl PEeAyLMPOBa-
Hbl HA YPOBHE AUCTAAbHOMO KOHLLA MACTHbIX KOCTEN,
3aNACTHO-NACTHbIN CcycTaB BOAbLLOrO NanbLa GyHK-
LMOHUPYET B MOAHOM 0O6bEME, Ay4 MU3UHLIA COXPa-
HEH U GYHKLMOHUPYET HOPMAABHO;

Mpynnbl 4a 1 4b - paHHblE GeHOTUMbI Hanbonee
YyacTo BCTpeyvaroTCa NPy CUHAPOME aMHUOTUYECKUX
nepeTsxek, GyHKLUMA KUCTU B TaKUX CAydasix npak-
TUYECKM HE HapyLleHa (puc. D).

B 2017 roay Alok Sharma n Namita Sharma
[41] BLIABUHYAM HOBYHO, MOAHOCTLIO OTAUYAIOLLLYHOCS
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Puc. 5. Mopdonormueckas knaccudurkauma cumbpaxmpaktmamm no Kay, McCombe, Kozin

OT paHee MpeACTaBAEHHbIX, KAacCUbUKaunio pac-
wenAeHHom Knctu DAST, KOTOPOM MOXHO MOAb3O-
BaTbCA M NPU ONMUCAHUKU CUMBpPaxmMpaKTUAMK. Tpea-
AOXEHHbIM aKPOHUM BMeLLaeT B cebs yeTblpe xa-
PaKTEPUCTUKMU:

«D (digits)» - uMCAO OTCYTCTBYIOLLMX MAAbLEB,
otr 1 po 4 (DO - HaAMuMe acCOLMMPOBAHHOM MOAM-
AAKTUAMU M/UAN HOPMAAbHOE KOAMYECTBO NaAbLIEB);

«A (associated anomalies)» — accouMMpoBaHHbIE
MOPOKM PasBUTUSA, YNCAEHHO oLeHUBaeMble oT O A0 5
B MOPSIAKE BO3PACTaHWA CAOXHOCTU HEOBXOAMMOM
XUPYPTrMUYeCKON KOPPEKLMN U YMEHbLUEHUST BEPOAT-
HOCTW YAOBAETBOPUTEABHOTO GYHKLIMOHAABHOTO U 3CTe-
TUYECKOro Pe3yAbTaTa;

«S (the site of the cleft)» - Anokaam3aumsa pac-
LEeAUHbI: LeHTpaabHas (1), Ayueas (2) AU AOKTe-
Bas (3). Kaxaoro U3 yyacTkoB;

«T (functional state of the Thumb)» - ¢yHKUMO-
HaAbHOE COCTOsIHME BOAbLLOro MaAbLa, OLUEHWBae-
Moe oT TO (dYyHKLMOHAABHO HOPMaAbHbIN BOAbLLION
naneu) A0 TS (OTCYTCTBYHOLLMI AW GYHKLIMOHAABHO
HeaeecnocobHbIM nanel,).

Taknum 06pa3om, CUMOPaAXMAAKTUAMSA HapsAy
C MHOroobpasmem KAMHUYECKUX GOPM BPOXAEHHbIX
AedopmMaumit U HEeAOPa3BUTUSA AMCTAAbHOM YacTu
BEPXHEN KOHEUYHOCTU, B BOALLLOM KOAUYECTBE CAY-
yaeB, 0COOEHHO NPU TAXEAbIX POpPMaXx, CONPOBOX-
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AaeTca HaAMuMeM Yy nNauMeHTOB OAHOBPEMEHHO
nonepevyHoro peduumta n pasamyHbix GopmMm pac-
LLIENAEHHOW KUCTW, 4YTO 06A3aTeAbHO HEOOXOAUMO
YUUTbIBATb NPU MAGHUPOBAHUN AEYEHUS, B XOAE Bbl-
60opa XMpypruyeckon METOANKK 1 OMPEAENEHUSA ee
3TanoB. [poAOAXaOLMIACA NMOMCK Hanbonee npuem-
AeMoin pabouen KnacCUPUKaLUN AGHHON BPOXAEH-
HOWM aHOMaAWM, KoTopasa cTana Obl NPEAUKTOPOM
3G PEKTUBHOCTH BYAYLLErO A€UYEHUS, YETKO MPEeAna-
ras KOHKPETHYO onepaumio Npu TOM AWM MHOK dop-
Me CUMOBpPaxXMAAKTUAUK, ONPEAEASIET aKTyaAbHOCTb
M NEePCNEKTUBHOCTb AAAbHEMLUMX HayUHbIX UCCAE-
AOBaHWI B OAHOM U3 CAOXHEWNLLMX 0OAACTEN PEKOH-
CTPYKTUBHOM XUPYPTUU KUCTM.
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