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Ha ocHoBe JuTeparypHbIX JaHHBIX PACKPHIBACTCS ONpPE/ICICHIE HOHATHS aKpoLe(haloCHHAAKTUINY, TIPHBOIATCS JAHHBIC O YAaCTOTE YKA3aHHOTO MOPOKa,
JTHONATOreHe3e, Hanbolee ynoTpeOuTenbHble KIacCupuKaui. PaccMaTpruBaloTCss METOBI ONEPAaTHBHOTO JICUSHUsI UMEIOIHXCS Ae(opManuii KHCTel 1

CTOI1, UCIIOJIB3YEMBIC JUTA 3TOM IICJTH TEXHOJIOTHH.

KuroueBble ciioBa: akporehanoCHHIAKTHINS, 4aCTOTa TIOPOKA, KIACCH(DUKALMS, METOIBI JICICHHUSL.

The definition of acrocephalosyndactyly conception evaluated on the basis of literature data, the data of the mentioned abnormality incidence, its
etiopathogenesis presented, as well as the most common classifications. The techniques of surgical treatment of the hand and feet developed deformities

considered, and also the used technologies for their treatment.

Keywords: acrocephalosyndactyly, the abnormality incidence, classification, techniques of treatment.

BBEJAEHUE

[To nanueiM BO3 (1967), n3 kaxasix 10 000 HOBOpoX-
JNeHHBIX y 13-18 nmeTell BBISIBISIOTCS Ne(EKThI OMOPHO-
JBUTATEIBHOIO amnmapara [6], yAenbHbIH BeC yKa3aHHBIX
BapUaHTOB BPOXKICHHBIX TOPOKOB TJOBOJIEHO BBICOK CPENU
MIaTOJIOTUH APYTUX CHCTEM UEJIOBEYECKOro opraHusma. B
nociennee BpeMs B Poccun, Kak U BO BCEM MHpe, OTMe-
YaEeTCsl POCT YMcia AETel ¢ BPOXKAEHHBIMU aHOMAIMSIMU
pa3BUTHS, KaK HACIEACTBCHHBIMH, TaK 1 HEHACIIEICTBCH-
HbIMH [5, 9]. TlpuuemM KOMOWMHHMpOBaHHBIE ACPEKTHI, K
KOTOPBIM OTHOCHTCSI U aKpoledasoCHHIAKTUIINS, 4acTo
IPUBOIAT K HHBAINIHOCTH, IO9TOMY BOIIPOCHI JICUCHHUS
peabuiauTanuy JaHHOTO KOHTUHTEHTA OOJIbHBIX UMEIOT HE
TOJIBKO MEAUIIMHCKOE, HO U COI[HAIbHOE 3HAUCHHUE.

OmnpenesieHue MOHATUS AaKPoUe(aT0CHHAAKTHINH
BriepBbie KIIMHUYECKasi XapaKTePUCTHKA TIOPOKa ObLia
mana Wheaton B 1894 r., E. Apert B 1906 roay omnpeaesnit
JITAaHHYIO TTaTOJIOTHIO KaK BPOXKICHHBIN cHHIpoM [15, 46].
[Mon axporeaToCHHIAKTIIINEH HA CCTOMHSIIHUNA JICHb
MOHUMAIOT TPYIIy PEIKHX HACJIEICTBEHHBIX CHHIPOMOB,
OCHOBHBIMH ITPU3HAKaMH KOTOPBIX SIBILIIOTCS akporedamsi,
YepeITHO-JTMIICBbIC aHOMAJINN ¥ CHHAAKTHIINS KHCTEH U CTOTI.
Cpenn BpOXKICHHBIX YEPEIHO-JIMIEBHIX JedopManuii
oxono 30 % mpuUXoauTCs Ha KPaHHOCTEHO3bL. Akporeda-
st («OaIIeHHBIN Yepern») — CISACTBIE PAHHETO CHHOCTO3a
(KpaHMOCHHOCTO3a MITH KPAaHHOCTEHO3a) MHOTHX IITBOB Ye-
pemna (puc. 1) — KOpOHapHBIX, YenryiHuarsix U apyrux [10].

Puc. 1. Buenmnuii Bux pebenka ¢ akporedanmeit
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B nuTeparype 4acTo MOXKHO BCTPETUTDH Pa3IMYHYIO, a
MHOI/Ia ¥ IPOTHBOPEUUBYIO HHPOPMALIUIO 00 M3MEHEHUSIX
KOCTeH uepena npu akpouedaaoCuHIaKTUINH.

D. Leibek u C. Olbrich [30] omuceiBaimy maToioruio
KaK TPEKAEBPEMEHHBIN CHHOCTO3 BEHEYHOTO IMIBa (AKpo-
nedanust, BBICOKUH IIMIJICBUIHBIA YePer), CTPEJIOBHIHO-
ro mBa (ckadomedanns) wWIn IpyTuX IIBOB.

B NpOTHBOMONOXXHOCTH  MPEABIAYIINM  aBTOpaM,
X.A. Kanmakapos, H.A. Pa0Oyxuna, B.M. be3pykos [3]
YKa3bIBaJId Ha CTCHO3UPOBAHHUE BCCX YECPCIHBIX MIBOB, 3a
HUCKIIIOUYCHUEM BCHEYHBIX, YTO, 10O UX MHCHHIO, IPUBOJAUT
K IPEUMYIIECTBEHHOMY POCTY 4e€pena B BBICOTY, Yepell
npuodperaeT OGameHHyo GopMy U OCTaeTcst y3KHM B Iie-
peaHe3aJHEeM U MOTIEPEYHOM HallpaBJICHHSIX, JIOO U 3aThl-
JIOK HINPOKHE U TUIOCKHE.

J.E. KontyHoB [4] uM3MeHEHHs CO CTOPOHBI uepena
OITMCHIBAJT KaK KOPOHAPHBIH KPAaHWOCTEHO3, MTPUBOASIINN
K akporedannu, Opaxuiedannu, TyppuOpaxuiedarnu.
CHHOCTO3MPOBAHMIO TTOBEPTAIOTCS TAKKE CATUTTAIIBHBIC,
J1aMOIOBUAHBIE, JTOOHO-OCHOBHBIE MIBBEI. Penkas aHoma-
JUS B BUZIEC TPWIMCTHHKA HalieHa MPpUOMU3UTENIsHO Y 4 %
mitazeHiieB. OCHOBaHME Yeperna YMEHBILIEHO B pa3Mepax
YaCTUYHO aCUMMCETPUYHO, MCPCAHAA UCpPCIHad sIMKa KO-
potkas. [lepenuuii n 3aAHNUN POTHUYKN YBEIUUYCHBI B pa3-
Mepax ¥ He 3apallieHbl.

UeperHo-H1IeBbIe aHOMAJIMHU, XapaKTepHBIE ISl aKpo-
nedaloCHHIAKTIINY, TaK)Ke BECbMa pPa3HOOOpPasHBI:
IVIa3HOW THIIEPTEJIOPHU3M H3-32 YBEIHUCHUS Pa3MepOB pe-
IIETYATOTO JIAONPUHTA, IMUPOKHUH KOPEHb HOCA, 3allaBIias
nepeHocuna [10]; meneBUAHBINA HOC, IIOCKHE TIa3HUIIE,
9K30(pTaTBM H3-32 yMEHBIIEHHUs TIyouHbsl opout [30];
IITO3 BEPXHUX BEK M Kocornasue [3], aHTUMOHTOJIONTHBII
paspe3 mia3, HeJOPa3BUTHE BEPXHEH 4YENIOCTH, Hapylle-
HHE COOTHOLICHUS 3y6HI)IX PAA0B, BBICTYHIAIOIINE U3 psAia
BEpXHHUE 3yObl, CBEPXKOMIUIEKTHBIE 3yObl (puc. 2, a, 0) u
BBICTYIAOLIHME abBEOJISIPHbIC IPeOHU [4]; KOPOTKHUE CKY-
JIOBBIE JIyT'H, MEJIKHE CKYJIOBBIE KOCTH, B CBSI3H C YEM OTME-
YaeTcsi OTHOCUTEIBbHBIA HM)KHEUYEIFOCTHON IPOTHATHU3M,
apkooOpasHoe He0o, TBepioe HebO Kopode, YeM B HOpME,
MSTKOE HeOO — JJIMHHEE U TOJIIE, BEpXHEUEIIOCTHAS yTa
nmeet V-o0pasHyro ¢hopmy.

Puc. 2. Pacuenuna TtBepaoro HeGa (a), CBEPXKOMIUICKTHBIC
3yObl; HapYIICHHE COOTHOLICHHUS 3yOHBIX PsoB (0)
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BTopbIM BaKHBIM THOCTOSIHHBIM TPU3HAKOM SIBIISIET-
cs cnokHas ¢opma cunmaktwind [-V win 11-V manbres
KUCTH (pHC. 3) ¢ KOHKpEeCHIEHINEH B 001aCTH AUCTATBHBIX
KOHIIOB (BcTpedaercs B 50 % ciryqaes) [20]. Cpamenue
TaK)Ke MOXKET OBITh Ha YPOBHE CPEAHUX (haJlaHT U Jaxe
MACTHBIX KocTed [21]. OgHuM W3 XapaKTepHBIX CHMIMTO-
MOB SBJIAETCSI CUM(ATAHTU3M — THITOIIIA3MS WM arljIa3us
MeK(allaHTOBBIX CyCTaBOB, KIMHUYECKH BbIPayKarONIHECs
OrpaHMYECHUEM [JBIKCHUM B majibliaXx KucTu. HekoTopele
ABTOPBI OITUCHIBAIN MTOCTAKCHANBHYIO TONMUIAKTUINIO K-
cTU npu JaHHoM nopoke [14]. OTMmevaromumecs cpazy mo-
ClIe POXKICHHS CrHOaTeNIbHbIe KOHTPAKTYPhI MajblEeB pe3-
KO TIPOrPECCUPYIOT C POCTOM peOeHKa.

Puc. 3. CrokHast CHHIAKTUIUS KUCTEH

ITomuMo BBINIEYKa3aHHBIX JIehopMannil OTMEUAIOTCS
OTpaHWYCHUC [BMKCHUI B IUICYECBHIX CyCTaBax, CruOa-
TEJIbHBIC KOHTPAKTYPHI JIOKTEBBIX CYCTABOB.

JIOCTartouHO THITMYHO JIBYCTOPOHHEE MOpa)KEHHE
CTOI — TOTaJIbHAsI CHHAAKTHIIUS [-V nanblieB, N3MEHEHHs
TUTFOCHEBBIX KOCTEH (puc. 4).

Puc. 4. CrioxxHast CHHIAKTHIUS CTOI

W3 mOTIOMHUTETFHBIX TIOPOKOB, COUETAFOIIIUXCS C aKpO-
e aoCHHIAKTIIIHEH, BBISBICHBI THIICPTHAPO3, a TAKXKE
aKkHe()OPMHBIE AIIEMEHTHI, PACIIOIOKECHHBIC Ha JTUIIE, TPY-
i, CIMHE, pykax [4, 28], cpamieHue MmeHHBIX TT03BOHKOB,
qamte C-C,, y 68 % nereit [28]. Pexe BcTpeuarores nopo-
KU pa3BUTHsL cepiua (IedekT MexoKeyI0uKoBO mepero-
POIKH, HeCpaleHHbIH boTanioB npoTok, cTeHo3 JIero4Hon
apTepuM, KOAPKTalMs aopThl, JEKCTpakapaus, TeTpana
dano, IHAOKAPUIUATBHBIN (QHOPO3TACcTO3), OTMEYaro-
nmecs y 10-20 % GobHBIX.

AHOManMy MOYEIOJIOBOH CHCTEMbI (IOJUKUCTO3 TI0-
4eK, J00aBOYHBIC IIOUEUHBIC JIOXAaHKH, THIPOHEPPO3,
CTCHO3 MICHKHW MOYEBOTO MY3BIps, ABypoTras MaTKa, aTpe-
3WsI BIIArajdIla, yBEIHUYCHHBIC OONBIINE TOIOBBIE TYOHI,
KIMTOPOMETajns, KPUNTOPXU3M) BBISIBIECHHI y 9,6 % ma-
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1eHTOB. [I0pOKH Pa3BUTHS JKEIYIOYHO-KUIIICYHOTO TPaK-
Ta (MHJIOPOCTEHO3, aTpe3usl MHUIIEBOAA, YKTOIHS 3aJHETO
MIPOXO/a, YACTUYHAS aTPe3us WIN HETOPA3BUTHE JKEITIHO-
TO My3bIpsi) BeTpedatoress y 1,5 %, IbIXaTelnbHBIX MyTel
(aHOMaNBHBIE XPSIIN TPAXEH, TPAXCOTHIIICBOIHBIC CBHIIIH,
JIETOYHAS aria3usi, OTCYTCTBHE CPEIHEH JOIN JIETKOTO, OT-
CYTCTBYIOIIHE MEXA0IeBbIe O0po3nbl) — B 1,5 % ciyuaes.
OtMeueH anbOMHU3M KOXKH BOKPYT TJ1a3, KOTOPBIH coueTa-
€TCsl CO CBETJIBIM OTTEHKOM KOJKH M BOJIOC M MOXKET IpO-
SIBJISITBCS TPOCBEYMBAHUEM PayKHOW 000s104KkH (aIb0u-
HU3M) u portododueii [4, 15, 22, 28].

Kuaccudukauus akpouedasocuHIAKTHINU

Knaccudukamum — akporehamoCHHIAKTHINN, —TPea-
CTaBJICHHBIC B JOCTYIHOH JHTEpaType, JOCTATOYHO TIPO-
THBOPEYUBHI H, B OCHOBHOM, BCTPEUAIOTCS IBYX THIIOB: TI0
CHHJIPOMAaM H TI0 BapHaHTaM Jie(hopMaLiu KUCTEH.

Tak, nanpumep, McKusick [31] mpencraBun miectsb
(hopM JIaHHOTO TTOPOKA 110 CHHJIPOMAJILHOMY MPHU3HAKY:

tun 1 — Apert cuaapom;

tun 2 — Apert-Crouzon unu Vogt cuHApOM;

tun 3 — Saethre-Chotzen curapoMm;

i 4 — Mohr curIpOM;

T 5 — Waardenburg cuapom;

tun 6 — Pfeiffer cuagpom.

W.B. lIBenoBuyenko u coast. [ 13] mogpa3geniiu akpo-
1e(hasoCHHAAKTIIINIO Ha 2 TPYIIIHI 10 HATWYIHIO TIOTHaK-
THJIHN.

1. Cpeau BapuaHTOB C MOJUIAKTHIIAEH aBTOPHI BBIJE-
mumn cuaapombl Kaprentepa, 'yamana, Hoaka, Cakatu
(tabm. 1);

2. Cpean cuHApPOMOB 0e3 MOJIMIAKTWIMK — ATrepa,
Amnepa-Kpysona, [1paiidpdepa, Cerpe-XoTuena (tabdai. 2).

Yacrora akpouedajsocuHIAKTHINA

B cBs3u ¢ ncnonp30BaHUEM Pa3HOCTOPOHHEH TepMHU-
HOJIOTHH TIPH OTIPENEeICHHH TOHATHS «akporedanocuH-
JAKTHIIMSD IO JAHHBIM JIUTEPATYPbl MBI CTOJIKHYIHCH C
OONBIIMM JHANa30HOM YacTOTHI ITOH MATONOTHUH Y pPa3-
JIMYHBIX aBTOPOB.

S.H. Verma et al. [43] onuchiBaJin yKa3aHHBIA TOPOK
Kak ofuH cirydait Ha 50 000 HOBOPOXKICHHBIX.

M.M. Tolarova u coasropsl [41] cooOummIM, 4TO MO
pesyabsraram KanmudopHuiickoil mporpaMmbl MOHHTOPHH-

ra BpOKJICHHBIX 3a0oneBanuii 3a mepuox 1983 mo 1993 .
6but0 MAeHTH(UIPOBAaHO 33 HOBOPOXKAEHHBIX C aKpo-
1eaToCHHIAKTIIIHSH TUIMHIHON (OpMBI, TaHHBIC OBLIH
JIOTIONTHEHBI 22 ciay4asMHd, OMUCaHHBIMH B LleHTpe Kpa-
HUO(acmansHbIX MOpokoB (Cau-Ppanmucko). YacToTa,
OIpezieIeHHas Ha OCHOBAHUM 3THX JAHHBIX, cocTaBmia 31
ciydait Ha 12,4 MITH. )KUBOPOXKICHHBIX.

BONBIIMHCTBO OMMCAHHBIX B JIUTEPaType HAOTIOMCHUIN
- 9TO CIOPAMUYECKUE CIydau U ABIISIOTCS CIEACTBUEM HO-
BBIX MYTAaLlUi, OHAKO B JINTEPATYPHBIX HCTOUHHKAX NMe-
I0TCSI OTTMCAHNUS CEMEHHBIX CITyYaeB C TIOJTHOM MEHETPaHT-
HOCTBIO.

A.A. Weech ommcan math 1 104k [46], Van den Bosch,
mo ganaeiM C.E. Blank [17], onmcan Tunndayto KapTuHy
y marepu u cbiHa. B.R. Rollnick ommcan 60ompHBIX oTIA T
JI04b, YTO SBHJIOCH NIEPBBIM IMPUMEPOM IEpeiadH 1o OT-
IMOBCKOHW JTiHMH [36].

I'eneTnyeckas XapakTepucTHKA aKponeaJoCHHIAKTHINH

HacnenoBanue 00JbIIMHCTBA CUHIPOMOB, B TOM YHC-
ne Anepa, [1daiidpdepa, Anepa-Kpysona, Cerpe-XoTieHa,
Cakaty — ayTOCOMHO-JIOMHHAHTHOE; JIOKa3aH ayTOCOMHO-
PELIeCCUBHBIN THIT HacieloBaHus cuHapoMa KapreHrepa.
Kax mpaBuiio, getn ¢ axporuedarocnHIakTHiIel poxia-
FOTCSI BCIGACTBUE MyTaIi de novo Y HEMOJIOABIX POIHTE-
JIeH, TIOATOMY BEPOSTHOCTH POXKICHHS ITOBTOPHO OONBEHOTO
peOEHKa y 3M0POBBIX poxuTenel cocTaBmsieT 2 % M COOT-
BETCTBYET CPEIHENONMYJIILUOHHON yacToTe. Y 4YeroBeKa ¢
OJTHAM W3 YKa3aHHBIX BAPHAHTOB 3a00JIE€BAaHMS PUCK POXK-
JeHust 0opHOTO pebénka cocTasnsieT S0 % it JOMUHAHT-
HOTO W 25 % — A7 PelecCUBHOTO THIA HACIEIOBAHUS.
OnHako TH JIeTH KpaifHe pPeIko BCTYMAroT B Opak M 3aBO-
JUIT TIOTOMCTBO B CBSI3U C YacTOM COILMAIIbHOM HeaIarTHpo-
BaHHOCTBIO M3-3a TPYOBIX KOCMETHUECKHX Ae(EKTOB M 3a-
JICP’KKH TICUXMYECKOTO Pa3BUTHSL, @ TAK)KE B CBS3U C paHHEH
CMEPTHIO 13-3a IEKOMITCHCAIINH, 00y CIIOBIEHHON OPOKAMHU
Pa3BHUTHS TOIOBHOTO MO3Ta. JTO OOBSCHIET TOT (PaKT, UYTO
MOIaBIISIONIee OONBIIMHCTBO 3aPETHCTPUPOBAHHBIX CITyda-
eB 3200J1eBaHNS SIBIISIOTCS criopagmdeckumu [4, 21, 43].

I'en curapOMa Ariepa JIOKaIM30BaH Ha JITUHHOM TUTeYe
xpomocomsl 10, 1okyce 10926 [4]. [Ipu BOZHUKHOBEHUHU
MyTalun B JIOKYCC JTaHHOT'O I'€Ha Pa3BUBACTCA CUHIPOM
Amnepa [40]. B HopMe TOT Te€H KOIUPYET OJIMH U3 perern-
TopoB (hakTopa pocra pudpodiacra (FRFR 2).

Tabmuma 1

BapuaHTh opTOneqUIecKuX HAapyIIeHNH IPH CHHAPOMAX C MOMUIAKTHINEH (TI0 JTAHHBIM JIUTEPaTypPhl)

No | Cunngpom TTonunaxrunus

BapI/IaHTLI CHHIAKTUJINH

Jlpyrue neopmanuu ckenera

yaBoeHHe 1-ro masnbia

1 | Kapnentepa
Ha KUCTSIX M CTONAx

CTOIT

CHUHJIAKTUINS 3-4 malblieB KUCTEH, MallbleB

BaJIbTYCHAs M BapycHas AehopMaIis
HIDKHUX KOHEYHOCTEH

Pa3JIMYHbIC BApHUAHTBI

CHHIAKTUJINS CTOII U KUCTCH B Pa3IMIHbIX

yKopoueHue 6énep, Heopa3BUTHE

2 | Cakaru 2
MOTUAAKTHIIAH COYETaAHUIX OepLOBBIX KOCTEH
CHHJIAKTUJIUS CTOII U KHCTEH B Pa3INYHBIX TIbHApPHAS JEBUALUS KMCTEH, KIIMHO- K
3 |I'yamana TO XKe . p b PHas It 1 >
COUCTaHMSIX KaMITOAAKTHIINN
4 | Hoaxka TO XK€ CHHIAKTHINS 2-3-4 MaibleB KUCTEH M CTOII

Tabmuma 2

BapuanTs! opToneuYeckuX HapyIIeHHH IPpU CHHAPOMax 0e3 MOIUAAKTHINY (110 JaHHBIM JINTepPaTypPh)

Ne Cunzipom [Tonupaxtunus

BapI/IaHTbI CUHIAKTHIINH

[pyrue nedopmanun ckenera

—_

Anepa - o
KHCTEH 1 cTom

CUHJAKTUJIMA BCEX IMAJIBLICB

pajiviaibHast KITMHOAKTHIHS 1-T0 TaIIbIa KUCTH, KIIMHOAKTHIIHS
1-BIX MANBIEB CTOI, PAIHOYIBHAPHBIH CHHOCTO3

Anepa-Kpysona -

CUHJAKTWINSA 2-4 TaJIbLEB

TO K€

[paiidepa —

CHUHIAKTUINS 2-5 manbles

KIIMHOOAKTHUIINA 1-ro majabla KHCTeﬁ, Hanie yjibHapHas

AWM

Certpe-XoTieHa - .
KHCTEH ¥ CTON KOYKHAS

CUHIAKTWINA 2-3 MaJIbLEB

pacIienieHie TUCTalIbHBIX (ananr 2-3 manbleB KHCTeH,
OTCYTCTBHE 1-0M IITIOCHEBON KOCTH, OpaXIaKTHIIHS
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Myrauus anenu B ocHoBHOW wactu Ig III momena
FGFR2 xapakrepna i1 cungpomos Pfeiffer, Jackson-
Weiss, U151 KOTOPBIX TIOPOKH Pa3BUTHS KOHEUHOCTEH MEHb-
e, 9eM y cuaapoma Anepa [23, 26].

Hus cuanpoma Kpysona, mo manaeiM H. Pachajoa,
C.A. Rodruguez [32], xapakTepeH ayTOCOMHO-IOMHHAHT-
HbI THUIl HACIENOBaHUS C TMOJHOW IEHETPAHTHOCTHIO.
Myranus B FGFR2, oTHeceHHast B XpOMOCOMHBIN JIOKYC
10925-10qg26, B 30-60 % ciydaeB sIBISETCS CIOpagHye-
CKOH W Ipe/CTaBIsIeT HOBbIE MyTalnMu. B uccienoBanuy,
nposeneHHoM R.J. Gorlin et al., HOBbIe MyTaluu, CBs3aH-
HBIE CO CTapIUM BO3PACTOM POJIUTENEH, UIPAOT 3HAYM-
TEJILHYIO POJIb B 9THOJIOTHHU 3TOTO CHHAPOMA.

Min Young Lee et al. [29] — myTanus dakropa pocrta
¢ubpodmacroB pernenitopa 1 (FGFR1) rena mmm reHos
FGFR2 wmoxer npusectu k Ildaiidpdep-cuaapomy. Tax-
JKe STUMH aBTOpPaMHU OINHWCaH ciy4ail cuHapoma Pfeiffer
¢ HOBBIM c833 834GC> TG wmyramuu (KOAUpOBaHHE
Cys278Leu) B FGFR2 rene.

W. Reardon et al. [34] onucain myTarto 7p21.2, xapakrep-
Hyto it curapoma Saethre-Chotzen, a C.S. Reid et al. [35]
CUYMTAET, YTO JUISl ATOTO CHH/IPOMA XapaKkTepHa MyTarus 7p22.

Jleuenne akpouedaaoCHHIAKTHINA

[Tpu ananmze uTepaTypsl OTHOCUTEIIHLHO ONTHMAIEHOTO
BO3pACTa ONEPATHBHOTO JICUCHNUS AETEH CO CIOKHBIMU (op-
MaMH CHHJAKTHINHM KHCTH BBIIBUIOCH, YTO JIO HEIABHETO
BPEMEHH CYIIECTBOBAJIO [[BAa INPOTHBOIOIOKHBIX MHEHHS
o »ToMy Bompocy. Tak, 3.K. 3aberansckas, 3./1. boukapesa
[2], B.JI. AunpuanoB ¢ coaBropaMu [1] mpuaepKuBaroTcs
ONITUMAJILHOTO CpOKa JieueHHs B 4-6 JIeT, cuuTasi, yTo Tpu
omepalusx B Ooliee paHHEM BO3pacTe H3-3a HENOCTaTKa
KOKH peOeHKa JUIsl TUIACTHKU B JalbHEHIIEM MPOUCXOIHUT
(opmupoBanue TpyObIX pyOIIOB, MPUBOIIIMX K Aedopma-
uusim nansles. B.A. Moprys, A.H. Annaros [7] npou3Bo-
JIMJIN pa3fielieHne NMajbleB B 2-3-JIeTHEM BO3PACTE TOJIBKO B
Cllydae MX HEPaBHOMEPHOT'O POCTa, B OCTAJbHBIX BApHAaHTaX
ONTHUMAJIBHBIM CPOKOM CUHTACTCS BO3pacT 5-0 JIeT.

K nacrosimemy BpeMeHH OOJIBITHHCTBO XUPYPTOB CUH-
TaIOT OIIPaB/IaHHBIM JICUCHNE CHHIAKTIIINY B PAHHEM JIET-
CKOM BO3pacTe, Nperonarasi HAUMHaTh Pa3JelICHNe Majb-
IEB C MIECTUMECIYHOTO BO3PACTa, 3aBEPIINB OIIEPATUBHOE
JIeYEeHUE yXkKe K 3 Tofiam.

Koka mMasieHpkoro pebeHKa BIOJHE ChOpMUPOBaHA, OT-
JIMYAETCS XOPOILIMM KPOBOCHAOXKEHUEM, 3JIaCTHYHOCTBIO,
MOOMITBHOCTBIO M BBICOKOI PEreHepaTnBHON CIIOCOOHOCTHIO
[28], a Bo3HMKHOBEHHE JedopMaliii, CBI3aHHBIX C POCTOM
TTaJIbIEB, BEACT K HEOOPATUMBIM KOCTHBIM M3MEHEHHMSIM Ca-
Mux pamasr [8, 13, 24]. S. Guzanin et al. [27] onmcami OBIT
OMEPATUBHOTO YCTPaHEHHs CUHIAAKTUIINN Y JIeTell ¢ CHHAPO-
MoM Arepa; ¢ 1953 roma Bmiots 10 1998 roma oHm TpoBo-
JIWJTHA OTiepaTuBHOE JiedeHue B 3-5 7eT, a ¢ 1998 romga Hauamm
BBITIONTHATH JIAHHBIE BMEIIATENIhCTBA C Bo3pacTa 3-6 mec. Y
BTOPOW TpyNIbI OTMEYEH JTydlui (DYHKIMOHAJIBHBIA pe-
3yJIBTAT, MEHBIINI 00bEM HHTPAOTIEPAIMOHHBIX ACHCTBUH 3a
CYET MEHee BbIPKEHHBIX BTOPUYHBIX JiehopMarnii asibLeB.

Uro kacaeTcs ONEpaTHUBHOIO JIEUCHUS CIIOXKHOM CHH-
JaKTUIINH CTOII, TO KaKUX-JTHOO ONpe/IeNICHHBIX CPOKOB Ha-
Yajia ONepaTUBHOTO JICUEHHsI MMEIOIEHCs [TaTOIIOTUH CTOTI
B JIOCTYIHBIX MyOJIMKAIMSAX HE HAWJCHO.

MeTonbl 011epaTUBHOTO JIeYeHHs] CHHAAKTHINN KUCTel
AHanu3 TUTepaTypHBIX HICTOYHUKOB BBISIBHJ I0CTATOY-
HO OOJBIIIOE KOJMMYECTBO Pa0OT, MOCBSMICHHBIX Pa3HOO-
6paSHI)IM METOAUKAM yCTpaHeHI/IS{ CUHOAKTUIINU C anMe-
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HEHHEM MECTHOIH M KOMOWHMPOBaHHON KOXKHOMW ITJTACTHKH.
Hamun mpoBeneHa MONBITKAa CTPYKTYpHPOBATh IPOBO-
JIMMBIE ONIepaTUBHbIC BMEIIATEIbCTRA:

Pazoenenue cpaujennvlx nanvyee 6e3 ycmpamneHus
conymcmeyouux oegopmayuii:

1. OnHoMoMeHTHOe — pa3zzieneHue Bcex 10 manbles
obeux kucredt [23];

2. IodTanHoe pa3jaeneHUue CpaALIeHHUs] — HAUYMHAIM C
paznenenus 1-2 u 4-5 nanbues. CireayoUmM 3TalloM OcC-
BOOOXKIaJIM 2-0M IaJIell U, B TIOCJIEIHIOI0 Ouepe/ib, yCTpa-
HSUTA CHHIAKTIIINIO 3-4 TalbIeB, KaK HAanOoJIee CI0KHYIO
[12, 48];

Paznenenne manpes nmpousBoamwiocs [§, 33]:

1) 3ur3arooOpa3HBIMH pa3pe3aMy Ha THUIBHON W Ja-
JIOHHOM IIOBEPXHOCTSX;

2) NTMHEWHBIM — Ha THIIBHOW W 3UI3arooOpa3HbIM Ha
JIaZIOHHOM ITIOBEPXHOCTH;

3) NMUHEHHBIMU C TOTIOJIHUTEILHBIMH KOCBIMH pa3pesa-
MU Ha J'la[lOHHOﬁ IMOBEPXHOCTHU;

4) nuHEeWHBIMU Ha TBHUIBHOM M JIQJIOHHOM NOBEpPXHO-
CTAX.

dopmHUpOBaHNE MEXITAIBIEBOH CKIIAAKH, 110 JaHHBIM
JUTEPATyPHI, PEIaraid ¢ TOMOIIBIO:

1) mOp3aJIbHOTO WM BEHTPAJIBHOTO IIPSMOYTOIBEHOTO
nockyTa (coco6 Bauer) [33];

2) IOp3aJbHOTO WM BCTPEYHBIX TPEYTOIBHBIX JIOCKY-
TOB (croco6 Cronin) [25];

3) IOp3aJBHOTO SI3BIKOOOPA3HOTO JIOCKyTa (crmocod
Oldfield) [8];

4) L. Simun npou3BOANII TUIACTUKY CKJIQJKH C TTOMO-
IIBIO IBYX BCTpeuHbIX W-00pa3HbIX JIOCKYTOB, CHOPMHUPO-
BaHHBIX Ha BOJISIPHOM M IOP3aJIbHON CTOpOHAX KUCTH [8];

5) M.M. Sherif, N. Savaci et al. [37, 38] 3akpbiBamu
MEKIaJIbIIEBON TPOMEXYTOK JIByMsI PEBEPCHPOBAHHBIMU
V-Y-00pa3HbIME JIOCKyTaMH, KOTOpbIE (OPMUPOBAIHA Ha
TBUTFHOHN M IOP3aJTBHOM MOBEPXHOCTSX KHCTH.

3akpeITHe OOKOBBIX IMOBEPXHOCTEH IMajblleB HanOoee
4acTO MPOU3BOIIIH:

1) TOICTBIMU pacIIeTNICHHBIMH TPaHCILIaHTaTaMu [11,
25, 33];

2) R.M. Zucker et al. [49] nocne paznmenenus [II-1V
NaJbIIeB IPHU CHHIPOME ATepTa UCTIOIb30BaU cTeOeba-
TBII MaXOBBIH JIOCKYT, KOTOPHIM 3aKPbIBAIU 3 MaJelr;

3) S.J. Withey et al. [47] npemyiarany «OTKPBITYIO I1ajb-
LEBYIO METO/IMKY» NIPU YCTPAHEHUH CHHIAKTHIINN — IIOCIIe
CO3/IAHUSI MEXKITAJIBLIEBOM CKIAJKH W YaCTHYHOTO 3aKpPbI-
THSI OOKOBBIX MOBEPXHOCTEH MANBIICB MECTHBIMHU TKaHIMHU
OCTaBITHECS PaHEBBIC NEe()EKTHI OCTABISIN OTKPHITHIMHU B
pacdeTe Ha CaMOCTOSATENFHYIO AIHUTEIH3AHUIO.

Pa3nesienne nasbues ¢ npeABapuTe/IbLHOMN OATOTOBKOM

C 1emnpio MOTy4YeHUS HEOOXOIUMBIX 3aI1aCOB MECTHBIX
TKaHEH JUIsl 3aKPhITUST OOKOBBIX MOBEPXHOCTCH MAaJbIICB
IPU Pa3IMYHbIX (OpMax BPOXKICHHON CHHIAKTHINM KH-
CTH HEKOTOPBIE XUPYPrH NPUMEHSIIN IBYXITalHbIH METOA
YCTpaHEHUsI CHHIAKTUINHU C UCIONb30BaHHEM JAUCTPAKIIU-
OHHOTrO annapara. [IepBblil aTan JaHHON METOAUKH 3aKII0-
Yajcs B I03UPOBAHHOM Pa3BEICHUU CPAIICHHBIX MaJIbLIEB
B amnmapare BHEIIHEeH (uKcanuu B TeueHue 4-5 Heaens mo
1-2 mm/cyT. Temn IUCTPaKIUU OTIPENESIICS KITHHUICCKH
(GoneBoil cHHAPOM, IIBET KOKHBIX MOKPOBOB) U C ITOMO-
IIBI0 YPECKOKHOW okcureHomerpuu [39]. B pesymbraTe
3TOTO B MEKNAIBIEBOM IPOMEXKYTKE 00pa3oBajiCcs J0-
CTaTOYHBIN 3amac MITKUX TKaHed. BTopbIM 3TamoMm mpo-
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U3BOJWIN pa3fielICHUE MajblieB C MOMOIIBI JTHHEHHBIX
pa3pe3oB ¥ (POPMUPOBAHHEM MEKIAIBIIEBOIO MPOMEKYT-
Ka BCTPEYHBIMHU THUIbHO-JIQIOHHBIMH JIOCKYTaMH T10 THILY
«JIACTOYKUHOTO XBOCTa.

Jist pacTshKeHMs MEXKIAlbLEBOIO MPOMEXYTKA TIPH
cuggaktiwimn I-11 manenes C.J. Coombs, K.L. Mutimer,
G. Foucher et al. [19] ncrioip30Bany TKaHEBOH IKCTIaHAECP.
[Nocnenuuii BIMBaCs B THIIbHYIO 007IaCTh IPOMEKYTKA,
HaNoOJTHUICS (PU3HOIOTHUECKUM PacTBOpPOM (0 5-7 mu).
3arem, uepe3 4-6 Heenb, TPOU3BOANIN YCTPAaHECHUE CHH-
JAKTWIINH C TNIACTUKOW MECTHBIMU TKaHSIMH.

Hecmotpst Ha TO, 4TO MeTOMKa BHYTPEHHETO WM Ha-
PY’XKHOTO pacTshkeHHs! (GOPMHUPYET 3arac MECTHBIX TKaHEH,
YTO BayKHO JUISL CO3JAHUSI MOJHOLEHHOIO MEKIAIbIIEBOrO
MPOMEKYTKa, 0coOeHHO mpu cuHaakTwiny [-1I manpues,
KOJKHBII pereHepar npeTepreBaeT N3MEHEHHsI, KOTOpbIE HO-
CST Ha3BaHUE «JUCTPAKLIMOHHON Oosie3Hm». KimmHmueckn
3TO IPOSIBIAETCS PABHOMEPHOM OTEYHOCTBIO, YMEPEHHOM
TUIEpEMUEN, MTOBBILIEHHOW KPOBOTOYMBOCTBIO, JIETKOU pa-
HMMOCTBIO 1 00Iiee JNTUTENbHBIM 3a5KUBIICHHEM TIOCIIEOTIe-
pauMoHHbIX 1BOB. IIprMeHeHne AaHHON METOAMKH, OCO-
OEHHO y AeTel ¢ TOTaNbHBIMH, KOCTHBIMU CUHAAKTHIIHSIMH,
NPUBOMIIO K 00pPa30BaHHIO IUIOTHBIX THUIEPTPOPHIESCKUX
pyO10B ¢ popmupoBaHUueM KOHTpakTyp [11, 24].

YerpaneHne CHHAAKTHIHNM ¢ yIlaJIeHHeM O{HOr0 W3
LHEeHTPAJIBHBIX JIy4ell U HCIO0JIb30BAHHE €r0 KOKH /I
TJIACTHKH

S. Guzanin et al. [27] @i 3aKpBITHS MEKIAIBIIEBOTO
npomexytka II u IV manpueB MECTHBIMM TKaHSIMH IpU
YCTPAaHEHUU CUHAAKTUIUM Mpou3BOAMIM amiyTanuio 11
Hasblla Ha ypOBHE MSICTHO-(DAaTaHrOBOIO CycTaBa.

Takum o0Opa3oM, MPAKTHYECKH BCS HaWJeHHAs JIUTeE-
paTypa TOCBSAIIEHA PAa3TUYHBIM BapHaHTaM KOXKHOW ITa-
CTHKH TIPH BPOXKACHHOW CHHIAKTHINU KUCTHU. PaboThl, B
KOTOPBIX OBl YKa3bIBaJIOCh Ha AU (HepeHIIMPOBaHHbIH 110/
XOJ] K BBIOOPY METOAMKH XUPYPrUUECKOW KOPPEKLUH Jie-
(hopmanuii, CONpoOBOXKIAIONINX CIOKHBIE (POPMBI TaHHON
MaTOJIOTUH, KPaliHEe HEMHOTOUUCIICHHBI.

Yerpanenue nedopManuu najiblueB NPH yCTpaHe-
HHUM CHHAAKTUJIHH

H.G. Thomson [42] yxka3piBan Ha HEOOXOAWMOCTH
YCTpaHCHUSI OCEBBIX AC(PEKTOB BO BpEMs pas3lCiCHUs

MaJIBIEB NPU CIOKHOM CHHIAKTWIINK KUCTH IyTEM poTa-
LIMOHHBIX U YIJIOBBIX OCTEOTOMHH.

[TosTamHOE ycTpaHEeHHWE: MEPBBIA dTall — yCTpaHEHHE
JedopManuy NaablleB, BTOPEIM 3TAllOM YCTpaHEHHE CHH-
JTAKTHJINY TTAJIBIIEB.

Pa3inuHble BapMaHTbl KOPPUTHPYIOIIMX OllEepanuil Ha
KOCTHO-CYCTaBHOM M CYXO)KWJIBHO-CBSI304HOM armapare
npennoxensl U.B. IlIBenosuenko [12, 13] mpu ycrpane-
HUHM BTOPUYHBIX jJe(opMariuii maibleB U PEIUINBOB CHH-
JIAKTHJIMU KUCTH C JTU(QEepeHIIMPOBAHHBIM TTOIXOI0M K
BMCIIATCJILCTBAM B 3aBHUCHMOCTH OT BHJA ﬂe(l)OpMaLH/ll/l.
ABTOpPOM HCTIONB30BAJICS ABYXITAITHBIN CIIOCOO OllepaTuB-
HOTO JICUCHHSI CIIOKHBIX (POPM BPOXKICHHON CHHAKTUIINH,
Ha IIEPBOM 3Tale KOTOPOro IPOM3BOIMIIOCH pasjielieHHe
CpallleHHH, JTMKBUAAIMS BCEX KOMIIOHEHTOB AedopManun
naneleB (KIMHOMAKTWINK | manbla, TpexQalaHTOBBIX
MaJIbIIEB, KOHKPECHEHINH IISICTHBIX KOCTeH, cumMdaiaH-
rH3Ma) C MOCIEAYIOMNM WX CIIMBAHUEM B IPaBHIBHOM
moJokeHu. BropeiM sTamom (depe3 5-6 Henmens) ycTpa-
HSUIaCh CHHJAKTWIINSI BHOBb CPAIllEHHBIX MAJbLEB C KOM-
OMHHUPOBAHHOMN KOXKHOM TJIACTUKOM.

MeTonbl ONMEPATHBHOIO JIeYEHHS MATOJOTHH CTOII
npu aKpouedaToCHHIAKTHINA

B nmocrynHoi# nuteparype BBISIBICHO JHOCTATOYHO He-
0OJBIIIOE YHCIIO MYOIHKAIINH, IIOCBSIIEHHOE OIePaTHBHO-
My JieueHHI0 narojoruu cron. Tak, B cratbe J.A. Fearon
[23] yxa3pIBaeTCs Ha ONIEpaTHBHOE JICUCHUE CTOI, aBTOPOM
MPOOTIEPUPOBAHO 22 TamWeHTa, KOTOPHIM pa3feisiiach
cuamaktiansg 10 maneleB Kucrteid u cron B 2 dtama. [lo
pe3yabraraM HCCIIeIOBAHMS TIOJYYEeH XOPOIIUH KOCMETH-
YECKUU pe3ybTar.

E.D. Collins et al. [18] yka3biBaju, 4TO OIEPATUBHOEC
JICYEHUE Ha CTOIIE MOXKET TPOBOJMTHLCS TOJIBKO ¢ Hpodu-
JIAKTUYECKOM 11eJIbI0 M HAIpaBJICHO Ha OOJerdeHue Ioj-
6opa 00yBH.

Stephane Guero [26] HCIOTB30Bal OCTCOTOMHUIO TIO
Weil, 00BbIYHO BTOpPO¥ IIIOCHEBOM KOCTH C IIEJIBIO Iepe-
pacripeneieHusl Harpy3kd Ha CTore (BBIBEACHUE H3-TIOJ
HATPY3KH TOJIOBKH TUTIOCHEBOW KOCTH) H, TI0 Pe3ylIbTaTaM
€ro HCCICAOBaHM, PEOCHOK B JaTbHEHIIEM MEePEXOIuT K
00BIYHOHN 00yBH, HE HCTIBITHIBAS TPYIHOCTEH IpH mogbope
HOCJIEHE.

3AKJIIOYEHUE

AHanu3 IUTepaTypHbIX NaHHBIX MOATBEPAMI, YTO, HEe-
CMOTpS Ha THKECTh KIMHUUYECKHUX MPOSBICHUI, BOPOCHI
JICYCHHS CIIOKHBIX (DOPM CHHIAKTHIMHM KUCTU W MATOJO-
THH CTOII y JIeTeH ¢ akporeharoCHHIAKTIIIUCH 10 HACTO-
SIILIETO BPEMEHU OCTAlOTCSl HEJOCTaTOYHO H3YUYEHHBIMH,
HY)KIAOTCA B Oojiee TIIATEIPHOM aHaim3e H TPeOyroT
YIIIyOIIEHHOTO MOXO0AA K TIOTBITKE MX PEIICHUS.

Jluteparypa, mocBAIIeHHas akporehaaoCHHIaKTHINH,
MaJIOUYMCICHHA U NPEACTABISAET, B OCHOBHOM, ONMCAHHE
€AMHUYHBIX CIIy4yaeB KJIMHMUYECKOM KapTUHBI U OllepaTHB-
HOTO JICYECHHUS JIETEN C DTOU IMaTOJIOTHEN.

OTCYTCTBYET TE€PATOJOTUYECKUN PSI 3TOTO BPOXKIEH-
HOTO TOPOKa, MOAPOOHOE KIMHUKO-PEHTTCHOIOTUYCCKOS
ONUCAaHUE.

He usydensl HapyiieHus: CO CTOPOHBI KOCTHO-CYCTaB-
HOTO U CYXOXHWJIbHO-MBIIIEYHOTO arapara, COCTOSHUE
MBIIII U TTEPUPEPUICCKOTO KPOBOCHAOKCHUSI.

Hemocrarouno pa3zpaboTaHbl METOIBI OIIEPATUBHOTO JIe-

YeHUsl JIeTel ¢ JaHHOM IMaTOJIOTHEH, TTO3BOJISIONINE 32 MU-
HUMAaJIbHbIE CPOKH YIy4IIUTh KOCMETHYECKOE COCTOSHHE U
(YHKIMIO KUCTH, 00ECTIeYnTh OOJIBHBIM BO3MOXKHOCTH TIOJI-
HOLEHHO IOJb30BaThCsl KUCTBIO. [lpu pasnenenun cpaie-
HUs, KaK TIPABUIIO, UCTIONb3YIOTCS TPaJULIUOHHBIE METOAUKI
YCTpaHEeHHs] CHHIAKTHINK C HCIIOJIB30BAaHUEM KOMOWHHPO-
BaHHOHM KOYKHOMW TUTACTHKH 0e3 yKa3aHWi Ha KOPPEKIHIO CO-
MYTCTBYIONWX JeopMariid. FiMeeTcst THIbh HECKOIBKO pa-
00T, T71Ie aBTOPBI MPEIIATratoT MPOM3BOANTH KOPPUTHPYIOIINE
OIepaIyy Ha KOCTHO-CYCTAaBHOM M CyXOKHJIbHO-CBS304HOM
armapare Mpu yCTPaHEHHH CIOKHBIX (POPM CHHIAKTHITHIA.
He cymecTByeT aHam3a BO3MOKHOCTEH HCTIOJIb30BAHHSA
TEXHUYECKHUX CPEJICTB PEaOMIIMTALIMH ITPU BbILICYKa3aHHOM
KOMOHMHAIUH Ie()EKTOB, a TAKIKE IPEITIOKESHHHN 110 KOMIIECH-
CallUy C UX MOMOIIbIO OTPAaHUYEHUS KU3HEAEATEIbHOCTH.
Y4uThIBas BHILIEU3I0KECHHOE, MOKHO 3aKJIIOUHUTh, UTO
n3y4eHUe CHHIpOMa aKponedaloCHHIAKTHINN, CO3/1aHHe
paboueil kmaccupUKaUU MPOCTOW U JIETKO MPHUMEHUMON
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MPaKTUYCCKMMU BpadyaMHu B XO4€ Me,[[I/IHHHCKOﬁ pea6nm1— ro JICUEHUS CIIOXKHOU CHHJAaKTHJINH KHUCTEH U CTOII npu
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