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Cunppom Ilonmanga — penkuit BpOXKAEHHBIN CUH/IPOM, XapaKTePU3YIOMIMIICA YaCTUYHBIM MM TTOJTHBIM OJHOCTOPOH-
HMM OTCYTCTBMEM OOJIbLIOI TPYIHON MBIIIIBI Y BPOX/IEHHBIM ITOPOKOM PasBUTHUSA KUCTU CO CTOPOHBI IOPaXKEHMs
rpynHoit KneTku. Taxoke MOTyT ObITh aHOMamuy pebep (armasys WIM TUIIOIUIASWA) M TPYAUHBI (KMIEBUHASA WM BO-
poHKooOpasHas gedopmanysa), KOTOpble OTYET/INBO MaNbIUPYIOTCSA BBUAY MCTOHYEHUA NMOAKOKHO-XXMPOBOTO CIIOA.
YacTo mpy JaHHOM CHHAPOME MMEITCA aHOMAJIMM COCKOBO-apeo/IApHOrO KoMInlekca. JJedeKThl IPyLHOI KIeTKU
0OBIYHO HOCAT KOCMETMYECKMII XapaKTep. My>kCKOII IO IIpeBa/lMpyeT Haj XKEeHCKUM B COOTHoLIeHyu 2-3 : 1, o 4a-
cToTe mpeobaaeT MpaBOCTOPOHHee MOpakeHNe. Ha HaHHBI MOMEHT OOLIEIPUHSITON TeOpuelt pasBUTUS CUHAPOMA
ITonanpa sABAAETCA HapylleHN)e KPOBOTOKA IO ITOJK/IIOUMYIHOI /MM TO3BOHOYHOI apTepusAM U UX BETBsAM Ha 6-i1 He-
Iene BHYTPUYTPOOHOTO pasBUTHUA. BBUY momuMophHOCTY MPOSBICHNIT CMHAPOMa CYLIECTBYET MHOXKECTBO IOJIXOfIOB
K 00BEeMY 1 CpOKaM OIlepaTMBHOI KOppeKLuy. B crarbe Mbl MpoaHaIM3MpOBaIyU JaHHBIE IO STHOIATOTEHEe3Y U K-
HIYeCKON KapTuHe cuHppoMma [lomanpa, a Takxe 1o croco6aM XMpyprudeckoro jgedeHus.

KmioueBpie cnoBa: cunnpom Ilonmanpa, ammasus (TUIIONIIasys) GONBIION TPYIHON MBINIIbI, HedOpMaIys TPyIHOI
KJIeTKM, OpaXUIaKTUINA, XUPYPrudecKoe JIedeHne.
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Poland’s syndrome is a rare congenital condition classically characterized by partial or complete absence of chest
muscles on one side of the body and usually webbing of the fingers of the hand on the same side. There may also
be rib (aplasia or hypoplasia) and chest bone abnormalities, which may be noticeable due to less fat under the skin.
Breast and nipple abnormalities may also occur, and underarm hair is sometimes sparse or abnormally placed. In most
cases, the abnormalities in the chest area do not cause health problems or affect movement. Poland’s syndrome most
often affects the right side of the body and occurs more frequently in males than in females. The etiology is unknown;
however, interruption of the embryonic blood supply to the arteries that lie under the collarbone (subclavian arteries)
is the prevailing theory. There are many methods of operative correction because of the polymorphic clinical features
of this syndrome. We gathered data on the etiology, pathogenesis, and clinical presentation of Poland’s syndrome and
reviewed the existing surgical treatment options.

Keywords: Poland’s syndrome, aplasia (hypoplasia) of the pectoralis major muscle, chest wall deformity, brachydactyly,
surgical treatment.

Beeaenne IABYCTOPOHHeVI) IMIoIiasueil (amasmeit) 60IbIION
TPYyAHOV MBIMIBI (BO3MOXHO, I Majoil TPyZHON

Cunppom Ilomanga — BPOXAEHHBI CUHIPOM,
P P P MBIIIIBI) ¥ pebep (Kak mpaBumio, oT 2 10 5), aTenueir

XapaKTepu3yIINIICA 4Yalle OJHOCTOPOHHeN (pexe
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(medekT COCKOBO-apeoIAPHOTO KOMIUIEKCA), aMacCTH-
eif (OTCyTCTBUE TKaHM MOJIOYHOI >KeJle3bl), ICTOHYe-
HIUEeM IOJKO)KHO-)XIPOBOTO CI0A T'PYZHON KIEeTKH,
OTCYTCTBMEM OBOJIOCEHNUA B IOAMBIIIEYHON 06/1acTn
U Ha TPYAHOII KJIeTKe CO CTOPOHBI MOPaKeHNMs, a TaK-
JKe BPOXK/IECHHBIMU TIOPOKaMM PasBUTNs BEpPXHeN KO-
HEYHOCTH, Yallle — B BUJIe CUMOPaXUAAKTIIINIA.

Pasnuyaror nBe GopMbl 3a60nMeBaHNUA: MOTHYIO
u HenonHyo. CoveraHye nedeKTOB IPYLHON KIETKM
U KMUCTM Has3bIBaeTCsl MONHBIM cuHApoMoM IlonaH-
fla, M30/IMPOBAHHAA TMIOIUIA3Ks OOJIBIION IPYLHON
MBIIIIBI AMATHOCTUPYETCs KaK HEMOHBIN CUHAPOM
(BcTpeuyaeTcsi 3HaUMTEIBHO 4allle, YeM IonHas Gop-
Mma) [1]. Opnako, mo mHenmio N. Yiyit et al. (2015),
ISl IOCTAHOBKM JJAHHOTO JIMarHo3a HeoOXOAuUMO CO-
YeTaHMe OJHOrO min 6ojiee CUMIITOMOB B COYETAHUM
C HOpa)keHMeM OOJIBbIION IPYAHO MbIIIIIBL.

YacroTa BcTpedaeMocTu cuHpapoma Ilomanpa co-
crapysierT 1 cmyd4ait Ha 10-100 Thicsid YenmoBex [2].

My>KCKoli TIONT IIpeBaIMpyeT Hafl >KeHCKUM B CO-
otHomenun 2-3 : 1 [3].

OrtnenbHble CUMITOMBI JJAHHOTO 3abo/meBaHUs
BrepBble Obutu oTMedeHbl L.M. Lallemand (1826)
u R. Frorier (1839), HO 6ojee mOMHOE ONMCaHUE
JAHHOTO CUHJpPOMA Jaj aHIIMICKUI CTY[AEHT-MeAuK
Anbdpen Ilonang B 1841 ropy [4].

B 1895 rogy Thompson 0606mmua Bce MMeIOIN-
ecs aHOMa/ny, XapaKTepHble JIs HaHHOTO CUHJPO-
Ma, HO OKOHYATe/lIbHO CBOe MMs B 4ecTb Ajbdpena
[Tonanpga cuHApoM monmy4duna B 1962 ropy B paborte
Clarkson (ummr. mo: Shamberger, 1998; Slezak and
Sasiadek, 2000).

3TUOAOTUA U MATOreHes

ITHONOruA U maTtoreHes 3aboeBaHMs IO CUX IIOP
TOYHO HEM3BECTHHI.

Ha paHHBII MOMEHT OOIENPUHATON Teopuei
pasBuTusa cuHzapoma llomaHpa ABIAeTCA HapylleHMe
KPOBOTOKa IO MOAK/IIOUMYHON 1/MIM MO3BOHOYHOI
apTepuM ¥ UX BeTBSIM Ha 6-11 Hefje/ie BHYTPUYTPOO-
HOrO pasBUTUA. [SHKeCTb NPOSABIEHUIN CUHApPOMA
omnpefensaeTcsa JMUTENIbHOCTbIO ¥ MHTEHCUBHOCTDIO
HapylleHNs KpoBooOpaljeHNns B OacceilHe JJAHHBIX
aprepuit [5].

bonpmmHcTBO cnydaeB cuHppoMa Ilomanpa ABnA-
I0TCS CIIOPAANYecKMMMY, TO/IbKO IIpuMepHO B 1 % BbI-
SBJIAETCS HAC/TeCTBEHHBI dakTop. CumraeTcs, 4To
TAHHBI CMHJPOM MMeeT ayTOCOMHO-ITOMMHAaHTHBIN
TUI HaclegoBaHus [6].

Czeizel et al. (1990) obcnemoBanm 18 TUIMYHBIX
ManueHToB ¢ cuHjgpomoM llomanpga, U3 HUX TONIBKO
y OZHOTO GONBHOTO OBUI OTSATOIIEH HAC/TIe[CTBEHHBIN
aHaMHe3: y OTLIa OTCYTCTBOBaja OOJIbILIAs IPy[HAsA
MBIIIII[A C/IeBa C TSXKEAOM TUIIONIA3uell OOIbIIOro

mmajblla jeBoit Kuctu, cuamaktanen II-1I1 manbpmes,
TOTa KaK y CbIHA JMMe/Nach YMepeHHas TUIOIIasus
OO/BIION TPY/HOI MBIIIIBI CI€Ba C TSKETION TMUIO-
Iy1asueil 6OIbIIOro Majblia JIEBOM KUCTU [7].

B 2014 ropgy Vaccari et al. coobmumm o cry4ae
cuHppoMma IlomaHya y MOHO3UTOTHBIX OIM3HEIOB
¢ pgeneuuen 11ql2.3 ¢ BoBnedYeHNEM IATU T'€HOB, 4e-
Toipe u3 KoTopbix (HRASLS5, RARRES3, HRASLS2
u PLA2G16) OTBeTCTBEHHBI 3a PETY/IALNUI0 KIeTOY-
HOTO pocta, ArddepeHINpPOBKY KIETOK ¥ MeXaHWU3M
aIoITO3a 4epes ras-CUTHaJbHbIM NyThb. Hapyienue
JIAaHHBIX MEXaHM3MOB Pa3BUTUA MOXeT IPUBECTH,
HOMVMO HapyuieHus Aud¢epeHIpOBKY MBIIIEYHBIX
KJIETOK M K OHKOJIOTMYECKUM 3aboneBaHusaM [8].

B 1977 ropy B. C. McGillivray, R. B. Lowry omy-
O/1MKOBa/MM pe3ynbTaThl 00CIeoBaHNs 44 MalMeHTOB
C NAHHBIM CUHIPOMOM, CEMENHbII aHAMHE3 KOTOPBIX
He OBUI OTATOIeH. Y BceX OONbHBIX OTCYTCTBOBAsIa
TPYAVHHAA 4YacTb OO/BLION TPYAHON MBIIIIIBI C Of-
HOJI CTOPOHBI, y 40 OBIT OTMeYeH IOPOK PasBUTHUSA
BEpXHell KOHEYHOCT) U TO/NbKO Y 4 4e/l0BeK BepXHsAS
KOHEYHOCTb Oblla MHTaKTHA [9].

B nureparype omycaHsl 3a00/eBaHuUsA, IPOSBIIA-
OLecs OGHOCTOPOHHEN TMIIOIIasuell ArOAUYHON
MBIIIIBI ¥ CUMOPaxXMIaKTUINEN CTOIBI, GOpMUPYIO-
myecsa BHYTPUYTPOOHO, BEPOATHO, BCIIECTBYE Ha-
pyLIeHNs KPOBOTOKA II0 HAapY>KHOJ IIOAB3[OIIHON
apTepuy, IO AHAJIOTUM C HMOJKIOYNYHON apTepuen
npu cuagpome Ilomanpa, 4To, IO MHEHMIO psAfa aB-
TOPOB, MOXeT OBITb CXOIZHBIM COCTOSIHMEM JJISI HUK-
Hell KOHeYHOCTH, KaK 1 cuHapoM llomanpa mia Bepx-
Heil koHeuHocTH [10]. Tak, B 1978 roxy Riccardi n B
1997 rogy Corona-Rivera ommcanu mo ogHOMY CIy-
Yal0 OJHOCTOPOHHEV TMIOIIa3uy OONbLION ATOANY-
HOIT MBIIIIBI M cuMOpaxugakTvaum cromsl [10, 11].
Parano et al. B 1995 rogy ony6imkoBaau coobuieHme
0 ceMbe, B KOTOPOI Tpoe 4eloBeK (Bce >KEeHIIVHBI)
VIMe/IY OfHOCTOPOHHIOI0 T'MIIOIIA3UI0 OOJIBIION STo-
AMYHOV MBIIIIIBI, @ UX OOLIUII HPEeSOK — OFHOCTO-
POHHIOIO aIUIasuio OGOJIBIIOI TPYAHOI MbIIILL [12].

C 1841 ropa mo HacTosIee BpeMs B MUpe OIuca-
HO okono 500 cmydae cuHzapoMma IlomaHpa.

KAMHMueckas xapakTepucruka

Hamn6omnee moppo6Hy0 KIMHIYECKYIO XapaKTepu-
cTuKy cuHapoma IlomaHpa ypanoch HailTu B pabote
N. Yiyit et al. (2015), ocHOBaHHYI0 Ha pe3ynIbTaTax
obcnenoBanusa 113 60MbHBIX B BO3pacTe OT 6 [0
38 net. IIpaBOCTOpOHHEE MOpPa)KEHME aBTOPBI OT-
Mevamu B 55,7 %, neBocroponHee — B 37,1 %, nBy-
cTopoHHee — B 7 % HaoOmopenuii. [To jaHHbIM Jones
(1926), Lord et al. (1990), mpaBocTOpOHHee mopa-
JKeHne BCTpedaeTcss B 75 % cimydaeB (umt. mo: Jones
(1926), Lord et al. (1990)).

B OpTOneAMs, TOABMATOAOTMS M BOCCTAHOBUTEABHAS XMPYPIMS AETCKOro Bo3pacTta. Tom 5.
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Kak ykasbIBazoch BbILIE, OCHOBHBIM KJIMHNYE-
CKMM IpusHakoM cuHapoMma [lonanga asnserca nopa-
JKeHVe OOJIbILION IPYAHOM MBIMIIBL. Tak, 10 JaHHBIM
N. Yiyit et al. (2015), u3 113 60nbHBIX amTa3usA Bceit
60/1b1I011 TPYAHONM MBIIIIbI OoTMedaeTca B 71,6 %,
TO/IbKO ee IpyAuHO-pebepHOi mopuyy — B 28,3 %
crmy4aeB. IToMuMo 6GOJbIION TPYAHON MBILIIIBI TaK-
JKe€ BCTpeYaeTcs MOpakeHMe U APYTUX IPYNIT MbIIIIL:
MaJIoil TPYAHOIL, IepefHeit 3y64yaroi, poMOOBULHOI,
TpalleMeBNUAHON, IIMpOYalllell MBIIINbl CINHBI,
IIPSIMOJ MBIIIIIBI >KMBOTA [2].

T.J. David, R.M. Winter B 1985 ropy coo6mmnan
0 ceMbe, B KOTOPOII MY>XUMHBI Ha MPOTKEHUN Tpex
MTOKOJIEHMIT VIMeNN OTHOCTOPOHHIOK arlIasuio O0b-
IOV TPYAHOI MBIIIIBI, NepefHeil 3y0YaToil MBIIIIIbI
U IIMpoYaliiieil MBIMIIbI COMHBI. ABTOpPBI NMOAYEp-
KHYJ/IV, 9TO aIIa3yA SPYTMX MBIIII IIJIEY€BOTO I0sACa,
IOMUMO OOJIBLION TPYAHON, MOXKET UMETb peIIalo-
Iiee 3Ha4YeHNe JyIs BBIOOpA TAKTUKYU XUPYPrUIeCKOro
JIe4eHMA: B YaCTHOCTU, HEBO3MOXKHOCTD JCIIO/Ib30Ba-
HUA MIMPOYaiillell MBIIIIbI CIVHBI [/Is1 peKOHCTPYK-
1y 60/IBbIION TPYAHON MbInbl [13].

Y 60npLUIMHCTBA NAIVIEHTOB C cCMHAPOMOM [lomaH-
fla TpyfHas KIeTKa MMeeT OFHOCTOPOHHIOW fiedopma-
VIO B CBSI3U C TUIIOIUIA3Nell VN aIlIa3ueil pebepHo-
ro xpsma (vame II-IV wm III-V pebep) [14].

Y 20,3 % 6onbubix N. Yiyit et al. (2015) BbLaBuIN
OTCYTCTBMeE IlepefiHell yactu pebep, y 7,9 % — ru-
nomnasuio pebep. VI3 aHoManumit rpygHON KIeTKM
Hanbosee 4acTo BCTpevanach KuueBupHas medopma-
uust (9,7 %), 3HAYUTENBHO peXxe — BOPOHKOOOpas-
Has (0,8 %). Hannune pmedexra 6ormee ogHOro pebpa
B 7 % npuseno K GOpMUPOBAHNIO I'PBIKMU JIETKOTO,
y 4,4 % manyeHTOB OBUIO BBIABJIEHO ITapajloKcalbHOE
neixanme [2]. J. Lieber et al. (2012) onucanu Hanu-
Yile Ha CTOPOHe MopakeHUs fedeKTa mepegHert da-
ctu V pebpa, runomnasuio VI, koukpecrenunio VII-
VIII pebep [15].

N. Yiyit et al. (2015) BbraBumM cxommos B 1,7 %
HabmofieHnit. Y GO/MbHBIX C JIEBOCTOPOHHMM IIPOSIB-
nennem cuupgpoma ITomanga N. Yiyit et al. (2015) Hu
B OfIHOM CJy4ae He BCTPETWIU IIOJTHOTO NPOSBIeHN
situs inversus (B 7 % ciaydaeB Obl/Ta BBIABJIE€HA TOJIb-
KO JeKcTpakapausi). Y 6ojee IMOMTOBUMHBI MAI[MEHTOB
C IeKcTpaKapaueil HaOMoganoch YaCTUYHOE OTCYT-
cTBMe pebep Ha CTOpPOHe mopaxeHus. IIopokos cepp-
I1a He OBIIO AMArHOCTMPOBAHO HY B OJHOM ciydae [2].

Y nopassiolero 6OMbIIMHCTBA AIVIEHTOB Ha-
O/TI01a7I0Ch MICTOHYEHME ITOJJKO>KHO-)XMPOBOM KIIeT-
YaTKVM Ha CTOpOHe mopaxeHus (86,7 %). Taxxe xa-
PaKTepHBIMM CUMIITOMaMU SIBIISTUCH TeDUIIUT BOTOC
Ha rpyzHoit kaetke (59,2 %) ¥ IOAMBIIIEYHON BIay-
He (64,6 %) Ha cTOpoHe HMopakeHus [2].

B 6onplunHCTBe CTy4yaeB y MAIL[EeHTOB C CHHAPO-
moM [lonanga oTMedamich aHOMaINK pasBUTUA IPY-

HOJ >KeJle3bl ¥ COCKOBO-apeOsAPHOIO KOMIIZIEKCA Ha
CTOpOHe mopakenus (cMerieHne ux BBepx (57,5 %),
runomacTus (64,6 %), runorenus (61 %), amacTus
u aremus (2,6 %), monurenus (0,8 %)) [2].

OueHka CTeleHM TsDKeCTU AedopManyy TPyRHON
KJIETKM IIPEJCTaB/IAET CJIOKHOCTU BBUJY IOTMMOPG-
HOCTU KJIMHWYECKUX NMposBieHnit cuaapoMa Ilomanpa.

A.E. Seyfer et al. (2010) B 3aBMCUMMOCTH OT Xa-
pakTepa HOpakKeHusA I'PyJHOI KIeTKN BbIIENAIOT IBe
dbopMBI CHMHApOMA: IPOCTYyI (MMeeTcs TOIbKO fe-
(dexT MATKMX TKaHeil) U CIOKHYI (medeKT MATKMX
TKaHell M Kapkaca TpygHON KiaeTkn) [16].

B Hacrosmee BpeMsA B KIMHUYECKON IpPAKTUKE
Haubosee pacrpoctpaHeHa Knaccudukanus Foucras
C BBbIJIe/IeHMEM TpeX CTelleHeil TspKecTu [1].

Crenenp 1: He3sHaumrenbHas Aedopmanus, oOy-
CIOBJIEHHAs TMIOIUIa3Nell OOMBIION TPYIHONM MBIIIIIBI
VI YMEPEHHOJ TUIIOIIA3MEN MOJIOYHON >Kee3bl, Ipu-
BOJAINAA K aCMMMETPUM MOJIOYHBIX JKe/le3 y >KEHIVH
I €[[Ba 3aMETHOI aCMMMETPUM IPYIHOI KIETKU Y MY>K-
uyyH. COCKOBO-apeosIAPHBIN KOMIITIEKC MeHbIIIe TI0 pas-
Mepy, YeM Ha 3[,0POBOJ CTOPOHE, ¥ PACIIONIOKEH BBILIE.
OTCyTCTBYIOT Kakye-mubo CKe/leTHbIe aHOMAJIVNL.

Crenenp 2: yMepeHHas jfedopMaiys ¢ 3aMeTHON
arrasyert OOJIBIION TPYAHONM MBIIIIBI, TUITOIIa3Mel
APYIMX TPYAHBIX MBI (IIepefHeil 3y6uarToii, HapyX-
HOJI KOCOJI U IIMpPOYAIiIIeil MBIIIIbI CIIVHBI), yMepeH-
HOWt fledopmariueit pebep 1 3ameTHOIT fHedopMarye
TPYAHON KJIETKM KaK y >KEeHIUVH, TaK M y MY>K4YMH.
Vimeetcs TsKenmas TUIIOIUIA3Nsl WMIM TIOJTHASA aIlIas3us
TKaHeJl MOJIOYHOJ >KejIe3bl, COCKOBO-apeOJIsApPHBbIIL
KOMIIJIEKC TaK)Ke TMIIONIa3MpPOBAH MM IOJIHOCTHIO
OTCYTCTBYET.

Crenenb 3: TspKenas gedopManys IPySHON KieT-
KW, 06yCHOBH€HHaH He TOJIbKO aIrviasyeyl MOJIOYHON
JKejie3bl, OO/bLIOI TPYAHONM MBIIIIBI, HO U APYIUX
MBIIII] TPYRHOI KieTku. Vmeercs amnasus pebep
u pedopManys rpyAnHbL

BpoxpeHHbIe aHOMAMNM PasBUTUS KUCTU Xapak-
TepHBI IJIs1 MOMHOTO cuHjpoMa llonmaHna u BBIABIA-
IOTCA Ha TOV YK€ CTOPOHE, YTO U MOPaKeHUe IPyJHON
K1eTKu. YacToTa nopakeHus KUCTY, IO JAaHHBIM pas-
HBIX aBTOPOB, cocTtaBnser 12-56 % [1, 2]. TsokecTs
VX NPOABJIEHUSA PAa3M4YHA: OT YKOPOYEHUS CPEeSHUX
¢danaHr majpeB B COYETAHUM C CUHIAKTUINEN [0
IIOJIHOTO OTCYTCTBUA MajnbleB Kuctu. B 1989 ropy
Shamberger et al. coobummy, uto 67 % nccnegoBaH-
HBIX MMM NalMeHTOB ¢ cuHpapoMoM llomanpa mmenu
OIHOCTOPOHHIOI CHHIAKTUINIO, C Hanbomee 4acThIM
nopaxenuem II-1V nanbues kuctu [17, 18]. B nu-
TepaType BCTPEYAIOTCs pasnuyHble Knaccuduxanmm
BPOXX/J€HHBIX IIOPOKOB Pa3BUTHA BEPXHENl KOHEYHO-
CTU TIPU [TaHHOM CUHPOMeE, OHAKO Hambosee MOJ-
Holl sBnsetcsa kmaccubukanms Al-Qattan (2001),
BKJIIOYAIOIIasl BbIfle/IeHEe CeMM TUIIOB.

m OpTOneAms, TPABMATOAOTMS M BOCCTAHOBUTEABHAS XMPYPT1A AETCKOTO BO3PACTA.
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Tunm 1 — HOpManbHasA KUCTh, OTMEYAETCS JIUIIb OCHOBHBIMU BapMaHTaMM BMeEUIATEIbCTB Ha KU-
nedopMannsa rPyFHON KIETKIL. CTU ABJIAIOTCA: YCTPaHEHMe CMHIAKTVINY, BOCCTAaHOB-
Tun 2 — pgedopmanysa KuUCTM He3HAUNMTEeNbHAsA, JIeH)E OIMO3UIVM IEepBOTrO JIy4a, YIIMHEHNe IajblieB

IIPOSIB/ISIETCSL TONIBKO IPY CPAaBHEHWM C KOHTpasaTe-
PaJIbHON CTOPOHOIL.

Tun 3 — wraccudeckast popma (CUMOPAXMIAKTIIIN).

Tun 4 — Ha KUCTM MMEIOTCA HECKONbKO (YHK-
UOHMPYOINX JTydeil: A — jy4eBass KOCOPYKOCTb
¢ 6onTapmuMcs OONbIIMM IajblleM VI aIlllasus
nepBoro ny4a; B — agaxtwiusa I nanbua; C — ajak-
tinus [I-111 manbues; D — agakTuins LeHTpalbHBIX
nydeit (pacimerienne Kuctu); E — agaktunusa ynb-
HapHBIX IaJIbIIEB.

Tun 5 — Bce manpipl He QYHKIMOHUPYIOT VWIN
OTCYTCTBYIOT.

Tunm 6 — nonepeuHsble fedeKTbl IPOKCUMaNbHee
IACTHO-(ATAHTOBBIX CYCTABOB.

Tun 7 — pedopmanusi BepxHeil KOHEYHOCTH,
cxopHast ¢ gokomermeit [19].

IToMuMoO aHOManuii KOCTHO-MBILIEYHOM CHUCTe-
MBI Ipu cuHApoMe Ilonanza BO3MOXKHO BOBJICUYEHIIE
B IATOJIOTMYECKUII NMPOILeCC APYIMX OPraHOB M CU-
creM. Tak, HampuMep, ONMMCAHBI CTy4an IOPAKEHU
KpOBETBOPHOI cucteMbl [20], Takme Kak eiiKeMMusi
[21] u HexomxkuHcKas numdoma [22]. Jacob Ndas
Legbo B 2006 romy ommcan ciaydvait 12-jeTHeit me-
BOYKM C cuHApoMmoM Ilonmanpa m TsKenoit Tpom6o-
LUTONeHNel. B aHaMHe3e y malueHTKy ObUIM YacThle
KPOBOM3/MUAHUA B 00aCTb IepefjHeil IPY/HOI CTeH-
KII CO CTOPOHBI nmopaxkeHusA. OODBACHUTD TaKyl0 13-
OMpaTebHOCTD IOPAXKEHNA aBTOPY He yHAIoch [23].

W3 comyTcTByromeil OpTONeaMYecKol MaTOIOIUN
N. Yiyit et al. (2015) y 15,9 % maiueHTOB HabmM0OAaIN
6onesup llnpenrens [2].

AeyeHue

TakTuka edeHus NMaueHTOB ¢ cuHApoMoM Ilo-
nmanpga ompepenseTcss GopMoil maTonoruu (MmomHas
U HeTIO/IHasl), CTENEHbI0 TSDKECTU aHaTOMO-(yHKINO-
HaJIbHBIX MI3MEHEHMIA, a TaK)Ke BO3PACTOM.

[Ipyu 5TOM MO>KHO BBIZEIUTD IB€ OCHOBHbIE TPYII-
bl XMPYPIUYECKNX BMEIIATeNbCTB.

1. PeKOHCTPYKTMBHbIE BMeIIATe/IbCTBA Ha KUCTU
(BepxHell KOHEYHOCTH).

2. PeKOHCTPYKTMBHBIC BMEIIATE/IbCTBA HA TPYJ-
HOJ KJIETKE.

PeKOHCTPYKTUBHbIE BMeWIaTeAbCTBA
Ha KUCTH (BepXHeH KOHeYHOCTH)

Y 6onpHBIX ¢ monHOW Qopmoit cuHppoma Ilo-
JaHfja XUPYPruYecKoe JedeHue HauMHAETCs C BOC-
CTaHOBJIEHVsI (YHKIMM CXBaTa KUCTV M YIYYIIEHUS
BO3MOXXHOCTH CaMOOOCTY>KMBaHN.

KUCTH, TIPU KpaitHuX GopMax HEJOPasBUTHUSA MPON3-
BOIMTCS Tlepecajika MajblieB CTOMBI Ha KUCTD [24, 25].

PeKOHCTPYKTHUBHbIE BMelIaTeAbCTBA
Ha rPYAHOM KAeTKe

BpI60p TaKTMKY jTedeHNs NALVIeHTOB ¢ CUHAPOMOM
[Tonanpa ¢ gedopmanysiMu IPygHOI KIETKM OIpefie-
JIATCA XapaKTepOM M TSXKECTBI0 aHaTOMO-(YHKIIVO-
HA/IbHBIX HapYLIEHUII, BO3PACTOM, HOTOM, @ TAKXe
KenmaHueM manyenrta. Ecmm medekt orpaHmdeH nmiub
MSATKMMU TKaHSAMMU, TO PEKOHCTPYKTMBHbIE BMeIlIa-
TE/IbCTBA BBIIOJHAIOTCS JIUIIb II0 3CTETUYECKUM II0-
kazaHuaAM. Eciu xe y 60/1bHOTO MMeTCA AedeKThl
pebep, IpyAVHBI, apaJloKcalbHOE AbIXaHUE, TO IJIA
yIydieHus QyHKIMN JIETKUX, IPefOTBPalleHNns Ipo-
TPecCUpOBaHMs [IbIXaTeIbHOM HEJOCTATOYHOCTH, 3a-
IUTBI OPTAaHOB CPENOCTEHNs TPeOyeTCsi BBIOTHEHVE
PEKOHCTPYKTVMBHBIX BMELIATeIbCTB, HAIIPaB/IeHHBIX Ha
BOCCTAQHOBJICHIE KapKaca TpyJHON KiIeTkn [26-28].
C TOYKM 3peHUs SCTETMKI >XEHIIMHAM C CHHJIPOMOM
ITonanga HeOO6XOAMMO BOCCTAaHOBUTH O0ObeM MOJIOY-
HOJT KeJe3bl, COCKOBO-apeOJIAPHbIl KOMIUIEKC, 3aIl0yI-
HUTH 3amajieHye MATKUX TKaHell B MOAKII0YNYHON
00671aCcTH, BOCCTAHOBUTD CUMMETPUIO TPYHOI K/IETKIL.
Y MyXXYMH Lie/Ibl0 OIepaluy sIB/SETCS yBenudeHme
obbeMa MATKUX TKaHeN IPYAHOI KJIETKM, BO3MOX-
HOCTb «3aMaCKUpPOBaTb» pebpa, a TakKe BOCCTAHO-
BUTb CUMMETPUIO IPYIHOI KIeTKu [29].

B nmureparype BCTpevyarnTCA pasnMyHble MHEHMA
0 CpOKax Hayaja je4eHMs IALMeHTOB C CHHIPOMOM
ITonmanga. OBHYM aBTOPBI CYUTAIOT, YTO ONEPALN CTle-
fiyeT IPOBOAUTD II0 OKOHYAHUY TOAPOCTKOBOTO BO3-
pacTa, 4TO MO3BOMUT JOCTUYb MAKCUMAJIbHON CHMMe-
TPUM U TIPEJOTBPATUTD MOCIEAYIOLVe BMEIIaTe/IbCTBa
(2, 29], mpyrue OMNCHIBAIOT XOPOILINE Pe3y/IbTaThl Jie-
4yeHus fieTeit 6onee paHHero Bospacra [30, 31].

Metoppl KOppeKiyuy fedopMannii IpyfHON KIeT-
K/ MOYXHO PasfieNuTb Ha CIeAyIolye IPYIIIIbL:

- BOCCTaHOBJIEHME KOHTYPOB TPYHZHON KIETKN
(ayToTpaHCITAHTALMA KOXXHO-XXMPOBBIX U MbI-
IIEYHBIX JIOCKYTOB; NUIOTPAPTUHT; MHBEKIUN
pacTBOpa MONMMMEPHOTO IOMMAKPUIAMUJA, MIPO-
Te3MpOBaHue);

- PEKOHCTPYKIuA T'PYZHON >ee3bl (ayTOTpaHC-

ITAaHTALMsI KOXKHO-)XMPOBBIX M MbIIIEYHBIX JIO-

CKYTOB; IpoTe3upoBaHue; numnorpadtuHr; pop-

MUPOBaHIe COCKOBO-apeO/IIPHOIO KOMIITEKCA);

BOCCTAaHOBJIEHME KapKacHO! (QyHKUUYU TPyj-

HOIl KeTKu (BoccTaHOBeHMe JedeKToB pebep,

yCTpaHeHue I'PbDKM JIETKOTO, a Takke jAedopma-

LU TPY[VIHBI).

B OpTOneAMs, TOABMATOAOTMS M BOCCTAHOBUTEABHAS XMPYPIMS AETCKOro Bo3pacTta. Tom 5.
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Ha ceroguaAmHmit feHb B Mupe IpU peKOHCTPYK-
nun pedopManuy rpygHON KJIETKM y IALMEHTOB
¢ curgpomoM Ilonmanza oThaoT mpepmodTeHNe Iepe-
cajiKe LIMPOYAIIIIeNl MBIl CIIMHBL (B CBOOOIZHOM
U HecBOOOJHOM BapMaHTax) B MO3ULINI0 OOIBIION
rpypHoit Mbrnst [3]. ITo muennio N.A. Popodopu-
los et al. (2011) mmpouvaitiras MbIIIa COMHBI TIO-
3BOJIIET BOCIIOJIHUTH HEOOXOOMMBII 00beM MATKIUX
TKaHell TPYJHON K/IeTKV, CXONHBIN C OOJIBIION TPYH-
HOVI MBILILEN, ¥ B UTOTE [aeT HaMIy4dllle pe3yilb-
taTpl nedeHus [3]. Tpancmosmius mupoyvaimiei
MBIIIIIbI CIVHBI MO3BOJISET HE TOABKO BOCCTAHOBUTH
KOHTYPBI, HO ¥ CTaOMIN3UPOBATh IPYAHYIO KIIETKY,
a Takke oOecriednBaeT MOMOTHUTENbHOE MOKPBITIE
mpore3a yKeye3bl (IIPU €ro UCIOTb30BAHUM) U TIOBBI-
maeT ero cTabmnbHOCTH [29]. B Tex cmywasx, xorma
uMeetcst feUIUT MATKUX TKaHel Ha IepefHeil Io-
BEPXHOCTY I'PYHHOI KJIETKM, II€PBbIM 9TAIIOM IIPOM3-
BOAMTCA dKCIAHZEepHas IepMOTEH3Ms, A Jlajee, Iocie
co3faHMs HeOOXOMMMOro 3araca MITKUX TKaHell, BbI-
HOJTHAETCS ITlepecajKa JIOCKYTOB IIpU HeOoOXOfMUMO-
CTU B COYETAaHUMU C YCTAHOBKON MMIITaHTa T'PYAHOIN
>kenmesbl. IIpy oTcyTcTBUMM IIMpodYaliiieil MBIIIIBI Ha
CTOPOHE NOpaXKeH!sI BO3MOXKHA ee Iepecajika ¢ KOH-
TpajaTepaabHON CTOPOHHI [32].

N.A. Popodopulos et al. (2011) ouenmnu kade-
CTBO XM3HU 49 >xeHIMH ¢ cunapoMoM Ilonanpa, xo-
TOPBLIM BBIIIOTHAINCH Pa3lIMyHble BMellaTe/lbCTBa Ha
TPYySHONM KeTKe: 16 — TpaHCIosuuyA IMypoYanien
MBIIIIBI CIMHBI, 12 — 9KCIaHAepHas AepMOTEH3Us
C MOCENYOLEN YCTAaHOBKONM MMIIZIAHTaTa MOJIOYHOM
XKenesnl, 4 — mepememienrie TRAM-mockyTa (10CKyT
Ha OCHOBe IPsIMOIT MbIIIIBI XXuBoTa). IllecTHagIaTH
HAIMEeHTOB OBUIM YHOBJIETBOPEHBI IONyYeHHBIMU pe-
synbratamu (13 601bHBIM OblIa BBIIIOTHEHA TPAHCIIO-
3ULMA [MPOYAIIe MBIl CIIVHDI, 2 — YCTaHOBKA
VIMIITAaHTaTa MOJIOYHOI >Kenesbl, 1 — IepeMeleHue
TRAM-nockyrTa).

B nuteparype omnmcaHbl efMHUYHBIE CTy4Yall VIC-
HO/Ib30BaHNUA CBOOOJHBIX ayTOTPAHCIUIAHTATOB HJIA
PEKOHCTPYKLMM TPYAHONM KIETKM ¥ MOJIOYHON >Kejle-
3bl y 60/bHBIX ¢ cuHApoMoM Ilomanpa (HyOKHesATO-
OVYHBIN ¥ BePXHEATOJHMYHBIN JIOCKYTbI, TOCKYT Ha
OCHOBE IIOBEPXHOCTHOJ HIDKHEN 3MUTacTpaabHOI
aprepun, DIEP-nockyT (mmepdopaHTHBI JIOCKYT Ha
OCHOBE HIDKHel! SIIUTacTPabHON apTepuit), Ca/IbHUK,
HepefiHe/IaTepaIbHbll TOCKYT 6efpa, KOKHO-MbIIIed-
HBIII JIOCKYT Ha ocHoBe m. gracilis) [33-37]. Hepo-
CTAaTKOM [JaHHBIX BMeEIIATETbCTB SABJSETCS BBICOKUI
MIPOILIEHT OCTOKHEHUI, «III0CaMi» — He3HaYUTesb-
HBIIl yiepO 1A JJOHOPCKOM 061acTy, a Takxe Obl-
CTpO€ BOCCTAHOBJ/IEHNME MALVIEHTOB IO CPaBHEHUIO
C TPAHCHO3UIMeN MIMpOYaNIeli MBIIIIbI CIMHBI [38].

ANTbTepHAaTMBHBIM METOMIOM 3CTETUYECKON KOp-
pexiuy gedopManuy TPyAHON KIETKU IPU CUHAPO-

Me TTomaHga ABAsAETCSA MCIOAb30BaHME CUIMKOHOBBIX
nmiviantoB. Tak, Fekih et al. (2010) gannyio meTonu-
Ky npuMeHsm npu nedenun pepopmaunn II1-1II cre-
neneit [39, 40]. G. Soccorso et al. (2015) coobuymm
00 oIbITe JIeYeHNsI BOPOHKOOOpa3Hoil AedopMannm
TPYHHOI KIeTKu y pebeHka ¢ cunpgpomom Ilomanma
CUIMKOHOBBIM VIMITTAHTOM, IIPY 9TOM aBTOpPaMM ObIT
HOJTy4eH XOpOILINIT KOCMeTHdecKuit pesynbrar [31].
Opnako, o manHbIM A.E. Seyfer et al. (2010), nc-
MO/Tb30BaHMe CUIMKOHOBBIX MMIUIAHTATOB IaeT OOJIb-
IOV IPOLIEHT OC/IOXKHeHui [16], u, Kpome TOro, NMpN
CTIOKHBIX (POpMax CMHAPOMA IIOCTAHOBKA MMITIAHTA-
Ta KpaliHe 3aTpygHUTeIbHA [36].

OpHuM U3 METOHOB KOCMETUYECKOW KOPPEKIUN
nedopManmit TPYHON KIETKM SIB/ISETCS MUKPOVHD-
eKI[MIOHHas ayTOTPAHCIUIAHTAIVsA XXMPOBOI TKaHU,
unn nunorpadTuHr. ITO mMpoueRypa, IpU KOTOPOI
KMpOBasi TKaHb MallMeHTa ¢ Oemep, )KMBOTA, SITO-
In1 3a0MpaeTcsi ¢ MOMOIIBIO JIUIIOCAKIINY ¥ BBOJUT-
¢ B Ty 001acTb, Ifie 910 Heobxonumo. OCHOBHBIMU
[PEeNMYIIeCTBaMI JaHHOTO CIIOCO0a KOPPEKLMN sIB-
JISTIOTCSL OTCYTCTBME PEAKLMU OTTOP)KEHUS, MaJIOMH-
Ba3VBHOCTb, MUHVUMA/IbHBII NEpPUOJ peabuInTanum
[41].

OpHako BCeCTBME pe30pOLMU KUPOBOI TKaHU
C IeJIbI0 IOTyYeHNS YHOBIETBOPUTEIbHOTO 3CTETH-
YeCKOTo pesy/brarta TPeOYIOTCs MHOTOKpaTHbIE BMe-
marenbcTsa [38].

V. Pinsolle et al. (2008) coobummm 06 ombiTe mpu-
MeHeH)sl JJAaHHOJ MeTOMKM y 8 GObHbIX (y 7 >KeH-
wyH 1 y 1 Mmy>xunssl). KonndectBo nHBEKIMII cocTa-
B0 oT 1 1o 5, cpegumit o6vem — 96 mn (ot 25 mo
200). B 1 crmyuyae paHHasA MeToAuKa IPUMeEHAIACH
B M30/IMPOBAaHHOM BUJe, B 7 — B COYETAaHUU C pe-
KOHCTPYKTMBHBIMMU ollepanysmiu. IIo MHeHMIO aBTO-
poB, MUIOrpadTMHT MOXKeT OBITh MCIIOB30BAH IIPU
NedeHNy GONBHBIX ¢ JedOpMaLMAMYU TPYAHOI KIETKN
npu cuHapome IlomaHma Kak caMOCTOSITENIbHAS TPO-
Iefypa, OFHAKO JIydllye Pe3y/IbTaTbl BO3MOXHBI IIPU
COYEeTAaHUM C JPYTUMM METOAMKAMM. VIHbeKumm Xiu-
POBOJI TKaHU MO3BOJIAIOT UCIPABUTH JedeKThl KOH-
TYpOB TPyHHOI KaeTkn [32].

Fekih et al. (2010) ommcanyu ONIBIT BBIIIOJIHEHNA
UIIOCAKIMM C KOHTpanaTepanbHONl CTOPOHBI IS
yCTpaHeHUs aCUMMETPUM TPYSHON K/IeTKM Y Hanu-
€HTOB CO cpefHeTsDKenbiMu fedopmanusamu. B psje
CIy4aeB C LIe/IbI0 MaKCUMAa/IbHON KOPPeKIuyu (GpOpMbI
U pa3Mepa IPYAHOIL >Kele3bl TPeOyeTCsl BBIIIOTHEHIE
PENYKIMOHHBIX BMEIIATeNbCTB C KOHTPaIaTepaabHON
cTopoHsI [39].

J. He et al (2016) ommcanyu MeTORMKY OFHOMO-
MEHTHOTO BOCCTAHOBJIEHUs COCKa (3a cueT mepdo-
PaHTON TOPaKOJOP3anbHOI apTepuy — TaK Hasbl-
BaeMblil TAP-710CKyT (KOXHO->XMPOBOJI)) M CaMoIl
JKe7le3bl 3a CYeT MBIIIEYHOTO JIOCKyTa Ha OCHOBE IIN-
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pouaiiiieil MBIIIIBI CIIMHBI y HAlVIEeHTOB C CUHJPO-
moM Ilonanpa. B xofe omepaumy mop MBIy ObLT
YCTAHOBJIEH TKAHEBON 9KCIAHMEP, U CIYCTS HeJeslio
Hayara fiepMoTeH3us. Uepes 2 Mecsa OblI BBINOTHEH
BTOPOJI 3Tall — y7laJieHMe 9KCIaHflepa M yCTAaHOBKA
UMIUTaHTaTa HeoOXOAMMOro pasMepa. JJaHHasA MeTo-
fivKa OblTa IIpMMeHeHa y 12 maluMeHToK B BO3pacTe OT
15 o 21 ropa, mpy 3TOM XOpolINe M OY€Hb XOpolue
pes3yabTaThl ObUIM OTMedeHbI B 11 cmydasx [42].

B Tex cy4asx, KOrfa y HallieHTOB MMEIOTCS TsKe-
JIble aHOMAJIUY Pa3BUTHA IPYAVHBI U pebep, BbI3bIBA-
foiie QYHKI[MOHA/IbHbIE WM TPyOble KOCMeTIYeCKue
HapylLIeHNs, IepBOHAYaIbHO BBINTONHATCA PEKOH-
CTPYKTMBHbBIE OIlepalyuy Ha KapKace TPYRHON KIIeT-
KJ: TOpaKoIUIacTuKa 1o PaBudy u ee mMopmduxanum
[29]; 3amemenne nedeKTOB XPALIEBBIMM ayTOTPAHC-
mraHTataMu (peOepHbI XpsIl, 3aMMCTBOBAHHBII
C IPOTUBOIONIOXKHOI CTOPOHBI), KOCTHO-XPAIEBBIMU
a/UIOTPAaHCIUIAHTAaTaMU, MCKYCCTBEHHBIMM MaTepua-
nmamu, TMTaHOBBIM mesh [15]; moguduipoBanHas
TopakoIrvractuka no Nuss [30]; KOCTHO-ITacTH4YecKue
BMeIIATe/IbCTBA, BKIOYAOIINE OfJHOMOMEHTHOE BBI-
IIOJIHEH)E OCTEOTOMMY TPYAVHBI ¥ TPaHCHO3UIINN
pebep ¢ puxcanmeir cucremoit VEPTER [15]; 3ame-
meHne fedexra pebep Mo mepefHell MOBEPXHOCTHU
TPY[IHOI K/I€TKM TUTAHOBBIMM IUIACTMHAMU CUCTEMbI
Matrix rib [26].

AE. Seyfer et al. (2010), mpoaHanu3upoBaB OT-
JlaJIeHHbIe Pe3y/IbTaThl JiedeHNs: 63 OONbHBIX C CUH-
npomoM Ilomanpma B cpokm HabmoomeHus ot 1 mo
21 roja mocne onepayuy, NIPUIIAKA K BBIBOJY, 4TO
IpU TPOCTHIX (HOpMax CHMHAPOMA MOKa3aHa TPaHC-
MO3MLMsA MIMPOYaiilell MBIl CIMHBI B MO3ULINIO
0O0JIBIIIOI TPYAHON Y MY>KYMH M JOIO/THEHMe JaHHO-
rO BMEIIATEIbCTBA Y JKEHIMH YCTAaHOBKOJ MMILIAH-
TaTa MOJIOYHOJ JKeJle3bl IIOJ IepPeMeIaeMyI0 MBbIII-
ny. B crydae cmoxHbIx GpopM mOMMMO IlepeMeleHns
MIMpoYalIIeil MBIIIIBI CIVHBI HEOOXOAVMO BOCCTa-
HaB/IMBAaTb ¥ KapKaCHYI (PYHKUIMIO TPYAHON KIeTKN
[16]. Tlogo6HOrO anropuTMa edeHus MpUgepP>KUBa-
forcst u L. Foucras et al. (2003). ABTOpbI yKa3bIBaiOT
Ha I1e1eCO0Opa3HOCTb IPUMEHEHNUA TUIOrpadTIHTa
KaK JOIOTHUTE/NTbHON IIPOLIEAYPHI C Le/IbI0 YIydlle-
HUA cumMerpun rpyau [1].

3akAwueHue

Takum o6pas3oMm, ImpencTaBaeHHbIT 0030p MuTe-
paTyphl IO3BOIMI BCECTOPOHHE OCBETUTH BOIPO-
Cbl 9TMOIATOTeHe3a, KIMHUKN, COBPEMEHHBIX TeX-
HOJIOTUII peabuINTauuy MAILMEeHTOB C CUHAPOMOM
[Tonanja M BBISABUTH HMPEUMYIECTBA M HETOCTATKNI
CYILLeCTBYIOLIMX METOAMK. YUNUTBIBAsA PENKYI0 4acTo-
Ty BCTPEYaeMOCTH, C/IOXXKHOCTb IATOJOTUY U IOJN-
MOP(HOCTD KIVMHNYECKUX HPOSIBICHNIT, OTCYTCTBIE

€JMHOTO IIOAXOMA K JIEYEHUIO, JJaHHAsA TeMa HYXJa-
eTCA B Jla/IbHeIIIeM M3YYeHUM U ITyOMMKAIM HOBBIX
CITy4aeB.

Mudopmauns o puHaHCHMpOBaHMK
M KOH(pAUKTE UHTEpPECoB

Pabora mpoBegena mnpu mnoppepxke OI'BY
«HNJOWM um. I'M. Typuepa» Munsgpasa Poccun.
ABTOpBI IeK/IAPUPYIOT OTCYTCTBUE SBHBIX ¥ IIOTEH-
IVIaJIbHBIX KOH(IVIKTOB MHTEPECOB, CBA3AHHBIX C IIy-
O/MMKareil HacTOAIIEl CTAThIL.
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