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AEYEHUE BPOXXAEHHOW KOCOAAIMOCTH
B COYETAHUN C CUHAPOMOM AKOBbCEHA
NP NMOMOLLUN METOAA TNNOHCETH
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BBegenne. Cunpgpom SIkobceHa — pefxmil TeHETHYECKUI CMHAPOM, BBI3BAHHBIN YaCTUYHOI Meneleii AIMHHOTO
wieva 11-it xpomocomel. Curppom SIkobceHa XapaKTepuayeTCss MHOXKECTBEHHBIMI aHOMaIMsMu pasBurtusi. Yacrora
BcTpedaeMocTy 1 : 100 000 XMBBIX HOBOPOXKAEHHBIX. ITaIeHThl JaHHOI TPYNIBI MMEIOT Maab(popMalnu Cepala,
HOYeK, XeTyRoyHo-KuueyHoro Tpakra, IIHC u ckeneTa. Boipa>keHHOCTb KIMHMYECKUX OCOOEHHOCTel pasHOOOpasHa.
CunppoM SIkob6ceHa pefKo coueTaeTcs ¢ BPOXKAEHHON KOCOMAMOCTHIO.

Omnucanne KMMHNYECKOro cayydas. [IpefcTaBien KIMHNYECKUI CIy4ail UCIONb3oBaHuA MeTofa [ToHceTn aid nevenus
BPOXKJIEHHOII KOCOJIAIIOCTY B COYeTaHMU C CUHAPOMOM SIKoOceHa. B pesynbrare Oblia IonydyeHa IONHASA NEepBUYHAA
KOPPEKIMA CTOIBI, KOTOpasA He MMEET pelyiBa B T€YEHME JIBYX JIET.

Juckyccusa. B gocTymHoOl muTepaType MMEIOTCs JMIIb KpaTKye YIOMUHAHUA 00 yKasaHHOII matonoruu. B cmydae
C HAIIMM INAIVEHTOM TaKXXe MOTpe6OBaIoch Goblllee YUC/IO TUIICOBBIX IOBA3OK M/ TOTO, YTOObI MOMYYUTD MOTHYIO
MIEPBUYHYI0 KOPPEKIMIO CTOIIBI.

BoiBoasl. [JocTurHyra omopHas 6e360/e3HeHHasA CTOIA, OOMafjaiolasl IOTHBIM 00BbeMOM ABVKEHUIT, YTO CBUJETENb-
cTByeT 00 ycrernHocTy MeTofa IIoHCeTH B JIeYeHNN HEMAMONATIIIECKOI BPOXX/IEHHOI KOCOMAIOCTH ¥ HEOOXOAMMOCTI
€ro NPUMEHEHNA KaK CTapTOBOTO METOJA.

KnroueBbie cmoBa: BpOXXAE€HHAA HEMAMOIIATIECKAA KOCOIAIIOCTh; CMHAPOM HKO6C€Ha; METO[ Iloncetn.
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Introduction. Jacobsen syndrome, characterized by multiple developmental anomalies, is a rare genetic syndrome
caused by a partial deletion of the long arm of the 11" chromosome. The incidence is 1:100,000 live births. Patients
of this group have malformations of the heart, kidneys, gastrointestinal tract, central nervous system, and skeleton.
The severity of clinical features is diverse. Jacobsen syndrome rarely combines with a congenital clubfoot.

Case report. The clinical case of using the Ponseti method for the treatment of congenital clubfoot in combination
with Jacobsen syndrome is presented. As a result, a complete primary correction of the foot was obtained, which did
not relapse within 2 years.

Discussion. Only brief references to this pathology were found in the literature. In the case of our patient, a greater
number of gypsum dressings were required to complete the primary correction of the foot.

Conclusion. Painless foot has been achieved, which has a full range of motion, which confirms the success of the
application of the Ponseti method for the treatment of non-idiopathic congenital clubfoot and the need for using it as
a starting method.

Keywords: congenital non-idiopathic clubfoot; Jacobsen syndrome; Ponseti method.
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BBeaeHue

Cungpom fko6cena (CSI) — 3To penkmit reHeTH-
YeCKMI1 CMH/IPOM, BbISBAHHDBIN YaCTUYHON Aenenyen
onuHHOTO Iteda 11-it xpomocombl. CS oTHocHTCA
K TpyIllle TeHeTUYeCKUX CUHIPOMOB, XapaKTepu3ylo-
IIVIXCSI MHOXKECTBEHHBIMY BpPOXK/IEHHBIMY aHOMAIUAMU
B COYETAHUH C 33JeP>KKOJ IICUXOMOTOPHOTO Pa3BUTHA,
BUCL[ePA/IBHBIMU MaTbHOPMALVSIMM, @ TAKXKe HEKOTO-
pbIMK OpTomefuYeckuMu npobnemamu [1]. Brepssie
TaHHBIT cUHAPOM onucai SJkobceH B 1973 I. y HeCKo/b-
KIX 4/IeHOB OJJHOII CeMbl}, KOTOpble YHAC/IeOBaIN He-
cbaaHCMPOBaHHYIO TpaHClIoKanuio 11;21 ot popure-
7151 — HOCUTeNISI COaTaHCMPOBAHHOI TpaHcmokauuu [1].

Omnucano 6omnee wem 200 cryuyaes ¢ CA [2, 3].
Yacrora BcTpedaemoctn CA 1:100 000 >xMBBIX HO-
BOpOXXJeHHBIX. COOTHOIIEHVE MaTbiMKOB U JHEeBOYEK
cocrapisier 2: 1 [2-4].

Haubomnee o6mumy KIMHNYECKUMY TPU3HAKAMU
Ci aBnAmoTCcA: mpe- M NOCTHaTajdbHasd 3afep>kKa
¢bu3MUecKoro pasBUTHUSA, ICUXOMOTOPHOTO Pa3BUTHUA,
XapaKTepHBIN TUIEeBOV AU3MOPPU3M, TPOMOOIUTO-
MIeHNs VAU MaHOUTOIeHMA. IlaneHThl UMeIT Malb-
dopmanum ceppla, MOYEK, >KeNTyTOYHO-KUIIEYHOTO
TpakTa, reautamuii, HHC n/wmn ckeneta. Takxe mo-
TyT NPUCYTCTBOBATb HAPYILIEHMS CIyXa, 3peHUs, Top-
MOHaJ/IbHBIE ¥ MMMYHOJIOTMYecKue mpobmeMsl [2, 4].

Takum 06pa3oM, BBIPaKEHHOCTb KIMHUYIECKUX
ocobeHHOCTell pasHOOOpasHa. OmycaHbl Caydan co-
yetaHuss CA ¢ TakuMmm opronegMyecKMMMU MaTONO-
IUAMM, KaK IUIOCKOCTONME, GOJIBbIION M [IVMHHBI
1-11 masnern; cTomnbl, KIMHOAAKTUINS, 6anI/IJ1aKTI/UII/IH,
CUHAAKTUIUA 2-TO U 3-TO Ma/NbleB CTOI, a TAKXE 3U-
ropakTunuA. CraegyeT OTMETUTD, 4YTo codeTaHue CS
C BPOXJIEHHOJ KOCOJIAIIOCTBbI0 BCTpevaeTcs KpaliHe

B Hacrosmieit my6mKanyy Mpl IpefcTaBsieM coo-
CTBEHHOE K/IHIYeCKOe HaO/MoieHe — MalyeHT JBYX
net ¢ C4 B couyeTaHUM C BpOXK/IEHHOI KOCOAIIOCTBIO.

Onucanune cayuas

Hononrenusiii Maapunk (Bec — 2870 1, pocT —
50 cMm, Amrap 7/7) u3BledeH Ha Cpoke OepeMeH-
HoCcTM 38 Hepmenb IpU IOMOLIM OIlepaliMy Kecape-
Ba CeYeHNs, NPEANPUHATON B CBA3U C IMOSIBIEHUEM
IPU3HAKOB YIPO’KaIoIell TMIOKCUM Inofa (OTX0X-
IleHVe OKpalleHHbIX MEKOHMEM OKOJIONIOAHBIX BOJ
u orcytcTBMe 3¢ dekTa oT pomoBo3dyxpenus). [Ipu
MEPBUYHOM OCMOTpe obpamjano Ha ce6s BHUMaHILeE
COCTOsIHME CPefHell TsKeCTU, Hajaudye BPOXXIEeHHOI
HMPaBOCTOPOHHEI KOCONAMOCTHU, a TaK)Xe Haaudue
KIMHNYECKNX Npu3HakoB runorpodun II cremennm.
Kpome TOro, ormedanucb MHOXXeCTBEHHbIE IIPU3HA-
K/ I139MOpuoreHesa: HU3KOPACIIO/IOXKEHHbIE YIIHBIE
PaKOBUHBI, TUIIEPTE/IOPK3M, BBICOKOe HEOO, Iomnepey-
Hble 60PO3/Ibl Ha MAJJOHHBIX MIOBEPXHOCTAX 00X Kil-
CTell, KPUIITOPXM3M, HefOpa3BUTHE KpallHell IJIOTH,
pacxoXx/ieHye IPsMbIX MBIIIL] )KMBOTA. B cBA3M ¢ Ha-
JMYMeM BBILIENIePeYVICIEHHBIX KIMHNYECKX MpK3Ha-
KOB Obl/Ia B35iTa KPOBb 1 OTIPaB/ieHa B TeHETUYECKYIO
naboparopuio s KapuoTunmpoBaHus. PebeHoK
OCMOTpEH Ha 2-e CYTKM >KM3HU. BbIsABlIeHa 3KBUHO-
KaBa-BapycHas fedopMauyus mpasoit cTomsl (puc. 1).

CremneHpb TAXKECTM cOCTaBuiaa 5,5 6amra mo cu-
creMme Pirani [7] (ta6mn. 1), 17 6annoB mo cucreme
Dimeglio [8] (IV ctenens) (Tabm. 2). YunursiBas obigee
TSDKe/I0e COCTOsIHME MallMeHTa, ObII0 IPUHATO pellle-

Tabamua 1

McxoAHast cTeneHb TsaKecTu no wkaAe Pirani (B 6aAarax)

penko. B mocTymHoOi nmTepaType MMEKOTCS JIMIIb ITpusHaku Bauibr
€AMHNYHbIE YIIOMUHAHNA 06 YKaSaHHOi[ IIaTOJIOI'UMN, V[CKpI/IBHeHI/Ie Hapy>XHOI'O Kpasl CTOIIbI 0,5
a TaK)Xe OTCYTCTBYIOT [JJaHHbIE O CTEIIEHU TsKECTH,

MepuanpHasa cKIagka 1
MeTOJaX M pe3y/nbrarax JAe4eHms.

B HacToslee BpeMsl 30/I0THIM CTAaHJAPTOM B Jle- | SRAHAA CKmajka 1
YEeHUM BPOXIEHHOW KOCONAIlOCTU ABNAETCA METOJ, JIaTepanbHas 4acTb TOJIOBKU TapaHHOM KOCTU 1
[Moncetu [5]. JlaHHBINI MeTO[ MPOU3BEN «PEBOIIO- TomosKe e TATOUHON KOCTH 1
LMI0O» B JI€YEHUM BPOXAEHHON MAMONATUYECKON

. OKBUHYC 1

U CUHAPOMAaJIBHOI KOCOMANOCTH [6].
Tabanua 2
McxoaHast cTeneHb TskecTu no wkase Dimeglio
IIpusnakn Vcnpasnsemocts, © | bannbl JlononHnuTeIbHbIE TPU3HAKY bannbt
OKBMHYC 37 3 DIy6OKaH 3a[IHAA HAAIATOYHAA CKIAJKa 1
Bapyc naTtku 38 3 [ny6okas momepeyHast MOfOIIBEHHAS 1
CK/TajKa

BHyTpeHHAA poTanyA CTOIBI 60 4 3HAYNTETbHO BBIPAXKEHHBII KaBYC CTOIIbI 1
[TpuBeneHne nepegHero 22 3 3HauuTe/IbHAs MbILIIEYHAs aTpodus 1
OTfea CTOIBI
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Puc. 1. BHemHuit Buj mauymeHTa 10 JIeYeHUS
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Puc. 2. Kaprotun My>KcKoif, menenys IJIMHHOTO Ieva
xpomocoms! 11 (1okyc 11g23)

Puc. 3. BHemHuit Buj, manyueHTa mocie gedeHus: @ — BUJ
criepeny; 6 — BUJ, C3afin

HIIe OTJIOXKUTb OPTOIIEeAUYecKoe JIeueHre N0 yIydlle-
HIA COCTOSHUA. B [asnbHelieM MOABMUINCH YacTble
0OMIbHBIE CPBITMBaHMA. B 3T0l cBA3M pebeHOK mepe-
BefleH Ha XMPYprudeckoe OTJe/ieHue, Iie BbIABIeHa
fyofieHa/llbHasA HeNpoxoauMocTh. OnepupoBaH Ha

Tabamua 3

CreneHb TSXKECTM Mo WKaAe Pirani nocae cHATUS
MOCAEAHEN TMMNCOBOM MOBA3KM (B DaAAax)

IIpusnakn bannbt
VickpuBrieHue Hapy>KHOTO Kpasi CTOIIBI 0
MenuanbHas CKIajgKa 0
3amHAA cKaajgKa 0
JlaTepanbHas 4acTb TOJIOBKM TapaHHOM KOCTU 0
ITonoxxeHne MATOYHOI KOCTU 0
OKBUHYC 0

12-e cyTku. [IlmarHocTupoBaHa aTpe3Ns ABeHa/LIATH-
MepCTHONM KULIKU. B KIMHMYECKOM aHaau3e KpOoBU
oTMedaercst TpombounTonenns 84 - 10°/n. Ilpu rene-
TUYIeCKOM 00C/Te[oBaHNM BbISBIEH CUHAPOM SIK06-
cena 46,XY, del(11)(q23)[18]/46,XY[2], maTomoruye-
CKMIT KJIOH ¢ menennmeir 11q B 90 % mertadas (puc. 2).

Ha 17-e cyTku >XM3HUM HaJIO)K€HA BBICOKasA TMUII-
coBas NOBfA3Ka Ha NPaBYI0 HIDKHIOI KOHEYHOCTb
no Meropuke IIoncetn [5] — OT KOHYMKOB Ia/blieB
[0 BepxHeil TpeTu Oefpa B IOMOXKEHUY CYNMHAIUK
cpoxkoM Ha 1 Hepmemro. Ilepen KaXABIM IOC/IERYIO-
IIVM Ha/IOKEHUEM TUIICOBON MOBA3KY BBINOHANUCDH
MaHUIynAnuu co cromoin. Ilocme 9 sTanmHbIX TMIICO-
BBIX IIOBA30K IIO/lyYeHa KOPpPeKuMsA CTombl (ObIn
JICTIpaBJIeHbl KaBYC, IIpuUBefieHNe, Bapyc). s nomy-
YeHUs HOTHOJM KOPPeKUMM CTOIBI OBIIIO HeoOXxomu-
MO BBITIOJIHEHME IMOAKOXKHOI axujIoToMuu. B cBs3u
C yXyALIEHMEeM COCTOSHMUA pebeHKa, MaHIMTOIEeHNeN
B aQHa/JM3aX KPOBU TOCIUTAIU3MPOBAH Ha OTAeNIeHNUE
reMaTO/NOT UM Ji/IA BBIIOHEHMA IMYHKIUM KOCTHOTO
MO3ra, COBMEILEHHON C MOJKOXXHON axMIOTOMMEN
IpaBo¥i cTombl. Yepes 3 Hefeny CHATA TUIICOBasA IIO-
Bsa3ka. IlomyyeHa nmonHas Koppekuusa pedopmanuu
cronbl. VI3aMeHeHUsI CTeNeHU TSKeCTU IO CUCTeMaM
Pirani m Dimeglio mocie cHATHA mocmemHey TUIICO-
BOJI MOBS3KM OTpaKkeHb! B Tabn. 3 u 4. Hanoxena
oTBOjAMmasA muHa Jlenuca bpayna B pexxume 23 4daca
B CyTKM CpoKOM Ha 3 Mecsana. Ilo mpomecTBun yxa-
3aHHOTO CpOKa BpeMs MUCIONb30BaHUA YMeHblile-
HO Ha 3 yaca cpokoM Ha 1 Mecsau. B pampHeiinem
BpeMs HOIIEHUS OTBOAAIIEN IIMHBI YMEHbIIANM Ha
1 yac B MecAl] MO JOCTVOKEHUM MCIO/Ib30BAaHUA Ha
HOYHOJI COH.

B Hacrosiiee BpeMsi peGEHOK XOLUT CaMOCTOSI-
TeNIbHO 0e3 JIOMIOJTHUTEe/IbHON HMOAIEPXKKM. BHemrHmii
BIJ, TIAllVieHTa IIpeficTaB/lIeH Ha puc. 3.

Auckyccus

B moBcepHeBHONM IpaKTUKe C/Iyday BPOXX[EHHOM
UAMONATIYECKOM KOCONAIOCTY BCTPEYAIOTCA YacTo,
HO OYeHDb PeJKO HAONMIONAITCA CIydau, acCOLMUPO-

B OpToneams, TPABMATOAOTMS M BOCCTAHOBMUTEABHAS XMPYPIMg AETCKOro Bo3pacta. Tom 6. Beinyck 4. 2018
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Tabanua 4
CreneHb TsxecTn no wkare Dimeglio nocAe CHATUS MOCAEAHeN MMNCOBOM MOBSI3KM
IIpusnakn Wcnpasnaemocts, © | bamnb JlononHnuTeNbHbIE TPUSHAKY bannbt
OKBUHYC =22 [nybokas 3ajHAA HafNATOYHAS CKIAfIKa 0
Bapyc naTtkn -5 Iny6oxas momepedHast HOJOLIBEHHAS 0
CK/IafiKa
BHyTpeHH:A poTanys CTONBI -20 3HAYNTETbHO BBIPAXKEHHBIN KaBYC CTOIIBI 0
ITpuBenenne nepenHero -5 3HaunTe/NbHAS MBIIIEYHAsE aTpodus 0
OTZeNa CTOIBI

BaHHbIE C IIATONIOTMEN COEOVHUTENbHON TKAaHU, He-
BPOJIOTMYECKUMM COCTOSHUAMU ¥ XPOMOCOMHBIMMU
aHoManmuamu (5,9, 10]. B gocTynHoit nurteparype
MIMEIOTCs JIMIIb efUHNYHble YIOMMHAaHMsA 00 yKa-
3aHHOII IATOJIOTMM, a TAaK>Xe OTCYTCTBYIOT JaHHbIE
O CTeIeHU TSDKECTY, METOJAX M pe3y/IbTaTax jede-
Hus [1]. Ony6nmKoBaHO HeOOMbIIOe KOMMYECTBO CO-
obmennit 06 ncnonb3oBanuy Merona IloHcetu mpu
JIe9eHNM CUHIPOMAJIbHOI BPOXKEHHOI KOCOTAMOCTH
[9, 11-13]. Janicki et al. [11] coobmjaroT, 4TO maIMeH-
TaM C CUH/[JPOMAJIbHOI KOCOJAIIOCTHI0 HEOOXOAMMO
OosIblllee YMC/I0 TUIICOBBIX MOBSA30K, a TAKXKe Y HUX
Jalje OTMeYaeTcss peuuauB pedopManuy mo Cpas-
HEHUIO C M/IMONATHYeCcKOll KOCOMAanocTbio. Moroney
et al. [13], onuceiBas nedenne 29 MalMEHTOB C He-
UAVOMATUYECKO KOCOJANOCThIO, YKa3blBAOT Ha
YCIIEIIHOCTDb NEPBUYHON KoppeKuuu B 91 % ciydaes,
OfIHAKO peuMAuBMpOBaHUe AedopMaruy CIydunoch
B 44 u 37 %, 4TO MOTpeOOBaNIO OOUIMPHOTO XUPYP-
rudeckoro nedenus. Gurnett et al. [10] Taxxe cum-
TAXOT, YTO HEOOXOAUMMO OOJblliee YMCIO TUIICOBBIX
HOBSI30K IIPU JIeYeHUN HEUAMOIATUIECKON KOCOa-
noctu no Meropy IToncern. Bce aBTOpHI OTMevaroT
addexTnBHOCTD MeTOfA IIOHCETN UM PEKOMEHAYIOT
€ro B KayecTBe CTAPTOBOTO METOJA IPU JIE€YeHUN
CUHPOMAJIbHOM VJIM HEUAMONATUYECKON BPOXKJEH-
HOI KOCOJIAIIOCTU.

B cnyyae ¢ HamMM NalMeHTOM CJieJIaHbl aHa-
JIOTMYHBIe BBIBOABI. EMy motpeboBanoce Gonbliee
YJC/I0 TUIICOBBIX ITOBS30K, Obl/Ia IONTy4YeHa IIOTHAs
HepBUYHAs KOPPEKIMSA CTOIMbBI, KOTOpas HE MMeeT
pelLyBa B TedeHue ABYX JeT. [JoCTUTHYTa OIOpHas
6e360e3HeHHas CTOMA, 00IafaKoILas MOJIHbIM 06b-
€MOM [BVKEHMUIA.

BbIBOADI

Meton TloHceTu HOMXKeH OBITH MCIIONL30BAH
B KadyecTBe CTApPTOBOTO MeTOfa IS Je4YeHUA CUH-
IPOMa/IbHOW Y HEMAMOIIATNYECKON KOCONMAMOCTU IJIA
HO/Ty4YeHNs TIO/THOCTBI0 (PYHKIIVIOHAIBHO CTOIIBIL.

IIpy neyeHMm CUHAPOMANIbHON KOCOMANOCTHU
TpebyeTcs 6Osblilee YMC/I0 TUIICOBBIX MOBA3OK.

AonoAHuTeAbHast Mg opmaums

Ucrounnk ¢puHancupoBanna. PuHaHCUpPOBaHNE
MICCTIENOBAaHNA He MPOBOAUTIOCH.

Kondnukr mHTEpecoB. ABTOPHI JeKIapuUpYOT
OTCYTCTBME SBHBIX U NOTEHIMAIbHBIX KOH(IMKTOB
VHTEPECOB, CBA3aHHBIX C IyO/IMKaluell HacTOoALLeN
CTaTbU.

ITuyecKkas sKcmepTmsa. Popurenu manmeHTa
noamyucany fo6poBonbHOe MHPOPMUPOBAHHOE CO-
I/Iacuie Ha y4acTue B MCCIIe[IOBaHMY, a Takxe obpa-
00TKy ¥ ITyOIMKAINIO [IePCOHA/NTBHBIX TaHHBIX.

Bxnapg aBTopoB

ML.IO. Kpyznos — obcnenoBaHue 1 edeHne mamm-
eHTa. Hammcanue Bcex paspenos crarbu. Coop mmre-
PaTYpHBIX JaHHBIX U MX 06paboTKa.

H.IO. Pymanuyes, I'I. Omapos, H.H. Pymanuyesa —
y4yacTye B 00C/IeOBaHNM U JIEYEHUN TAIVIeHTa.
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