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Xupypruyeckasa Koppekuusa KugoCcKoNMoTUUECKOU
AedopMauMM N0O3BOHOYHUKA Y pebeHKa ¢ CUHAPOMOM
Konpapgu-XionepMaHHa (onucaHue KIMHUYECKOro
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M.C. Acagynaes, C.B. BuccapuoHos, I1.A. lepwwuHa, [1.b. Manamatumu, B.IC Topus, [.H. KokywuH,
T.C. PbibuHckux, C.M. bensiHumkos, T.B. Mypaluko

HauuoHanbHbIN MEAVLIMHCKUIA MCCNEA0BATENbCKUIA LIEHTP AETCKOW TpaBMatonorumn u optoneamu umenn [N. TypHepa, CaHkT-leTepbypr, Poccus

AHHOTALUA

06o0cHoBaHue. CuHapoM KoHpapu—XioHepMaHHa, TakKe M3BECTHbIN KaK X-CLenieHHas [OMUHAHTHAs TOYeYHas XOHLPOAM-
cnnasus 2-ro Tuna (CDPX2), npenctaenset coboii pefKoe reHeTUYecKoe 3aboneBaHue. PacnpocTpaHeHHOCTb ero Konebnetcs
ot 1:100000 po 1:400 000 HoBOpOXAEHHBIX C NpeobnafaHueM NuL, xeHckoro nona (6onee 95%). NpUMEHUTENBHO K LETCKOM
BepTebponoruu, 0cobblit MHTEpeC NPeLCTaBNAT KUPO3 M KUPOCKONMO3, BLICTPO NPOrpeccupyioLne U NPUBOASALLME K TSXeE-
nbIM gedopMaumsaM. OfHaKo B OTEUYECTBEHHOW NUTEpPAType BOMPOCaM AMarHOCTUKU W IeYeHWsl 3TOr0 CMHAPOMA MOCBSALLEHbI
JMLWb eAWHUYHbIE paboThl.

Knunuueckoe HabniopeHme. B pabote npencTaBneHbl AaHHble aHAMHE3a, FEHETUHECKOIO M KIMHWUKO-PEHTIEHONIOMMYECKOro
obcnegosanma pebeHka 3 net u 3 Mec. ¢ cuHapoMoM KoHpaan—XtoHepMaHHa. puBeaeHbl pesynbTaThl XMPYPruyecKoro feve-
HWsl, PaccMOTPeHbI BO3MOXHbIE MOAXOAb! K BbIDOPY TaKTUKM ONepaTUBHbIX BMELUATENbCTB.

06cyxpaeHne. GopMupoBaHmMe BhipaXeHHol aedopMaumu no3BoHo4YHUKa (bonee 50° no Ko66) Bo dpoHTanbHoi M carut-
TanbHOW MAOCKOCTM Y NaLMEHTOB MiajLen Bo3pacTHoOW rpynnbl (oT 2 [0 5 NieT), — HEeCOMHEHHO MPOrHOCTMYECKW Hebnaro-
NPUATHBIA (aKTop. Y paccMaTpuBaeMbIX MaLMEHTOB CBOEBPEMEHHAs XMpYpruyeckas Koppekumsa fedopMaLumm no3BoHOYHMKA
B paHHeM Bo3pacTe pebeHKa u cTabunusaums JOCTUIHYTOro pesynbTaTa MHOTOOMOPHOW MeTanoKOHCTPYKLUMe HeoBXoaAUMbI
C LieNbio NpefoTBPaLLEHNs pPa3BUTUS HEBPOJTOMMYECKOT0 AeduuuTa U BypHOro MporpeccupoBaHNs UCKPUBNEHUS B MpoLiecce
nocnenytoLLero pocta pebeHka.

3aknoyeHmne. Heobxoanma paHHAS KMHMYECKas U reHeTUYecKas AMarHoCTUKa y [eTel C Nojo3peHneM Ha cuHapoM KoH-
paan—XioHepMaHHa. MOHMTOPUHI OpTOMEAMYECKOro cTaTyca nauueHTa HeobXoduM Afs ero CBOEBPEMEHHOr0 HanpaBneHus
K Bpayy-Beptebponory. JleueHue nporpeccupyroLiero KMAOCKONM03a HO/KHO BKIOYaTh paHHEe OMepaTMBHOE BMELLATeSlb-
cTBo. Ero BapuaHToM MoxeT ObITb KoppeKums fedopMaumn U cTabunmsaums MHOrOoMopHOM METaNOKOHCTPYKLMei be3 Bbl-
MOJSIHEHUA PAHHETO CMIOHAMIO0AE3a U NPU HE0DXOAMMOCTU — NOCNELYIOLLME 3TANHbIE KOPPEKLMM.

KnioueBble cnoBa: BpoXAEHHbIN KN(03; BPOKAEHHbINA CKONMO3; KIIMHUYECKUIA Cly4alt; Koppekums aedopMaumu; Beptebpo-
norvs; HapyLueHue hopMMpoBaHUA NO3BOHKOB; opToneaus; cuHapoM KoHpaam—XioHepMaHHa.
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Surgical Correction of Kyphoscoliotic Spinal Deformity
in a Child With Conradi-Hiinermann Syndrome:
A Case Report and Review

Marat S. Asadulaev, Sergei V. Vissarionov, Polina A. Pershina, Denis B. Malamashin,
Vakhtang G. Toria, Dmitriy N. Kokushin, Timofey S. Rybinskikh,
Sergei M. Belyanchikov, Tatiana V. Murashko

H. Turner National Medical Research Center for Children’s Orthopedics and Trauma Surgery, Saint Petersburg, Russia

ABSTRACT

BACKGROUND: Conradi-Hiinermann syndrome, also called X-linked dominant chondrodysplasia punctata type 2, is a rare
genetic disorder. Its prevalence ranges from 1:100,000 to 1:400,000 live births, with a >95% female predominance. In pe-
diatric vertebrology, particular interest is drawn to kyphosis and kyphoscoliosis, which rapidly progress and lead to severe
deformities. However, in Russian scientific data, only a few studies have investigated the diagnosis and treatment of this
syndrome.

CASE DESCRIPTION: This report presents the medical history and genetic and clinical-radiological findings of a 3-year-
3-month-old child with Conradi—Hiinermann syndrome. The results of surgical treatment are provided, and possible ap-
proaches for selecting surgical strategies are discussed.

DISCUSSION: The development of severe spinal deformity (Cobb angle: >50°) in the frontal and sagittal planes in younger pa-
tients (aged 2-5 years) is an unfavorable prognostic factor. For such patients, prompt surgical correction of spinal deformity
at an early age, along with stabilization of the achieved result using multi-anchor instrumentation, is crucial for preventing
neurological deficits and the rapid progression of curvature during the child's subsequent growth.

CONCLUSION: Early clinical and genetic diagnosis is required in children with suspected Conradi—Hiinermann syndrome.
Monitoring of the patient’s orthopedic status allows for timely referral to a spine specialist. Treatment for progressive kypho-
scoliosis should include early surgical intervention. Deformity correction and stabilization with multi-anchor instrumentation
without early spinal fusion may be used, followed by staged corrections if warranted.

Keywords: congenital kyphosis; congenital scoliosis; case report; deformity correction; vertebrology; vertebral malformation;
orthopedics; Conradi—Hiinermann syndrome.
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KIMHUHECKWE CITYHAM

Ob0CHOBAHUE

CvnopoM KoHpapu—XioHepMaHHa, TaKKe W3BECTHBIN
Kak X-cuenneHHas [OMMHaHTHas ToueyHas XoHApoaucnia-
3ua 2-ro na (CDPX2), npeactaBnsieT cobon peakoe reHe-
TU4YecKoe 3aboneBaHue, NpW KOTOPOM HabntofaloT ToueUHoe
06b13BeCTBNEHUE INUPM30B ANIMHHBIX TPYOUATBIX KOCTEN, NO-
3BOHOYHMKA, TPaxen U AMCTaNbHbIX KOHLOB pebep B paHHEM
AetckoM Bospacte [1, 2]. B cBAi3W ¢ ero pegKocTbio TOUHbIE
AaHHble 0 PacrmpoCTPaHEHHOCTM OTCYTCTBYHOT, OHM KonebnioT-
csa ot 1:100000 po 1:400 000 HoBOpOXAEHHBIX C Npeobnana-
HWeM N KeHckoro nona (bonee 95% Habnopenun) [1-3].
KnuHuueckas cumnToMaTika KpaliHe BapuabenbHa — MOXHO
Habnioaath BbIBUXW CYCTABOB, HAafKONEHHWUKA, aCUMMETPUY-
Hble YKOpPOUeH!s TpybuaTbIX KOCTEH, KOXHbIE U 0dhTanbMoro-
rMyeckue HapyLienus [3, 4]. B koHTekcTe BepTebponorum oco-
Bblit MHTEpEC MPeACTaBNseT BbICOKAs 4acToTa BPOXAEHHbIX
n bbicTpo nporpeccupytowmx AedopMaumii MO3BOHOYHOMO
ctonba [1, 3, 4]. Hanbonee pacnpocTpaHeHHble U3 HUX — Ku-
03 unn KndbocKoMo3, KoTopble MOTyT NPUBOAMTL K Bblpa-
JEHHBIM (YHKUMOHANBHBIM HapYLLEHUAIM B paHHEM BO3pac-
Te pebeHKa W TpeboBaTb XWpYpruiecKoro BMeLLATeNbCTBa
Ha nepBbIX rogax usHu [2-4]. OgHaKo B 0TEYECTBEHHOM
NUTepaType BOMPOCHI AWMArHOCTUKM, KIMHUYECKOW KapTUHBI
3aboneBaHua npencTaBneHbl Wb B OTAENbHbIX paborax,
MpenMyLLEeCTBEHHO OCHOBaHHbIX Ha 06Cne0BaHNM 1 ieYeHUN
eAMHUYHBIX BoMbHBIX. M03TOMy feTckue opTonefbl-TpaBMa-
TOJIOMM HEOCTAaTO4YHO 3HAKOMbl C AaHHBIM CUHAPOMOM. 370
onpejenuno Lenb HacTosLen paboTbl.

Hacneposahue paHHoro 3aboneBaHus X-cuennieHHoe
LOMWHAHTHOE, C NeTanbHOCTbIO LIS MYKCKWUX 3MbOpuo-
HOB B OOMbLUMHCTBE CNy4YaeB WM3-3a FOMO3UTOTHOCTU MyTa-
uuv [5]. MoneKynsipHon 0CHOBOW CTy)KaT MyTauuu B reHe EBP
(emopamil-binding protein), NIOkaM30BaHHOM Ha KOPOTKOM
nnede X-xpomocoMbl (nokyc p11.23), koaupytoweM dep-
meHT 3B-ruopokcuctepoua-A8, A7-uzomepasy (ctepon-A8-
“30Mepasy), y4acTBYIOLIMIA B MO3LHMX 3Tanax buocuHTesa
xonecTepuHa [6]. BnepBble reH EBP bbin noeHTMUUMpOBaH
KaK natoreHHbIi npu CDPX2 B 1999 . Ha ocHoBaHWUM 0bHapy-
JKEHMA YKa3aHHbIX META00MMYECKUX HapYLLIEHWI Y NaLMEHTOB
C MyTaHTHbIM FeHOM Ha MblLLKMHOW Mogenu [7]. MyTaumm npu-
BOLSAT K HAKOMJIEHMIO NMPOMEXYTOUHBIX NMPOAyKToB — 8-fe-
rMApOXo/ecTeposia — B MIa3Me U TKaHAX OpraHu3Ma, Ha-
pyLUas XOHApPO- W ocTeoreHes [6, 71.

AHanums reHoMa naumMeHTOB € AaHHOW NaToNorueil BbisBNA-
€T W UHble MyTaumm: MucceHc (Hanpumep, R62W, C72Y, G130V),
HoHceHc (W61X, R110X, W135X), cnnaic-cant, geneumm/
MHCepLMU pa3nuuHbix obnacteii [8-10], a TakKe peKyppeHT-
Hble MyTaLuK, KOTOpbIE MOXHO Habnopath B 3K30HaX 2 U 4
[11-13]. MonHble HyNeBble MyTaLMM acCOLMMPOBaHDI C TAXE-
NbIMM (eHOTUNAMH, BKIl0Yas BHYTPUYTPOBHYHO NeTanbHOCTb
Yy IMOPMOHOB MYCKOr0 Nona, B T0 BPEMS KaK runoMopdHble
MyTauuMKM MOTYT NpOSBNATLCS B Mo3auyHoi dopme (Hanpu-
Mep, Y MyX4MH C COMATMYECKUM MO03aWLM3MOM UNW Kapuo-
TunoM XXY) [13-14]. Y eHwWwwmH BapuabenbHOCTL eHoTUNa
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obycnoBneHa cny4yanHon MHaKTMBaLMEN X-XpOMOCOMbI (nno-

HW3aLKs), YTO MPUBOAMT K MO3aULM3MY U3MEHEHWI: KIETKU

C aKTUBHOW MYTAHTHOW ayNenblo JEMOHCTPUPYIOT HapyLue-

HWS, B TO BPEMSA KaK KIETKU C HOPMasbHOM annenbio hyHK-

LMOHMPYIOT BROHE (u3nonornyHo [14].
®eHotUnuUyeckne nposienenns cunapoma KoHpaan—Xio-

HepMaHHa KpaiiHe BapuabenbHbl: 0T BHYTpUYTPObHOM rubenu

NNoda C MHOXECTBEHHbIMW MOPOKaMW Pa3BUTMs, KOTOpble

HECOBMECTUMbI C XM3HbIO, 10 OTHOCUTENTHO JIErKMUX (opM

Y JIL, JKEHCKOrO Mmofia ¢ Mo3auyHoi dopMoid. Knaccuyeckas

K/IMHWYECKas KapTWUHa MauMeHTOB C [aHHbIM CUHAPOMOM

MPOABNSETCSA COYETAHMEM CKENETHBIX, KOXHbIX 1 0hTanbMo-

noruyeckux aHomanui [15].

CKeneTHble aHOManMM TOUEYHOW XOHAPOAMCNIa3UM Npo-
ABNAKTCS B BULE aCUMMETPUYHOO YKOPOYEHUA KOHEYHOCTEVA
(Yawe pusomenus beppa U nneyva), NPUBOAALLETO K HU3KO-
pociocTv naumenTa (poct ot 10 go 25-ro nepueHTuns) [16].
OpHo 13 Hanbonee 3HAUUMBIX OPTOMEANHECKUX MPOSBIIEHWI
CDPX2 — BblpaeHHass ¥ DYpHO Nporpeccupyioias Ku-
(ockonmoTnyeckas fedopMaumus no3BoHouHMKa. [lo aaH-
HbIM pa3HbIX aBTOPOB, CKONMO3 W KU(OCKONMO3 BCTpEYaT
B 90% HabnioaeHni, 0c0BEHHO Y NALMEHTOB JKEHCKOro nona
C KJlaccuyeckuM heHoTunoM. BpoxaeHHbIN KN o3 BO3HWKa-
€T B pe3ynbTaTe HapyLUEHWUA 3HXOHAPANbHO0 OKOCTEHEHWS
CTPYKTYP MO3BOHOYHMKA, C MAKCMMaJbHbIM KIMHOBUAHbLIM
Ae(hEeKTOM B HIKHErpYLAHOM OTAene, NPUBOASLLMM K OTHO-
CUTENIbHOMY YKOPOUEHMIO TYNIOBHULLLA W NPOrpeccupytoLLei fe-
(opMaumm yxe B paHHeM BospacTe pebeHka [13]. D.E. Mason
U c0aBT. [2] oTMETUAK, YTO B TEUEHUE MEPBOTO roAa MU3HHU
y 20 HabniofaeMblX UMW NaUMEHTOB C TOYEYHOW XOHAPO-
aucnnasven (15 neBoyek, 5 ManbuMKoB) chopMMpOBaNUCh
pasnuyHble BapuaHTbl fedopMauuidi NO3BOHOYHOMO cTofba.
ABTOpbI BbIAENWAM TPU WX BapUaHTa:

1) aTnaHTo-0CEBOE HapyLLEeHUe — PacXoXaeHue 3yboBua-
HOro CMHXOHAPO3a C, N03BOHKa (HecTabunbHOCTb B BEpX-
He-LLEeiHOM oTaene), TpebyloLuee XMPYpruveckon ctabu-
N3aumm B paHHeM Bo3pacTe pebeHKa;

2) yMepeHHbli CKONMo3 0e3 rpydbix KOCTHLIX aHOMaruii
u 6e3 BbIPAKEHHOTO KM(MOTUYECKOr0 KOMMOHEHTA WC-
KPUBNEHWUS — MeJJIEHHO NpOorpeccupyeT M NoLAaeTcs
OJHOMOMEHTHO KOppeKLmM;

3) Haubonee 4acTo BCTPEYALLUMIACA BapuUaHT — TSKENbIN
KM(OCKONMO3, BbI3BaHHLIM aHOManuel HopMMpOBaHMs
MO3BOHKOB (MOMYNO3BOHKM, KIMHOBUAHbLIE MO3BOHKM),
XapaKTepu3yoLLMics BbICTPBIM NPOrpeCCUpYIOLLMM Teve-
HWEM B BbIPaXEHHbIM KUPOTUYECKUM U CKONIMOTUYECKUM
KOMMOHEHTaMW fiedopMaLmu.

Mo AaHHBIM MyNbTULEHTPOBOTO UccneaoBakus M.G. Lykis-
sas M CoaBT. [3], cpeaHwii Bo3pacT BbisBNEHUS fedopMaLmmn
MO3BOHOYHOMO CT016a MpyM TOYEYHOW XOHAPOAMCINIA3MM CO-
cTaenan B cpenHeM 15 Mec. (ot 1 Hea. oo 9 net). B npen-
CTaBNEHHbIX aBTOPaMK HabnoAeHMsAX YacToTa MopaeHus
no3BoHoYHMKA npeBbicuna 75% (13 u3 17 nauueHToB) [3].

MporpeccupoBanne fedopMauun y AaHHOM KaTeropum
MaLMEHTOB 00bIYHO NPOMUCXOAMUT CTPEMUTENBHO — B NEPBbIE
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e Tofibl JW3HN UCKPUBNIEHUE MOXKET AOCTUYb TSKENON CTe-
nenm [17, 18]. B KNMHMYECKO KapTUHE Y NaLMeHTOB oTMeYe-
HO Hanuume puruaHoro KUdosa Ha BeplwKHe fedopMaumm,
4TO CO3[aeT PUCK KOMNpeccuu HepasbHbIX CTPYKTYp [18, 19].

B KaMHMyeckoM HabniopeHuu, onmcaHHoM R. Sutphen
u coaer. [20], nogyepkHyTo, YTo 6€3 afeKBaTHOrO JleYeHus
TAXKENbIN KNOCKONMO3 cnocobeH NpUBECTU K PECTPUKTUBHOM
AbIXaTeNbHON He[OCTaTOMHOCTM U, KaK CeACTBUe, NeTabHO-
My UCxogy.

o paHHbIM cepum KnmHuyeckux cnydaes D.E. Mason
u coaBT. [2], y naumenToB ¢ CDPX2 yacTo oTMeYeHbl peuuan-
Bbl 1 MporpeccupoBaHue fedopMaumn aaxe nocse ycnew-
HOW XMpYpPru4yecKonm Koppekuuu. B HabniogeHusx aBTopos
y DaHHOW KaTeropuu BonbHbIX NoTpeboBanock B cpegHeM
2,5 XVUpypruyeckux BMeLLaTeNbCTBa Ha OHOMO MaLMEHTa
C TSKEMbIM AMCNAACTMYECKMM KUGDOCKONMO30M: BbINOSHE-
HWe NOBTOPHOIO CMOHAM0AE3, B CBA3M C OTCYTCTBMEM (op-
MWUpOBaHWA KOCTHOro 6710Ka nocne BbIMOAHEHHBIX OnepaLyi,
HeobxoAMMOCTb NPOBEAEHNS TaMHbIX KOppeKLui gedopMa-
LiMA MO3BOHOYHMKA C YCTAHOBKOW AOMOSHUATENbBHBIX OMOPHbIX
3/1IEMEHTOB METaJNIOKOHCTPYKLMM, B CBA3M C MPOrpeccupoBa-
HWEM WCKPUBIEHWS 3a NpefenaMu 30Hbl UKCaLMK, a TaKKe
OCYLLECTBNEHWUE KIMHOBUAHBIX BEpTebpOTOMMIA NpY Nporpec-
CMpoBaHWM fedopMaLImy B 30He NPeLLIECTBYHOLLEro CNOHAM-
nofesa. B ommume oT TMNMYHBIX BPOXKAEHHBIX fAedopMaLmii,
MeToAbl YaCTUYHOIO 3NUPM3MoLEe3a OKa3annch HeaPHEKTUB-
Hbl npu cuHapoMe KoHpapu—XioHepMaHHa. 3ToT dakKT, Bepo-
ATHO, CBA3aH ¢ AMGdY3HBIM XapaKTepOM KOCTHBIX aHOManuii
M HapylleHMeM XpsLla Npu AaHHOM 3aboneBaHuu [21-23].

K npyrvM optonenuyeckuM NposiBNEHUSM CUHAPOMa OT-
HOCAT KOHTPaKTypbl CYCTaBOB, BbIBUX Ha[KONEHHMKOB, Ha-
NMuMe BPOXKAEHHOrO BbiBUXa befpa, a TakKe yKopoueHue
MeTaKapnasbHbIX KOCTEN 1 CTOM B COYETAHUM C KOCONANOoCTbIo
[24, 25]. KoxHble M rnasHble NPOSB/IEHMS NATONOTMYECKOr0
COCTOSIHUSI XapaKTepuU3yIoTC UXTUO30M Mo MHUAM braluko
B HeOHaTanbHOM Nepuoge, NepexoaaLLnM B BONMKYNSAPHYI
atpodmio (bonnukynsapHas atpodoaepMus) U NUrMeHTHble
aHoManuu. Bonocbl rpybble, penkve, € ydacTkamu pybLoBon
anoneumu. Mo faHHBIM (GEHOTUNWMYECKOMO aHanu3a, Habnio-
LAl0T U BPOXAEHHbIE KaTapaKTbl (aCMMMETPUYHBIE, CEKTOp-
Hble) 1 apyrue nedeKTbl CO CTOPOHbI 3pUTENBHOMO annapata
(MuKpodTanus, konoboMel) B 2/3 HabnogeHWA.

N3 ocobeHHoCTel HEBPOOrMYECKOrO CTaTyca OMUCaHbI
BapWaHTbl HOPMaJbHOTO WHTENEKTYaNnbHOr0 pasBuUTUS, TH-
MOTOHWSA U CYHOPOXHbIe ABNEHUS. YepTbl IMLA MOryT BKJIIO-
yaTb KpaHuoLedanbHble U3MeHeHus (nnarvouedanuio, nob-
Hylo boccupaumio), ceanoBUaHbIA HOC, acMMMeTputo bpoBeii
1 pecHuu,. Hepeako HabniogaloT oTHOCUTENbHYI0 MakpoLeda-
;mio Ha GoHe HU3KOro pocTa. Bo3MoxHbI NOpoOKK pasBuUTUS
BHYTPEHHWUX OPraHoB (CepAua, NOYeK), TYroyxocTb, a TaKKe
MOPaKEHWUS LieHTPaNbHOW HEPBHOW CUCTEMBI. Y HEKOTOPbIX
MauMEeHTOB OMMCaHbl MOPOKW Pa3BUTUSA LUEMHBIX NMO3BOHKOB
1 Tpaxeo-bpoHxoMansaums [2, 21, 25].

[InarHocTuka 3aboneBaHMs OCHOBaHa Ha [aHHbIX
K/IMHWYECKOTO OCMOTPa, PEHTTEHONOTUYECKUX [aHHBIX,
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OMOXMMUYECKOM aHanM3e MnasMbl KPoBW (MOBbILIEHHbIE
ypoBHu 8(9)-xonecteHona >0,18 mkr/mMn u 8-peruppoxone-
cTeposia) ¥ MONeKyNSAPHO-reHETUYECKOM TeCTUPOBaHUM (CeK-
BeHupoBaHue EBP). IuddepeHumanbHbIn AuarHo3 BKIKYaeT
apyrve GhopMbl XOHAPOAMCNNA3UM MyHKTaTHOW (Hanpumep,
pusomenuyeckyto, CHILD-cuHapoM), HapyweHus MeTabo-
NU3Ma CTeposioB U MaTepUHCKUE ayTOMMMYHHble 3abonesa-
Hua [22, 25].

KJIMHWYECKOE HABJTIOAEHUE

BonbHas B. noctynuna B otaenexve B Bo3pacTe 3 net
3 Mec. B CBSi3W C BblpaeHHOW, BypHO mporpeccupytoLLei
AedopMaLmen rpyLonosCHUYHOIO OTAeNa NO3BOHOYHMKA.
PebeHOK KOHCYNbTMpOBaH MO CUCTEME TeNeMeaULMHCKUX
KOHCynbTauuii dbefepanbHoro M PerMoHanbHOro YpoBHEN
cneumanucTaMu TpaBMaTonoro-opTonefnyeckoro oTaene-
Hua N2 2 OT'BY «HMWLL, neTckoii TpaBMaTonorum u optoneanu
uM. [.1. TypHepa» MuH3gpasa Poccun. PekomeHpoBaHa ro-
CMWUTanW3aumus 4518 AOMOJHUTENBHOrO 06cnefoBaHus v npo-
BELLEHMUS XMPYPrUYECKOro JIeYeHus.

AnamHe3 3aboneBaHus. [lnarHo3 ycTaHoOBNEH MPU POXK-
AeHun. 0TMeyeHbl: AedopMaLus NO3BOHOYHWUKA, BPOXAEHHbI
MOPOK pasBUTUS CEpALA, BPOXKAEHHBIA UXTNO3, MHOXECTBEH-
Hble CTUrMbl Au33aMbpuoreHesa. Monyyana KOHCepBaTMBHOE
neyeHme (neyebHas pu3mMyecKan KynbTypa B UrpoBoi GopMe;
KYpCbl Maccaxa BEPXHUX M HUMHUX KOHEYHOCTEW, CMUHBI).
Hecmotps Ha npoBoauMoe nevenue, fedopmaums beicTpo
nporpeccvpoBana.

AHaMHe3 xu3HKU. PebeHoK oT BTOpoN BepemeHHOCTH,
KoTopas npoTeKasna Ha (oHe recTauMoHHOMo CaxapHoro aua-
beta. Pofbl BTOpbIe, CpouHble. Macca Tena npu poxaeHumn
3370 r, poct 51 cM. B popnaome BbiSIBNEHbI BPOMKAEHHBbIN
MXTWO3, BPOXAEHHbIN NOPOK CepAua, OTKPbITbIN apTepuanb-
Hblii NPOTOK, OTKPLITOE OBajlbHOE OKHO. lepuof HOBOPOXK-
LEHHOCTU MPOTeKan ¢ MHEBMOHWEN HOBOPOXAEHHBIX. [Mo3-
Hee pebeHOK 0CMOTPEH BPa4yoOM reHeTUKOM — YCTaHOBIEH
cuHgpoM KoHpagm—XioHepMaHHa. Y Matepu pebeHKa Takxke
noATBepxaeHHas ¢opMa cuHapoMa KoHpaau—XioHepMaHHa
(6e3 BbIpaxeHHo! AedopMaLmMm NO3BOHOUHMKA), TMNEPTOHU-
ueckas 6onesHb, caxapHblid auaber.

PesynbTatbl 06cnepoBanus. lpy noctynneHuy naumeH-
Ty BbIIO BLINOSHEHO KOMMIEKCHOE KITMHUKO-NabopaTtopHoe
obcnepnoBanve. [ing onpepfeneHns xapaktepa M BENMYUHBI
AehopMaumMM NO3BOHOYHUKA MALMEHTY BBIMOJIHEHA PEHTTe-
Horpadms NO3BOHOYHWKA B BYX NpoeKumsx (puc. 1).

Mpu KIAMHUYECKOM WCCNEefoBaHUM OTMEYEHbI MHOXe-
CTBEHHble CTUIMbl AW33MbpuoreHesa: Konoboma papyxKu,
BPOXXAEHHash MHOTOMIOCKOCTHAA (BanbryCHO-TOPCMOHHas)
AedopMaums NpOKCUMANbHOTO OTAena JieBon befpeHHOM
KocTu (cM. puc. 1 u 7), NopoK pa3BuTUs cepaLa, BPOXIEH-
HbIA UXTWO3.

C uenbio onpeaeneHus AeTanbHoro xapakTepa BpoXaeH-
HO pedopMaumy NO3BOHOYHMKA M 0COBEHHOCTEN pa3BUTMA
KOCTHBIX CTPYKTYP NO3BOHKOB Ha NPOTSXXEHUM OCHOBHOW Ay
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AedopMaumm, a TakKe npefonepaumnoHHOro niaHMpoBaHus
(BbIDOpa KOPPEKTHOrO MMMaHTaTa) MauMeHTy BbINOSIHEHA
MyNbTUCTIMPaNbHAsA KOMMblOTEpHas ToMorpadus rpynHoro
1 NOSICHUYHOTO OTZLE/NOB NMO3BOHOYHWKA (B MONIOXKEHMM NieXa
Ha xuBoTe) (puc. 2-4).

B npeponepaunoHHOM nepuofe, C LEbH UCKIYEHHe
WHTpaKaHanbHOM NaToNnoruK, NaLMEHTY BbINOIHEHA MarHuUT-
HO-pe30HaHCHasA ToMorpadua LUeHoro, rpyaHoro M nosc-
HWYHO-KPECTLLOBbIX OTAE0B NO3BOHOYHMKA B pexkuMax T1-,
T2BU (puc. 5). Mo paHHBIM NpoBELEHHOT0 MCCea0BaHus,
Ha ypoBHe S,—S, CTPYKTypa TePMMHaNbHON HUTW C MOBbI-
LeHHbIM curHanoM B T1BW, 4To xapaKTepHO [4N1s MPOBOW
TKaHW (MMNoMa TeEpMUHANBHOM HUTH).

MauneHT 0CMOTPEH Bpa4YOM-HEApOXUPYProM, MOKa3aHus
K AeduKcaumm CUHHOTO Mo3ra B HacTosiLLee BpeMs OTCyT-
CTBYIOT, NPOTMBOMNOKA3aHUA K PEKOHCTPYKTUBHO-NNacTUYe-
CKOMY BMELLATENbCTBY Ha MO3BOHOYHMKE B 00EME KOppEK-
Lnmn 1 ctabunusaummn fedopMaumn No3BOHOYHMKA HET.

Bbibop 30HbI puKcaumm Ha yposHe Thy,—L, bbin 0bycnos-
NeH HeobXoOMMOCTBIO KOPPEKLUMK BblpaxeHHOW Aedop-
MaLuu NM03BOHOYHMKA KaK BO (POHTaNbHONM, TaK M B ca-
TUTTaNbHOM MAocKocTW. [ns Mobunusaumm ucnonb3oBanu
octeotoMun Ponte u Smith—Peterson Ha yposHsx Thy,—L,.
YunTbiBas 0cOHEHHOCTU CTPOEHMS MO3BOHKOB, C LiEMbHO Npe-
A0NepaLMoHHOro NNaHUPOBaHNA U (OPMUPOBAHMA TPAEKTO-
PUM KOCTHBIX KaHanoB NPUMEHSNM aKTUBHYIO HaBuraumio 3D
KOMMbloTEpHOM ToMorpaduu. Crabunusaums pedopmauuu
M03BOHOYHMKA, C Y4eToM Beca naumeHTa (14 Kr), aHaTomo-
aHTPOMOMETPUYECKUX 0COBEHHOCTEN MO3BOHKOB, a TaKKe
BbIPaXEHHbIM Le@UUUTOM MATKUX TKaHel, bbina 3annaHu-
POBaHa C NPUMEHEHNEM MyTNbTUAKCUaNbHBIX TPacMenuKynsp-
HbIX OMOPHBIX 3IEMEHTOB AIMHOM 25-30 MM M auameTpoM
CTEPHKHS 3,5 MM.

Xupypruyeckoe BMeLIaTeNIbCTBO BhINO/HSANN B YC/I0BM-
X 06LLen KOMBMHUPOBaHHOM aHecTe3un. YKnagKa naumeHTa:

Tom 13, Ne 3, 2025
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Puc. 1. MaHopaMHas peHTreHoToMOrpadus cKeneta — MO3BOHOYHMKA,
Tasa, OeapeHHbIX KocTeli B npAMoii (a) u bokoBo# (b) npoeKumsx. PeHT-
reHosor1yecKasi KapTuHa BPOXAEHHOIO NMOPOKa Pa3BUTUS MO3BOHOYHMKA
Ha doHe HapylLeHus (popMMUPOBaHUA NO3BOHKOB. ChopMMUpOBaHa JIOKasb-
Has NIEBOCTOPOHHASA KMbOCKonMoTMYecKas aedopMaLms No3BOHOYHUKA
Ha ypOBHE TPYLOMOACHUYHOMO nepexoda. JIeBOCTOPOHHSAS CKONMOTMYE-
cKast myra Thy—L, BenumumnHoit 85°, nokanbHas kugotndeckas AedopMaums
Ha yposHe Th,,—L, coctaenser 85°.

NEXa Ha XKMBOTE C pasrpy3KoM NepenHei rpyaHomn u bprow-
HO cTeHKW. KOXHBIM paspes BbINOHEH B MPOEKLMN OCTM-
CTbIX OTpocTKoB 0T Thy, Ao L, nossoHkoB AnuHoi 15 cM.
MocnoiiHo BLINOMHEHO pacceyeHne MArKKUX TKaHei. CkeneTu-
POBaHbl 3a[iHNE OMOPHbIE 3/IEMEHTbI KOCTHBIX CTPYKTYp Mo-
3BOHKOB Ha MpOTAXeHUM focTyna. B octucTbin oTpocTok L,
MO3BOHKA YCTaHOBNEH HYNEBOW TPEKep, OCYLLECTBEHa pas-
MeTKa pedepeHTHbIX TOUEK Ha 3afHUX KOCTHBIX CTPYKTypax
nossoHkos Thy,, Thy, Thy, L, L, L, comacHo npenonepa-
LMOHHOMY MNIAaHMPOBAHMI0 MPU MOMOLLM HABUTALMOHHbIX
WHCTPYMEHTOB Ha NpoTsHKeHUM ayru fedopmaumm. lNog KoH-
TPOJIEM HaBUraLWOHHOM ycTaHoBKK Stryker cdhopMupoBaHb
KOCTHbIE KaHasbl Yepe3 OCHOBaHMs [yr B Tefla M03BOHKOB.

Puc. 2. 3D-peKOHCTPYKLMNS Ha OCHOBAHUM JaHHbIX MYNbTUCTIMPabHOM KOMNbOTEPHOM ToMorpadum: @ — BUA c3aau; b — BupA, cnepeay; ¢ — Kocas npo-
ekuns. OnpezeneH BPOX/AeHHbII NOPOK Pa3BUTMA NO3BOHOYHMKA Ha POHe HapyLLeHns (opMUPOBaHNA NO3BOHKOB. [MNONNa3ns NeBo NonoBuHb! Tena Thy,
runonnasus npasoit nonosuHel Ten Thy, u Thy,. Ha goHe HapyLueHns occudmKaumm No3BOHKOB CPOPMMPOBaHA SIOKaNbHas eBOCTOPOHHSAS KUDOCKOMO-
THYeckasn AeopMaLmMa NO3BOHOUHWKA Ha YPOBHE IPYAOMOSICHUYHOMO Nepexoaa. J1eBoCTOpoHHSA ckonuoTuyeckas ayra Thy—L, nokaneHas kudotuyeckasn
nedopmaums Ha yposHe Thy—L,. [03BOHOYHBIN KaHan be3 BK/IKOUEHMA NATONOrUYECKON JeHCUTOMETPUYECKOI MAIOTHOCTY.
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Puc. 3. Mpu MynbTUCIMpanbHOI KOMMboTepHoIi ToMorpadun B pexxume MPR (MynbTvNaHapHas PeKOHCTPYKLMSA) BbISIBNIEHO OTCYTCTBUE KOCTHOMO CpalLie-
HWUS YT MO3BOHKOB C Tenamu Ha npotsikeHun Thy,—L, 6unatepanbHo: a, b, c — Bu3yanusaums kopHs pyru Thy, cnpasa; d, e, f — BU3yanu3aums KopHs
ayru Thy, cnesa.

Planning

Puc. 4. MpenonepaunoHHoe NNaHMpPOBaHWE Ha OCHOBAHUM [aHHbIX MYNbTUCTIMPasIbHOM KOMMbIOTEPHON TOMOTpaduy rpyaHOro U NOSICHUYHOIO OTAEN0B
MO3BOHOYHMKA MPU MOMOLLM HaBUraLMOHHOI CTaHUMK Stryker: @ — nnaHupoBaHMe pedepeHTHbIX To4eK L, N03BOHKa; b — pexuM MynbTUNaHapHoi
PEKOHCTPYKLMM, BUA C3a4M, NONOKEHUE MNAHUPYEMbIX OMOPHBIX AMIEMEHTOB; C — PEXMM MYNbTUMNAHAPHON PEKOHCTPYKLMM, MONOXEHWUE W TPaeKTopus
N/aHUpyeMbIX OMOPHbIX 3MieMeHToB B, CHOKy. LiBeTHbIE MapKepbl — TPaeKToOpUst KOCTHBIX KaHasoB s NOCTeAyHoLLel UMMIaHTaLMM ONOPHBIX 3IEMEHTOB
MHOrOOMOPHOW METasINIOKOHCTPYKLINK.

Puc. 5. [laHHble MarHUTHO-pe30HaHCHOM ToMorpaduy NO3BOHOYHMKA: 0 —
aKCManbHbIl cpe3 Ha ypoBHe Sy; b — caruTTanbHblil cpes. KoHyc cnnHHoro
Mo3ra Ha YpoBHe MeXMo3BoHKoBOro Aucka L,—L,,. Ha ypoBHe S-S, cTpyk-
Typa TePMUHANBHOM HATU C NOBbILLEHHBIM curHanoM B T1BW, xapakTepHbiM
LS )KMPOBOW TKaHM (IMNOMa TepMUHAMBHON HUTH).
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Puc. 6. BHeluHwii BUA, onepaLmMoHHOI paHbl Mocnie BbiNoHeHHoro 3tana  Puc. 7. Ha cnoHamnorpamMMax rpyAHOTo W NOSICHUYHOTO OTAENa No3BOHOY-
KOPpPeKUMM 1 CTabunnsaummn aedopMaLmm No3BOHOUYHUKA: | — KpaHWanb-  HWKa B MpsMoit (a) U BoKoBOW (b) MPOEKLMM MpU CTATUMECKON Harpy3Ke
Hblii 0TAEN paHbl; 2 — OMOpHble 3IeMeHTbI METANNIOKOHCTPYKUMK; 3 —  MOXKHO OMpefenuTh: BO (pOHTaNbHOM MIOCKOCTW OCb TPYAHOro M Mosic-
TUTaHOBbIN CTEPIKEHb, M30THYTLIA B COOTBETCTBUM C (M3MONOTMYECKUMU  HUYHOIO OTAENa UCKPUBNIEHA — NPaBOCTOPOHHSSA Ayra Thy—, 14° no Kobb.
u3rubammu No3BOHOUHWKA, AvaMeTp 3,5 MM; 4 — BeplumHa fedopMaumy;  JlokanbHas kugotudeckas aedopmaums Ha yposHe Thy, —L, cocTasnset 16°

5 — NONHOCNOMHBIA KOKHO-MBbILLEYHBIA IOCKYT ANs NocneayioLero ykpel-  no Kob6. Ha yposHe Thy,—L, no3BoHKOB ycTaHOBNEHa MHOTOOMOpPHas Me-
WS MeTa/INIOKOHCTPYKUMM B MPOLIECCE YLUMBAHWUSA MOCIEONepPaLMOHHON  Ta/IOKOHCTPYKLMS, [MaMeTp cTepHeii 3,5 MM. KocTi TasoBoro Konblia —
paHbl; 6 — KaynanbHblil OTAEN paHbl. MepeKoc BNEBO, MHOTOMIOCKOCTHas! (Ba/bryCHO-TOpCUOHHas) fedopMaums

MPOKCMMANbHOTO OTAENa NeBoii beapeHHON KOCTH.

\ P2
K.
-

Puc. 8. KoHTponbHoe uccnefoBaHne MynbTUCIMPabHONA KOMMbIOTEPHOA TOMOrpadum, pexwuM MynbTUNIaHapHOM PEKOHCTPYKLMM, NOIOMEHUE OMOPHBIX
3/1eMeHTOB Ha ypoBHe Thy, NO3BOHKa: @, b, ¢ — NeBas CTOPOHa; d, e, f — npaBas CTOpoHa.
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Puc. 9. Ha peHtreHorpammax, BbinosiHeHHbIX 0 (a) v nocne (b) xupypru-
YeCcKoro BMeLLaTeNbCTBa, MOXHO HabMiofaTh HopManu3auuio robanbHbIX
1 pervoHapHbIX napameTpoB carutTanbHoro 6anaHca. SVA (cakpanbHas
BEpPTUKaNbHas 0Cb) A0 onepaunm 44 MM, nocne — 31 MM.

B cdpopMrpoBaHHbIe KOCTHbIE KaHaslbl YCTAHOB/EHbI PEHTTeH-
MeTKU. BbinonHeHa WHTpaonepaLMoHHas peHTreHorpadus
TPYAHOrO W MOACHWMYHOIO OTAE/0B N03BOHOYHWKA B [1BYX MPO-
eKLMAX, NOJIOXEHNe METOK KOpPeKTHOe. HecMoTps Ha oTcyT-
CTBMe OCHOBaHMA Jyr Ha yposHe Thy,, Thy, Th, no3BoHKoB,
YOanoch Ha 3TMX YPOBHAX NPaBUIbHO U KOPPEKTHO ChopMu-
poBaTb KaHabl 15 ONOPHbIX 371IEMEHTOB METaslIOKOHCTPYK-
LMK B Tena no3BoHKOB. B copMMpoBaHHble KOCTHblE KaHa-
Tbl YCTaHOB/EHbI OMOPHbIE 3/1eMeHTbI: TpaHCMeANKYNIAPHbIe
BMHTbI B Tena nossoHkos Thy,, Thy, Thy, L, L, L, c nesoii
CTOPOHbI OTHOCUTESNIbHO JMHUN OCTUCTbIX OTPOCTKOB; TPaHC-
neAMKynApHbIe BUHTHI B Tena no3soHkos Thy,, Thy, Thy, Thy,,
L, L, cnpaBa. Bcero umnnaHTupoBaHo 11 onopHbIX aieMeHToB
CMCTEMbl — AMAMETP CTEPIKHA 3,5 MM. TaKas NPOTAXKEHHOCTb

A~

Puc. 10. BHewwHuii B NaumeHTa nocse NpoBeAeHHOro XWUpYpruyeckoro
BMelLLaTeNbcTBa — OTMeYeHa PeKOHCTPYKLMS GOpMbl TYNOBHULLA C YyY-
LUEHMEM CaruTTasbHOro, (GPoHTabLHOTO M TOPCUOHHOTO banaHca: @ — BUA
c3aan; b — Bup cnepeny; ¢ — Bu, cOOKY.
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YCTaHOBNEHHbIX OMOPHbLIX 3/IEMEHTOB METaSIIOKOHCTPYKLWM
bbina 0bycrioBieHa OCHOBHOM Ayroi aedopMaLym ¢ y4eToM
BbICOKOTO POCTOBOr0 noTeHumana pebeHka. lpousBeneHa
3aHsAs MobMM3aLMa NO3BOHOYHMKA HA BepLUMHe Aedop-
Maumm — octeotoMun no Ponte n Smith—Peterson Ha ypoB-
Hax — Thy,~L, no3soHKoB. [lepBbI CTepxeHb M30THYT
no dopMe (M3NONOrMYECKUX M3rMBOB NMO3BOHOYHMKA, MO-
TPYXEH B ONOPHbIe 3/1EMEHTbI N0 JIEBOI CTOPOHE, BbINONIHEH
[EPOTaLMOHHBIA MaHEBP M (PUKCALMA OMOPHBIX 31EMEHTOB
K CTEPIKHIO B MOMOXEHWUM KOppeKumn aedopMaumu. Bropoin
CTep3KeHb CMOLLENIMPOBaH B COOTBETCTBUM C HOPMAJIbHBIM Ca-
TUTTaNbHBIM MPOQUNEM No3BOHOYHMKA. [lorpyKeH B OMOpHbIE
BMHTbI M0 NMPaBoii cTopoHe. CTepxeHb B OMOPHbIX 31EMEHTax
(MKCMpOBaH raikamu (puc. 6). o CTePIKHAM BbINOSIHEHa cer-
MeHTapHas KOppeKuus — AMCTPaKUMs C BOTHYTOM CTOPOHbI
UCKPUBIEHMSA W KOHTPAKLMA C BbINYKOA CTOpoHbI. WHTpa-
OMepaLMOHHBIA PEHTIEHONOMMYECKUI KOHTPOIb — CMCTEMA
cTabunbHa, NoNoXeHWe UMMNNAHTOB KOPPEeKTHOe, AedopMa-
umsa yctpaHeHa. Cnonaunoges nocne ctabunusauum metan-
NOKOHCTPYKLMW He BbINOHAIN.

BennumHa KOppeKUMM CKONMOTMYECKOTO KOMMOHEHTA
pedopMaummn y naumenHTa coctasuna 83,5% (c 85° po 14°
no Cobb). BennunHa KoppeKumu KMOTUYECKOTO KOMMOHEH-
Ta nedopMaumm coctabuna 81,2% (c 85° no 16° no Cobb).
Mo maHHEIM NpeponepauMoHHOro 0bcnefoBaHmMs, Ha NaHo-
PaMHON PEHTreHOrpaMMe MO3BOHOYHMKA B CaruTTasbHOM
MIOCKOCTM Ha (OHe BbIPAXKEHHOW KMBOTUYECKOh pedop-
Mauuu 0TMeyeHOo HapylueHue banaHca Tynosuwa (yBennye-
HWe 3HaueHusa SVA (cakpanbHas BepTHKanbHas ocb) bonee
40 MM), pas3BUTME KOMMEHCALMOHHBIX MEXaHU3MoB (yBe-
JINYEHME 3HAYEHUIA LUEAHOTO M MOSCHUYHOTO NIOpLO30B).
Ha peHTreHorpaMMax, BbIMOSHEHHBIX MOC/E XUPYPrUYECKOrO
BMeLLaTeNbCTBa, MOXKHO HabmiopaTb HopManusauumio ro-
BanbHbIX U pervoHapHbIX NapaMeTpoB caruTTanbHoro banak-
ca (puc. 9).

[InUTenbHOCTb XMPYPrUYECKOro BMeLLaTeNbCTBa COCTaBU-
na 225 mnH. MHTpaonepauuoHHas kpoBonoteps — 250,0 mn.
HeBponornyeckuin ctatyc pebeHka mocne npobyxaeHus
Ha [JoonepauMoHHOM ypoBHe. MauMeHT BepTUKanMaupoBaH
Ha 2-e cyTKku nocne onepauuu. Mocne aganTauum pebeHka
K BEPTUKa/IbHOM Harpy3Ke Ha 8-e CyTKM nocne onepawmuy Bbl-
MOJTHEHbI PEHTTEH-KOHTPOSTb U KOHTPOSb MYNbTUCMMPaNbHOM
KOMIboTepHOM ToMorpadmeii (puc. 7-9).

lMocneonepaunoHHas paHa 3auna NepBUYHBIM HaTS-
XeHueM. laumeHT afanTUpoBaH K BEPTUKabHOW Harpyske
(puc. 10).

OBCYXXAEHUE

Jleyenue naumenToB npu CDPX2 ¢ BpoxaeHHOM fedop-
Mauuen Mo3BOHOYHMKA NPEeACTaBNIseT CepbesHylo npobneMy
B pe3ynbTaTe paHHero Bo3pacTa U 0COBEHHOCTel TeueHus
3aboneBanuns [23, 24]. ToKa3aHMAMM K onepauuu 00bIYHO
CIyaT NPOrpeccupyroLLmMii KMGOCKOMO3 C PUCKOM BO3HMK-
HOBEHMSI HEBPOJIOMMYECKOr0 AeduumMTa U/MiU AbiIXaTembHbIX
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HapyLUeHWiA. ¥ NaumneHTOB AeTCKOro Bo3pacTa B K/IMHUYECKOI
KapTuHe 3abonieBaHMs 0COBEHHO onaceH KNGOTUYECKUIA KOM-
MoHeHT fedopMauuu: CYMTaeTCs, YTO BPOXAEHHbIN Kndo3
bonee 50° y pebeHKa rposuT cAaBNEHMEM CMMHHOMO MO3ra
1 TpebyeT XMpypruyeckoro BMeLLATeNbCTBA B paHHEM BO3-
pacte. Mpu yMepeHHbIX fedopMaumsax NO3BOHOYHMKA BO3-
MOXHbI BbIXXMAATENbHAsA TAKTUKA U KOPCETUPOBAaHWE, OAHAKO
AaHHble 06 3QPEKTUBHOCTM KOHCEPBATUBHONO JIEYEHNS BECh-
Ma OrpaHu4eHsl.

Xupyprudeckas TakTMKa NieyeHus nauumeHToB ¢ gedop-
Mauuell NMO3BOHOYHWKA B paHHEM BO3pacTe TPaAWLMOHHO
3aKJ/I04aeTCa B CO3[1aHUM YCNOBMI LIS TOKaNbHOMO CMOHAM-
Nofe3a C LeMbi 0CTaHOBKM W NPELOTBPALLEHMS ee JanbHen-
Lero nporpeccupoBaHus [26, 271. B uctopudyeckux Habnoge-
HWSAX ONMCaHbI Cly4am ycreLLHow cTabunusaumum fedopMaumm
MO3BOHOYHMKA B paHHEM Bo3pacTe pebeHKa be3 npuMeHeHus
METaIIOKOHCTPYKUMIA — NOCPeACTBOM NepefHei U 3aaHei
KOCTHOW MNIacTUKKM ayToKoCTbio B Bo3spacte 1,5-2 net. Tak,
N. Kabirian u coaBT. [4] coobwunm o naumeHTe ¢ cUHAPO-
MoM KoHpagw, y KoToporo B Bo3pacte 2 neT BbINOSHEHA
AByX3TarnHas nepegHesagHas GuKcaums rpynonosicHUYHOro
ornena 6e3 NpUMeHeHUs MeTannoKOHCTPYKuMU. KaTamHes
cocTaBun 34 ropa, 0TMEYEHbI YAOBNETBOPUTENLHOE PaBHO-
Becve TynoBuLLa (N0 NoKasatensMm caruTTanbHoro banauca),
OTCYTCTBME HEBPONIOrMYECKOro feduunTa, BEAMUMHA OCTa-
TouHON AedpopMaumn 35° no Kob6 Ha yposHe T,—Ty, 1 53°
no Ko66 Ha yposHe Ty—L, no3BoHKoB [4]. DyHKUMSA BHELLHe-
ro AblXaHus B paccMaTpUBaEMOM KITMHWUYECKOM HabniogeHun
coxpaHsieTcs Ha ypoBHe 70% OT HOPMbI, YTO aBTOpbI COUNIH
Np1eMNeMbIM pesymnbTaToM Ha (hOHE NMPOTSKEHHOMO CMOHAK-
nopesa [4]. TeM He MeHee 3a nocnefHuWe AecATUNeTUs TaK-
TUKA NleyeHns JeTen ¢ KUOCKOIMO30M B paHHeM BO3pacTe
3BOJIIOLMOHUPYET B CTOPOHY NPUMEHEHMS pocTocbeperatoLumx
TexHonorun [17, 28-30]. MockonbKy OKOHYaTeNbHas UHCTPY-
MeHTanbHas uUKcauus B paHHeM Bo3pacTe Heu3beHo BeaeT
K OrpaHW4eHuIo pocTa COOTBETCTBYHOLLMX NO3BOHOYHO-ABUra-
TeNbHbIX CErMEHTOB U FPYLHOM KIIETKM, BCE Yallle UCMOoNb3yoT
3TanHble MEeTOLbl KOPPEKLMM UCKPUBIEHMS, NO3BONALLME
ucnpaensatb fedopMaumio 6e3 ToTanbHOro OrpaHUYeHUs po-
cta. K gaHHbIM noaxofaM OTHOCAT MpUMEHEHWE PacTyLUMX
KOHCTPYKLWI, TaKuX Kak cucteMa VEPTR (BepTukanbHas pac-
upsieMas TUTaHoBas pebepHas KOHCTPYKUMS) UM «pacTy-
LUMe CTEPXKHMW», KOTOPble DUKCUPYIOT K MO3BOHOYHMKY W/Unn
pebpaM v nepuoauyecKn YANUHSIOT Mo Mepe pocTa pebeHka
[27-29]. B nuTepaType onucaHbl Cily4an YCneLIHoro npuMeHe-
Hus VEPTR u pacTywumx CTepKHei Y NaumeHToB C CUHLPOMOM
KoHpapau—XioHepMaHHa, 4To No3BOMWO MCMPaBUTL CKONUO-
TH4eckylo gedopmaumio bonee 80° no Kobb B Bospacte 8 net
C COXpaHeHWeM MOCNeAyHLLEro pocta No3BOHOYHMKA [2, 3.

AnbTepHaTUBHON COBPEMEHHON TEXHOSIOTWEN ABNAKOTCA
MarHuTHO-ynpaBnseMble «pocToBbie» cTepxHu (MCGR), yam-
HEHWe KOTOpbIX MPOBOAAT 663 MOBTOPHBIX 3TAMHbIX ONepaLuii
B aMbynatopHbix ycnosusx [17, 30]. OgHako nobon pocto-
cbeperatowuii MeTof, COMPSKEH C YaCTbIMU OCTIOKHEHUAMH
(nonoMKa MMnNaHTaToB, MHEKLMS 0611acTM XUPYpriyecKoro

Tom 13, Ne 3, 2025

OpTonenys, TpaBMaTonora
V1 BOCCTAHOBYMTENbHAA XVPYpPriAa AETCKOMO BO3pacTa

BMeLLATeNbCTBA, HefOoCTaToYHas Koppekuus AedopMauum
U [p.), Tpebys MHOXKecTBa BMeELLATENbCTB A0 LOCTUKEHMS
3aBepLLEHNA pocTa NaLmeHTa.

CpaBHUTENbHBIA aHANIU3 XUPYPrUYECKUX MeToaoB feye-
Hua [3] nokasan, yto BOMbLIMHCTBY NALMEHTOB C TOYEYHOM
XoHApoaucnnasuen Heobxopumo bonee ofHoi onepauumm
Ha Mo3BOHOYHMKe: noyth 50% nepeHecnn peBM3MM nocne
KOMOMHWPOBaHHOI NepeaHe3aHeNn GuKcaLmu, a nocne 13o-
JIMPOBaHHOMN 3afHei uKcaLmMmM NoBTOPHbIE onepaLum bbinmn
HeobxoguMmbl 20% naumeHTam [3]. 3T0 MOXHO 006BACHUTL
HanMuMeM MCeBHOAPTPO3a B 30HE CMOHAWIOLE3a, NpojoN-
alLWMMCS POCTOM NauMeHTa U nosieneHveM gedopMaumii
MO3BOHOYHOTO CTONOA BbIlLe WM HUXE 30HbI CTabuUnM3auum
AehopMaLmMn MHOTOOMOPHOI METANINIOKOHCTPYKLUMei. KoHceH-
CYCHOE MHEHWE 3KCMEPTOB CBOAMTCA K TOMY, YTO NPM TAXKENOM
BPOXAEHHOM KudocKkonmose Ha doHe cuHapoMa KoHpapou
BO3MOXHa XMpYpruyecKkas KoppeKums aedopMauum y naum-
eHTOB MJIafLLieil Bo3pacTHOW rpynnbl (0T 2 fo 5 net) ¢ npu-
MEHEHNEM KOMBMHMPOBAHHOM CTabunn3aumu No3BOHOYHMKA
(NepemHU CNOHAMNOAES + MHCTPYMEHTUPOBAHHBIN 3aHUNA),
nnbo NpUMEHEHMI0 pocTocheperaoLLmx CUCTEM Y NaLMEHTOB
B Bo3pacte ot 2 Ao 14 net. Boibop MeToaa onpeaensior MHAKN-
BMAYaSIbHO C Y4ETOM Bo3pacTa pebeHKa, BeIMYNUHBI OCHOBHOVA
Ayrv gedopMaLmm U pUriaHOCTM KpUBK3HBI, a TaKKe conyT-
CTBYHOLLMX aHOMAJIMI Y KOHKPETHOrO nauueHTa [3].

lpencraBneHHoe KiMHUYecKoe HabmogeHne pepKoro
cuHapoMa KoHpagn—XioHepMaHHa C BPOXAEHHOW Kudo-
CKONMOTMYECKOW AedopMaumen MO3BOHOYHMKA OTpaaeT
OMMCaHHble B IUTEpaTYpe 3aKOHOMEPHOCTH, HO BMECTE C TeM
LEMOHCTPUPYET PAS YHUKAMbHBIX acneKToB. Y MaLMeHTKU
Habnopanm TMnuuHylo KaptuHy CDPX2: ¢ paHHero Bo3spacta
OTMEYeHbl MPU3HaKWM XOHAPOAMCNNA3MM (PU3OMENNYECKOE
YKOPOYEHUE KOHEYHOCTEN, TOUEYHble KanbLuU@UKaTbl 3Mu-
(GM30B Ha peHTreHorpamMmax) U 4epMatoniorMyeckne Hapy-
LWEeHMA (IMHEMHBIN UXTUO3 C MEPEX0AOM B aTpOGOLEpMMID),
4To MO3BOUNO 3aMoAO3pUTb AAHHBIM AvarHos. MoaTBepi-
AeHue MyTaumm B reHe EBP 1 Hannume xapakTepHbix 6uoxu-
MUYECKUX MapKepoB (HakonseHue 8-AervapoxonectepuHa),
[aHHble CEMENHOT0 aHaMHe3a NOCNYXWIM OKOHYaTeNIbHbIM
[0Ka3aTeNlbCTBOM [JAHHOT0 CUHAPOMA, 4TO 0COBEHHO BaXKHO,
NOCKONbKY A depeHuManbHas AUarHoCTUKa TOHEYHBIX XOH-
ApOAMCNNAasuiA BKIIOYAET PAA UHBIX reHeTMYeckux 3abone-
BaHWW. B JaHHOM cnyyae KNMHWYeCKWe Npu3Haku bbinm Bbi-
pakeHbl OTYETAMBO, YTO 06Nerynno pacnosHaBaHue AaHHOTO
cunapoma. OcobeHHocTbo crydas bbino codeTaHue CKenet-
HOM aedopMaLmm ¢ aHOManueii pasBUTUS CMIUHHOMO Mo3ra —
HW3KMM PacnofioXEHNEM KOHYca W JIMMOMOW TePMUHANIbHOV
HWTW, BbISIBNEHHBIMU MPU MarHUTHO-PE30HaHCHOW TOMOrpa-
(uK, a TaKXKe OTCYTCTBME OCHOBAHMSA AYT Ha YPOBHE HECKONb-
KMX NO3BOHKOB Ha NPOTSKEHUW OCHOBHOM Jyru aedopMaumu.
Hannuue cunopoma MKCMpOBaHHOIO CMMHHOMO MO3ra 3Ha-
UMTENBHO OCNOXHAMO MNnaHupoBaHue. N3BecTHo, YTo comyT-
CTBYHOLLME MHTpPaMeOY/NSApHbIE aHOManuu MOryT NpUBECTH
K HEBpOSIOrMYECKUM OCNOXHEHUAM BO BPEMSA KOpPEKLUU
AedopMaumm No3BoHOYHMKA. [103TOMY Ha 3Tane NoAroTOBKU
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Bbina npoBegeHa KOHCYNbTaLMs Helipoxupypra — obcyaeH
BOMPOC HeobX0AMMOCTN NPEBEHTUBHONO YCTPAHEHWUS JIMMOMb
1 MobMNM3aLMKM CMUHHOTO MO3ra Nnepes BbiMOHEHWEM KOp-
peKummn fedopMaLmm No3BOHOYHMKA.

[naBHo Npobnemoii B 4aHHOM HabmloaeHUM cTana Tsxe-
nas BpOX[eHHas AedopMauus No3BOHOYHMKA. Kak 1 onu-
CaHo paHee, y MaUMEHTa YXe B [LETCKOM Bo3pacTe cdop-
MUPOBANCA 3HAUMTENbHbIA PYLONOACHUYHBIA KUDOCKONO3
C aHaTOMMUYECKMMM aHOMaNWAMM Pa3BUTUA NO3BOHKOB (KNN-
HoupoHas pedopmaums Thy, Thy, Thy,), yTo cooTBetcTByeT
pacnpoctpaHeHHoMy nipu CDPX2 tuny kudockonmosa. AHanus
JUTepaTypbl NMOKa3an, YTo onepaTUBHOE JIeYEHUE TAXKENON
KMOCKONMOTUYECKOW AedopMaLImMm NO3BOHOYHWKA NPU CUH-
apoMe KoHpapn—XioHepMaHHa MOXHO NpoBOAMTL C 2-5 NieT.
CnoHannofesbl, BbINONHAEMbIE M30/IMPOBAHHO Wi C UCTONb-
30BaHMEM MHOMOOMOPHOM METaINIOKOHCTPYKLMM, CYLLLECTBEH-
HO HapyLLaloT PoCT MO3BOHOYHWKA M TpebyeT nocneonepa-
LMOHHOW uMMMobMIM3aumn. Mcnonb3oBaHue «pacTyLUmX»
YCTPOWCTB CYLLECTBEHHO MOBBILIAET YacTOTy OC/OKHEHMWA.
Mo3ToMy aBTOpbI MCMOME30BANM OPUTMHANBHYI0 METOLUKY —
MPUMEHUN MHOTOOMOPHYI0 KOHCTPYKLMIO OTEYECTBEHHOIO
Npou3BOACTBa 63 BbINONHEHUA CMIOHAMIOAE3a, B COYETaHUN
C 3afHeit Mobunmsaumelt no3soHouHMKa no Ponte u Smith-
Peterson. [p HeobxoaMMOCTW 3T0 NO3BOASET BbLINOMHATL
3TanHble KOppeKLUMK B NpoLiecce pocta pebeHka.

KpoMe Toro, B faHHOM ciydae OTCYTCTBME OCHOBaHWA
AYr Ha YpOBHE HECKONIbKMUX TeNl MO3BOHKOB Ha MpOTAMe-
HWM OCHOBHOW Ayrv AedopMaLmMm 3HAUYUTENbHO 3aTPYLHANO
(opMMpoBaHMe KOCTHBIX KaHaoB [1 OMOPHBIX 3/IEMEHTOB
METaNIOKOHCTPYKUMM W UX YCTaHOBKY. 3Ta 3ajavya Obina
yCnewHo pelleHa bnarofaps NpUMEHEHWI0 HaBUraLMOHHOIO
obopynoBaHWa Ha 3Tanax MpefonepaLyoHHOro MiaHMpoBa-
HWS M B X0[e XMpYpruyeckoro BMeluaTenbCTBa. B npouec-
ce ornepauuu yoanocb NpaBWibHO W KOPPEKTHO YCTaHOBUTb
OMOPHbIE 3IEMEHTLI METANIOKOHCTPYKLMH, a MocneaoBaTeslb-
HOCTb KOPPUIMPYIOLMX MaHUNYSALMIA NO3BOIUNA MOHOLEH-
HO MCNpaBUTb UMetoLLLeecs UCKPUBIIEHUE NO3BOHOYHOIO CTON-
6a. MMpoTAXKEHHOCTb YCTAHOBMEHHOM METaNIOKOHCTPYKLMHN
bbina obycnoBneHa HeObXOAMMOCTBID KOPPEKLIMM OCHOBHOM
pyrn pedopMaummn, BoCCTaHOB/eHWeM bBanaHca Tynosuiua
WU, OLHOBPEMEHHO C 3TWUM, BOMBLUIMMM NOTEHUMSMM POCTa
y pebeHka, 4To TpeboBano coxpaHeHus cBO6OAHLIX MO3BO-
HOYHO-ABUraTeNbHbIX CErMeHTOB. B HacTosLeM HabniogeHnm
naumeHTKa bbin onepupoBaHa C MPUMEHEHUEM OTEYeCTBEH-
HOM MHOTOOMOPHOW CMMHANBHOW CUCTEMBI, YTO MO3BOJINT,
npu HeobxogmMocTH, Mo Mepe pocTa pebeHKa BbIMONHATL
3TanHble KoppurupytoLwme BMelLaTenbcTaa. CornacHo cospe-
MEHHbIM MPELCTABNEHUAM O JIEYEHUN AETEl C BPOXAEHHBIM
CKO/IMO30M [JaHHas TaKTWUKa ornpaBdaHa MpW COXpaHEeHHOM
noteHumane pocta. [aHHbIi Ciyyaln cTan OfHUM M3 nep-
BbIX B OTEUECTBEHHOW MPAKTUKE MPUMEHEHUS 0TeYeCTBEeH-
HOM MEeTan/IoKOHCTPYKLMM Y maumeHTa 3 NieT C CUHAPOMOM
KoHpaan—XioHepMaHHa, 4To Nof4YepKUBAET YHUKANIbHOCTb
npencTaBneHHoro Habnogexus. B cA3n ¢ ManbiM Bo3pac-
TOM pebeHKa (HM3KOI KOMMMAeHTHOCTbI) — OTCYTCTBUEM
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BO3MOKHOCTW MpefonepaLyoHHoN 3NeKTpoHenpoMuorpadum
MHTpaonepaLMOoHHbIiA HEMPOMOHUTOPUHT HE NMPUMEHSIIU.

CpaBHeHUe C M3BECTHbIMU KJIMHUYECKUMU CYYasiMMU.
B MupoBbIx nybnukaumax onucaHo KpaiiHe Mano ciyvaes
XMpYPrudeckon Koppekuun LedopMauuin Mo3BOHOYHMKA
npu cuHopoMe KoHpapu—XtoHepMaHHa BBUAY ero peaKocTy.
OtpenbHble coobLenusa D.E. Masonet 1 coasr. [2], N. Kabirian
U coaBT. [4] noaTBEpXKAAloT, uTo BE3 onepaTUBHOrO NeYeHUs
nporpeccupytowmin kudockonuos npu CDPX2 npusogut
K TAXenbIM nocneacteuam. B pabote N. Kabirian u coasr. [4]
34-neTHee HabnwogeHWe nauueHTa NoOCAe BbIMOAHEHUS
CNOHAMNOAE3a B [ETCKOM BO3pacTe MOKa3ano YAOBNETBO-
puTenbHble GyHKUMOHaMbHbIE pesynbTaThl, HO COXpaHUNach
3HaumMTeNbHas ocTaToyHas AedopMaums. B Hawem cnyuae,
Bnaropaps MCMNoNb30BaHMI0 MHOTOOMOPHOM CUCTEMBI, YAAN0Ch
JocTyb bonee BbipaXKeHHOM KoppeKuun AedopMaLv Ha Ha-
YanbHOM 3Tane fieveHus, a AaNbHENLLME MIAHOBbIE 3TanHbIe
BMeLLaTeNbCTBa, B Clyyae NporpeccupoBakus gedopmaumm,
BynyT HanpaBneHbl Ha Nopaepxaque adbdekTa no Mepe pocTa
pebeHKa.

OnbiT D.E. Mason 1 coasr. [2] cBuaeTeNbCTBYET, UTO Y Ma-
LIMEHTOB C TOYEYHOI XOHAPOAMCNNA3MEN YacTo HEe0DXoaMMBI
MOBTOPHblE BMELLATENbCTBA — 3TO MOJSHOCTBIO COBMAjaeT
C aBTOPCKOW TaKTWUKOW 3TanHOMO XMPYPrUYECKOro JieYeHus
[aHHON KaTeropuu nauueHToB. B nutepatype oTMeyeHa He-
006X0AMMOCTb PEBMU3UI MOYTM Y MONOBUHBI MauMeHToB [3].
B HacTosem HabniofeHny oTCYTCTBOBANM OC/OXHEHMS M0-
cne npoBefeHus onepauuu. MaumeHT HaxoauTcs Mof, npu-
CTabHbIM AUCMAHCEPHbIM HabnLeHWEM, M aBTOPbI FOTOBHI
K BO3MOXHbIM KOPPEKLMSAM TaKTUKM NpY NOSBNEHUM NPU3Ha-
KOB NporpeccupoBaHus AedopMaLmm No3BOHOYHUKA.

WTak, npencTtaBneHHoe KMHUYecKoe HabnogeHue
UNNKOCTPUPYET YCMELLHOE COYETaHNE COBPEMEHHBIX TEXHOMO-
TWA MPK JieYeHnn pebeHKa ¢ BPOXAEHHBIM KM(DOCKONMO30M
Ha ¢oHe cuHapoMa KoHpagn—XioHepMaHHa. [uarHoctvka
3TOr0 CMHAPOMA B paHHEM BO3pacTe Mo3B0/INIA CBOEBPEMEH-
HO HayaTb 3TarHOe NIeYeHWe W YNYYLIUTb MPOrHO3 (YHKLM-
OHaJIbHO Y0BNETBOPUTENBHBIX PE3Y/bTaToB. XMpyprudecKoe
neyeHme BbIN0 CNOXHO TEXHUYECKM M TaKTU4ECKW, TpeboBano
y4eTa peaKux ConyTcTBYHLIMX aHOManuii (hUKCMpOBaHHOIO
CMUHHOTO Mo3ra) WU banaHca Mexay pafuKanbHOCTbI0 Kop-
PeKLmMM 1 COXpaHeHUeM NOTeHUMIA pocTa. YcneluHas peanumsa-
LA BbIOPaHHOW TaKTUKY NOATBEPIKAAET ee 060CHOBaHHOCTb.

MpencTaBneHHbIN Cyyaii AONOHAET OrpaHUYeHHbIe CBe-
LEHWS NuTepaTypbl 0 AaHHOM CUHIPOME U [LEMOHCTPUpYET,
yTo Jae Npu peaKoM reHeTUHEeCKoM 3aboneBaHuu npuMe-
HEHME MPUHLMNOB, pa3paboTaHHbIX AN PaHHEr0 JieyeHus
[EeTeN C BPOXAEHHBIM CKONIMO30M, MO3BONIAET CYLLECTBEHHO
YAYYLIMTb MPOrHO3 ANA NaumeHTa. Takum 0bpasoM, npeg-
CTaBJIEHHBIN KNIMHUYECKWUI OMbIT BHOCUT BKNag, B brubnuoteky
3HaHMI1 0 TaKTUKe BeAEHUs NaLMeHToB ¢ cuHapoMoM KoHpa-
An—XioHepMaHHa 1 TAXEeNOoW CUHANBHOWM NaTonormei.

OrpaHuyeHne uccnepoBaHus: B pabote paccMoTpeH
BrVKaNMLLWIA pe3ynbTaT XMPYPrUYEcKOro NIeYeHWs NaUMeHTa,
OTCYTCTBYIOT JaHHblE OTLANEHHOMO KaTaMHe3a.
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3AKJIOYEHUE

TaKTM4eCKNIN NOAXOA, Y NALMEHTOB ¢ fiedopMaLmelt No3Bo-
HOYHWMKa Ha oHe cuHapoMa KoHpaan—XioHepMaHHa JoMmKeH
ObITb HanpaBneH Ha PaHHIOK KIMHUYECKYIO W FeHETUYECKYH
AVArHoCTMKy 3aboneBaHus. MOHUTOPUHI OpTONEANUYEeCKOro
cTaTyca naumeHta — HeobxoauMas YacTb CBOEBPEMEHHOM
HanpaeneHus nauueHTa K Bpadyy-BepTebponory. ®opmupo-
BaHMe BblpaxkeHHoM fedopMaLymm no3BoHoYHMKa (bonee 50°
no Kob6) Bo hpoHTanbHOM M caruTTanbHOM NOCKOCTM Y Na-
LMEHTOB MMajiLLeli BO3pacTHOM rpynnbl (0T 2 [0 5 NieT), He-
COMHEHHO, SIBNAETCA MPOrHOCTUYECKM HebBnaronpusTHbIM
dakTopoM. Y paccMaTpuBaeMbIX NaLMEHTOB CBOEBPEMEHHast
XMpypruyeckas Koppekuus aedopMauuu Mo3BOHOYHMKA
B paHHeM Bo3pacTe pebeHKa W CTabunnsaums JOCTUrHYTOro
pe3ynbTaTa MHOrooMopHON MeTaNIOKOHCTPYKLMEN Heobxoau-
Mbl C LiefIbl0 NPEeAOoTBPALLEHNS Pa3BUTUA HEBPOSIOMUYECKOIO
Aeduumta n bypHOro NporpeccMpoBaHNs UCKPUBIEHWSA B NPO-
Liecce nocreaytoLLero pocta pedeHka.

AONOTHUTE/IbHAA UHOOPMALIUA

Brknap, aBTopoB. M.C. Acafynaes — HanucaHve Bcex pa3fenos paborsi;
C.B. BuccapunoHos — pa3paboTka av3aiiHa UccnefoBaHus, sTanHoe 1 gu-
HanbHOe pefakTMpoBaHWe TeKcTa cTatby; A, lepwmHa — HanucaHue
paspena «0bcyxnaeHne», ob3op nuteparypsl; [.6. Manamawmx, BT To-
pvs, [I.H. KokywmH, C.M. bensHunKoB — 3TanHoe pefaKTMpoBaHMe TeKCTa
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