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O6ocHoBaHHne. CuHAPOM Kpy3oHa — KpaHMOCTEHO3, 06YC/I0B/IEHHbIN COYeTaHMeM HEAOPA3BUTHS KOCTEN Yyepena U npe-
XKAEBPEMEHHbIM 3apacTaHMeM YepenHbiX LWBOB, YTO NPOSBASETCA N3MEHEHUEM GOPMbl MO3rOBOro U JIMLEBOro Yyepena.
Pa3Butne gepopmaumnit aMLIEBOro cKesneta npu JaHHOM 3abosieBaHMM 06yC/0BIMBAET pa3BUTHE 3K30¢TasbMa, POro-
BMYHO-KOHBIOHKTMBAJ/IbHOIO KCEPO3a M MOXKET MPUBECTU K CMIOHTAHHOMY BbIBMXY I1a3HbIX S16/10K U3 0p6uT. OnucaHue
KJMHUYeCcKoro cay4as. [lpejcTtaBiaeH KIMHUYECKNI MPUMepP ABYCTOPOHHENO BbiBMXa 060MX rN1a3HbIX 610K Y NaLMEeHTKU
(npaBoro — B Bo3pacTte 1 roga 2 mec, n1eBoro — B 1 rog 4 mec) B CBS3M C HECBOEBPEMEHHOM NepBOHaYabHON PEKOH-
CTPYKTUBHOM onepaunen. B 3 roga 2 mec BbINOJHEHbI 61epapopadusi, ocTeoTOMUS J0OHO-0POUTO-CKY/10-BEPXHEYE-
JIIOCTHOI0 KOMIMJIEKCa C YCTaHOBKOM A1BYX KOPPEKLMOHHO-ANCTPAKLMOHHbIX annapaTtoB Ha BEPXHIOK YE0CTb M IByX — Ha
JI06HYI0 KOCTb, AMCTPAKLUMOHHbIA OCTEOreHe3, pemMogesMpoBaHue 106HO-BMCOYHbIX obnacTend. 3aKkatoyeHne. CUHAPOM
KpysoHa — Heusnednmoe 3abosieBaHue, Tpebyrljee CBOEBPEMEHHON QYHKLMOHAabHON U KOCMETHUYECKON KOPPEKLMH.
lporHo3 3ab6oneBaHns HebnaronpuaTHbIA. B HacTosee Bpemsi pebeHKy 8 NeT. OTMEeYaloTCs BblparKeHHas 3afepKKa
GU3NYECKOro pa3BUTHS U AajibHeNILIee MPOorpeccMpoBaHne YMCTBEHHOM OTCTa/IOCTH, @ TaKXe MCUXOHEBPOTOMMYECKMX
HapyLLueHnA.

KnoyeBbie cnoBa: KIMHUYECKMI Clly4an, CMHAPOM Kpy30Ha, BbIBUX r1a3Horo si6oKa, 6aepapopapus, ocTeoToMusi, AUC-
TPaKLMOHHbIA OCTEOreHE3.

(Ana unTnpoBaHms: 3psyknH H.N., bydkoBa T.H., He6oTapéra I.U., Kynewosa T.NU. CuHapom Kpy3oHa: KNIMHUYECKKI cry-
yan. lNegunatpnyeckas papmarxonorms. 2019; 16 (1): 36—43. doi: 10.15690/pf.v16i1.2002)

OBOCHOBAHME pemMeHHbIM 3apacTaHueM YepernHblX LWBOB, YTO MPOABAA-

[eHeTu4ecKne 3aboneBaHMa B NocnegHee Bpems CTa- eTcqd u3meHeHMeM GOpMbl MO3roOBOro WU JIMLLEBOroO 4yepe-
HOBATCS CEepbe3HON MNPo6NEMON COBPEMEHHOrO MUpa. na. Yactota 3aboneBaHusa oueHuBaeTca Kak 1:10 000
Mo pgaHHbIM BCceMupHOWM opraHu3aumm 34paBoOXpaHeHus, HOBOPOX/JeHHbIX. CuHApoM Kpy3oHa cocTaBisieT OKOJ0
6% peten cTpajaloT HacneACTBEHHbIMM 3aboneBaHUs- 4,8% BCex cny4yaeB KpaHuocuHocTo30B [1-3]. Matonorusa
MU. CuHAPOM Kpy3oHa — KpaHMOCTEHO3, 06YCNOBNEHHbIN BrnepBble onucaHa dpaHuy3ckum neguatpom O. Kpy3oHoM
COYEeTaHMEM HeAopa3BUTUS KOCTEW 4vepena U MNpexaeBs- (Ostave Crouzon) B 1912 . [4].
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Crouzon Syndrome: Clinical case

Relevance. Crouzon syndrome is a craniostenosis due to combination of cranial bones hypoplasia and premature ectocranial sutures
fusion resulting in deformation of cerebral and facial cranium. Deformations of facial cranium are responsible for exophthalmos and
corneoconjunctival xerosis and can lead to spontaneous eyeball dislocation. Clinical case description. The clinical case of bilateral
eyeball dislocation in a patient (right eye at the age of 1 year 2 months, left — at 1 year 4 months) due to untimely original reconstruc-
tive surgery is presented. The blepharorrhaphy and osteotomy of cranio-orbital-zygomaxillary complex with installation of two distrac-
tion correction instruments on maxillary bone and two on frontal bone, distance osteogenesis, fronto-temporal region remodelling
were performed at the age of 3 years 2 months. Conclusion. Crouzon syndrome is incurable illness that demands timely functional
and cosmetic correction. Prognosis for this disease is unfavourable. These days the child is 8 years old: physical development delay
and mental retardation progression as well as psychoneurological disorders are recorded.
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K cuHapomy Kpy3oHa npuMBOASAT MyTauuK B reHe peuen-
Topa daKTopa pocTta ¢ubpobnactos-2 (fibroblast growth
factor receptor, FGFR) [5-8].

3aboneBaHue HacneayeTcs Mo ayToCOMHO-AOMUHAHTHO-
MY MM ayTOCOMHO-peLLecCUBHOMY TuMy. TilatenbHoe obene-
[OBaHuWe Ha aTane nnaHMpoBaHus 6epeMeHHOCTM NO3BONS-
€T NOBbICKTb LLIAHC POXKAEHMA 340p0BOro Manbiwa [5, 9, 10].

[eHeTUYeCKMe HapyLEeHUs NPOMCXOAAT B CNnepmMaTo30m-
nax v anueKneTKkax 340poBbIx poauTtenen [7, 11].

K ¢akTtopam, cnoco6CTBYOWMM pPa3BUTUIO GONIE3HM,
OTHOCATCS Hanuyine naTonormm B CEMENHOM aHamHese,
BO3pacT oTua cTapwe 60 net B nepuoa 3ayatus pebeHka
[5, 12-14].

OCHOBHbIM 3TMONATOreHeTU4eCKUM GaKTOpOM CUHAPO-
Ma Kpy3oHa aBnseTcs HapyleHne CTPYKTYpbl COeaAnHUTENb-
HOW TKaHM, KOCTEN U XpsLien [5].

KnnHuyeckne npusHaku cuHapoma Kpy3oHa Becbma
cneundPuYHbl: OHW CTaHOBATCH 3aMeTHbIMKW cpal3y nocne
poXaeHus. BbiparKeHHOCTb NPOSIBNIEHUI AOCTUraeT CBOEro
MaKkcumyma K 3—4 rogam [2, 15, 16].

OCHOBHOW cuMNTOM 60f€3HNM — KPaHUOCTEHO3, Mpw
KOTOPOM MPOYHO CpacTatoTca KOCTU Yyepena no BeHeYHOMY
WK CTPENoBMAHOMY LWBY. [1pU 3TOM POCT ronoBbl OCTaHaB-
NIMBaEeTCs, U BHEWHUH BuA pebeHKka npuobpeTaeT xapak-
TepHble YepTbl: AUCTaNbHbIN NPUKYC, 6OMbLLIOE pPacCTosHUE
MEXAY rMasamu, KNIOBOBUAHbIM HOC, HU3KOE pacnonoXeHue
ylwen, BbICTynatoLWmnin 60/bLION A3bIK, YKOPOYEHHAsA U HU3KO
pacnonoxeHHas rybéa, HegoCTaTO4HOE CMblKaHWe Yento-
CTeN, peakune Kpusble 3y6bl, HEMONHOE CMblKaHWe 3y60B,
BbICOKOE W Yy3KOe TBepaoe HEGO, BbiCTynalowuin Bnepes
noa6opoaoK, TaKXe MMeeT MecTo pacluesnHa TBEpPAOoro
HEGa 1 A3blYKa [2, 5, 17-21].

[Opyrne BO3MOXHble BWAbl AedopmMaLuM 4YepenHoun
KOPOOKMU:

* cKadoKedanua — nagbeBuaHas d¢opma rososbl C yaau-

HEHHbIM HU3KO MOCAXXEHHbIM YEPEMNOM U Y3KUM N160M;

° Opaxukedanns — KOPOTKOroIOBOCTb WAU CIIUWKOM

LUMPOKas rofioBa Npu YKOPOYEHHOW AnnHe Yepena;

* pedeKT Kleeblattschadel — rugpouedanongHasn gedpop-

Mauumsa Yepena B GopMe TPUANUCTHUKA.

CuHapoMm KpysoHa — Hewusneuynmoe 3aboneBaHue,
Tpebywuee GYHKLUMOHANBbHOM M KOCMETUYECKOW KOppeEK-
LMK, KOoTopas LOCTUraeTcs JiMlWb OMepaTUBHbIM MNyTEM.
Xvpypruyeckoe BMeLIaTenbCTBO HanpaBfiieHO Ha BOCCTa-
HoBfeHMe popMbl Yepena n ycTpaHeHWe CUHOCTO30B. Takue
onepauun NpoBOAATCA A0 OCTAHOBKM pocTa 4epenHom
KOPOOBKMK, HaYMHasa ¢ poxaeHus [2].

MpeacTaBnseM KIMHUYECKUI cnyvan cuHapoma KpysoHa
CO CBOEBPEMEHHO YCTAHOBJIEHHbIM AMArHO30M W MO3A4HO
BbIMOJIHEHHOW XUPYPrU4ECKOM KOPPEKLMEN.

KJMHUYECKHUHA NPUMEP

O nauueHTe

lMpeactaBneH KAWMHWYECKUM Mpumep nauyueHTku b.,
8 net. lata poxaeHua — 17.01.2011.

M3 aHamHe3a M3BECTHO, YTO pebeHOK OT 1-i 6epeMeH-
HOCTH, NpoTeKaBLen Ha doHe ayTupeosa (struma I-Il cTe-
neHKn), OCTPOM pecnupaTtopHon nHbekumnn B 39 Hed. Poabl
nepBble, CPOYHble, B FOJIOBHOM NpeafexaHnn npu Cpoke
rectaumnu 41 Hep. OueHKa no wrane APGAR — 7-8 6annos.
Macca tena npu poxxaeHnn — 4150 r, anvHa tena — 54 cm,
OKPYXHOCTb ronoBbl — 39 CM, OKPYXKHOCTb rpyau — 37 cM.

M3 popgaoma aeBoYKa nepeBefeHa B Y3 «[leTcKas
ropofckas 6onbHuua N2 4» r. CapaToBa (Mama OoTKa3anacb
oT pebeHKa), rage Haxoaunacb 40 TPEXMECAYHOro Bo3pacTa,
3aTeM — B Y3 «MapKCOBCKUI IoM pebeHKa NCUXOHEBPO-
noruyeckuin» CapatoBcKon o6nacTw.

C 4 net naumeHTKa Haxoautca B TBY CO «OpnoBCKun
LETCKUIN JOM-UHTEpPHAT A5 YMCTBEHHO OTCTabIX AeTeW».

MepeHeceHHble 3a6oneBaHus: LepebpanbHas uwemus
2-i cTeneHu, pogoBas TpaBMa LIEMHOro oTaena CruHHO-
ro mosra (aucnokaums C1-C2), HeoHaTanbHaa MKenTyxa,
OTEK AWCKa 3pUTE/IbHbIX HEPBOB, BPOXAEHHas aHoManus
MOYEBbLIBOAALLMX NyTeN (NOAO3PEHNE Ha YABOEHUE NOYEK),
MHbEKLMA MOYEBBLIX MyTel, NocTHaTanbHasa runotpodus
1-n cTeneHn. Bo Bpemsa npebbiBaHUA B Aome pebeHKa:
€XeMecs4HO OCTpble pecrnupatopHble MHOEKLMK, OCTPbLIN
NTAPUHIOTPaxe0BbpPOHXUT, OCTPbIA FTHOWHbIN KOHBIOHKTUBHT,
[BYCTOPOHHUIM TY6OOTUT, XPOHUYECKUIA OTHT.

dusmkanbHas AUarHocTuKa
Y pebeHKa npu pOKAEHWUU MHOMKECTBEHHbIE CTUIMbI
aMbpuoreHesa:
* yepen gedopmMupoBaH («6alleHHbIM Yeper») 3a CHET cpa-
LWEeHNs YepenHbIX WBOB;
°  JIMLO YNJIOLLEHHOE;
® 1106 BbICOKWI, AePOPMUPOBAHHDIN;
® HOC — ynjouleHHas nepeHocuLa;
° [na3a — ABYCTOPOHHWUI 3K30dTaNbM;
®  YLWHblE PaKOBUHbI — AUCNNACTUYHbIE;
°  TUNONNAa3us HUXKHEN YenocTy;
®  0GO/bLLIOW A3bIK, POT MPUOTKPbIT.
dusnonormyeckme oTnpaBaeHUs He KOHTPOAMUpYeT.
OTmMeyaloTcs AHEBHOE M HOYHOE HefepaHWe MOYM, SHKO-
npes.
duanyeckoe pasBuUTME HUBKOE, PE3KO AUCrapMOHMY-
Hoe: macca Tena — 12 250 r, pocT — 93 CM, OKPYXKHOCTb
ronoBbl — 52 CM, OKPYXHOCTb rpyan — 52 cMm.
HepBHO-NCcMXMYecKoe pasBUTME HU3KOE, PE3KO Aucrap-
MOHWYHOE, NONIOKMUTENbHON AMHAMMKM B HEPBHO-NCUXMYE-
CKOM pa3BWTUKU C BO3PACTOM He OTMeYaeTcs.

06cnepoBaHUs U KOHCY/IbTaluuU

HenpocoHorpamma ot 24.03.2011: aunataums 60Ko-
BbIX }KENYAOYKOB M 3-ro xenyhoyka. JIeHTUKynocTpruapHas
BaCKy/i0naTus Nerkon cteneHu.

Axokapauorpadums (9xoKl) ot 26.01.2011: BpOKAEH-
HbIM MOPOK cepALia, BTOPUYHBIN AedeKT MmexnpeacepaHon
neperopoaku (anametp, d, 0,7 cm). Pazmep npaBoro xeny-
JOYKa Ha BepXHeW rpaHuLe Hopmbl. AHOManbHas xopaa
B IEBOM XefNyaouKe.

AxoKIN o1 23.06.2012: BTOpPUYHbIA AedeKT Mexnpen-
cepaHon neperopoaku (d 0,5 cm). Paamepbl nosiocTen B HOP-
Me. AHOMasbHas Xopaa B 1€BOM Xenygo4Ke.

AxoKIN o1 07.05.2013: gaHHbIX 3a BPOXAEHHbLIA NMOPOK
cepiua He BbigBAeHO. OTKpbIToe oBanbHOe OKHO — d
0,36 c™m.

leHeTuK (18.02.2011; 07.02.2014): yepenHo-nnueBOMn
anM30cTo3 (cMHApoM Kpy3oHa), kapuoTtun 46, XX.

OkynucT (03.05.2011): ak3odTanbM 060ux rnas.

AyANOCKPUHKHT B poaaome (21.01.2011): neBoe 1 npa-
BOE YXO0 He cblwar.

Cypaonor (07.05.2013): Ha MOMEHT OCMOTpPa [laHHbIX 3a
HapyweHne GYHKLKUIA Cnyxa He BbISIBAEHO.

OtonapuHronor (02.03.2011; 07.05.2013; 07.02.2014):
HenonHas aTpe3uns 1eBOM X0aHbl.

HeBponor (02.03.2011;07.05.2013): BpoXKAeHHas reHe-
TUYeCKas NaToNorus; YepenHo-NMLEBON AU30CTO3 (CUHAPOM
Kpy3oHa); aHuedanonatms; 3agepxKa atanos pa3BuTus.

Mcuxnatp (07.05.2013): BbipaxeHHas 3ajieprKKa Ncmnxo-
peyvyeBoro pasBuUTUS.

Kapaunonor (16.05.2012; 11.08.2012): BpOX/AEHHbIN
NOPOK cepaua; AedeKT MexnpeacepaHon NeperopoaKu,
HKO. 31.05.2013: MAPC; OTKpbITOE OBa/lbHOE OKHO.
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3HAoKpKuHonor (16.05.2012): HeAOCTaTOYHOCTb MUTAHMKSA
HeyTO4YHeHHas!.

AnddepeHymanbHas gUuarHocTuKa

MpoBoaunca guddepeHumanbHbli AUarHo3 C ApPyru-
MU CUHAPOMAnbHbIMKM KPaHWOCMHOCTO3aMMK: CUMHAPOMOM
AnbnepTta, OTAMYWUTENbHbIM MPU3HAKOM KOTOPOro $BNS-
eTCcA MOoMHas CMHAAKTUAWSA KWUCTEW M CTOM; CUHAPOMOM
MNpanddepa ¢ TUNUYHBIMKU MOPOKaAMKU Pa3BUTUA KOHEY-
HOCTEN, TaKMMM KaK LUMPOKME BOoNblUME Nasblibl PYK U HOT,
CUHAAKTUINEN U BpaxMaaKTUINEN; CUHOPOMOM [KeKcoHa—
Bewica, 04HMM U3 XxapaKTepHbIX NMPU3HAKOB KOTOPOro SBAS-
loTCA yTONLEHME M AeBraLms 60MblUMX NanbLEB CTOM; CUH-
apomom KapneHTepa, TUNUYHBIMKW MPU3HAKaMKU KOTOPOro
ABNAOTCH NONUCUHAAKTUANS CTOM, OXUPEHUE, HUSKMUI POCT.

KnuHunyeckuin guarHos

OcHoBHOM amarHo3: BpoxkaeHHas reHeTuMyeckas narto-
norus. YepenHo-nMuUeBOM AM30CTO3 (CMHAPOM Kpy3oHa),
Kapuotnn 46, XX. [ABYCTOPOHHUIN 3K30dTaNbM, HEnosHas
aTpe3uns NeBOM Xx0aHbl, ABYCTOPOHHAS CEHCOHeBpasbHas
TYFrOYXOCTb.

ConyTeTBylOWMIM AnarHo3: dHuedbanonatus yToyHeHHas.
PopoBas TpaBma LWeMHOro oTaena CAMHHONO Mo3ra, Auc-
nokauyua C1-C2. BpoxAaeHHbIM MOPOK cepaua, BTOPWY-
HbIV OedeKT mexnpeacepaHon neperopoaku (d 0,7 cm).
AHOMasnbHas xopfa N1eBoro *xenyaoyka. Tumomeranus | cre-
neHu. MNMyno4yHas rpbika. MNocTHaTanbHasa runotpodus | cte-
nexHu. TpaH3UTOpPHasa Aucnnasuns Tazob6eapeHHbIX CyCTaBoB.

OcHoBHOWM AgmarHo3 B Bo3pacte 4 neT npu nepeso-
Ae B AeTCKkui gom: BpoxaeHHas reHeTnyeckass nartono-
rus. YepenHo-nuueBon aAn3ocTto3 (cuHApoM Kpy3oHa).
BbiBMX rnasHbix 5610K. CocTtosHWe nocne Gnedapopaduu.
HenonHas aTpe3uns neBon XxoaHbl. ATPOPUS 3PUTENbHbIX
HEepBOB.

ConyTeTByloWmMi anarHo3: dHuedbanonatus yToyHeEHHas.
Manas aHomanua pa3BuUTUS cepala (OTKPbITOe OBajibHOe
OKHO). [Incnnasunsa TasobenpeHHbIX CycTaBoOB. BbipaxeHHas
3a4eprKKa GU3NYECKOro U HEPBHO-NCUXMYECKOrO Pa3BUTUS
(HM3KOE€, PE3KO AUCTapMOHUYHOE).

MeauuMHCKHUE BMeLnaTenbCcTBa

B Bo3pacTte 1 roga 2 mec Ha ¢oHe OCTpon pecnupa-
TOPHOM BMPYCHOM MHOEKLMM NPOM30LWeEN BbIBUX NPaBoro
rnasHoro si6noka (puc. 1).

MpoBefeH KOHCUAMYM B KIAWHWKE rna3Hbix 601e3Hen
dre0y BO «CapatoBckuit MY um. B.U. PasymoBCKOro».
MocTaBneH AauarHos: «BbiBMX NpaBoro rnasHoro s6s0Ka,

Puc. 1. NauneHTtka b. B Bo3pacTe 1 roga 2 mec: BbIBUX NPaBoro
rnasHoro a6noKa

Fig. 1. Patient B, 1 year 2 months: right eyeball dislocation

Puc. 2. MNauneHTKa b. B Bo3pacTe 1 roga 4 mec: BbIBUX 060M1X
rnasHblx 96J10K

Fig. 2. Patient B, 1 year 4 months: both eyeballs dislocation

3K30dpTanbm o6oux rnas». HaszHayeHO KOHCepBaTUBHOE
ne4yenune. OnepatMBHOE BMeLLaTE1bCTBO HEBO3MOXHO BBU-
Ly TAXKENOro cocTosiHna pe6eHKa No 0OCHOBHOMY 3aboneBa-
HMIO M MO 3aKJIDYEHUIO aHecTe3nonora.

Yepes 2 mec (B 1 roa 4 mec) npon3oLlen BbiBUX N€BOr0
rnasHoro s610Ka (puc. 2).

MpoBeseH MNOBTOPHbIM  KOHCUAMYM B KJIMHU-
Ke rnasHbix 6onesHen PrbOy BO «CapatoBckun MY
M. B.N. PagymoBCKOro».

JlokanbHbIM cTaTyc (status localis): O6a rnasHbix f96510-
Ka 3HayuTenbHO BbICTynaloT M3 op6uT. Bce Markue TKa-
HW yuwleMNeHbl, rMNepeMmnpoBaHbl, C CUHIOWHBIM OTTEHKOM.
Porosuua Tycknas, ceporo uBeta Ha NpoTSXKEeHUN BCen ee
ToNLWM, rNy6oKuKe cpelbl He BUAHbI. PeaKkLmm Ha CBET HET.

[JuarHo3 yTOYHEHHbIN: [BYCTOPOHHUIM 3K30dTasbM MO
TUNY BbiBMXa 060MX rnasHbix 9610K. Kcepos. ATpodus 3pu-
TeNbHbIX HEPBOB.

PekomeHpaauuu:
®  XMpypruyeckomy BMeLaTenbCTBY U OnepaTuBHOMY feye-

HWUIO HE MOANEXMHT;
® MOCTOSIHHOE NPUMEHEeHWe aHTUGaKTepuanbHbIX npena-

paToB B BUAE MHCTUANALMI U Ma3u;
® KepaTonpoTeKTopbl Ha GoHe 06LLero 1eYeHns no HasHa-

YeHUIo negmaTpa M HeBponora.

OcMoTpeHa [ETCKUM YeNoCTHO-IMLEBLIM XUPYProm
3-" KIWHUYEeCKOoW 60onbHMUbI MMeHn P.B. MupoTBopueBa
dreoy BO «CapatoBckui MY nmenn B.U. PazymoBCKoOro»
MuHsgpaBa Poccuun. [InarHos: MNporpeccupoBaHne Kcepood-
TasbMa W KOHBIOHKTMBMUTA.

3aK/l4yeHne: BbINONHEHNE PEKOHCTPYKTUBHOM onepa-
LMW — CLUMBAHWE BEK B YCNOBMAX KIIMHUKKU XUPYPTUK AeT-
CKOro Bo3pacTta HEBO3MOXHO 13-3a OTCYyTCTBUSA 060pya0Ba-
HWS U OMbITa NPOBELEHUS TaKUX onepaLmn.

B 3 roga 2 mec npoBefeHa onepauus B OTAENEHMU
YyencTHo-NMueBon xupyprum PIrbyY «Poccuickaa getckas
KNWHUYyeckaa 6onbHuua» (MockBa). 18.03.2014 Bbinon-
HeHa 6nedapopaduqa; 21.03 n 24.03.2014 — nosTOp-
Has 6nedapopadus B CBA3M C HECOCTOATENIbHOCTbLIO LIBOB.
30.04.2014 — pacxox/eHue WBa Ha NpaBoOM BeKe.

Onepauus: ocTeoTomMus NI0OGHO-0POUTO-CKYNO-BEPXHE-
4e0CTHOMO KOMIMNEKca C YCTAHOBKOM ABYX KOPPEKLMOHHO-
OWCTPaKUMOHHbIX annapaTtoB (KAA) Ha BepXHIO 4YenocTb
n aByx KA — Ha N06HY0 KOCTb, AUCTPaAKLMOHHbIN OCcTeore-



Puc. 3. MNauuneHtka b. nocne onepauuu B Bo3pacte 3 net 8 mec
Fig. 3. Patient B, 3 years 8 months, after surgery

Hed. Ha 21-e nocneonepaLnOHHbIE CYTKU OTMEYEH Nepenom
CKynosow Koctu. 21.04.2014 no CpoOYHbIM NOKa3aHuAM
BbIMO/IHEHbI MOOUIM3aLMUSA BEPXHEN YENOCTU U YCTaHOBKa
RED-annapata. 30.04.2014 3aKoH4YeHa AUCTpaKLmS.

06.05.2014 npousoluna gectabunusauma RED-annapata
C Nponancom CKyn10BOM KOCTU (pacKpyTuicsa annapar).
BbinonHeHa pedwuKcauma annaparta, HayaTo BbITAXEHUe
penanca. 08.05.2014 3aKkoH4YeHa AUCTpaKLMA MO noBoay
penanca. 26.05.2014 BO3HWK NOBTOPHLIN penarc, BbiNonHe-
Ha peduKcauus. YaaneHune annapatos KA co cBofa yepe-
na, peBu3ns IOGHOW 061acTU C yCTpaHeHWeM HasaslbHOM
JIMKBOPOPEW, pemoaenpoBaHne 106HO-BUCOYHbIX 0bnacTen
(npoToKon onepauun 224). B cBA3K C TAKECTbIO COCTOSHUSA
pebeHOK NepeBefeH B peaHNMaLNOHHOE OTAENEHME.

TeyeHune nocneonepaLMoOHHOro nepuoaa 6610 rnagKoe.
MpoBoannacb HeobxoAMMas CUMMNTOMaTUYECKasa Tepanus;
npobunakTMKka BHYTPUYEPENHON TUMNEPTEH3UU B paHHEM
nocseonepaLmnoHHOM nepuoae.

C 27.06.2014 no 13.08.2014 — nnaHoBas rocnutanu-
3aums AN KOHTPOASA COCTOSHUA: NOATBEPXKAEeHa cTabunmsa-
LIMSA COCTOSAHMS (pUc. 3).

B HacToswwee Bpema geBo4yKe 8 NeT, ueeT B OpOBCKOM
[oMe-uHTepHaTe (puc. 4).

HepBHO-Ncuxnyeckoe pa3BuTUE COOTBETCTBYET V rpyn-
ne pasBuUTUA:
® pa3yMHOMY KOHTaKTy He [OCTYMHa,

NOBEPXHOCTHLIV BEPOabHbI KOHTaKT;
° 06palleHHYI0 peyb CclylaeT, NOHUMaeT MUHUMYM Ha

NPUMUTUBHOM ObITOBOM YPOBHE;
® 3HaeT CBOE MUMS, HO He BCerga pearupyeT Ha Hero;
® TOJIOXMUTENBLHO pearvpyeT Ha NacKoBbIM TOH ronoca

B3pPOC/IOro 1 3Byvalluue npegmeTsl, NoBopavymMBaeT roso-

BY B CTOPOHY UCTOYHWKA 3BYKa;
® CaMOCTOATENbHOW peyn HET, Neneyet, XxapakTep neneta
HENPOW3BOJIbHbIN;

NOJIOXMUTENBHO pearnpyeT Ha TaKTU/bHbIE OLYLLEHNUS;
KOHTaKT C J€TbMU 1 B3POC/bIMW NACCUBHbIN;
CEHCOPHbIMU HaBblKamMW He BNajeeT;

K UrpyllKam cTana nposBnsaTb 60/iee CTOMKUIA UHTEPEC:
yOEpXKUBaeT AUTeNbHOe BpemMs B pyKax, UcCcnemyer,
OLLYMbIBAET UrPYLLKY, MPOU3BOAMT C HEM NPOCTbIE MaHU-
nynsauum;

° BoOCnpuaTUe He cHOPMMUPOBaAHO M3-3a@ NaToNOrMK pas-

BUTUSA rnas;
® BHMMaHWe Ha YPOBHE KpPaTKOBPEMEHHOI0 COCPEAOTO-

YyeHus;
®  MbICAUTENbHbIE QYHKLMM U GYHKLMK NAMATU BbIABUTb He

yAaeTcs U3-3a OTCYTCTBUSA PeYU U HEMOHUMaHUA CnoBec-

HbIX MHCTPYKLMI;

HO BO3MOXEH

e o o o

° OpPUEHTUPOBKA BCEX BUAOB HapyLIEHA;

° o3HaBaTeNbHas AeATENbHOCTb CHUMXEHA;

° MUMWKa KpaklHe 6eaHas, oAHo06pa3Has, ynbloKa Heaaek-
BaTHas;

° 3MouMOHanbHasa chepa cTabuibHO ycToMYMBas, Npeob-
nafaeT NoIoXMUTeNbHOE HAaCTPOEHME M MOBEEHME.
O6Lasi MOTOpUKa OrpaHM4yeHa: caMoCTOATENIbHO CUAMT;

nepeBopayYMBaETCs, NON3aEeT; CTOUT C NOAAEPHKKOM M Y OMNO-

pbl; XOAWT C NOAAEPKKOM U HanpaBNeHNEM ABUKEHWS B NPO-

CTpaHCTBE B3POC/bIM; A€BOYKA ABUraTe/IbHO PacTOPMOXKe-

Ha, Ha OAHOM MecCTe AO0/Ir0 He YAEPKMBAETCH; B MaHexe

NOCTOSIHHO MepeABuraeTcs Ha ollynb, Nepenon3aeT yepes

APYrMx BOCMUTAHHWUKOB, OLLYMbIBAET MX.
KynbTypHO-TMUrMEHUYECKUMIU HaBblKaMW U HaBbIKaMu

camoo6CnyKMBaHUS He BafeeT, NOHOCTbIO 06CyKMBaeT-

CSl MEPCOHANOM YUYpexaeHus.
dunsnonormyeckne oTnpaBEHNS He KOHTPOUPYET.

Puc. 4. MNauyuneHTKa b. B Bo3pacTte 8 net
Fig. 4. Patient B, 8 years
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Puc. 5. MNauuneHTKa b., 8 neT: XpOHONOrns pasBUTUS 60NE3HU, KNloYEBbIE COObITUSA

Fig. 5. Patient B, 8 years: illness timeline, key points

[ocTtaHoBKa bnedapopadpusa — Octeotomus,
KIMHUYECKOro gMarHo3a — MapT 2014 r. OUCTPaKLMOHHbIN OCTEOrEHES,
anpenb 2011 . MoBTopHas 6nedapopadus B CBA3MU pemoaennpoBaHune

C HECOCTOATENbHOCTbIO LWBOB —
MapT—anpenb 2014 r.

L

NIO6HO-BMCOYHbIX 06nacTen —
anpenb—man 2014 r.

]

0 mec 1rop 2 mec

1roa 4 mec

3 ropa 2 mec 8 net

BbiBMX NpaBoOro
rnasHoro s6j10Kka —
MapT 2012 T.

XpoHonorus pasBuTUS OONIE3HU, KIOYEBbLIE COObLITUSA
ONs naumMeHTKn b. npeactaBneHbl Ha puc. 5.

MporHos

[MporHo3 npu cuHapome Kpy3oHa HeoAHO3HayHbIM. OH
3aBUCUT OT BbIparKeHHOCTH aedopmalMn Yyepena U cocTos-
HWS MO3roBoOW TKaHW. MNepBoHavYanbHas PEKOHCTPYKTUBHASN
onepauusi NPOBOAUTCS Ha NEPBOM TOAY XWM3HWU. Mo Mepe
pocTa pe6GeHKa OHa [10MOJIHAeTCS HOBbIMW BMeLIaTeNbCTBa-
MM Ha KOCTSIX U MSATKMX TKaHSX nua.

[axke npu nogaepruBatolLer Tepanum B NOJHOM 00b-
emMe y 60/bHbIX MPOrpeccupyeT pacxoasiieecs Kocornasue,
pasBMBaloOTCA ryxoTa WM runonnasus nauua. lNpuynHamu
WMHBANIMAHOCTH ABASIOTCA HAPYLIEHNS 3PEHNS U CyXa, a TaK-
e YMCTBEeHHas oTcTanocTtb. Co BpemeHeM AedeKTbl KocTewn
CTaHOBSATCS BCce 60/1€ee BblpaxKeHHbIMMU.

B cBS3M ¢ HECBOEBPEMEHHOM NEePBOHaYaNbHON PEKOH-
CTPYKTUBHOM onepauuen (3 roga 2 mec) y AaHHoOro pebeHkKa
pa3BUINCH ABYCTOPOHHWI BbIBMX IMa3HbIX A6/0K, KCEPOTH-
4YeCKMEe M3MEHEHWS CO CTOPOHbI POroBMLbl; HabngaeTcs
[JanbHenllee NporpeccMpoBaHne YMCTBEHHOW OTCTanocTu
N MCUXOHEBPONOrMYeCcKMx HapylweHui. NporHoa 3abonesa-
HUSA HE6NaronpUATHLIN.

OBCYXAEHHUE

CuHapomM Kpy3oHa, 06yC/iOBNEHHbIN MyTauuen B reHe
FGFR2, npoaBngeTcsa M3MEHeHUIMU GOpPMbl KOCTEM MO3-
roBOro M IMLEBOrO Yepena BCAEACTBME UX HEAOPa3BUTHUS
W NpeXAeBPEMEHHOr0 3apacTaHns YepenHbix WBoB. Koraa
B O[IHOW POAMTENbLCKOM XPOMOCOME MPUCYTCTBYET MYTH-
pOBaBLUMI TEH, IETU HE Bceraa HacneayT 3a6oneBaHue:
B TaKMX CEMbSX PUCK POXKAeHWUS peBGeHKa C CMHAPOMOM
KpysoHa coctaBnser 50% [5, 9, 10]. N3BeCTHbI cny4vau
HeHacneACTBEHHOro xapakTepa 3ab6oneBaHus, pa3BuBLIE-
rocs Ha GOHe CMOHTaHHOM MyTauuu B reHe. Yaule Bcero
Takue HapylleHWss BCTPEeYaloTCs MO OTLOBCKOW JIMHUKU [7,
11].

K. Reddy v coaBrT. [16] onucanu 4 naymMeHToB B BO3-
pacTte oT 2 0 9 N1eT ¢ «<OTCPOYEHHbIM rOJIoKaiIBap1aibHbIM
cuHocTto3om». G. Cinalli n coaBT. [22] U3YYUIU HENPOXM-
pypruyeckue ocnoxHeHuns cuHapoma KpysoHa y 68 nauum-
€HTOB W BbIABMAM MNpoOrpeccupyowyto ruapouedanuio,
MEMMO3BOHOYHYIO TPbIXKY, CUPUHTOMUENNIO U OCTAHOBKY
AblXaHus. JONONHUTENbHbIMU NPU3HAKaMK GblNn CUHOAK-
TUNUA NanbLEB, aTpe3unsa Xxo0aH, CKOIMO03, 10P03, MUTPEHb
M akaHTo3. [pKn nanbnaunun onpeaensannucb ynaolweHHble
Kpas WBOB.

BbiBMX NeBOro
rnasHoro f610Ka —
Man 2012 .

[MporpeccupoBaHne yMCTBEHHOM
OTCTaNoCTH, MCUXOHEBPOIOrMYECKMX
HapyLweHun

MopaxkeHne opraHa 3peHus NPoABNSAETCS MEPBUYHBLIM
WM BTOPUYHBIM 9K30hTalbMOM, PacxoasiliMMcst KOCOornasu-
€M, HUCTarMoMm, rmnepTenopmamMom, IKTONMENn, Konobomomn
n meranokopHea. ¥ 80% 60/bHbIX BbISBASIOT YaCTUYHYO
aTpoduio 3pUTENBHOrO0 HepBa, A0 6-7-NeTHero Bo3pacTta
3HAYUTENIbHO CHUXAETCS OCTPOTa 3PEHMs, a 3aTem CTabu-
nusupyetcs [17, 23, 24].

HapyweHusa cnyxa BnAOTb 40 MOSHOW FyXOTbl MPOMUCXO-
[WT NPY NOPaXKeHUU NUPamMuabl BUCOYHOM KOCTU, GUKcaLUK
n apedopMaLMm CAyXOBbIX KOCTOYEK. XapaKTEpPHO, 4YTO Mpu
3TOM He HabntoJaeTcs HapylweHUs BEeCTUOYNSApHOro anna-
paTa. Y 60/1bHbIX U3MeHseTcs GopMa BHYTPEHHENO CyXOBO-
ro KaHana, NMoHWXKaeTcs 3BYKOBasi NMPOBOAMMOCTb KOCTEW,
pa3BMBaETCs aTpes3ns BHELIHEro ciyxoBoro xoga. MHoraa
MOXeT HabnioaaTbCsd HapylweHue O0O6O0HAHUA. Tsenas
nedopmaums NMLEBLIX KOCTEN CONPOBOXAAETCH HAPYLIEHU-
€M HOCOBOTO [blIXaHus. Y HOBOPOXAEHHbIX AETEN BO3MOXHO
nosiBNIeHNe HOYHOro anHoa [25, 26].

lNoparkeHnsa HepBHOM CUCTEMbl — YMCTBEHHas OTCTa-
NI0CTb, 3a[epPXKKa Peyu, Cyaoporu, HapylweHue WHTeNneK-
Ta — COXPaHATCA Ha MNPOTSKEHUN BCEW KUBHU, 3aTPYAHASA
MEX/IMYHOCTHOE 0bLleHne B couuyme [25].

Hepeako gedopmaumsa dyepena covyeTaeTcs C aHo-
MannsaMKU OTAENbHbIX CTPYKTYP OMOPHO-ABUIaTENbHOMo
annapata — MEXMNO3BOHOYHbIX COYNIEHEHWUN, KPYMHbIX
CyCTaBOB KOHEYHOCTEN: NOKTEBOr0, NJ1E4YEBOro U KONeH-
Horo [25].

OAnddepeHumnanbHbii AMarHo3 npoBOAAT C CUHAPO-
MoMm Anepta, CeTpe—-YoTt3eHa, MNpanddepa, KapneHtepa
M KPaHWMOCTEHO30M, MMUKpoLedanmen, onyxonsiMu ronos-
HOro moasra [12, 19, 27-29]. OnucaHbl ciy4yan coyeTaHus
cuHApoMa Kpy3oHa ¢ BPOXAEHHbIMM MOpoKamu cepaua
[30].

CuHapoM Kpy3oHa ¢ 4YepHbIM aKaHTOo30M sBfseTcs
OY€Hb PEKOW, KIIMHUYECKM reTeporeHHon dopmon daumo-
KPaHMOCTEHO3a C KPYy30HOMOAOGHLIMU MPOSBIEHUAMM
B BMAE MNPEXAEBPEMEHHOINO CMHOCTO3a YEepernHbiX LBOB
(cnHapom Kpy3oHa) n 4epHoro akaHtosa. 1o oueHkam, pac-
NpPOCTPaHEeHHOCTb gocTuraet nopsaka 1:1 000 000 HoBo-
poxaeHHbIXx. MeHee 70 cny4yaeB 3aboneBaHus Gblv OMNU-
caHbl B MEWLIMHCKON NUTepaType Ha HacCTOALWMIA MOMEHT.
CooTHoleHMe aeBoyeK/ManbynkoB — 2,4/1 [26, 31, 32].
CuHapom Kpy3oHa € 4epHbIM aKaHTO30M XapaKTepusyerT-
CSl UIBMEHEHUSIMM CO CTOPOHbI fiMLa M Yepena. pu atom
HEKOTOpPbIE UCCNeaoBaTeNM OTMEYaloT, YTo AaHHas dopma
3a60/1eBaHUS MPOTEKAET B LESIOM TSXKENEE U XapaKTepu-
3yeTcs NOBbILEHHOM 4aCTOTON OCNOXHEHUNW. TaKk, aTpe3uns



X0aH B ciyyYae cuHapoma Kpy3oHa € YepHbIM aKaHTO30M

pPerncTpupyeTcs NoYTH y NONOBMHbI 60MbHbIX. Kpome Toro,

y NauMeHTOB HabNoAaloTCa CUNbHO BbIPAXKEHHbIE KOXHblE

HapyweHns — runepkepaTo3 (pa3pacTaHne 60pPOAaBOK,

rMnepTpodus KoxMK), a TakKe o6Hapyxu1BaloT 6apxaTUCTYIO

rMNepnUrMeHTaumio KOXK (YEPHbIM akaHTO3) B TeYeHue nep-

BOr0O AECATUIETUS KU3HW, B OCHOBHOM B CK/IafKax Ha wwee,

NoAMbILEYHbIX BNajuMHax, BeKax, nepuopasbHON, NaxoBomn

M nepuaHanbHOM 06nacTsaX, HEBYChl (POAMHKMK), YacTo pas-

BMBalOTCA runepTpodbumyeckne cnabonnurMeHTUpoBaHHbIe

py6Lbl U Wpamsbl [26, 31, 32].

[narHocTnka cuHapoma 3aKyaeTcsa B TWaTelbHOM
BM3ya/lbHOM OCMOTpe 60/IbHOr0, NPOBEAEHUU pPEHTre-
HOMIOTMYECKOIO U MONEKYNSPHO-TEHETUYECKUX UCCNeno-
BaHuW. [MarHoCTMKa MnaTtonoruMu BKAKOYaeT cneaylouine
METOAMNKM:

e 06WMIA OCMOTP NO3BONSET OGHAPYKUTb XapaKTepHble
NPU3HaKN CUHAPOMA;

e c60op ceMenHOro aHaMHe3sa: BblsiBfieHMe cnyvyaeB 3a60-
NnieBaHus B poay;

® PEHTreHONorM4yecKkoe wuccnegoBaHue: oueHKka Gopmbl
yepena v HanmMymsa cpalleHMi LWBOB; pacwnpeHne IMoK
runodmsa, ynjouweHve rnasHuubl Co CBOEOOpasHbIMU
BAABNEHUAMMU;

® MarHWTHO-pe30HaHCHas WAM KOMMblOTEpPHas Tomorpa-
dusa: rMnepocTosbl, aHOManuuU CNYXOBbIX KOCTOYEK,
OTCYTCTBME NOMOCTM CPEAHErO yXa; onyLleHne MUHAANNH
MO3XeuKa;

° reHeTU4YecKoe ob6cnefoBaHMe U MONEKYNsipHas AnarHo-
CTMKa MeTOAOM MOSIMMEPa3HON LEeNHOW peaKkLuunn: BbisB-
NleHne MyTaumm B aK30Hax 7 1 9 reHa 10-1 XpOMOCOMbI;

e ocMoTp 0odTanbMONOroM: onpefeneHue ocTpoTbl 3pe-
HUS, pedpaKToOMETPHS;

° KoHcynbrauusa JIOP-Bpaya 1 ayanomMeTpus;

e paboTa C NcuxoTepaneBTOM WAM HEBPONOroMm: onpege-
JIeHWEe YPOBHS NCUXMYECKOro pa3Buntma 60nbHoro [31].
Ons nopaepaHus XU3HU GONbHBIX Ha ONTUMAanbHOM

YPOBHE MPOBOAAT CUMNTOMATUYECKYIO Tepanuio U XMpypru-

YyecKoe NeyeHne. Xupyprmyeckoe BMeLWaTenbCTBO Hanpas-

/IEHO Ha BOCCTaHOBNeHWe GOopMbl Yyepena u ycTpaHeHue

CMHOCTO30B, YTO MO3BONSET CHU3UTb YPOBEHb BHYTpMYe-

pPenHoro JaBneHuns, UCNPaBUTb KOCTHO-MblleYHble gedop-

MauuuM U NpeaoTBpaTUTL AafibHeWLWwee nporpeccupoBaHme

NMCUXOHEBPONOTMYECKUX HapyLIEHMI. [1na 3TOro packpbiBa-

0T paHO 3apalleHHble WBblI Yepena u UcnpasnsioT Gpopmy

nuua. B HacTosillee BpeMS B XMPYPruyecKyto NpaKkTUKy BHe-

ApSIOTCS AUCTPaKLMOHHbIE METOAMKK KOppeKuun agedopma-

LMI NNLEBBIX KOCTEN C MOMOLLbIO CneuunanbHbiX annapaTtos

ON9 CMeLLeHMsa ydacTKa 4vepena M UCNpaBNeHUst KOCTHbIX

nedekTos [2, 32-38].

CBOEBpPEMEHHO BbINOMHEHHAA BpeMeHHas 6nedapopa-
dua nossonsetr msberkaTb NOBTOPHOrO BbiBMXa [Ma3HOro
A610Ka, NpeaoTBpalas TeM CaMblM Cepbe3Hble KCepoTuye-
CKME U3MEHEHMS CO CTOPOHbI POrOBULLbI, U YCMELLHO NPOBECTH
YU3HEHHO HEOBXOAUMbIE KOppUrUpytoLLmMe onepaunu [17].

ExxerogHoe yBenuyeHwe 4yucna nauMeHTOB C pasnuy-
HbIMM GOpMaMU KPaHMOCMHOCTO30B, BTOPUYHbIMKU aedop-
MaLUuaIMK, Ppa3BUBLUMMUCS B pe3ynbraTe MeToL0N0rMYEeCKH
HEBEPHO NPOBEAEHHOIO XMPYPrUYECKOro NeYeHus, a TaKKe
60/bllOe YMCNIO MOCNEeOoNnepPaLMOHHbIX OCNOXHEHWUN Aena-
0T NPO6GNeMy neyvyeHnss Takux GONbHbIX BeCbMa aKTyalb-
HOM. OCoByl0 CNOXKHOCTb NPeacTaBAsfeT nevyeHue naumeH-
TOB C CMHAPOManbHbIMU KPaHMOCMHOCTO3aMK BCAeACTBUE
60/1bLLION BapuaTtMBHOCTU KIIMHUYECKUX MPOsiBIEHWA 3a60-
neBanus [19, 39].

MynbTUANCLMNAMHAPHBIA NOAXOA C POXKAEHMS Nogpasy-
MeBaeT COBMECTHYIO paboTy neguMaTpoB, YepenHo-nuue-

BbIX MIACTUYECKUX XUPYPrOB, HEMPOXMPYProB, OTONAPUH-
rosioros, odpTanbMoNoroB, OpPTOAOHTOB, aHECTE3UO/OrOB,
NCcUXoNoroB, fioroneaos U reHetnkos [39, 40].

MporHo3 npu cuHapome Kpy3oHa 3aBWUCUT OT Bblpa-
EHHOCTU YepenHon gedopmaumm 1 COCTOSTHUS MO3roBOW
TKaHW. lNepBoHavYanbHaa PEKOHCTPYKTUBHANA onepawuus npo-
BOAMTCS Ha NEPBOM oAy XU3HW, U N0 Mepe pocTa pebeHKa
[IOMONIHAETCH HOBbIMW BMeELLATeNbCTBAMM Ha KOCTAX U MSAT-
KUX TKaHSAX nnua.

B npeactaBneHHOM KAMHUYECKOM ciyvyae y pebeHKa
C Nnepvoja HOBOPOXAEHHOCTM BbISIB/IEHbI XapaKTepHble ANs
cuHapoma Kpy3oHa nposiBNeHWs 4epenHo-InueBoro AuM30-
CTO3a C NoparKeHneM 3pUTeNbHOro, CJIlyXOBOro aHann3aTopoB
Ha ¢poHe 06LWwen comaTUyecKon NaTosiorMn ¢ IBHbIM O6LLUM
GU3NYECKUM M NCUXOIMOLIMOHANBHbLIM HEJOPA3BUTHUEM.

B cBA3K ¢ 0COGEHHOCTAMM COMATUYECKOro M colMalb-
HOro cTaTyca pe6eHKa nepBoHavanbHas PEKOHCTPYKTUBHASA
onepauua aedopmauuuM Yepena npoBedeHa HecBoeBpe-
MEHHO, YTO MPMBENO K Pa3BUTUIO [BYCTOPOHHErO BbiBUXA
rnasHbix 610K, KCEPOTMYECKUX WM3MEHEHUM CO CTOPOHHI
POroBULLbl, AanbHENLIEMY MPOrPECCUPOBaHUIO YMCTBEHHON
OTCTasIOCTH, a TaKKe NCUXOHEBPOIOrMYECKUX HapPYLLEHNUN.

3AK/TIOYEHUE

CuHapoM Kpy3oHa BO3HMKaeT AOCTAaTOYHO peaKo, npo-
TEKaeT TSAXKEN0 M COMPOBOXAAETCA aHOMajlbHbIM npe-
OEBPEMEHHbIM 3apallleHWeEM WBOB MeXAy 4YepenHbiMu
W NULEBbLIMW KOCTAMU. PaHHee 3aKpbiTUe YepernHbiX LWBOB
cnoco6CTByeT orpaHnyeHHoMy o6bemMy vyepena v M3MeHe-
HUIO GOPMbI FONOBbI.

[MopoK conpoBOXAaeTCs BbIPAXXEHHOW runonnasunen
cpeaHen TpeTu nuLa ¢ 04eBUAHBIM OKYIAPHbLIM MPONTO30M.
3HauyuTeNbHbIA NPONTO3 MOXET OC/IOXHUTLCS KEPaTUTOM:
Yy OTAENbHbIX NALMEHTOB 3K30POUTU3M HACTOJSIbKO CWJIb-
HbIM, YTO MOXXET MPOU30NTU BbIBMX rMa3HbIX 610K.

B npeactaBneHHOM KAWHWMYECKOM cflyyae HeCBOEB-
pemMeHHOoe npoBeAeHWe NnepBOHa4YalbHOM PEKOHCTPYK-
TUBHOM onepauuMM NPUMBENO K [OABYCTOPOHHEMY BbIBUXY
rna3Hbix 96/10K, KCEPOTUYECKUM UBMEHEHUAM CO CTOPOHbI
pPOroBULibI.

UHdopmupoBaHHoe cornacue

Mo npuynHe oTKaza martepu oT pebeHKa B POAUIbHOM
JomMe cornacve Ha ny6auKauuio M3o6pakeHun nauueHTa
Nosly4eHo OT COTPYAHUKA AETCKOro Aoma, KOTOPbIN fABASEeTCA
€ro 3aKOHHbIM NPeACTaBUTENEM.
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