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Pe3ome
AKTyaAbHOCTb. KpaHuoghaumnanbHasi MUKPOCOMUS — cobupaTeAbHoe orpeAereHne, 0bbeAnHsoee BPOXACH-
Hble NaTOAOrMu opraHos, passusaiolumxcs n3 | u Il xabepHbix aAyr. OAHaKO MPUHAAAEXKHOCTb Pa3SAMYHBIX BPOX-
AEHHbIX MaTOAOIMil K AaHHOMY 3ab0AeBaHMIo ocTaeTcsl CriopHoi. 1o 5To# npuynHe HeT CTaHAaPTHM3MPOBAHHbLIX
roKasaHmii K CpoKam M METOAaM AeHeHMUS.
Marepunarbl M meToabl. B aaHHO/A paboTe npoaHaru3mpoBaHbl pe3yAbTaTbl 0OCAeaoBaHui 89 AeTei u noa-
pPOCTKOB OT 1 A0 18 AeT ¢ cuHAPOMamMm KpaHUoaumnarbHONH MUKPOCOMMM, MPoBeAeHHbIX ¢ 2011 no 2021 roa.
Pe3yabTatel. [auneHTsbl pasAeAeHbl Ha rpyrinbl 0 CTeNneHu TAXeCTH ux NnaToAOrMu u Bo3pacTy. B 3asucumoctn
OT BapuaHTa (peHoTHNa, ObIAM MPEAAOXKEHbI PA3AMYHBIE METOAbI ACYEHMS.
BbiBoAbI. Ha ocHOBaHMM Hawwero 1 MMPOBOTO OfbITa, a TAKXKe y4MTbiBasi aHATOMMHYECKME U (DYHKLIMOHAAbHbIE M3MeHe-
HUS Yy ATl U MOAPOCTKOB C CMHAPOMaMU KPaHUOaLUMarbHOM MUKPOCOMMM, BO3HMKAET aKTyaAbHOCTb CO3AaHMS CXe-
Mbl AAST TTOCTPOEHMS MHAMBUAYAAbHBIX, MYALTHAUCOUIAMHAPHBIX AATOPUTMOB A€YEHWUS AAHHONA KaTeropmu rnaumeHTos.
Karoyesble caoBa: kpaHmnoaumarbHas MUKPOCOMMS, MUKPOTHS, OTOMaAHAMOYASIPHbIA AM30CTO3, remucpaumans-
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Abstract
Relevance. Craniofacial microsomia is a collective definition combining congenital pathologies of organs developing
from the first and second branchial arches. However, the affiliation of various congenital pathologies to this disease
remains controversial. For this reason, there are no standardized indications for the timing and methods of treatment.
Materials and methods. This paper analyzes the results of examinations conducted from 2011 to 2021in 89
children and adolescents from 1 to 18 years with craniofacial microsomia.
Results. Patient groups were allocated according to the pathology severity and their age, and were offered vari-
ous treatments depending on the phenotype variant.
Conclusions. Based on international and our experience and considering the anatomical and functional chang-
es in children and adolescents with craniofacial microsomia, creating a scheme for developing a customized
multidisciplinary algorithm to treat these patients becomes relevant.
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AKTYAJIbHOCTb

YacToTa pox[aemMocTu geten ¢ CUHAPOMaMUn KpaHuo-
dhaumanbHOM MUPKOCOMMU, MO AAHHBIM 3apy6eXHbIX aBTO-
poB, coctasnset 1:3000 — 1:5000 HOBOpOXAeHHbIX [1-4].

B nuTepaTtype ucnonbayoTca pasnnMyHble TEPMUHbI AN
nauMeHToOB C HeAOpPa3BUTUEM Pa3/IMYHbIX CTPYKTYpP 1unua,

npovcxoasawmx u3s | u |l xabepHbix gyr [3-7], Bkntoyas: oTo-
MaHAUGYNSPHbIA  [UM30CTO3, OKyJfloaypukynoBepTebparb-
Hblit cuHApoM [8], remudaumnanbHylo MUKPOCOMUIO, CUH-
Apom lNonbaexxapa. OgHaKo TepMUH «kpaHnodaymanbHas
Mupkocomus» (KOM) Hanboriee KOPPEKTHbIN M OXBATbIBa-
eT Hanbornee WMPOKMIA CUMNTOMOKOMIMEKC. He cyllecTBy-
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€T AMarHoCTUYECKOro KpUTepms ANns NoCTaHOBKM AnarHosa
K®M. OpHako 60MblWMHCTBO NaLMEHTOB MMEKOT Hepopas-
BUTUE HUXKHEN YeNtoCTW, BEPXHEN YENtOCTH, yXa, OpbuTbl,
MATKUX TKaHe imua u (Unn) nuueBoro Hepea. [N oLeHKu
CTEMEHN TSHKECTU CUHAPOMa Haubornee pacrnpocTpaHeHa
knaccudukaums OMENS+ (ab6peBuatypa 0603HaAYEHMI
nopokoB pasBuTus opraHoe: O — orbit, M — mandible,
E - ear, N - nerve, S — soft tissues), MoguduumpoBaHHas
Lo «deHoTMNMYecKoro Metoaa oueHku KOM» (Phenotypic
Assessment Tool for Craniofacial Microsomia — PAT-CFM),
Ans ynpolyeHus B ucnonbsosaHum (Birgfeld C.B., Heike C.L.,
Saltzman B.S. u ap., 2016) [9-11].

Heo6xo0aMMO yunTbiBaTb NOPaXKeHWE He TONIbKO OpPraHoB
roNoBbI U LLIEN, HO U BPOXXAEHHYO NaTONOrMi0 APYrnx opra-
HOB, CBSA3aHHYIO C KpaHuodaLmanbHoin Mupkocomueit [11].

UcTopunyeckun, nauymenTtol ¢ KOM, y KoTopbix umen-
Ccsi anubynbbapHblA NUNOAEPMOUL W MNO3BOHOYHbIE
aHomanuu, 6blM OTHEeCeHbl K cuHApOMYy lonbaeHxapa
(Goldenhar) [12]. OgHako akcTpakKpaHMWanbHble HaXO4KU
He OrpaHU4YMBalOTCS ITOW K/TaCCMYECKOW Tpuapom, U He-
KOTOpbI€ KTMHULUCTbI peKOMEHA0BaNM NpekpatLleHme uc-
noJsib3oBaHne 3TOro TepmuHa [13-15].

OcTatoTcs HeoAHO3HAYHbIMU BOMPOCbl BKKOYEHUA B
KpaHuodaumanbHyl0 MWKPOCOMUIO M30JIMPOBAHHOW MU-
KpOTWW, NONepeyHON paclueinHbl nua v NpeayLHbIX npu-
AaTKoB (Mpu OTCYTCTBUM APYrMX CUMMTOMOB), YTO 3aTpya-
HSIeT onpegeneHune CTaTUCTUKM, AUarHOCTUKY U BbIpaboTKy
anropuTMoB fiedeHus. Mpu KpaHModaumnanbHON MUKPOCO-
MWK BCTPeYyaeTcs ABYCTOPOHHEE NopaXeHue, N03TOMy He-
06X0AMMO MPOBOAUTbL TLiaTenbHy AnddepeHLmnanbHyo
ANarHOCTUKY C APYTMMMU CXOXMMU YesOCTHO-NULEBBIMU
An3octosamu — cuHgpomamu Tpuuepa-KonnunHaa-dOpaHye-
cketT, CHARGE, Harepa, cekBeHuueit Mbepa PobeHa, Tak
KaK OT 9TOro 3aBMCUT KOPPEKTHOCTb NPOBOAMMOrO seve-
Husi. Hanpumep, npu cekBeHumm MNbepa PobeHa onpepens-
eTCA TEeHAEHUUS K POCTY HUXHEN YeNtoCTH, KoTopas He OT-
MeyaeTcs npu KOM. MNoaToMy psii aBTOPOB CKJIOHSAETCA K
HeLenecoo6pasHOCTN NPOBeAEHUS KOMMPECCUOHHO-AUC-
TPaKLMOHHOrO ocTeoreHesa y nauuneHtoB ¢ KOM, kpome
KaK Mo XU3HeHHbIM nokasaHuam [11].

B nccnepoeanunn 755 nuy ¢ KPM o06CTpyKTUBHOE HOY-
Hoe anHo3 Habntoganocb B 17,6% cnyyaes, YTO COCTaB-
nsaet ot 2% 80 4% Bcen nonynauuu [16]. B Toi xe camoit
rpynney 13,5% nauneHToOB oTMeYanochb 3aTpyaHeHue rno-
TaHWsA Ha YPOBHE pTa U rMoTKW. [laHHble pe3ynbTaTbl UMe-
Y NPAMO NPOMNOpLUUOHaNbHYKO B3aMMOCBA3b C HapacTa-
HUWEM CTEMeHW TSHKECTM natonoruv no knaccudbukauum
Pruzansky [17]. ABTOpbI CBSI3bIBAlOT 3TO C (DYHKLMOHANb-
HbIMU U CTPYKTYPHbIMWU HapyLUEHUSIMU TNIOTKW, ropTaHu
WM NULLEBOAA; HELOPa3BUTUEM HWKHEN 4enocTn wu/
WM NOHUXXEHHON UHHEepBaLWeWN KeBaTesbHbIX U MOTOY-
HbIX Mblwy. KpoMe TOro, HanuMuume paclienuHbl ryéol u/
unu Heba (Habnogaemble B 15,9% cnydyaeB y nauueHToB
¢ K.®.M.) u aHoManuit a3bika [18-20] MoryT Takxe nosnu-
ATb Ha MPOLLECC KOPMJIEHUS.

Mo gaHHbIM uccnegoBaHunsa 39 naumeHToB B ErnnTe ot
2021 r. [21], npaBoCcTOpOHHee nopa)eHue 6bl10 oTMeYe-
Hoy 19 naumneHTOB (48.7%), NneBocTopoHHee — Y 9 (23%), u
y 11 — gBycTopoHHee (28.3%). COOTHOLIEHWE MaNbYNKOB
n feBoYek no nony 66110 1:1.4 COOTBETCTBEHHO. Y 60/b-
LWMHCTBA NauMeHTOB onpegenanacb HopManbHasi opbuTa
(64%), yMEPEHHO TMMONIa3nuPOBaHHAs HUXHAS YesoCTb
¢ GYHKUMOHUPYIOWMUM BUCOYHO-HMKHEYENOCTHBIM  CY-
ctaBoMm (58% c Tunom M1 unu M2a), HopManbHoe hyHK-
LUMOHUPOBaHWe NULEBOro HepBa (82%) M MUHMMarbHas
UNW cpefiHei cTeneHu rMnonnasusa MArkux TkaHewn (52%).
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Y 6onblUMHCTBa MauMeHTOB oTMeyanacb pedopmauus
YLWHOW pakoBuHbl (E3: 44%, E2: 14%).

B 3apy6exxHoi nuTepaTtype peKOMEeH[OBaH MYNbTu-
AVNCLUMNAUHAPHbIN, 3TanHbI NOAXOA K JIEYEHUIO NaLueH-
ToB ¢ KOM.

Llenb uccnepoBaHMA — Ha OCHOBAHMU AaAHHbIX MpoO-
CMEeKTUMBHOrO aHanu3a nauneHToB ¢ CUHAPOMaMM KpaHu-
odaumanbHOM MUMKPOCOMMM BbiIBUTb BapuaHTbl ux GeHo-
TvMMa 1 NpocneguTb 3aBUCMMOCTb METOAOB JleYeHUs OT
CMMMNTOMOKOMIJIeKCa.

MATEPUANbI N METOAbl UCCNTEAOBAHUSA

Bbin npoBefeH MPOCNEKTUBHbIN aHanMs3 AaHHbIX OC-
HOBHOIO W [OMONHUTENIbHOrO METOA0B o6cnefoBaHunii 94
nauueHToB B Bo3pacTe oT 1 Ao 18 net, Haxo4MBLUMXCS Ha
cTauMoHapHOM obcnejoBaHUM U nevYeHun Ha kadeppe aeT-
CKOM 4YentocTHo-nuueBon xupypruv MIMCY um. A.U. EB-
nokumosa ¢ 2011 no 2021 rog. CocTaBneHbl ¢hoTONpoOTO-
Konbl. MNpoBeAeHO U3yyeHne 3aK/OYEeHUn cneunanmucTos,
Yy KOTOPbIX MauUMeHTbl COCTOAT Ha Yy4yeTe, 3aK/4YeHUMn
neguaTpoBs. [MpoBoANNUCH U NpoaHanusnMpoBaHbl pesysib-
TaTbl Y3 BUco4YHOWN U We4yHoi obnacteir, MPT BHYC un
LWeNHOoro otaena No3BOHOYHUKA, Muorpadusa, MCKT YJ10,
MCKT rpyaHo knetku. U3 94 o6cnefoBaHHbIX NauueH-
TOB 15 nocTynunu ¢ npeaBapuTenibHbIM ANAarHO30M «CUH-
apomM Tpuyepa-KonnuHaa-OpaHueckeTTu», 12 naumeHToB
(13%) - ¢ amarHo3oMm «cuHApoM lonbheHxapa», ocTasb-
Hble — C «CUHAPOMOM remudalmanbHON MUKPOCOMMUMN».
Ha atanax o6cnegosanua y 10 u3 15 naumMeHToOB guarHos
«cuHapom Tpuuepa-KonnuHsa-GpaHyeckeTTu» 6bl1 M3Me-
HEH Ha «CMHAPOM KpaHuodaunanbHON MUPKOCOMMUM, ABY-
CTOPOHHEe MopaXXeHue», ocTalbHble 5 06cefoBaHHbIX
6bININ UCKITFOYEHBI U3 OCHOBHOM rpynnbl.

OcTaBlWMMCA B OCHOBHOW rpynne 89 nauneHTam 6bin
YCTAHOBMEH [MarHo3 «CUHAPOM KpaHuodaunanbHoOn
Mupkocomun». NMpoeegeHa anddepeHumnanbHas guarHo-
CTMKa AaHHbIX 89 nauMeHToB € 6 APYrMMU nauneHTamu,
He BOlleAWNMU B UCCNefoBaHUe, y KOTOpbIX 6biin guna-
rHocTupoBaHbl cuHapoMbl: CHARGE (y 2 nauueHTOB),
Mbepa-Po6eHa (2 nauneHTa), Harepa (1 nauymeHT) u Monb-
ua (1 naymeHT).

Bce getn ¢ cuHapomMoM kpaHuodaLlmanbHOM MUKPOCO-
MWK N3 OCHOBHOM FPynnbl UCCNefoBaHuUA 6blnun pasgene-
Hbl Ha NOArPYMMbl, B 3aBUCUMOCTU OT CTEMEHU TSXKECTU UX
3ab60sieBaHuns], Ha OCHOBaHMKM Knaccudukaumm OMENS+.

B 3aBMCMMOCTM OT COYETaHWUS U CTEMEHU BbipaXK€HHO-
CTU CUMNTOMOB A1 NAUMEHTOB pasHbIX MOArPyNn 6bian
pa3paboTaHbl pa3/inyHbie CXeMbl KOMMIEKCHOro, noaTan-
HOro nevyeHus.

PE3YJIbTATbl UCCNTIEAOBAHUSA

Mo knaccudpukaunm OMENS+, pacnpegeneHune naumeH-
TOB MO CTEMEHU TAXECTU UX CUMNTOMOB 6blINIO Creayto-
wee (Tabn. 1).

OcobbIl MHTepec NpeAcTaBMANO pacnpefeneHve na-
LUMEHTOB MO COYETAHWUIO CTEMEHMU BbIPaXXEHHOCTU CUM-
NTOMOB, KOTOPOE HE COOTBETCTBOBAJIO MPOrHO3UPYEMbBIM
pesynbratam.

Tak, ¢ KpaWHe Ta)enoi hbopMoi BbIpa)€HHOCTU CUH-
OPOMOB KpaHuodauunanbHon mukpocomun M3 E3 S3
6b1/10 BbISIB/IEHO BCEro 5 nauneHToB.

Y nauueHTOB C anfasven BETBU HUXXHEWN YesntoCTu U
annasuven yWHOW paKoBMHbI, aTPe3nen Hapy>XHOro Ciyxo-
BOro NMpoxoAa, pacrnpefeneHune no cTeneHu BblpaXKeHHo-
CTU aTpOoP UM MATKUX TKaHEN 6blN0 CNeayoLnM:
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Ta6nmya 1. PacnpepgeneHue nauueHToB (B yen.) no cumntomam (OMENSC) u cTeneHu BbipaxkeHHocTU naTtonorum (0-3)
Table 1. Distribution of patients (in people) by symptoms (OMENSC) and severity of pathology (0-3)

CumnToM (cTeneHb) / Symptom (degree) 0 1 2 3
0 (orbit) 38 (42,7%) 16 (18,0%) 20 (22,5%) 15 (16,9%)
M (mandible) 21 (23,6%) 26 (29,2%) 24 (27,0%) 18 (20,2%)
E (ear) 17 (19,1%) 12 (13,5%) 12 (13,5%) 48 (54,0%)
N (nerve) 29 (32,6%) 15 (16,9%) 20 (22,5%) 25 (28,1%)
S (soft tissues) 24 (27,0%) 34 (38,2%) 12 (13,5%) 19 (21,3%)
C (cleft) 61 (68,5%) 10 (11,2%) 11 (12,4%) -

Ta6nuya 2. PacnpepeneHne CMMNTOMOKOMIIEKCOB MO YacToTe BCTPEYAEeMOCTH
y NaLUeHTOB C annasueii BEeTBU HNXKHEW YeniocTu (4enoBek)
Table 2. Distribution of signs and symptoms by occurrence rate in patients with mandibular ramus aplasia (in people)

Kon-Bo naumenToB / Number of patients
0 1(1%) 2 (2%) 3 (3%)
M3E3 So M3 E1 S1 M3 E1 S3 M3 EO S1
Kom6uHawmum M3 EO S3 M3 E2 S2
CUMNTOMO-KOMIMJIEKCOB M3 E1 SO M3 E2 S3
Symptoms’ combinations M3 E1S2 M3 E3 S1
M3 E2 SO M3 E3 S2
M3 E2 S1

Ta6nuya 3. PacnpepeneHne CMMNTOMOKOMI/IEKCOB MO YacTOTe BCTPeYaeMoCTH y NaLUeHTOB C ania3uen
YLLIHOI paKOBUHbI U aTpe3nei Hapy)XXHOro C/IyXoBOro npoxofa (YenoBek)

Table 3. Distribution of signs and symptoms by occurrence rate in patients with auricular aplasia and atresia
of the external auditory canal (in people)
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Kon-Bo nauyueHToB / Number of patients

Kom6uHauumn

0

1(1%)

2 (1%)

3 (3%)

6 (7%)

8 (9%)

M3E3 So

MO E3 S1

M1 E3 S2

M2 E3 S3

M1 E3 S1

M2 E3 S1

M3 E3 S3

M1 E3 SO

MO E3 S3

CUMNTOMO-KOMMJIEKCOB

Symptoms’ combinations M2 E3 SO

M3 E3 S1

M3 E3 S2

M3E3 So - 0 yenosek,

M3 E3 S1 - 1 yenoBek (1%),

M3 E3 S2 - 1 yenoBek (1%).

C annasuei BeTBM HUXHeit yentoctn (M3) oTMeueHo 15
nauuneHToB 13 89 (16,9%). Cpefm HUX HU y OAHOrO NaLueH-
Ta He BCTPeYanoch clfiyyas, Korga npu TotasbHON annasmm
BETBM U aTpoduM MArKMX TKaHel yliHaa pakoBuHa 6bina
6bl MONIHOCTbIO coxpaHeHa. He BCTpeyanocb M NauMeHTOB,
y KOTOpbIX 6bl nNpu natonorun «M3» oTcyTcTBOBana 6bl
atpoduma MArkux TkaHemn. PacnpegeneHue no cumMnTomMam
y 3TOW rpynnbl NauueHToB 6b110 creaytolwmum (Taén. 2).

Mpn aHOTWUK C aTpe3nen Hapy>XHOro CIYXOBOro NPoxo-
fa (BbisiBNeHHOM y 41 nauueHTa, 46%) HyneBas cTeneHb
Bblpa)eHHOCTU apyrux cumntomoB (MO E3 S3) 6binay 8
nauuneHToB (9%).

PacnpepeneHve no gpyrum cumntoMam 6biio cnepy-
towmm (Taébn. 3).

Heo6xoaMMo OTMEeTUTb, YTO fJaneko He y BCex AeTen
KJIMHWKO-PEHTreHONornyeckasa KapTuHa COOTBETCTBOBA-
na npefBapuTenbHO NOCTaBNEHHOMY AMArHo3Y, Kak 1 co-
yeTaHMe CUMNTOMOKOMNMIEKCOB He Bcerga 6biso kaccu-
YyeckMM. TaK y HECKOJIbKMX NaLNEHTOB C OAHOCTOPOHHUM
Hefopa3BUTMEM YENIOCTU U MATKMX TKaHen oTMevanachb
[ABYCTOPOHHAS TYroyxocTb, a Npu ABYCTOPOHHEM Hepjo-

pasBUTUM HUXHEW YeNoCTM BCTPEeYasocb MopaxeHue
YLHOW paKOBMWHbI, MATKUX TKAHEN U1 MUMWUYECKOW MYCKY-
naTypbl TONbKO C OAHON CTOPOHbI.

MNpv npoBeAeHUM OCMOTPA U AONOSHUTENbHbIX 06Cne-
[OBaHUIN, MOMUMO OCHOBHbIX CUMNTOMOB, Yy MaLUeHTOB
6bi10 BbisiBNieHO: ¥ 14 nauueHToB (15,7%) — runonna-
3us ckynoBbix KocTel, y 1 (1%) — pa3gBoeHue A3blKa, Y
2 (2%) — napes markoro Ht6a, y 1 (1%) — runonnasus co-
cueBuUaHOro oTpocTka, y 3 (1%) — ancdyHkums BHYC.

Y 1 naumeHTKM 6blNa TepaToMa Lit4yHOM obnacTu, pac-
noJslaraBLlascsa COOTBETCTBEHHO CPbITON KOCOWN pacLienu-
He nuua, NPoAoJHKaBLUENCS M3 NONHOW NonepeyYyHon pac-
LLLeSINHBI.

Y HeKoTOpbIX U3 MaLMeHTOB C NIerko CTeneHbio Bbl-
paXXeHHOCTH 3abosieBaHUs NpY AOMONHUTENBHOM o6cre-
JoBaHuK BbiSBRANach gedopmauns LWenHoro otgena no-
3BOHOYHMKA, COOTBETCTBYOLan 6onee Taxenon dpopme
3aboneBaHus.

Mpu c6ope aHaMHe3a XM3HW Yy 13 nauneHToB (15%)
6blyla AnarHocTMpoBaHa BpoOXAeHHasa gedopmauusa no-
3BOHOYHMKA, ¥ 9 (10%) — naTonorus rpygHom KIeTkwu,
pe6ep n KoHe4yHocTel, y 5 (6%) — naTonoruss MoyeBblje-
nutenbHoi cuctembl, 1 (1%) — yABOeHHas ceneseHka, 1
(1%) —nedopmauua HagroptTaHHuka, y 1 (1%) — acteHus

4/2021 (80) Cmomamonozus demcxozo 6o3pacma u npouiaxmuxa




OpuruHajbHas CTaThs

248

Tpaxeu, y 1 (1%) — atpesus xoaH, y 3 (3%) — aTpesus nu-
weBoaa, y 3 (3%) — aTpeaus aHyca.

Mo pesynbTaTaM OCHOBHOIO M JOMNOMHUTENBHOMO O6Che-
JOBaHWA 6blM BblpaboTaHbl anropuTMbl JIEYEHUS, OCHO-
BaHHble Ha CTEMNeHW BbIPAXEHHOCTU PasHbIX CUMNTOMOB
MX COYeTaHUK, CpoKax pasBUTUA 3y60UYENTOCTHON CUCTEMBI
1 PyHKUMOHaNbHbIX. B 601bLUMHCTBE CNyyYaeB TpeboBarcs
WHAMBUAYaNbHbIA Noaxod. Tak KOMMNPEeCCUOHHO-AUCTPaK-
LMOHHbIN OCTeoreHes B [OLIKOJIbHOM Bo3pacTe (2 roaa)
6bl1 NPOBEAEH TOMbKO OLHOMY MaLMEHTY C HOYHbIM 06-
CTPYKTMBHbBIM anHo3, MO (YHKLMOHANbHbIM MOKa3aHUAM.
B cnyyae ToTanbHOM annasuu BETBU HWXKHeN Yentoctn M3
NPOBOAWIIOCH BPEMEHHOE 3HAOMPOTE3NPOBaHUe, AN Npo-
GuUnakTUKN BTOPUYHbIX Aedopmauusx. A B 60NbLUIMHCTBE
Clly4yaeB CpefHEeN CTEMEeHU HeAOPasBUTUA HUXXHEW Yento-
cTm M2 npoBoaufics NM60 KOMMPECCUOHHO-AUCTPaKLM-
OHHbIN OCTeoreHes B Bo3pacTte 7-12 neT ¢ nocneayroulen
OpTOrHaTUYecKou onepauuein B Bo3pacTe 16 net, nM60
TONbKO OpTOrHaTMyeckas onepauus npu M1.

Cpoku npoBefeHUs PeKOHCTPYKLMU YILIHOW pakoBUHbI
TaKXXe 3aBUCENM OT CTEMEHMU ee NMOPaXKEHUSA U COYETaAHMSA
C OCTalibHbIMU cUMATOMaMu. [1pu Nerkon n cpegHen cTe-
neHn gedopmauum E1 u E2, yaule Bcero BbipaXXeHHOW B
BUAE «CKNlafblBaloLWeics» YLWHON paKoBUHbI, Hayasno ne-
YyeHus 6bi1o B 6 net. Mpu E3 n otcyTcTBUM Mnun cnabon
CTENEeHN BbIPAXXEHHOCTU [APYrMx CUMMNTOMOB BO3pacT
PEKOHCTPYKLMMU 6bl1 06yCNnoBREH pe3ynbTatamu Mopdo-
MeTpUM rpyaHon KneTku. MNpu BbipaxxeHHOM runonnasum
KOCTEeN NULEBOro Yepena u MArKUMX TKaHewW npeasapu-
TeNbHO co3jaBallaCb KOCTHas U MArkoTKaHHas onopa, ¢
uenbto NpoduNakTUKM AUCTOMUU PEKOHCTPYMPOBAHHOM
YLWHOW pakoBWHbI MO Mepe pocTa pebeHka.

BbiBOAbI

1. B pesynbrate NnpocnekTUBHOrO aHasnsa naumeHToB
C cMHApOMamu KpaHuodaumanbHON MUKPOCOMUM 6blNo
BbISIBNIEHO, YTO Yallle BCEro BCTPeYyasuchb CTENEHU Bblpa-
XeHHocTn cumntomoB: 00, M1, E3, NO, S1 n CO.

Mpv annasuy BeTBU HWXKHEN YeNCTU (OTMEUYEHHON Y
15 yenoBek) valle BCero BcTpeyanacb KOM6UHaLMSA CUM-
nTomoB M3 EO S1.

Mpyu MUKpoTMM 3 cTeneHun (anna3um yLWHOW PakoBUHbI
M aTpe3unmn Hapy>XHOIro CJIyXOBOIro NpPoxXoAa, BbiIBJIEHHOW Y
41 yenoBeka (46,1%)) yalle BCero BCTpeyasucb KOM6UHa-
uymum: M1 E3 S1, M2 E3 S1 n MO E3 S3.

Taxenaa ¢dopma 3aboneBaHns M3 E3 S3 6bina BbisiB-
JleHa CyMMapHO Yy 5 naumneHToB.

2. Cpean obcnefoBaHHbIX MauMeHToB 60MblLOe KO-
YECTBO JeTel MMEeNo annasuo CKYN0BbIX KOCTER, a HEKO-
TOpble U3 HUX — Mapes3 MArkoro He6a. Cpeaun conyTCcTBYHO-
wern natonorum, nomMmmMmo gedopmMaunu WenHoro otgena
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