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Pesiome

®ubposHas gucnnasuva (O) — 370 MensieHHO nNporpeccupyolee JO6POKaueCTBEHHOE
3aboneBaHVe KOCTHOW TKAaHW HEN3BECTHOW 3TUOMOMUK, HEOMNpPeAeseHHOro naToreHesa
1 pa3HOOOPA3HON FMCTONATONIOMMYECKOW KapTUHBI, PV KOTOPOM noparkaeTca 1 unm He-
ckonbKko KocTei. O[] valle mopaxkaeT KOCTV Yepena, AJIVIHHblE KOCTY 1 pebpa. NopakeHune
BMICOYHOW KOCTV Npu GprbpOo3HOI Ancnnasmm HabnogaeTca pexe u o6blYHO HbIBAET OJHO-
CTOPOHHUM.

Knunuueckn O BucouHon koctu (BK) xapaktepusyetcs gedpopmauven NOpaxeHHON
0611acTy, CTEHO30M HApPYXKHOFO KaHasa, rofIoBHOM 60bio, MPorpeccmpyioLlen KoHayK-
TUBHOW U/ HENPOCEHCOPHOW TYrOyXOCTblO, LWYMOM B YLIAX, B HEKOTOPbIX Clyyasax —
rONIOBOKPYXEHNEeM C TOWHOTOW 1 pBoToN. dunarHoctmka O] npoBoAnTCA NO AaHHbIM
KNUHUYECKUNX, PEHTIEHONOIMYECKIMX, MMCTONIONNMYECKNX N FTeHETUYECKUX UCCTIefoBaHuNA.
OnTrManbHoOro neveHna ¢GUOPO3HOM ANCMIA3MM He CYLLECTBYET, OHO 3aBUCUT OT MHOTX
dakTopoB. XMpyprmyeckoe fieyeHrie NpoBOAUNTCA B OObeMe YaCTUYHOW pe3eKuuun na-
TONIOTMYECKOW TKaHW, KaHaNoMnacTnky, MacTOUAIKTOMUY, paguKanbHOW onepauny Ha
cpefHeM yxe, 3aKpbITON CaHMpPYOLLEen onepaunn, TMMNaHOMIACTUKU.

KnioueBble cnoBa: ¢pnbpo3Has Ancnnasms, BUCOYHAA KOCTb, CPeIHEE YXO, TUMMaHOMIa-
CTUKa, cUHAPOM MakkbloHa — OnbpaiTa
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Abstract

Fibrous dysplasia is a slowly progressing benign bony disease of unknown etiology,
uncertain pathogenesis and a diverse histopathological picture, in which one or more
bones are affected. Fibrous dysplasia more often affects the bones of the skull, tubular
bones and ribs. The lesion of the temporal bone with Fibrous dysplasia is observed less
often and is usually unilateral.

Clinically, fibrous dysplasia of temporal bone is characterized by deformity of the affected
area, stenosis of the external auditory canal, headache, progressive conductive and/
or sensorineural hearing loss, tinnitus, in some cases - dizziness, nausea and vomiting.
Diagnosis of fibrous dysplasia is carried out according to clinical, radiological, histological
and genetic examination. There is no optimal treatment for fibrous dysplasia, it depends
on many factors. In some cases surgical treatment is carried out: partial resection of
pathological tissue, canaloplasty, canal wall up or canal wall down mastoidectomy,
tympanoplasty.

Keywords: fibrous dysplasia, temporal bone, middle ear, tympanoplasty, McCune -
Albright syndrome

®ubposHasa aucrnasva (Ofl) - pegkoe crnopagnyeckoe A406POKaUeCTBEHHOE BPOXK-
LEHHOe mporpeccupyioliee 3aboneBaHrie KOCTHOW TKaHW HEU3BECTHOTO MPOUCXOXKAe-
Hus. OCHOBHOW naTonoruyeckuin npouecc npu O npeacTaBnseT cobo MmeasieHHoe 3a-
MeLleHne HOPMasibHOW KOCTHOW TKaHW HEOPraHN30BaHHOW 1 He3penion BONOKHUCTOM U
TpabeKynApHO KOCTHOW TKaHbto [1-3].

OTa TKaHb MMeeT TeHAEHLMIO K POCTY U MCTOHYEHMIO KOPTUKAIbHOIO C/IOA KOCTH, YTO
BbI3blBAeT Aepopmauio, NMaTtoniormyeckne nepesiombl, 60fb 1 GyHKLMOHaNbHbIE pac-
CTPOWCTBa OPraHOB, PACMNOJIOXKEHHbIX B 06/1aCTU NopaxeHus [4-7].

OcHoBHasA aHomanua npu O] cBA3aHa ¢ comaTnyeckon myTtaumen reHa GNAS, kogu-
pytoLiero cyobeauHuly 6enka G, uto npreoaut K geduunty anddepeHUnpoBKN ocTeo-
651acToB, GpUOPO3HON MeLyNAPHON NponudepaL M U rMNepakTMBHOCTU OCTEOKACTOB,
YacTUYHO OOYCIIOBNEHHON runepakcnpeccueit IL-6 B MyTUpOBaBLUNX KreTKax. MNockonb-
Ky MyTauus TakKe BAUAET Ha Apyrue TUrbl KNeToK, 3aboneBaHne MOXET ObiTb CBA3AHO
C KOXHbIMW (NATHa «Kode C MOSIOKOM») 1 SHOOKPUHHBIMK (paHHEee MosioBoe COo3peBa-
HUe, rMNepTNpPeOns, akpomeranusa, CMHAPOM KylinHra) npoABneHUAMU Npu CUHAPOME
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MakkbloHa — On6parita (McCune - Albright syndrome), docdaTHbiMm arnabetom BCnea-
cTBMe runepakcnpeccun FGF-23, nHpgyumpytowero docdatypuio (Paktop pocta dubpo-
6nacToB 23), MuKkcomon npu cuHgpome Masabpayna (Mazabraud’s syndrome) [8].

Brnepsble O] 6bin1a onncaHa PeknuHrayseHom B 1891 r. [9], B 1938 1. JIuxTeHwTelH
Ha3san natonoruto O [10]. AsTop npegnonoxun, uto O] obycnosneHa gedexkTom and-
bepeHUMpPOoBKM KOCTHOM TKaHW. B 1957 r. G. Changus oTMeTun peLuatoLlyio posb runep-
nnasun ¢ubpobnactos B natoreHesze O[] [11]. CoBpemMeHHble faHHble, OCHOBaHHble Ha
reHeTUYeCkoM M MONEKYNAPHOM aHanuse, CBMAETENbCTBYOT O TOM, uTo passuTuio O
cnoco6cTByeT Natonornyeckan perynauma mexknetoyHoro UAMO® nnm gncdyHKuma npo-
TeMHKMHa3bl. [lpyrue nccnefoBaHmMA BbIABUIM COMATUYECKYIO aKTUBUPYIOLLYIO MyTaLnio B
reHe GNAS1, pacnonoxeHHoM B 20-1 xpomocome [8, 12].

PacnpoctpaHeHHocTb P[] coctaBnaeT okono 1/2000, B paBHOW CTENEHM BCTpeYyaeTca
Y MY>XUMH U XKeHWwmH. Ol MoXKeT BO3HMKaTb B JII06OM BO3pacTe, B TOM YKC/e Y MNOXKMIIbIX
nofen; ogHako obbl4HO OHa noAsnaeTca B Bo3pacTe fo 30 net [13]. Ha gonto O npuxo-
AmnTCA 2,5% Bcex KOCTHbIX HOBOOGpa3oBaHui 1 7,0% Bcex fOOPOKaueCTBEHHbIX OMyxonei
KocTten [8, 14].

B ocHOBHOM naTonorus nopaaeT KOCTU Yepena, AJIMHHbIe KocTu 1 pebpa [1, 15-17].
3aboneBaHue nmeeT 3 GOpPMbI: MOHOOCCaNbHYIO (MOpaxaeT ToNbKo 1 KOCTb), HECUHAPO-
MasibHyt0 nonmoccanbHyto popmy (nopaxkaet 6onee 1 KOCTW) U cUHAPOM MakkbtoHa — On-
6panta (McCune - Albright syndrome), onpegensembiin Hanuunem ¢pnbpPoO3HON gmcnna-
31K, CBA3AHHOW C NaToNiorme SHAOKPUHHOI CMCTEMbI 1 NATHaMU LiBeTa Kode C MONOKOM
[1, 18]. MopaxeHune KocTen yepena BCTpeyaeTca npumepHo B 50% cnyyaeB nonnoccasnb-
HbIX PopM, B 27% MoHOOCCanbHbix dopm 1 B 90% criyyaeB cuHapoma MakkbioHa — On-
6paliTa, XOTA OTHOCUTENIbHO YacTOThbl BCcTpeyaemoctn 3 dopm Ol B nutepatype MHeHMsA
pacxoaaTtca [8].

OunarHo3 O[] ocHoBbIBaeTCA Ha faHHbIX KNMUHNYECKMX, PEHTTEHONTOrMYECKNX, MTMCTOSO-
rMYECKMX U reHeTUYeCKNX nccnepoBaHuii. MNpy ocmoTtpe 06nacTb MopaxKeHna MOXeT ObITb
yBesinyeHa, acMMMeTpUYHa No OTHOLLEHNIO K 3l0p0BOI CTOpoHe. Yalle Bcero B obnactu
rofIOBbl U LLEeN MOPaXkaeTCA BEPXHEUENIOCTHAA KOCTb, pexe NopaatoTcA HUKHEYentoCT-
Has, nobHas, KNMHOBMAHAA, pelleTyaTas, TeMeHHas, BUCOYHaA 1 3aTblloyHaa Koctu [19,
20]. XoTAa ructonormyeckoe nccnefoBaHue cymTaeTca 30/10TbIM CTaHAAPTOM, KOMMbiOTep-
HaA Tomorpadua (KT) ana gnarHocTnkm Gpubpo3HO Ancniasnm Koctu ABnaeTca Hanbo-
nee TOYHbIM METOAOM WCCNIeOBaHNA, @ TakKe ANA NNaHUPOBaHUA NeuyeBHON TaKTUKN 1
nocnepytoulero HabnogeHna [21-23]; 6UoNCcMM MOXHO 136exaTb B TUMUYHbIX CITyYasax
CTabunbHOro naTonornyeckoro npouecca [2].

Mo paHHbIM peHTreHorpadum n KT soigenatoT 3 Tuna Of1: negxeToobpasHbii (paclum-
peHue 1 pa3pexxeHHOCTb KOCTW YepeayeTca C ouyaramv GopMm1poBaHnNA KOCTH), CKepoTu-
yeckmni (KOCTb UMeeT B1A OQHOPOAHOMO «<MAaTOBOIO CTEKNA»), KNCTO3HbIN (Hannumne ovara
pa3pexeHna ¢ 0604KOM cKnepo3a) [24].

O[] moxeT BoBneKaTb B npotiecc obyto KocTb B opraHusme [4, 25, 26]. B otnnume ot
MOHOOCCaNIbHOW 1 HECUHAPOMasbHON NOIMOCCanbHON GOopPMbl, CMHAPOManbHasA NONNOC-
canbHasa popma O[] cuntaeTca Hambonee TAXKENON N XapaKTepn3yeTca BOBJIEUEHNEM B
npouecc Bcero opraHusma. 3tot Tun O[]} Ha3biBaeTca cMHAPOMOM MakKbioHa — Onbpaii-
Ta (McCune - Albright) 1, no nutepaTypHbIM faHHbIM, MOPaXaeT, okono 3% nayneHToB
[4]. OH BKntoYaeT B ceba nopakeHne He TONbKO KOCTeN, HO 1 SHOOKPUHHOM CUCTEMbI 1
XapakTepr3yeTca NosABeHNeM NATEH «Kode C MOTOKOMY, Pa3NYHbIMU SHOOKPUHHbIMMA
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paccTponcTBaMu, BKMOUasA MpexAeBpPeMeHHOe MONoBOe CO3peBaHue, rmnepTmpeos,
aKkpomeranuio, cuHgpom KylmHra v runepnapatnpeos. Takke MOryT pa3BUTbCA HapyLue-
HWA CO CTOPOHbI CepAeYHO-COCYANCTON U NULLEBAapUTENbHON cucTem [8, 25, 27].

Bonee 80% nauneHTOB COCTaBNAET eBponeonHasa paca, B TO BpeMsa Kak a3uaTbl —
Tonbko 1% [25, 28, 29].

MNMoparkeHue BrcouHom koctu npu O] BcTpevaeTca peako (B 11-12% Bcex cnyyaes no-
paXkeHUs KocTel yepena) U 06blYHO GbiBaeT ogHOCTOpoHHMM [3]. BK yale nopakaetca
npu nonunoccanbHol dopme (25-70%) [28]. K. Zhang et al. nposenu aHanu3 11 cnyyaes
®[ BK y nuuy MoHronongHom pacbl. Kakux-nnbo pasnuumin no KNnHuYecknm n mopdosno-
rMYecKM XapakTepucTKam He oTMeuanoch [29]. Ol ¢ nopakeHnem TONbKO BUCOYHOM
KOCTV BnepBble 6bi1a onuncaHa B 1946 r. H. Schlumberger [30]. C Tex nop 6bino 3aperu-
cTpupoBaHo 6onee 100 cnyyaes O[] BK, B Tom uncne 66 cnyyaes y geteit [25, 26].

®[l megneHHO nporpeccupyet, HO MMeeT TeHAEHLMI0 K perpeccy rnocsie nosioBoro
Co3peBaHusA, 1 MNO3TOMY ofnpefeneHne ONTUManbHOrO anropuTMa JieyeHUa BO MHOTMX
cyJasax npefcTaBnaeT gna cneymnanmcta bonbluve TpyAHOCTU. HeKoTopble aBTOPbI peKo-
MEHAYIOT X1PYypruyeckoe neyeHve nocsie nosaoBoro copesaHua [14].

CvMnTOMaTUKa 3aBUCUT OT aHaTOMUYECKOTO PACNoNOXKeHUA NaToNoOrMYeckoro yyacT-
Ka [31-33]. Ana ®[] BK xapakTepHbl cnegyioLiie CUMNTOMbI: CHUXKEHMe cnyxa (Yalle no
KOHZYKTUBHOMY TUMY, peXe — CMellaHHan 1 ceHcoHeBpanbHaa ¢opmbl) (58%), onyxonb
unu gedopmauna (38%), peunanBrpyOLWMNA HAPYXKHbIA UK (1) cpegHun otut (14%), Hein-
ponatusa nuuesoro Hepaa (12%), otopea nnu otanrua (11%), ronosHble 6onn (8%), uyB-
CTBO 3aJI0XKEHHOCTU yXa (6%), ak30dTanbm (5%), TPM3M >KeBaTenbHOWM MycKynaTypbl (3%),
ronoBoKpyxeHue (3%), wym B ywax (2%) [4-7]. Opyrve pegko Habnogaemble CUMNTOMbI,
He cBA3aHHble ¢ nopaxeHrem BK, BKnoualoT B cebsa KpoBOTeUEHME 13 HOCa, YXYALIeHne
OCTPOTbI 3peHNA, SNUNENTUYECKNE MPUCTYMbl, HENPaBUIbHbIN NPUKYC, NPeXaeBpeMeH-
Hoe nonosoe co3peBaHue [8, 13, 14].

Haunbonee yacToli HaxOAKOW Yy 3TUX NaLMEHTOB ABNAETCA CTEHO3 HapPY»KHOrO CJTyXO-
Boro npoxopga (HCI), TakXKe UHTpaonepauOHHOM HaXOAKOM MOXKET ObITb XonecteaToMa
HCIT [26, 34, 35]. Takme natonorvyeckme M3MeHeHUA NPUBOAAT Yalle K KOHOYKTMBHOW
TyroyxocTu, obycnosneHHol obctpykumen HCI, gectpykumm mnu dukcaumm CiyxoBbix
KOCTOUYEK.

J.Y. Jung, M.Y. Lee onucanu cnyyan O[], korga natonormyeckuii npotiecc 6bin orpaHu-
YeH naTepasibHON CTEHKOW SNUTUMMAHYMa 1 MOMIOTOUKOM, YTO BbI3biBanio MMMOOUIM3a-
uuto nocnepHero [36]. J. Mierzwinski et. al. npeactaBunm cnyyaii BHe3anHom noTepum cnyxa
y naumeHTa ¢ O] BucouHonm koctm [22]. B 2015 r. A. Pardo-Maza et al. onucanu cnyyan ®f,
B KOTOPOM aBTOPbl pacLeHUIN NaToNorMyecknii NPoLLecc Kak no3fHee OCNoXKHEeHNe Xu-
pypruyeckoro fieyeHns xonecteaTtombl BUCOUHOM KocTu [31].

C.A. Megerian et al. ogH1MU 113 NepBbIX MPOBENV NUTEPaTYPHbIA 0630p, BKOYAOLWNIA
43 HayuyHble paboTbl, M COO6WUIN O cepur COBCTBEHHbIX HabnoaeHN. ABTOpbl 0OHapy-
Xnnu, yto y 70% naumeHTOB BCTpeyanacb MoHooccanbHasa popma O, y 60nbIMHCTBA U3
HUX UMENNCb KOHAYKTUBHAA TyroyxocTtb 1 cteHo3 HCI [25].

L.R. Lustig et al. coobwwmnn o 21 cnyyae Ol 06nacTv ronosbl U Wew, y 5 N3 KOTOPbIX
6b110 NnoparkeHune BK. Y 2 n3 Hux 6bina notepsa cnyxa, cBA3aHHasA co cteHo3om HCI, y 1 BbI-
ABeHa 6onbLUan KMCTO3HaA ONyXofb, pa3pyLatolaa tegmen tympani. MoHooccanbHyio
dopmy aBTOPBI HabNoAaNM ToNbKo B 25% cnyyaes [37].
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T.C. Pontes-Madruga et al. [38] Habntoganu 5 naymeHToB ¢ O/ BK (13 HUX 4 — XKeHCKoro
nona), Bo3pact Bapbuposan ot 13 go 34 net. B 3 cnyyaax aBTopbl YCTaHOBUAW NOANOC-
canbHyto Gopmy, B 2 cslyyasx — MOHOOCCanbHY. Y 4 naunMeHToB NMeNocb OnyxoneBua-
Hoe 06pa3oBaHVe Ha CTOPOHe Mopa)eHus, 3HaumTenbHoe cyxeHue HCI B ero Havane,
y 2 13 HKX Oblna oTopes 1 xonecteatoma, BTopuyHasa no otHoweHuto K ®f] BK. B 1 cny-
yae aHaTOMKA HaPYXXHOTO yxa He Obina n3MeHeHa, HO Mo AaHHbIM KT nmenocb nsonupo-
BaHHOe nopakeHne KameHMcTon yactn BK. B 1 cnyyae naumeHT npeabasnan xanoby Ha
60nb B BUCOYHO-TEMEHHOW 0651aCTV Ha CTOPOHE nopakeHus. B 4 cnyyasax no gaHHbIM KT
MUMeNOoCb 3HAUNTENBHOE CYXKeHWe MONOCTeN CpefHero yxa naTonornyeckom TkaHbolto. Mo
[aHHbIM TOHaNbHOWM MOPOroBON ayaMomMeTpuun B 4 cnyyasax Habnopanacb KOHAYKTMBHasA
Unu cmellaHHasa gopma TyroyxocTtu 2-3 cteneHu. B ciiyyae n30nmpoBaHHOMO nopaeHus
KameHuncTon YacTn BK aBTopbl Habnoaany HesHaunTeIbHbI KOCTHO-BO3AYLUHbIA pa3pblB
(5 gb). 3 naymeHTa 13 5 GbINN NpooneprpoBaHbl. B ciyyae ¢ xonecteaTomol NaLeHTy Bbl-
nonHeHa pagukanbHasa mactouaskTomusa (radical mastoidectomy) c opmupoBaHmem no-
cnieonepaunoHHON NonocTu. ipyromy naumeHTy B CBA3U C FONOBHbIMY 60nAMY 6puragon
HelpOXMPYpProB BbINOJIHEHA YacTMUYHAA pe3ekuma yellyinyaTom Yact BK c otaeneHnem
ee OT TeMeHHOW KOCTW. B ganbHenwwem B CBA3M C NpUCOefMHEHEM OTOPEN N Pa3BUTMEM
XOnecTeaToMbl y 3TOro NauMeHTa OTOXMPYProM BbiMOSIHEHA pafrKaiibHaa MacTOVAIKTO-
MuA ¢ bopmMrpoBaHeM nocsieonepaLoHHON nonoctu. B oborx cnyvaax nposogunach
neprogmyeckan caHauma nocneonepaunuoHHON NONOCTU. Y TpeTbero nauueHTa TakKe
BbIMONHEHa paguKanbHasa MacTonaskTomua. fmctonornyeckoe nccnefoBaHmne nokasano
BepeTeHOObOpa3Hble GpnbpobdracTmyeckme Knetkm 6e3 atmnum n GopMmnpoBaHMA HOBOW
TpabeKynApHoOI KOCTHOM TKaHu [38].

J. Mierzwinski et al. npoBenu aHanu3 aHrnoasbluHOM NuTepatypbl ¢ 1950 no 2017 r,,
noceaweHHon O] BKy getein. 3a 67 net onncaHo Bcero 66 cnyyaes Of] BK. CpegHuin Bo3-
pacT geTen coctasun 12 net. Bospact BapbrpoBan B LUIMPOKNUX Npeaenax (0T 9 mecAues fo
17 ner). MpeobnafaHrie My»CKOro WM }eHCKOro nona He Habntoganock. B 65% cnyyaes
BCTpeyanacb MOHooccanbHaa popma, B 29% cnyyaes — NonnmoccanbHas. 6% npuLLioch Ha
Taxkenyto dopmy O] — cuHgpom MakkbioHa — Onbparita (McCune — Albright syndrome).
MauneHToB H6ecnokounu: cHxeHne cnyxa (58%), fedpopmauma NopaKeHHO! CTOPOHbI
(38%), peunanBUpPYOLWNIN HAPYXKHbIN U cpefHnin oTuT (14%), HeliponaTuA NMLEBOTO He-
pBa (12%), otopen n otanrua (11%), ronosHasa 605b (8%), 3aN10KeHHOCTb yxa (6%), rono-
BOKpYeHue (3%), wym B yxe (2%). B 62% cnyyaes Habnofanca cTeHO3 Hapy»HOro Ciyxo-
BOro npoxopga. Xonecreatoma BbisifieHa y 12% nauneHToB. Y 68% nauneHTOB BbINMOAHEHbI
Te WAW MHble onepaTVBHble BMelLaTenbcTBa. B 21% cnyyaeB KoHcepBaTMBHaA Tepanua
oka3anacb adpdekTrBHON. Y 38% naumneHTOB BbIMOIHEHA KaHaNonnacTuka, B 30% cnyyaes
- Mactongsktomma. ¥ 15% naumeHTOB NpoBefeHa pe3eKuuna naTonormyeckoro yyactka
B Npefenax 340poBor TKaHW. B 1 cnyyae naumeHTy BbiNonHEHa onepayma no ycTaHoBKe
annapaTta KOCTHOro nposefeHus. B 4 cnyyaax cMMynbTaHHO BbIMOMIHEHbI ONepaTuBHbIE
BMeLLaTeNbCTBA Ha BEPXHEW M HUXKHEN ventocTu [22].

A. Fattah et al. coobwunu o 37 getax ¢ ®. /13 Hux TonbKko y 3 6GbiNo NopaXKeHne BU-
COYHOW KOCTM, YTO FOBOPUT O PefKOM BOBNEUYEHWNW BUCOYHOWN KOCTU B MaTONOrMYECKNiA
npouecc [14].

AlO. Kyrywes 1 COaBT. MPOBENM PETPOCMEKTUBHbIA aHann3 COOBCTBEHHbIX Habsto-
aeHun 3a 15 net (2002-2017 rr.). B nccnenoBaHune 6biin BKAoUueHbl 86 venosek ¢ O[]
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yentoCTHO-NMLeBor obnacTu. Mo faHHbIM aBTOPOB, Yalle Noparkanacb BEPXHAA YeNtoCTb,
TONbKO B 3 cnyyasx (5,3%) Habnioganocb nopaeHre BUCOYHOM KocTu [24].

K.Zhang et al. 2009 no 2019 r. Habntopganu 11 nauneHToB (12 yweit) C NOATBEPXKAEH-
HbiM grarHo3om Of1 BK. CpegHuin Bo3pacTt coctasun 33,4 roga (15-59 nert). 10 naymeHToB
(90,9%) 6bINM NpefCcTaBUTENAMN MYXCKOrO nosa. Ha Hayano 6onesHu y Bcex naumyeHToB
BO3pacT coctaBun meHblue 30 fieT. B ogHoM ciiyyae aBTOpbl OTMETUAN BHE3AMHYIO FYXOTY.
CpegfHee BpemMsA OT Hayana NepBbiX CMMMTOMOB 1 MOCTAaHOBKM MPaBUIbHOIO AarHO3a Co-
ctaBuno 54,3 mecaua (2-240 mecaues). o faHHbIM aBTOPOB, CaMbIM YaCTbiM CUMNTOMOM
6b110 cHUXKeHne cnyxa (100%). OcTanbHble CMMMATOMbI HAabMIOZANUCh pexe: WyM B yxe
(36,4%), oTopes (36,4%), otanrua (18,2%), ronoBokpy»keHue (9,1%), HellponaTnA nMLeBo-
ro Hepga (9,1%). B 2 cnyyaax aBTopbl YCTaHOBUAW 3—4-10 CTeMNeHb CEHCOHEBPaNbHOM TY-
royxocCTW, y OfHOrO NaLmeHTa — cybneprocTanbHbii abcuecc. Bo Bcex cnyyasax oTmeyanca
CTEHO3 Hapy»KHOTO CIyXOBOr0 NPOXOA3, Y 8 NaumeHToB 6bapabaHHaa nepenoHkKa Obiia nH-
TaKTHa. YpoBeHb LienoyHon pocdatasbl u pocdopa (P) B KpoBYM OblST 3HAUMTENBHO BbILLE Y
nauneHToB B Bo3pacTte 15-17 neT, uemM y cTapLuei Bo3pacTHom rpynnbl (20-59 nert). Kanb-
unin (Ca) B CbIBOPOTKE KPOBW Oblnl HE3HAUMTENBHO NOBbILLEH Y NaLMeHTOB B Bo3pacTe 15—
17 net, uem B CTapllen Bo3pacTtHom rpynne. B 45,5% cnyyaeB nmenacb MOHOOCCanbHas
dopma, nonnoccanbHaa — B 54,5% cnyyaes. Y naymeHTOB C MOHOOCCaNbHON GOpMOii B
100% cnyyaeB nopaxanca HapyHbI cnyxoBoi npoxop, B 40% — 6apabaHHasa nonoctb u
COCLIeBUAHDBIN OTPOCTOK, B 20% — cnyxoBas Tpyba 1 KaMeHMCTasa YacTb BUCOYHOWM KOCTU.
Y nauMeHToB C NOANOCCaNbHON GOPMOI B MATONIOMMUYECKUA NPOLECC BOBMIEKANUCh Clle-
JyroLie aHaTOMUYecKme CTPYKTYpPbI: Hapy»KHbI ciiyxoBol npoxop (100%), 6apabaHHas
MonoCTb N COCLIEBUAHDBIN OTPOCTOK (40%), cnyxoBas Tpy6a, KaHan BHyTPeHHeN COHHOM
apTepuu (20%), KaMeH1CTaa YaCTb BUCOYHOM KOCTW, KIMHOBUAHAA KOCTb (83,3%), ckyno-
BaA KocTb (50%), peleTyaTtas, nobHasA, BepxHeuentocTHaa Koctn (16,7%). B 11 cnyyasax
aBTOpbI HabnoJanun xonecreatoMy B cpefHem yxe. Y Bcex 11 nayMeHTOB aBTOPbI BbIMNO-
HWN OMepaTMBHOE BMELLATENbCTBO, PagMoTepanua He ncnonb3oBanacb. KaHanonnactu-
Ka C yganeHuem xonecteatoMbl NpoBefeHa Bo Bcex 11 cnyyasax. Y 4 nauneHTOB BbIMOHe-
Ha TMMMAHOMNACTMNKA, B 5 C/lyvyanaX — KOXKHaA NIacTuKka Hapy»XHOro CyxXoBOro MPOXOAa,
B 2 C/lyyanx — OCCUKYNONNAcTMKa, B 1 cnyyae — gekomnpeccmsa NMUeBoro HepBea B CBA3N
C Nape3oM MMMUYECKON MYCKYnaTypbl, K KOTOPOMY MpurBena KOMNpeccusa nmueBoro He-
pBa B cpeiHeM yxe. CpefHuin nepuof HabnogeHus coctasun 4,2 roga (2-10 nert), 3a 3ToT
nepuof 6b110 2 ciyyas pecteHo3a. ABTOPbI B 3aKJIlOUEHMEe OTMEYaloT, YTO XofiecTeaToma
yacTo BcTpeyaetca y 6onbHbIx Of1 BK 1 aBnsetca BTopryHoi Bcnefcteme okknosum HCI
MaTofIorMyeckom TKaHbto. ECnn y naumeHToB HeT »Kanob 1 OCNOXKHEHWIA, TO OHW [OMKHbI
HabnaaTbCca, UM HeobXoaMMo MPOBOAUTL Mepuoanyeckoe oumiieHne HCI. Mpu ot-
CYTCTBUW NATONOMMN CPeAHero yxa LUMPOKasa KaHano- 1 meatonniacTuka JaloT xopolume
pe3synbTaTbl. [1pyn HanMuMmM xonecteaToMbl BbINOMHAETCA CaHaUMA CPefHero yxa ¢ Tumna-
HOMNACTUKON. ABTOPbI NOAYEPKUBAIOT BaXKHOCTb ASINTENIbHOIO HabNOAEHNA TakKMX Nauu-
€HTOB. Y monogbix nauneHToBs (15-17 neT) BbicOK puck pecteHo3a HCI [29].

M. Fandino et al. npoBenu aHanu3 aHrnoA3bIYHOM nNUTepaTypbl ¢ 1948 no 2013 r.
Wmun 6bino obHapy»keHo 29 HayuHbIX NybnnkKauuin, B KOTOPbIX onucbiBaeTca 49 cnyyaes
@[] BK. MoHooccanbHasa dopma BcTpeyvanach y 85%, B TO Bpema Kak nosmoccanbHasa —
B 12%, cnHppom MakkbioHa — Onbpaiita (McCune - Albright syndrome) - B 2 cnyva-
AX (1%). COOTHOLIEHNEe MY>KUMH W KeHWwmH cocTtasuno 1,4:1, cpegHnin Bo3pact — 28,2
(9-78 net). B 6onblIMHCTBE ClyyaeB MMenacb KOHAYKTUBHAA TyroyxocTb (41 naumeHT),
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pexe — CeHCOHeBpasbHaa U CMeLaHHaA TYroyxocTb. CEHCOHeBpPasibHYIO TYFOYXOCTb MHO-
rve aBTOpbl CBA3bIBAIOT C BO3PACTOM, MPeAblAyLMMN OnepaunaMm 1 Nopax}xeHnem BHY-
TPEHHEero yxa naToformyecknm npoLeccom.

Xnpypruyeckoe neyeHne B 3aBUCMMOCTU OT HaNMUMA N BblPaXKeHHOCT CUMMNTOMOB
NPOBOAMIIOCH B 0ObeMe YaCTUUHOW pe3eKUmUnM NaToNOrMYeckom TKaHu, KaHanonnactu-
K1, MaCTONAIKTOMUK, PafMKabHOW onepaLmm Ha CpefiHeEM YXe, 3aKpbITOM CaHMpPYIoLLEein
onepauuu, TMMNaHOMIACTUKN. HeKOTOpbIMU aBTOpaMK onrcaHbl Clyvan nabupuHTIKTO-
MUK, CybTOTanbHOM NETPO33KTOMMM, EeKOMMPECCMN BHYTPEHHEro CIyXOBOro npoxoa y
naymeHToB ¢ O[] BK. B 3 nccnepgoBaHuax, rge aBTopamy Habnoganvcb 4 nauuneHTa, 6o
NPUMEHEH TaK Ha3blBaeMbIl KOHCEPBATUBHbI Noaxod (watch-and-wait), KOTOpbI 3aKto-
YasnicA B KOHTPOJIe NaTONOrMYecKoro npouecca ¢ nomoubto KT v ayguomeTtpun. Y 3 n3 Hux
(HabniopgeHme cocTaBmno 1-9 neT) pa3Burnacb CEHCOHEBPaJibHaA TYrOyXOCTb U FONOBOKPY-
XeHue 13-3a pacnpoCTpaHeHNA NaToNOrMyeckoro nNpoLecca Ha BHyTPEHHee yxo.

Mo mHeHuto M. Fandino et al., HeBO3MOXXHO NPOrHO3MPOBATL AaNIbHENLIWIA X0 NaTo-
Nornyeckoro npowecca, oH MoxeT orpaHnuntbca HCI unu nopaxatb 06nacTb BHYTPeH-
Hero cnyxoBoro npoxopa. Xonecreatoma Habntoganacb B 15% cnyvaes, otopes - B 8,8%,
napes MMMUYECKON MycKynaTypbl — B 5%. Ha ocHoBaHMM JaHHbIX 0630pa nutepaTypbl
M. Fandino et al. npuwnmn K BbIBOAY, YTO HEBO3MOXKHO ONpefeNiuTb pasHuLY B TeUeHUN
6onesHn y getei n B3pOCsIbIX, MO3TOMY BCe PeKOMeHZaL M1 B niutepaType NpuMmeHnMbl B
06eunx Bo3pacTHbIx rpynnax [2].

OpHVM 13 HepeLleHHbIX BOMPOCOB ABMAETCA fleyebHasA TakTuKa Yy nauymeHtos ¢ O.
OOLLEeNpPUHATBIX MPOTOKONOB fleueHuA HeT [24]. [py HanMuMM CUMNTOMOB B GONBLUMHCTBE
C/yyaeB, MO AaHHbIM IUTePaTypbl, MCMOb30BaNOCh XMPYPruyeckoe feveHre: KaHanonna-
CTVIKa, MaCTONAIKTOMUA, MONHOE XUPYPruyeckoe yaaneHune odara nopaxeHuna n 1. a. [1, 22].

PaHHee BMellaTeNbCTBO Y NaLMEHTOB C KOHAYKTUBHOWM MOTEpen cnyxa u/wnu cre-
Ho3om HCI1, no MHeHUI0 MHOrMX aBTOPOB, ABMAETCA MPaBWUIbHBIM, HaMPaBIEHHbIM Ha
npefoTBpaLleHne AanbHenLWnX OCNIOKHEHNIN. PeBr3nA cpegHero yxa n/vnm TMmnaHoma-
CTOVAIKTOMUA MOTYT BbIMOSIHATLCA MPY PacnpoCTPaHEHN NaTONOrMYeckoro npowecca
Ha cpefiHee yx0 Unu Ansa yaaneHua xonecteatombl [2]. Mo gaHHbIM 0630pa nuTepaTypbl,
B 56% cnyyaeB OblnO OTMEUYEHO YnyylleHne cilyxa nocie 3aKpbITON CaHUpYoLLel one-
pauun ¢ TMnaHonnacTukon (canal wall up mastoidectomy), B To Bpems Kak nocse ot-
KpbITOW CaHUpYyIoLLe onepauun ¢ TumnaHomnnactukow (canal wall down mastoidectomy)
ynyulieHve ciyxa Habnoganocs B 100% cnyyaes [12, 26, 27, 30, 31].

Mo mHeHuto M. Fandino et al., 3T gaHHble cnegyeT UHTEPNPETUPOBATb C OCTOPOXKHO-
CTblO, yUUTbIBaA HeOGONbLLYIO BbIGOPKY NaLMEHTOB, OMbIT XMUPYpPra U T. Ai., U XMPYPruyeckui
NoAXOA, BEPOATHO, OMKEH ObITb ONpeaeneH CTeneHbio pacnpoCcTpaHeHHOCTY 3aboneBa-
HMA, @ HEe Ha OCHOBE MMEIOLLMXCA AaHHbIX O BOSMOXHOCTM ynyulleHus cnyxa. Hanbonee
cnoxHbiMu M. Fandino et al. cumtaloT nayneHTOB C NopaxkeHnem cpefHero yxa, 0cobeHHo
Korfa naTonormyeckmnii MpoLecc coCpefoToueH BOKPYr CTpemeHn 1 6apabaHHoro cer-
MEHTa NINLEBOro HepBa, 6e3 BHEWHeN KoCcMeTUYeckon aebopmMaumm 1 OCIOXKHEHUA 1
MMeeTCA TONbKO KOHAYKTUBHAA NoTepa ciyxa [2].

HekoTopble aBTopbl oTmeyvanu, yto O] BK He 3aTparmBaet CTpyKTypbl BHYTPEHHEro
yxa [39]. OgHako B nuTepaType ecTb COOOLEeHUA O NaLneHTax C NopakeHNeM CTPYKTYpP
BHYTPEHHEro yxa 1 pa3BuTMEM TakMX OCIOXKHEHWUN, KaK CeHCOHeBpanbHas TYroyxocCTb
(4,6%), dnctyna nabupuHTa (0,5%), ronoBoKpyxeHue (6%), [UrMcLeHLNa NONYKPYHOro
KaHana (0,5%) [26, 40, 411.
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C. Frisch npuBoaunT AaHHble HabnoaeHnA 1 neyeHna 66 nauneHTos ¢ O] BK ¢ 2000 no
2013 r. CpegHuin BO3pacT naumeHToB coctasmn 24,8 roga (ot 0,75 go 87 net). 39 yenosek
(59%) — nuua xeHckoro nona. Y 6onbluen YacTn NauMeHToB Habnoganacb NoaMoccanb-
Hasa popma (89%), y 6 (11%) — moHOOCCanbHasA. Y 16 yenosek (24%) 13 uncna naumeHToB
C nonvoccanbHom ¢opmot Obin BbICTaBNEH ANArHO3 «CMHAPOM MaKKbioHa — OnbpaiiTa»
(McCune - Albright syndrome). 48 uenoBek (73%) npegbABnAnm »anobbl pasnnyHOro
xapakTtepa, y 18 (27%) ®[ BK 6bina cnyyanHoi Haxoakow. fonosHaa 6onb unu 6onb B
NpoeKuUn NaToNnornyeckoro yyactka Obinm Hambonee Yacto BCTpeyaroLelnica »*anobon
(39,59%), Ha cHVXKeHVWe ciyxa NpeabABNAnm xanobbl 19 nauneHToB (29%). Y 8 nauneHToB
(12%) 6bina AMarHOCTMPOBaHa KOHAYKTUBHAA TYroyxocTb, Y 6 (9%) no faHHbIM ayauome-
TpUK OblN HEMPOCEHCOPHDBIN KOMMOHEHT. Hanbonee pacnpocTpaHeHHOW OOBEKTUBHOMN
NpUUYNHON Xanob Gbina BHeWHAA KocmeTuyeckasa aedopmauuma — 33 cnyuas (50%). Pas-
nuyHble cteneHn cteHo3a HCI Habnoganuch B 15 cnyyaax (23%), skccydaT B cpegHem
yxe BbiABfieH y 13 nauneHToB (20%), Anddy3HbIA Hapy»KHbIA OTUT — B 2 cyyasax (3%) u
xonecteatoma - B 2 (3%). [NepeuncneHHble natonormyeckme COCTOAHNA MOTYT MacK1pO-
BaTb O] BK. Y ogHoro naumeHTa (1,5%) aBTOpbl Habnogany XxonecTepuHoOBYo rpaHynemy
CpefHero yxa 1 CocLeBMAHOro oTPOCTKa, y apyroro (1,5%) 6bina gnarHocTMpoBaHa oTo-
nukBopes. B 1 cnyyae nHTpaonepaunoHHO 6bin 06Hapy»eH CBULLY 3aiHEro MNONYKPY»HO-
ro KaHana. Hu y ogHoro nauuveHTa aBTopbl He Habnodanu HelnponaTno YepenHo-mMo3ro-
BbIX HEPBOB.

Y 3 naumeHToB (5%) 6b1n 0OHapyXeH Janeko PacnpoCTPaHALWMNIACA NaTONOrMYeCcKnii
npouecc, 4To, N0 MHEHMIO aBTOPOB, MOINO YKa3blBaTb Ha 3/1I0Ka4YeCTBEHHbIV MPOLLeCcC un
ManurHusauuio. Y 2 nauymeHTtoB (3%) no AaHHbIM NAaTOrMCTONONMUYECKOro NcciefoBaHmA
(MT) He 6bI1O NPU3HAKOB 03/10KAYECTBAEHMA UM ManurHu3auun. Y 1 naumenTa (1,5%) ¢
roNoBHbIMU 6ONAMM 1 PacNPOCTPaHEHEM MNATONOMMM Ha TEMEHHYI0 KOCTb C COOTBETCTBY-
toLLell CTOPOHbI Mo AaHHbIM MV 6611 BbICTaBNEH AMarHo3 «0CTeocapkoma HU3KOW cTene-
HU AnddepeHUNPOBKN».

HCIT (26,39%) n cpepHee yxo (19,29%) nopaxanucb yalle, YeM OCTasibHble aHaTOMMU-
yeckme obnact BUCOUYHON KocTh. KT obnactn nopaxeHus obblYHO AEMOHCTPUPOBaNna
ob6WwrpHOE NnopaxeHre No TUMY «MaToBOro cTeknay. Pesynbratl MPT 6binun upe3Bbluaii-
HO M3MEHUMBBIMUY, 1 aNA anddepeHLManbHOM ANarHOCTKM aBTopbl Nnpuberanu K KT. T1-
B3BeLLEHHbIe N300paXXeHNs Yallle BCEro BbIABANM U3OMHTEHCUBHbLIV CUTHaN B obnacTtu
NOpPaKeHNA C MHTEHCKBHbBIM MOIMOLEHMEM KOHTPACTa, MO AaHHbIM T2-B3BELIEHHbIX U30-
6parkeHNIN yYacTKN BapbUPOBaNCb OT HA3KOW 10 BbICOKOW CTeNeHN MHTEHCMBHOCTY CUT-
Hana.

Y 33% nauneHToB ObinKv BbINOMHEHbI ONepaTUBHbIe BMeLlaTeNbCTBa: B 7 ciiyyasnx (32%) -
TUMMaHOMaCTOMAIKTOMUSA, 5 (23%) — OTKpbITas pacwmpeHHaa 6uoncusa, 4 (18%) — KaHa-
nonnactuka, 3 (13%) - pemogenvpoBaHe yyacTKa Nopa)KeHnaA C KOCMETUYECKON Lienblo.

Mo nony, BO3pacTy, YacToTe BCTPEYAEMOCTM, NeyebHON TaKTKe COrnacHo nuTepa-
TYPHbIM AaHHbIM HeT 6onbLlunx pa3nuunii. OgHaKo pa3nnuymsa UMelTCA No YacToTe BCTpe-
yaemoctn 3 dopm Q. Mo cobcTBeHHbIM HabnopgeHmam Christopher D. Frisch et al.,, 11%
naumneHTOB UMeN MOHoOCCabHyto dopmy, 89% — nonmoccanbHyo, B 24% cnyyaes — CUH-
npom MakkbloHa — Onbparita (McCune — Albright syndrome). Mo MHeHMIO aBTOPOB, 3TN
pa3nuuua obycnIoBfeHbl TeM, UTO B IUTepaTypPHbIX MCTOYHMKAX MOHOoOCCanbHaa dopma
onpepenaeTca Kak NopaxeHue He TONbKO 1 KOCTU, HO 1 B Clyyae BOBJIEYEHUA COCeAHNX
kocTe. C NOMOLLbtO 3TOro onpepesnieHns 60sblLoe CMEXKHOE MopaXKeHe, OXBaTblBatoLLee
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BMCOYHYIO, 3aTbTOYHYIO U KMHOBULHYIO KOCTU, MOXKHO Oblno Obl Ha3BaTb MOHOOCCasb-
Hol popmoit. Kpome Toro, No MHeHMIo aBTopoB, A0 3pbl KT 1 MPT TouHasa Knaccudukauma
N pacnpocTpaHeHHOCTb 3aboneBaHnA, BEPOATHO, Obina HETOUHOI. B Lienom aBTopbI Bbl-
ABUSIV TOPa3fio MEHbLLUYIO PaCNPOCTPAHEHHOCTb CUMMTOMOB U OCJTOXKHEHWI, CBA3AHHBIX C
3aboneBaHveM, YeM B NpeablayLmMxX HayuHbix paboTtax [1].

CnepyeT oTAeNbHO OCTAaHOBUTHLCA HAa KOHCEPBATMBHbIX MeTofax JieueHus, a UMEHHO
Ha MCMoMb30BaHNM Tak Ha3blBaeMbIX aHTMPE30POTUBHbBIX NpenapaToB, KOTOpble Npume-
HAIOTCA B IeYeHUN OCTeOMNOopOo3a 1 Tak Ha3blBaemoro osteogenesis imperfecta y getei.

AO. Kyrywes 1 coBT. B neyeHumn 31 pebeHka ¢ O npumeHany npenapat aneHapo-
HOBOW KncnoTbl. [penapaTt UCNonb30oBanu 1 B KauyeCcTBe MOHOTEPanuu, U B nocsieonepa-
LUMoHHOM nepuoge. o MHeHMo aBTOPOB, NpuMeHeHre 6uchochoHaTHbIX NpenapaTos
No3BONAET YMEHbLINTb GONEBOM CUHAPOM U YBENNUYUTL MAOTHOCTb oYaroB Grbpo3HON
OMCNNasnm, a Takke CnocobCTByeT «CO3PEBaHMIO» MATONOMMUYECKM N3MEHEHHON TKaHW 1
OrpaHuyrBaeT BO3MOXHbI POCT 06pa3oBaHuA. ABTOPbI OTMeUatoT 0cobyto BaXKHOCTb Te-
panuu npu nonvoccanbHbix dopmax Ofl, Koraa pagrkanbHoe onepaTUBHOE eYeHne He-
BO3MOXHO, UM NPY NOpa)eHny 0OCHOBaHMUsA Yepena 6e3 GyHKLMOHanbHbIX PacCTPONCTB,
Korfa onepaTtusBHOe fieyeHrie HepaLoHanbHo [42].

OnddepeHumanbHyto anarHoctnky O] BK npoBoaaT co cnegywowmumy natonoruye-
CKUMW COCTOAHUAMMU, Nopaxatowmmn BK: occudnumpytowas pnbpoma, ruraHToKneTou-
HasA penapaTMBHasA rpaHyfiemMa, OTOCK/IepO3, OCTeob1acTOKNacTOMa, HeCOBepPLUEHHbIN
ocTeoreHes (osteogenesis imperfecta), octeoneTpos (MpamopHas 605e3Hb, BPOXKAEHHbI
cemMeliHbIN ocTeocknepos, 6bonesHb Anbbepc-LLeHbepra), cnHapom Kamypatu — SHrenb-
MaHa (Camurati — Engelman disease, CMCTEMHBbIN HACNEACTBEHHDbIN OCTEOCKIEPO3 C MU~
onatmen), KpaHnoamnadusapHaa u KpaHmometadmsapHasa ancnnasmsa (craniodiaphyseal,
craniometaphyseal dysplasia), an3octeocknepos (dysosteosclerosis), okynopgeHToguru-
TanbHaa aucnnasma (oculodentodigital dysplasia), HacnepgcTBeHHaa runepdpochatemumsa
(hereditary hyperphosphatemia), cungpom MapoTto - Jlamn (Maroteaux — Lamy syndrome,
pyknodysostosis), cuHgpom Bopxysa (Vorhoeve syndrome, osteopathia striata), cuHgpom
BaH byxema (Van Buchem syndrome, generalized cortical hyperostosis) u gp. [24, 43].

MaunenTtsl ¢ O] Hy>KaaloTCA B AMHaMUYeCKOM HabnogeHun [44, 45]. BpemeHHON UH-
TepBan Mexay OCMOTpaMy AO/MKEH ONpefenATbCA CTerNeHblo PacnpoCTpaHEHHOCTU 3a-
6oneBaHuA [46]. MNockonbKy GONbLUMHCTBO CllyyaeB ABMAIOTCA acMMNTOMATUYECKAMMU B
TeueHve AINTENIbHOTO Nepuofa BpemMeHu nocsie NOCTaHOBKM AMarHo3a 1 NOCKONbKY Na-
TONOrMNA NporpeccupyeT MeaneHHo, y NaLumeHToB C MUHMMAabHbIMY CUMNTOMaMU MOXKeT
ObITb PaCCMOTPEH MHTepBan BpemeHu oT 1 1o 2 neT mexxay ocmoTpamu [7].

lNoka3aHuA K onepaLum BKIYatoT ciefytoLue naTonornyeckme n3MeHeHus: xonecTe-
aToma, cTeHo3 HCI ¢ peunanBMpyoLWwmM Hapy»KHbIM OTUTOM, KOHAYKTBHAA TYroyXoCTb,
nedopmalma NMLeBoro Yepena, HeBPOMNaTuA YepenHo-MO3roBbix HepBoB. HakoHel, nc-
KntoueHue 310KkayeCcTBeHHbIX HOBOOOPa30BaHMWIN AOMKHO ObITb OCHOBHOW Lienblo y naLu-
€HTOB C aTUMUYHbIM TeyeHnemM 6one3HN (POCT ONyXOnu 3a KOPOTKMI Nepuos BpeMeHN)
[26, 27,31, 47].

B HacTosAlee BpemA HeT AaHHbIX, MO3BONAIOLWMX NPOrHO3MPOBaTb, Y KakUX NaumneH-
TOB B UTOTe Pa30BbIOTCA OCNOXKHEHNA C TeueHeM BpemMeHU, unn 6onesHb MOXHo Oyaet
KOHTPOJSIMPOBAaTh C MOMOLLbIO XMPYPrMYecKoro BmellaTenbCTBa, UTobbl n3bexaTb pas-
BUTWA 3TUX OCNOXKHeHUN. OfHaKO 13 nuTepaTypbl OYEBUIHO, YTO, MO KpalrHel mepe, y
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HeKOTOPbIX NaLMEHTOB 6e3 XMPYPruyeckoro BMeLLaTeNbCTBa 3TN OC/IOKHEHUA PAa30BbIOT-
cA. 1y nHdopmaumo HeobxoaMMO LOBECTU [0 MaLieHTa BO BPeMsA KOHCYbTauun 1 06-
CyXAeHnA BapnaHTOB NleveHuna [48, 49].

PewweHre 06 onepauymm MoXeT 6bITb MPUHATO, ECNIN €CTb NPU3HAKN Pa3BUBAIOLLETOCA
OCJIOXKHEHMA, UM OHO YXe eCTb. BaxkeH Takon GpaKkTop, Kak OnbIT X1pypra, No3BoNA0LWUi
nNpefoTBPaTUTb BO3HMKHOBEHME OCNOXKHEHMA AW YCTPaHUTb ero (Hanpumep, nytem Je-
KOMMNpeccum BHyTpPeHHero cayxoBoro npoxogda) [50, 51].

Cpoku HabniogeHun n metopbl nccneposanua (KT, MPT, aygmomeTpua) AOMKHbI ObITb
WHAVBYAYanbHbIMY, YUnTbIBaA BapurabenbHocTb npoasneHusa O BK. MaymeHTbl ¢ MHO-
XeCTBEHHbIMM NOPaXKEHMNAMM BUCOUYHOWN KOCTK, C BblPaXKeHHbIMU ayfMoBeCTUOYNAPHbIMA
CUMMNTOMaMM /U MHOXECTBEHHbIM MOpPaX)eHem YepernHo-mMo3roBblx HEPBOB TpebytoT
6onee perynAapHoro HabniogeHWA 1 TWATENbHOMO aHanM3a PUCKOB U MPENMYLLECTB paH-
Hero XMpyprmyeckoro Bmeluatenbcraa [52-54].

Mogxon K BefleHWIO TaKMxX MaLMeHTOB JOmKeH ObiTb UHAMBMAYanbHbIM [55-57]. Ka-
HanonnactTuka npu cteHose HCI HeobxoaMma Npu HanMuMM 060CHOBAHHOIO MPOrHO3a
yNyulleHMA KauecTBa XM3HW NaumeHTa (ynyylleHne ciyxa u npeaoTBpalleHne OCoXHe-
HUI (xonecTeaToMbl)). ArpeccrBHble XUPYpPruyeckme npoueaypbl AOMKHbI ObITb UCMONb-
30BaHbl B TeX CJlyyasx, Korga HabniofgaeTca nporpeccrpoBaHie 3aboneBaHua 1 CBA3aH-
Hbl€ C HAM WUNX HagBuratowmecsa ocnoxHeHua [5-7, 58, 59].

B 3AK/TKOYEHUE

Pepnkan Bctpeuaemoctb Of BK 3aTpyaHAeT cBOEBPEMEHHYIO ANarHocTuky. KnnHmye-
CKMe NPOoABJIEHNA BO MHOTUX IMTEPATYPHbIX MCTOUYHMKAX aHaNorMyHbl € npeobnagaHem
KOHZYKTUBHOW Tyroyxoctu n cteHo3a HCI, B HeKOTopbIX Cllyyasx NOABNAETCA BTOPUYHan
xonecteatoma. Yale natonorus HabnogaeTca B MonooM Bo3pacTe. B cnyuyasax acumnTo-
MAaTUYECKOTrO TeyeHUs 60Ne3HM AN NPU HANNYKK HEBbIPAXKEHHO CUMMATOMATUKN HEOO-
XoAauMo HabntogeHne (watch-and-wait). PeweHne 06 onepaTvBHOM BMeLLIATENbCTBE UK
TaK Ha3blBaeMOM KOHCepBaT1BHOM noaxoge (watch-and-wait) y aTux nayneHToB 3aBUCUT
OT CTeMneHn PacnpoCTpPaHEHHOCTU 3ab0neBaHNUs, CTENEHN UHBANMAN3ALUN, BOSHUKLLEN
TYroyxocCTu, OnbiTa Xvpypra n apyrux ¢aktopos. [loaTomy Kaxzoe peLlueHne JOMKHO Npu-
HUMaTbCA UHANBUAYANbHO.

lokasaHuA K Xupypruyeckomy neuyeHuio: gedpopmaumsa nuueBoro yepena, Kotopas
BbI3blBaeT KOCMeTMYecKuin fedekT, obneryeHne unm yctpaHeHne 60ne3HeHHbIX oLlyLie-
HWUI, BbI3BaHHbIX MaTonoruen, xonecteatoma, cteHo3 HCI ¢ peungmenpyownm Hapy»K-
HbIM OTUTOM, KOHZYKTUBHaA TYroyXxoCTb, HEBPOMATUA YepPenHO-MO3roBbIX HEPBOB.

KaHanonnactuka y naumeHTtoB ¢ ®f] BK gonxHa 6bITb BbINONHEHa Npy Hanuuum o6o-
CHOBaHHOrO MPOrHo3a ynyudlleHUa cyxa Ana npefoTBpalleHua UAN NIeUYeHna OCTTOX-
HeHuin. bonee ob6beMHble XMpypruyeckne BMeLLaTeNbCTBa JOMXKHbI ObiTb NPoBeAeHbl B
cnyvasx, Korga HabnopaeTca nporpeccupoBaHue 3aboneBaHWA U CBA3aHHbIE C HAM UK
HaZBUralOLLMECA OC/TOXHEHNA.

@[ BK - 3710 pefikoe 3a60/1€BaHMe, HO O HEM JOSKEH 3HATb KaXAblll OTOPMHOMAPUHIO-
nior, yTo6bl BOBPEMA AMArHOCTUPOBATL €0 Y Ha3HAYMTb NPaBUSIbHOE NleYeHNe.
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