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ABTOpaMHM laHa UCTOpUYECKas CIIpaBKa MEPBBIX JOKYMEHTAJIbHBIX ONMUCAHUM KIMHUYECKOU, PEHTIE€HOJIOTH-
YeCKOH, MUKPOCKOTTNYECKOM KapTUHBI U3MEHEHHBIX KOCTeH, XapaKTepHBIX 11 TAKOTO PEAKOro 3ab60ieBaHus,
Kak ¢ubposnas auciiaszusa (P]). O/l BrI3bIBaeTCs BpOXKAEHHOM MyTarueii reHa GNAS1, 4To IpUBOAUT K 00-
pasoBaHuio GUOPO3HOI Ze30PTaHU30BAHHOM KOCTHOM MAaTPHIBI C TPUMUTHUBHOM KOCTHOU TKaHbIO, HE CIIO-
COOHOI cO3peBaTh B IIACTUHYATHIE KOCTU. BBIZEIAIOT MOHOOCCATBbHYIO, Moaroccantbhuyio dopmer O/I, a Tak-
’Ke MHOXECTBEHHOe IOpakeHHe KOCTEeH C MUTMeHTaluel U SHAZOKPUHHBIMHU aHoManuaMu. [Ipu ®J] kocreit
yeperna OOBIYHO MOpakeHbl (B MOPAAKe YMeHbUIAIONEHCs YacTOThI): JOoOHAasA, KIMHOBUZAHAA, pelleTdarasd,
TeMeHHas, BUCOYHAA U 3aThUIOYHAA KOCTH. YBeJWYeHHE Pa3MEPOB BUCOYHON KOCTH IMPUBOAUT K PAa3BUTHIO
CTE€HO3a Hapy>XHOT'0 CIYXOBOI'O IIPOXO/A, YTO KJIMHUYECKU NPOABJIAETCA THOETEYEHUEM U3 yXa, CHIDKeHUEM
CJIyxa 10 THUILy 3BYKOIIPOBEJEHHA, a TAKKe Pa3BUTHEM XOJIeCTeaTOMBI. IIpe/icTaBIeH KIMHUYECKUH CiIydai
ManyeHTa ¢ IByCTOPOHHEH Jokanu3anueid ®/] BUCOYHOM KOCTH U OHOCTOPOHHUM KJIMHUYECKUM IIPOSABIEHU-
eM cyieBa (CTEeHO30M Hapy:KHOT'O CJIyXOBOI'O IIPOXOZia U BTOPUYHOM XosecTeaToMoii). B 18-1eTHeM Bo3pacTe B
JIOP-oTAENeHNY TOPOACKO 6ONMBbHULIBI 6OTBPHOMY OBLIO MTPOBEAEHO yaleHNe dK30CTO30B JIEBOTO CIYXOBOTO
IpoXozia, UTO He MPeAOTBPaTHIIO JajbHelillee mporpeccupoBanue 3aboneBanusa. Crycta 10 jeT y 60IbHOTO
BHOBB Pa3BWICS CyOTOTQJIbHBIN CTEHO3 CIyXOBOTO MPOX0Ja B KOCTHOM OTAEJE, UTO MOCTY)KUIO TTOBOJOM JJIst
ITOBTOPHOM omepanuu. IlaleHTy IpOBeZEeHO XUPYpPrudecKoe JedeHue ¢ MOCAeYIOMNM JUHAMUYeCKIUM Ha-
omonenreM U KT BUCOYHBIX KOocTel B TedeHue 10 JeT.

KiroueBble cioBa: $pubpo3Has JUCIUIA3Us, BUCOYHAS KOCTh, HAPYKHBIN CIYXOBOM IIPOXOJ, XOJecTeaToMa,
KOMITbIOTepHasA ToMorpadus.

Jnsa mutupoBanus: [lonakosa C. [I., Xerait T. C., BateneBa H. H., HekpacoBa E. A. ®ubpo3Has AWCILIa3UI
BHCOYHOM KOCTH CO CTEHO30M HapY:KHOT'O CIyXOBOTO IIPOXOZIa M BTOPUYHOU X0osecTeaTroMou. Poccutickas omo-
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The authors give historical reference to the first documentary descriptions of the clinical, radiological,
microscopic images of altered bones characteristic of such a rare disease as fibrous dysplasia (FD). FD is caused
by a congenital mutation of the GNAS1 gene, which leads to the formation of a fibrous disorganized bone
matrix with primitive bone tissue that is not able to mature into lamellar bones. Monossal, polyossal forms
of FD are distinguished, as well as multiple bone damage with pigmentation and endocrine abnormalities. In
FD, skull bones are usually affected (in order of decreasing frequency): frontal, sphenoid, ethmoid, parietal,
temporal and occipital bones. An enlargement in the size of the temporal bone leads to the development of
stenosis of the external auditory canal, which is clinically manifested by bleeding from the ear, conductive
hearing loss, as well as the development of cholesteratoma. A clinical case of a patient with bilateral localization
of temporal bone FD and unilateral clinical manifestation on the left (stenosis of the external auditory canal
and secondary cholesteatoma) is presented. At the age of 18, the patient was operated on for the exostosis of
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the auditory canal in the ENT department of the city hospital, which did not prevent further progression of the
disease. After 10 years, the subtotal stenosis of the left auditory canal again developed, which was the reason
for the re-operation. The patient underwent surgical treatment followed by dynamic observation and computed

tomography of temporal bones for 10 years.
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dubposnas auciiasus (/) — peakoe 3aboseBa-
HUe, B OCHOBe KOTOPOTO JIEXXUT 3aMe/IeHHasA U U3-
BpallleHHas occubUKaIMsA SMOPUOHATIBHOTO XPSIIA.

@/l Oblia BrIepBble omucaHa JlaHuweneMm ¢OH
PexnuHrxaysenoMm B 1891 rozy. Ha XIX cwe3ze poc-
CUICKUX XUpPYypros B 1927 r. B. P. BpalilieB nepBeIM
IOAPOOHO MPUBEJ TOYHOE ONHMCAHWE KIMHUYECKOH,
PEHTTeHOJIOTUYECKOH, MHUKPOCKOTTMYECKOU KapTu-
HBI U3MEHEHHBIX KOCTEH M COOOIIWI O MHKPOCKO-
MMYECKOM CTPOEHHMU ovara GpuOpO3HON AUCILUIA3UH.
OmnwncaB MophOIOrMYecKylo KapTUHY GUOPO3HOM
auciuiasuu, B. P. Bpaiires fesaeT caeAyromniiii BHIBO/:
«CyurHoCcTh GUOPO3HOM 0CTEOAUCTPOPUN COCTOUT B
GYHKITMOHATBHOM OTKJIOHEHUU OCTE00IaCTHIYECKOU
Me3eHXUMBI IPY Pa3BUTUU KOCTHU B 9MOPUOHAIBHOM
[epuo/ie, BCIEJCTBHE Yero C CaMoro Hadajua co3za-
eTcsi cBoeobOpasHast KOCTh ¢ GUOPO3HBIM KOCTHBIM
MO3T'OM, CITOCOOHBIM pa3pacTaThCA U JaBaTh OCTEO-
WHYIO TKaHb W KOCTh HE3aKOHYeHHOro Tuma» [1].
B. P. BpatilieB onmcan GUOPO3HYIO AUCIUIA3UIO TaK-
’Ke B JKypHasax «HoBas xupyprus» (1928) u «Archiv
klinische Chirurgi» (1928), T. e. Ha 10 yeT paHblIe
J. Lichtenstein, xoTopsif B 1938 r. coobmun 06 aTom
3aboneBannu, a B 1942 r. omwucan 15 cobCTBEHHBIX
Habmozenu#t [2]. [ToaTomy ropaszo Oosbliie OCHO-
BaHWM MPUCBOUTh (GUOPO3HOH AUCIUIA3UM KOCTEU
ums B. P. BpaiinieBa, yueM Ha3bBaTh ee GOJIE3HBIO
JluxTeHITelHa win JluxteHinTelHa—Apde, KoTO-
pHBIe JINIIb YTOYHWIN U JAJIbIlle PA3BUIN MOJIOXKEHUS
B. P. Bpaiiniena [3].

[No3:xe 6bUTIO ycTaHOBIEHO, YTO O/ BHI3BIBAETCS
BPOXKZeHHOU myTaruedi reHa GNAS1, okain3oBaH-
Horo Ha xpomocome 20q13.2-13.3, KOTOpbIl KOAUPY-
eT anbda-cyOobeIMHUILy CTUMYIUPYIOIero 6enka G,
Gso. BesecTBre 5TOM MyTaluy MPOXCXOAUT 3aMeHa
aMUHOKHUCJIOTH apruHuHa B osioxkeHnu 201 (R201)
Ha aMuHokucaorou nucrterH (R201C) win ructu-
auH (R201H). AHOMabHBIH 6eok ctumynupyet G1
IUKJINYECKUN afieHo3uHMoHOopochat (AMD) u ocre-
obsacThl K 60siee BBICOKOU cKopocTu cuHTe3a JTHK,
YeM B HOPMAaJIbHBIX KJIETKAaX, YTO IPUBOAUT K 06pa-
30BaHUI0 GUOPO3HOH /Ie30praHN30BAHHON KOCTHOM
MaTpHIIBI C IPUMUTUBHON KOCTHOM TKaHbIO, HE CIIO-
coOHO¥ co3peBaTh B ITAaCTUHYATHIE KOCTHU [4-6].

3aboseBaHME HAUYWHAETCA B IETCTBE, HO BCJIEJ-
CTBUE, KaK IIPABWIO, [JIUTETHHOTO 6€CCUMIITOMHOTO
TeYEeHUs] MOXKEeT 0OHapy)XKUBaThCs B JTIOOOM Bo3pac-
Te. Haubosee yacTo 3aboyeBaHye JUarHOCTUPYETCS
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B Bo3pacTe 6-15 JIeT, YTO COOTBETCTBYET MEePUOAY
pOCTa JINLIEBOTO CKeJleTa, CMEHBI U pocTa 3yOoB, U3-
MEHEHHIO YPOBHSI MOJIOBBIX TOPMOHOB [7].

[To xapakTepy W3MeHEeHUH B KOCTH Pa3IMYaIOT
ouaroByio (MoHooccanbHyI0 dopmy DI, 70%), aud-
¢by3nyo (monuoccanpHyio dopmy D, 27%), a Tak-
’Ke MHOXXECTBEHHOe IIOpakeHUe KOCTeH ¢ MUTMeH-
Talell U SHAOKPUHHBIMU aHOMAaJUAMU (CUHAPOM
MakKyna—Onb6patita, 3%) [8, 9].

Yare Bcero mnopakarorcs pebpa U 4eperHo-JIu-
I[eBas 06J1acTh, TOTA KAaK OCTAJIbHBIE OTAENHI CKele-
Ta COXPAHAIOT HOPMAaJbHOe CTpoeHMe. IlopakeHue
YEPEMHO-IUIIEBON obsacTu BeTpedaercss v 31%
6osbHbIX [10]. TIpu ®/I KocTeli yepena OOBIYHO TIO-
paxeHbl (B TOpsAAKE YMEHbBIIAIOUENCa YacTOThI):
sno6HasA, KIMHOBUJHASA, pelleTyaTas, TeMeHHasA, BU-
Cco4YHas U 3aThUIo4HasA KocTu [11], mpu atom P/ BU-
COYHOU KoCTH BcTpevaetcs B 18% ciygaes [12].

YBenu4yeHue pa3MepoB BUCOYHOH KOCTH IIpU-
BOZUT K PA3BUTHIO CTEHO3a HAPY)XHOTO CIyXOBOTO
npoxoza B 80%, 4TO HepeAKO CONPOBOXAAETCs THOe-
TeYeHUEeM U3 yXa, CHIDKEHUEM CJIyXa IO THILY 3BYKO-
IIPOBeZIeHNs, a TaKKe Pa3BUTUEM BTOPUYHOHN XOJe-
cTeaToMbI ¥ 40% 60IbHBIX ¢ GUOPO3HOM AUCIUIA3UEH
[13-17]. CeHcoHeBpaibHaaA MOTepsA cilyxa OTMeua-
erca y 14-17% manueHToB U ABJIAETCA PE3yIbTaTOM
pa3pyleHus YIUTKU U CTe€HO03a BHYTPEHHET'O CIIYXO-
Boro mpoxoza [18, 19].

K apyrum ocnoxkHeHusim @/l BUCOYHON KOCTHU
OTHOCSITCS: 9PO3Us CTEHOK COCYZOB, KOMIIPECCHUS de-
DEIHBIX HEPBOB, HAIIPUMep 3PUTETHHOI0 HEPBa, 9TO
MOJKET IIPUBECTH K CJIenoTe. Pa3pacTaHue BUCOYHOM
KOCTH MOXKET TaKKe BBI3BATh MEXaHMYECKUN OJIOK
BHCOYHO-HIDKHEUYETIOCTHOTO CyCTaBa, CONPOBOXK/A-
IOIIMICA TPU3MOM JKEBaTeNIbHBIX MBI, OJI0KOM
CIyXOBOM TPyOBI, YTO MOXKET SBUTbCA NPUYUHOU
BO3HUKHOBEHUsA cpefHero otuta. O mapanude, Win
mmapese JIMIIEBOTO HePBa, coobmmaercs B 9% paccmo-
TpeHHBIX cirydaeB [20, 21]. OnucaH ciyyail pasBu-
Tus napadapuHreanpHoro abenecca npu O/l Bucou-
HoOWU KocTtH [22].

Barrionuevo ¢ coaBTopaMu npezyoxeHa KJIMHU-
yeckasa kiraccupukarnysa @/ BUCOUHON KOCTH B CO-
OTBETCTBUH C IIPOI'PECCHPOBAaHMEM 3a00eBaHUA:
1-a cTagus — naTeHTHas Wik 6eCCUMIITOMHAsA, KOra
ITOKA3aHO TOJIBKO PeryIApHOe HabiofeHue; 2- cTa-
[V — CHMIITOMAaTH4ecKas; 3-A CTaAus — pa3BUTHE OC-
noxkHeHUM. Xupyprudeckoe jgedeHne @O/ BUCOUHOMU
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KOCTH ITOKA3aHO TOJBKO IIPU BBIPAXKEHHBIX Zedop-
MaluAX CJIYXOBOI'O NPOXOZa, IPUBOJAILINX K [TOTepe
cllyxa, WM HaJu4uY KOMIIPECCUU YepellHbIX HepBOB
(B TOM 4mCIIE JIUTIEBOTO HEPBA) JIMOO COCY/IOB, ITepe-
CeKalolINX BUCOUYHYIO KOCTh [23].

Mel ipezicTaBisieM KJIMHUYECKUW CIydad TMaru-
enTta ¢ ®/] BUCOYHO KOCTH C IByCTOPOHHEM JIOKAH-
3aluei npouecca ¥ OJHOCTOPOHHUM KJIMHUYECKUM
MIpOsAIBJIeHHEeM, OIIepPHPOBAHHOI'O II0 II0BOZY ITOBTOP-
HOI'O CTE€HO3a Hapy>XKHOI'O CJIyXOBOI'O IIPOX0/a U BTO-
PUYHOM XOJecTeaToMbl. DTOT C/Iydall ImpescTaBisaeT
0COOBIN MHTEpPEC, TaK KaK HabOJofaeTcs AUHAMUKA
passutuda @/ mpouecca B TedeHue nocueayomux 10
II0C/Ie0IePallOHHBIX JIeT, II0ATBepKeHHAasA JaHHbI-
MY KOMITBIOTEPHOH TOMOTpapuy BUCOYHOHN KOCTH.

Bonpuoit H., 30 set, moctymun 18.03.2010 1. B
oTonapuHrosiorudeckoe otrzaenenre N° 2 BOKB N° 1
B IUIAHOBOM IIOpsiZIKE C JKanobaMu Ha CHIDKEHHE
cllyxa Ha JIeBoe yXO, IIlyM B JIEBOM yXe, BbleJIeHUA
UX yXa C HeIIpUATHBIM 3amaxoM. IIpu mocTyrieHuu
B CTallMOHAp COCTOSHWE IalleHTa YZOBJIeTBOPU-
TesbHOe. CumTaeT cebss OOJBHBIM C JE€TCTBa, He-
OJHOKpATHO JIeYWICA IO NOBOZY I'HOETeUYeHU: U3
yXa B /IeTCKOM MoJuKJuHUKe. B 18-1eTHeM Bo3pac-
Te B JIOP-OTZIENIEHUM TOPOJCKOW OOJBHUIIBI ITepe-
Hec oIepalyio IO yJaJeHHUI0 3K30CTO30B JIEBOT'O
CJIyXOBOI'O NpoXoZa (ZOKYMEHTHI He COXPaHWINCH,
TOYHOI'O HasBaHWA ollepaliuu He noMHUT). [locie
olepalyy BbleJIeHUA U3 yXa BPeMEHHO YMEeHbIIH-
JINCh, TIPOZOJDKA KOHCepBaTHMBHOE JieueHUe OTUTa
ambynaTopHo. [TocyeiHYe TOABI COCTOSHIE YXY/IIN-
JIOCh: CIIyXOBOH IIPOXO/i BHOBb «3aKPBLICS», BbIEIe-
HUA U3 yXa [pozonkanu 6ecriokouts. K cypzaosory B
06J1aCTHYIO MMOTUKJINHUKY obpaTtuics B 2009 1. Beuio
npoBezieHO obcenoBaHue (ayauoMerpudeckoe, KT
BUCOYHOU KocTH). ITo ganubiM KT mocTasiieH Jua-
rHO3: GuOpPO3HAs AUCILTA3US IEBOU BUCOYHOU KOCTH.
KoHcynbTHpOBaH OTOXUPYProM OTOJIAPHUHIOJIOTHYe-
ckoro otzeneHua N° 2 BOKB N° 1, pekomeHZ0OBaHO
XUpyprudeckoe jedeHue, OT KOTOPOTO BpeMEHHO
Bo3zepxkaica. ['ocnutanusuposBaH B MapTe 2010 r.

[Tpu ocMmoTpe: ompeZenseTca yBeludeHue pas-
MEPOB JIEBOM BUCOUYHOU KOCTH (puc. 1).

[Tpu nepezHeil PUHOCKONUM: CIU3KUCTas IOJIO-
CTH HOCa PO30Bas, OTAENAeMOI0 B HOCOBBIX XOZax
HeT, HoCcoBas Ieperopozka yMepeHHO UCKPHBJIeHA B
3a/HuX orAenax. PapuHrockonusa: causucTas poTo-

+
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Puc. 1. YBenuueHre pa3MepoB JIeBOH BUCOYHON KOCTH
Fig. 1. Enlargement of the pars squamosa of the left temporal bone
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IJIOTKW pO30Basi, HeOHbIe MUHJJATUHBI Cy6aTpoduy-
HBI, CIASHbI IIepeJHIMU HeOGHBIMU JY’KKaMU, B JIAKy-
Hax [IaTOJIOTUIECKOTO OT/e/NAeMOro HeT. OTOCKOIA:
crIpaBa — CJIYXOBOU MPOXOZ, MTUPOKUM, OapabaHHas
IIEPENOHKN cepas, OiecTaAmas, ¢ YeTKUMH OIIO3Ha-
BaTeJIbHBIMU 3HAKAMU; CJIeBa — HAPYKHBIN CIIYXOBOM
IIPOXOJI, PE3KO CY’KEH 3a CYET KOCTHOI'O 06PA30BaAHUSA
3aJHel 1 HIKHEN CTeHOK, KOXKHBIH ITOKPOB He U3Me-
HEH, YMepeHHOe CJIM3UCTO-THOMHOEe OTAessieMoe B
IIeJIEBUTHOM TIPOCBeTe, bapabaHHas MeperoHKa He
ob6o3peBaeTcs.

[lpr akxymeTpudeckoM OOCIeJOBAaHUU CIIpa-
Ba IIeNOoTHas peyb 6 M, pa3roBopHas pedyb > 6 M,
cJleBa IIEeNOoTHAaA pedb 3 M, pa3roBOpPHAs pedb 6 M,
KaMepTOHATIbHBIE IIPOOBI CIIpaBa IIOJNIOKUTENbHEIE,
clleBa OTpUIATeNbHbBIE. [IPOXOAMMOCTD CIyXOBBIX
TpyO ¢ 06eux cTOpOH 2-# cTemeHu. Ha TOHAJIBHOU
ayauorpaMmMe clipaBa — HOpMa, CjIeBa — CHIDKEHHe
CJIyXa 10 CMeUIaHHOMY THILy, UMeeTCsI KOCTHO-BO3-
AyurHbIY nHTEpBa fo 10 ab (puc. 2).

ObLIeKINHUYECKEe U OMOXUMUYECKUe UCCIe0-
BaHUA — 6e3 [aTOJOTUH.

BakTepuosornyeckoe McciaejoBaHue — Bble/leH
30JIOTUCTHIN CTAQUIOKOKK.

OCHOBHBIM METOZOM JUATHOCTUKU IIPU JaHHOHN
[IATOJIOTUY SBIAETCS TpeXMepHas KOMIIbIOTepHas
ToMorpadus, IMO3BOJIAIOIIAA OIPEeAeTUTh PaCIpo-
CTPAHEHHOCTH U JIOKAJIM3AIIHIO ITPOoLiecca U COOTBeT-
CTBEHHO IUIAHUPOBATh OOBEM OIIEpAaTHBHOIO BMe-
marteabcTBa [24].

Ha KOMIBIOTEpHBIX TOMOIPAMMAax BHCOYHBIX
kocTel or 05.08.2009 r. [IpaBas BucOYHAsA KOCTh:
oIIpeZiesIIOTC 0ObeMHOe yBelnndeHue, YIUIOTHe-
HUe U yTOJIeHue OGOJBIIOro KphUla KJIMHOBHUIHOM
KOCTH, JlaTepaJlbHOU W HIKHEW CTeHKU IVIa3HUI[BI
crpaBa 3a CYeT IePecTPOUKU KOCTHOW CTPYKTYPBI
¢ mpeobyaziaHueM U3MEHEHUN II0 TUITy «MaTOBOTO
CTeKJIa» IVIOTHOCThIO 867 +385 HU U I'MIIO/IeHCHBIX
04aroB, HeNpaBWIbHOU GOPMEI C YeTKHUMU, HEPOB-
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Puc. 2. ToHasbHaa ayguorpamma. lcciesoBaHue CUHUAM LiBe-
TOM — /IO omepauuu. VccresoBaHue KpacHBIM IIBETOM — IOCTIe
oreparyu:

— — KOCTHas IPpOBOANMOCTS; - - - — BO3AYyIIIHAA IIPOBOAUMOCTDb
Fig. 2. Tone audiogram. Study in blue — before surgery. Study in
red — after surgery
—— —bone conductivity; - - - — air conductivity
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Puc. 3. AKcHasibHBIA cpe3, KOCTHOe OKHO. [lepecTpoiika KOCTHOM
CTPYKTYPBl OOJBIIOrO KpbUIA KJIMHOBHZHON KOCTH CIIpaBa IO
THUITY «MaTOBOTO CTeKJa» (TOHKas CTPeKa) U TUIOAEHCHBIX do-
KycoB (Haubosiee COOTBETCTBYIOLIMX KHCTO3HOU IEPECTPOIIKe,
TOJICTas CTPEJIKa)
Fig. 3. Axial reconstruction, bone window. Rearrangement of the
bone structure of the large wing of the right sphenoid bone on the
by the type of , matte glass“ (thin arrow) and hypodense focuses
(most corresponding to cystic rearrangement, thick arrow)

HBIMU KOHTypaMH, IIoTHOCThI0 32+6 HU (puc. 3).
BoBneueHHoe B mporecc foramen rotundum ge-
dopmupoaHo, cyxeHo g0 1,14 mm (puc. 4, ykasa-
HO CTpeyIKOU). BBICOKOe pacrionoKeHue JIYKOBUIIhI
MpaBOY BHYTPEHHEN APEMHON BEHBI C BEIPAKEHHBIM
JIOKAJIbHBIM MCTOHYEHUEM 3a/Hell CTEHKU KOCTHOMU
YaCTH HapY:KHOTO CJIyXOBOTO MPOX0Za, MeHee 1 MM
(KocBeHHBIE IPU3HAKY AuUTecieHIun) (puc. 5).
JleBasi BUCOYHAsA KOCTb: BU3YaIU3UPYeTCs 00B-
€MHO€e yBelINYeHre BUCOYHOUM KOCTHU C TIOpaKeHUeM
YenryiyaTor, KaMeHUCTon 1 6apabaHHOU dYacTeid,
C TOTQJIBHBIM BOBJIEYEHHWEM B IIPOIIECC COCIIEBUZ-
HOTO OTPOCTKA, OOJBUIIOTO KpBUIA KJIMHOBUAHOM
KOCTH, CKYJIOBOTO OTPOCTKA, BEPXYIUKU ITUPAMULHI,
rapakKoxjeapHoi obiacTH ¢ coXpaHeHueM (GpOPMBbI
KOCTeH, ¢ HepaBHOMEPHBIM CKJIEPO3UPOBAHUEM Ha-
PY?KHOM IJTaCTUHKY BUCOYHOM KocTHU (puc. 6).
Ompezenserca auddysHasa mepecTpoiika KOCT-
HOHW TKAaHU, MPENMYIIeCTBEHHO II0 THUILy «MaTOBO-
T0 CTeKJa» IIOTHOCThI0 704 HU, MHOrOYHC/IEHHbIE
ckIepoTrdeckre GoKycel, IUIOTHOCTRIO 1216 HU

Puc. 5. AkcuanbHBEIN cpes, KOCTHOe OKHO. Beicokoe pacrosoxe-

HHe JIyKOBUIIBI IIPaBOii BHYyTpeHHe! ApeMHO BeHbI C IPU3HaKa-

MH JIeTUCLIEHIINY 3aiHel CTEHKU KOCTHOU YacTU Hapy)KHOTO CIIy-
XOBOTO IIPOXOZa

Fig. 5. Axial reconstruction, bone window. High location of the

bulb of the right internal jugular vein with signs of digescence of

the posterior wall of the bone part of the external auditory canal

U «IIATHUCTbIe» BKpalUleHu:d, IUIOTHOcThio 56 HU
C YEeTKUMHY, HEPOBHBIMU KOHTypamu (Haubosee co-
OTBETCTBYIOT KUCTO3HOU TIEPECTPOUKE).

B cociieBUZHOM OTPOCTKe, a TaKXKe B IIPOEKIINU
Cy’KeHHOH 70 3 MM JepOpMHUPOBAHHONU KOCTHOM
YacTH HapYy>KHOTO CJIYXOBOTO IIPOXO/a, TOTAJIbHO
0OTYypUPOBaHHOU TATOJIOTHMYECKUM KOMIIOHEHTOM,
mwioTHocThi0o 65 HU (puc. 7) oTmeuaeTcs 60Jb-
masi MOJIOCTh, HEMPABWIBHON OKPYIJIONH (OpPMEI,
C YETKUMHU, HEPOBHBIMH KOHTYpaMu, pa3MepaMu
21 x 17 x 15 MM, 3all0JTHEHHas reTepOreHHBIM CO-
JEeP>KUMBIM, IUIOTHOCTBIO 31+22 HU ¢ BKIIOYEHUA-
MU eJUHUYHBIX MEeJIKUX ITy3bIPbKOB r'a3a ¢ Ipu3HaKa-
MM JeCTPYKIUH CTEeHOK, MaKCHMaJIbHBIM Pa3MepoOM
no 12 MM, pacmpocTpaHeHUeM IIporiecca Ha 60Jb-
o€ KPBUIO KJIMHOBUJHOM KOCTH W CyCTaBHOU Oy-
TOPOK JIEBOI'O BHCOYHO-HIDKHEUYETIOCTHOTO CycTaBa
(puc. 8), BHYTPeHHIOIO IUIACTUHKY BUCOYHON KOCTHU
(pasmep zedexTa 10 8 MM B HAaMOOJIBIIEM H3MeEpe-
uuu) (puc. 9). B 6apabaHHOI YaCTHU BUCOYHOI KO-
CTH OTMeuaeTcd aHaJOrM4YHadA IOJIOCTb, OKPYIJION
bOpMBI, ¢ POBHBIMH, YETKUMU KOHTYPaMH, pa3Me-
pamu 6 x 7 x 8 MM, 3allOJIHEHHAS TTaTOJIOTUYECKUM
COAEePKUMBIM, TUIOTHOCThIO ~52 HU ¢ gecTpyKumei
KOPTUKAJIBHOTO CJIOfA, pa3MepoM zedekTa 10 4 MM
(puc. 10).

Puc. 4. KopoHa/nbpHBIH cpe3, KOCTHOe okHO. Foramen rotundum
(xpyrnoe otBepctue) D < S
Fig. 4. Coronal reconstruction, bone window. Foramen rotundum
(round hole) D < S
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Puc. 6. 3D-peKOHCTPYKIIUA, aKcHaabHasg U cardTTajabHas ILUIO-
CKOCTb, YTOJIIIeHNe JIEBOY BUCOYHON KOCTH
Fig. 6. 3D-reconstruction, axial and sagittal plane, thickening of
the left temporal bone
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a)

Puc. 7. KopoHasbHoe ceyeHre, KOCTHOE OKHO. Cy)KeHre KOCTHOM 9aCTH JIEBOTO HAPYKHOTO
CJIyXOBOT'O IPOXOZa € 00Typalieii IpocBeTa Ha BCeM NMPOTAKEHNH aTOJIOTUIECKUM COZiep-
JKMMBIM, TUIOTHOCTBIO 65 HU
Fig. 7. Coronal reconstruction, bone window. Narrowing of the bone part of the left external
auditory canal with obturation with pathological contents, density +65HU

Puc. 8. a — caruTTasbHBIN cpe3, KOCTHOe OKHO; ZeCTPYKLINA BepXHel CTeHKU KOCTHOM JacTu
ZedopMHpPOBAHHOIO JIEBOI'O HAPY)KHOT'O CJIyXOBOT'O ITpoxoAa (TOHKas CTpesKa), paclipocTpaHe-
HUe Tpoliecca Ha 60JIbIIOe KPbUIO KIIMHOBUHOM KOCTH (TOJICTasi CTPEJIKA), a TAKIKE JIOKaIbHbIE
JedeKTE KOPTUKAJIBHOTO CJI0SI CYCTAaBHOT'O OyropKa JIEBOI'O BUCOYHO-HIKHEUETIOCTHOT'O CyCTa-
Ba (M30THYyTas CTpPesKa); 6 — KOPOHAIBHBIN Cpe3, KOCTHOE OKHO; IECTPYKIIVS HIKHEN CTEHKHU
KOCTHOH 4aCTH JIEBOTO HAPYKHOT'O CIyXOBOTO IIPOXOZA
Fig. 8. a - sagittal reconstruction, bone window; destruction of the upper wall of the bone part
of the deformed left external auditory canal (thin arrow), extension of the process to the large
wing of the sphenoid bone (thick arrow), as well as local defects of the cortical layer of the
articular cusp of the left temporomandibular joint (curved arrow); b — coronal reconstruction,
bone window; destruction of the lower wall of the bone part of the left external auditory canal

Puc. 9. AkcuanbHBIN cpe3, KOCT- Puc. 10. KopoHanpHBIN cpe3, KOCTHOE OKHO; II0JIOCTh
HOe OKHO. JIeCTPYKI[Us BHYTPEH-  /JeCTPYKIHU B 6apabaHHOW YacTH JIeBOM BUCOYHOM KO-
Hel IUIACTUHKY JIEBOM BHCOYHOM  CTH C HapyLIEHHEM IeJOCTHOCTH KOPTUKAIBHOTO CJIOS
KOCTH Fig. 10. Coronal reconstruction, bone window;
Fig. 9. Axial reconstruction, bone  destruction cavity in the drum part of left temporal
window. Destruction of the inner bone with violation of cortical layer integrity

plate of the left temporal bone
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[THeBMaTH3aIMA aHTPyMa, aJUTyca U JIeBOU Oa-
pabaHHOH IMOJIOCTH TOTATBHO CHIDKEHA 3a CYeT TO-
MOT€HHOI'O TIAaTOJOTUYECKOTO COAEPIKUMOTrO ILIOT-
HocThI0 ~4-8 HU, c BOBJeYeHHEM B IIPOILeCC LNy
CJTYXOBBIX KOCTOYEK, 6e3 cMeleHus, 6e3 MPU3HAKOB
JeMUHepaIu3alul W JeCTPYKIUU C OKKJIIO3UeH
OBAJIbHOTO, KPYIJIOTO OKOH, YCThSI CIIyXOBOU TPYOBI.
Kpbiia 6apabaHHOM MOJIOCTH COXPAaHEHa, YTOJIIEHA
210 3 MM 3a cueT prOPO3HOU TIepeCcTPOUKH. B e fuHIY-
HBIX COXPAHEHHBIX KJIETKaX COCIEBHHOI'O OTPOCTKA
olpefiesisieTCss MATOJMIOTHYeCKU CyOCTpat, IUIOTHO-
cTer0 ~52 HU.

C y4eTOM JJaHHBIX KIMHUYECKOT0 00CIeZIOBaHM
u KT BUCOYHBIX KOCTEH YCTaHOBJIEH JUArHO3: IOIH-
occanbHas Gpopma GUOPO3HOU AUCIUIA3UH BUCOTHBIX
KOCTeH, CTEHO3 JIEBOT'O CIyXOBOT'O ITPOXO7IA, IEBOCTO-
POHHUI XPOHUYECKUM THOUHBIN CpeHUN OTUT, XO-
JlecTeaToMa.

[Mocste mpefonepaiOHHON TOATOTOBKY HAIEH-
Ty 110, HAPKO30M IIPOM3Be/ieHa IOCTAYPUKY/IAPHASL
KaHaJgbHAsA MAaCTOWJDKTOMHMSA C IIMPOKOH KaHAIO-
wiacTuko. OOHaXKeH KOCTHBIM MAacCCUB COCLIEBH/-
HOTO OTPOCTKA U 3aHEN CTEHKU CJIYXOBOI'O IIPO-
X0Za, MPAKTUYECKU IIOJHOCTBIO IIePeKPHIBAIOUIII
CJIyXOBOH IIPOXOJ, VZaJeH C IIOMOIIBIO PEeXKYIIUX
¢pe3. CiyxoBoW MpOXOZ pacimupeH, OapabaHHas
[epernoHKa Iesas. IlepefHAa CTeHKa aTTUKa U aH-
TPyMa YacTUYHO pa3pylieHsl. Ppe3aMy IOTHOCTHIO
yIaJeHbl TlepefHAs CTeHKa aTTHKA W aHTpyMa, 00-
Hapy)KeHa OOIIMpHAs MOJOCTh (2 X 2 ¢M), pacmpo-
CTpaHSAOIIAsACS KIepeau U KBepxy (Haz 6apabaHHOU
MOJIOCTHIO) B YEIIyI0 BUCOYHOW KOCTHU, 3aIOJHEH-
Hasg TpaHyJALUAMU, XoJjecTeaToMoM (B Karcyne
1 x 2 cm). Ilocre yaaneHus rpaHy/IsSIIMOHHON TKaHU
U XOJIeCTEaTOMEI B IlepeJHEBEPXHEM OT/ieJIe OJIOCTH
00HAapy)XKeHO OTCYTCTBHE KOCTHOM CTEHKU KAaIICyJIbI
BHCOYHO-HIDKHEUETIOCTHOTO  CycTaBa. AJIMas3HOH
¢bpe3oii crmaskeHbl CTEHKH 00pPa30BaHHOM IOJIOCTH.
CMozenpoBaHHbIE TOCKYThI KOXKU CIYXOBOT'O ITPOXO-
[1a YJIOXKEHBI Ha CTEHKY IIOJIOCTH, IIPUKPBITHI CUITHKO-
HoM. [TocseonepanlioHHAA MOJIOCTh TAMIIOHHUPOBA-
Ha MapJeBbIMH TYPYHZAMU C IUNPOGIOKCAIIIHOM.
[TocieonepaiOHHBIA I€PUOJ, TIPOTEKAT IVIAJKO,
[I03TANHO YZAJSUINCh TaMIIOHBI, IIPOBOAMIACH 00-
paboTKa KOXHU CIYXOBOTO IIPOXO/ia aHTUOAKTEpH-
aJpPHBIMU ¥ IIPOTHBOI'PUOKOBBIMM IIperapaTaMi.
[Tocsie TOTHOTO yZaIeHNs TAMIIOHOB U CHJIMKOHA Ha
14-e cyTKU — ITOCJIEOTIepA[OHHAS ITOJIOCTD OOIBITIX
pa3MepoB, XOpoIo 0603puMa, ¢ YeTKUMU KOHTYpa-
MU, C YIOBJIETBOPUTEIbHON 3muTenu3anueil. Koxa
HApYKHOT'O CJIYXOBOI'O IIPOXOZA OTeYHasd, OTAeJse-
Moro Hert. [IpoBezieHO 3 ceaHca jla3epoTeparnuy 3H-
JoypanbHO. CIyX y 60IBHOTO YIIYUIIWICA, Ha ayAuo-
rpamMmMme — KOCTHO-BO3/IYIITHBIM UHTEPBAJ IOTHOCTHIO
COKPATHIICA.

l'ucTosoruyecKoe MCCIeoBaHue KYCOUYKOB OIle-
PaIMOHHOI'O MaTepuasa: XOJIeCcTeaToMa, XpPOHUYe-
CKoe BocrasieHue, Grubpo3Hast OCTEOAMCIIIA3HS.
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[Tpu ocmotpe 6ompHOTO Yepe3 1 roj: manueHT
’Kanob He MpeabABisaeT. [Ipy OTOCKOUU: CITyXOBOM
[IPOXOZ IINPOKUH, OTAeNAeMOro U3 yXa HeT, [ocie-
OIlepalliOHHAA IOJIOCTh OOJBIINX pa3MepoB, da-
CTUYHO 3aHUMalollad MacTOWJAJbHYIO IIOJOCTb U
OoMbIIell 9acThI0 PACIPOCTPAHAIONIANACA KBEPXY U
Krepeayd HaZibapabaHHOTO MPOCTPAHCTBA B YEIIYIO
BUCOYHOM KOCTH, 3allOJIHeHa CyXUMU sNHjepMalb-
HBIMH MaccaMH, Iocje yzaJeHUs KOTOpBIX olIlpe-
JeleHa ToNHasA ee dSmuepMusanuda. bapabanHas
IepernoHka Iienad. Ha ayguorpamme — KOCTHO-BO3-
JYUTHBIY NHTEepBaJ OTCyTCTBYeT.

[Tpu xouTposnbHOM KT BHCOYHON KOCTHU OT
20.12.2011 r. ITpaBast BUCOYHAsS KOCTh: 6€3 TUHAMU-
kU (B cpaBHEHUHU c ucciiefoBanueM ot 2009 r.).

JleBasA BUCOYHAsA KOCTb: COCTOSHUE IIOCJIE IIOCT-
AyPUKYIAPHON KaHAJTbHOW MaCTOUJIKTOMUU C IIU-
POKOM KaHaJIOIIaCTUKON. B cpaBHeHMHM c wuccie-
zoBanueM oT 2009 r. ompezenaeTca 3HAYUTEIbHAA
[IOJIO’KUTENbHAA AUHAMUKA B BU/e ITOJHOM ITHeBMa-
TU3alMM Hapy>KHOI'O CIyXOBOT'O IIpPOXOZa Ha BCeM
MpOTs)KeHWH, 0e3 CTEHO3UPOBAaHUA IpPOCBeTa, 6e3
[IATOJIOTUYECKOTO COZIEPKUMOro, 6e3 BOBJIIEYEHUS B
IIpoliecc CTPyKTyp CpeJHero, BHyTpeHHero yxa, Ka-
Hasa juueBoro Hepsa (puc. 11).

OTmevaeTcsi TosiBJieHHe Oosbmioro gedekra ¢
dparMeHTapHBIM HCTOHYEHHEM KOPTUKAIBHOTO
€10 HWKHEUYEeJIIOCTHOM fAMKH, TOJIIMHOM MeHee
1 MM, MPOTSHKEHHOCTBIO 10 5,5MM ¢ mposiabupoBa-
HUEM MATCKOTKAHOI'O COAEPKUMOIO IUIOTHOCTBIO 55
HU g0 2,3 MM B THEBMAaTU3UPOBAHHYIO OOITUPHYIO
MTOJIOCTh, HEMPABWIBHOW OKPYIIOH (GOpPMBI, C YeT-
KHMU, JOCTaTOYHO POBHBIMYU, MUHUMAaJIbHO 3PO3U-
POBaHHBIMU BHYTPEHHUMHU KOHTypaMH, pacIloJso-
JKEHHYIO B COCLIEBUZHOM OTPOCTKe, KOCTHOM 4acTu
Hapy>XHOTI'O CJIyXOBOT'O IIPOXOZaA.

B 6apabaHHOM YacTH BUCOYHOH KOCTU COXPaHs-
eTcA OKpyIvIas II0JI0CTh, C POBHBIMU, YeTKUMU KOHTY-
paMmy, pasaMepamu 5 X 5 x 6 MM (paHee 6 X 7 x 8 MM),
C AecTpyklyel KOPTUKaJIbHOI'O CJIOS, pa3MepoM Jie-
dekTa 10 2 MM (paHee 4 MM, AUHAMUKA IOJIOXKHU-
TenbHasd) (puc. 12).

[THeBMaTH3aIMA aHTPYMa, aJUTyca U JeBoH ba-
pabaHHO IIOJIOCTH COXpaHeHa.

B Hame#l KJIMHYKe TaleHT HAOMI0AeTCs B Tede-
uue 10 net. [lepuoamyecku (pas B rof, Wi Ba), IO
obpalieHny, IPOBOAWICA TyaseT TpellaHalOHHOMN
IIOJIOCTH.

[THeBMaTH3aIMA aHTPYMa, aJUTyca U JeBOH ba-
pabaHHO IIOJIOCTH COXpaHeHa.

[Mepuoandecku (pa3 B 2-3 roza), o 06palleHuH,
[IPOBOAWIACH SH/OCKOIIMYecKasa peBU3UdA ollepali-
OHHOM II0JIOCTH, C yZaJeHWeM 3NKJepMalbHbIX Macc
13 II0JIOCTH U NPOBeJieHHeM MeCTHOM IIPOTHBOBOC-
TTaINTETHHOMN TEPaTIUH.

BsuBape 2020 T. marueHT 06paTHiICS CKaIo6aMu
Ha BBIZIeJIEHUs U3 JIeBoro yxa. [Ipu KT-o6cnenoBanuu
OTMedaeTcsi CyOTOTalIbHOE CHIDKEHUEe ITHeBMaTHh3a-
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a) 6)

Puc. 11. KopoHasbHOe cedeHue, KOCTHOe OKHO: a — 2009 T. — IeBBIi HapyX-
HBIU CJIyXOBOM MPOXOZ, ZI0 OTIEPaTUBHOTrO JedeHus; 6 — 2011 r. mocse onepa-

TUBHOTI'O JICYCHUA

Fig. 11. Coronal reconstruction, bone window: a — 2009 Left external auditory
canal before surgical treatment; b — 2011 - after surgical treatment

Puc. 12. 2011 r. AKcHanbHBIN Cpe3, KOCTHOE OKHO.
YMeHbIIeHHe B pa3Mepax OKPYIJIOro o6pa3oBaHus B
CpaBHEHUHU C UcciaesoBaHueM ot 2009 r.

Fig. 12. 2011. Axial reconstruction, bone window.
Reduction in rounded formation compared to 2009
study

Puc. 13. KopoHasbHablil cpes: a — JIEBBIH HApPYXKHBIN CIyxoBo# mpoxoz 2011 r.; 6 — JIeBbIii HAPYKHBIN
cyxoBoi mpoxoz 2020 r.; AuHAMUKa OTpHUIATelbHAsA C TEHAEHINeH K IIOBTOPHON CTPUKTYpE JIEBOTO
Hapy»KHOTO CJIyXOBOT'O IIPOX0OZa
Fig. 13. Coronal reconstruction: a — left external auditory canal in 2011; b — left external auditory canal
in 2020. Dynamics are negative with a tendency to re-stricture of the left external auditory canal

Uy OOGIIMPHOM IMOJIOCTU HENPABWIBHOM OKPYIVION
$bOpMBI, pacIioNOXKeHHOM B COCIIEBUHOM OTPOCTKE,
KOCTHOHM YacTH Hapy)XHOT'O CIyXOBOTO IIPOXOZa 3a
CYeT MATKOTKAHOro obpasoBanus (puc. 13).

B memom Ha KT BMCOYHBIX KocTed ¢ 2009 1o
2020 r. oTpULIATETHPHOU AWHAMUKU HE OIpees-
eTcsl, oTMedaeTcss GpUOpPO3UpOBaHUE THIOAEHCHBIX
O4aros.

[Ipu oTOCKOTMU: cIipaBa — 06e3 0COGEHHOCTEM,
cjleBa — CJIYXOBOM IIPOXOZ, Pe3KO Cy:KeH 3a cyeT oTe-
Ka TKaHel ciyxoBoro mpoxoza. CIyxoBoil IIpoxos U
MOC/Ie0TIEPAI[OHHAs TI0JIOCTh OOJIBIITUX Pa3MePOB
3aloJTHEHBl HATHOWBIIUMUCA — 3TUJEPMATbHBIMU
MaccaM#, TIocJie yZlaJleHUsI KOTOPBIX 10l KOHTPOJIEM
9H/IOCKOIIA OTMeYeHa Y/IOBJIETBOPUTETbHAS dIU/ep-
MHU3anusa CTEHOK IOJIOCTH, XOJecTeaToMbl HeT. Ha
TOHAJIBHOM ayINOTPaMMe CJIeBa — IMTOBHIIIIEHNE TIOPO-
TOB KOCTHOM MPOBOAUMOCTH 0€e3 AMHAMUKU, KOCTHO-
BO3/YIITHBIM WHTEpPBaJ OTCyTCTBYyeT. [locie mpoBe-
ZIEHHOM KOHCEePBAaTUBHOW MTPOTUBOBOCIAIUTENbHOMN
MECTHOU Teparuu CIYXOBOW IPOXOZ PaCIIVPUIICS,
rHOeTedYeHUe MTPEeKPaTUIOCh.

2021;20;1(110)

3aksroueHue

OCO6EeHHOCTBIO TIPEACTABIEHHOTO CIydasi SBJIA-
eTcsd ABYCTOPOHHSAA JoKanmu3alusa O/ BUCOYHOU KO-
CTU C OHOCTOPOHHUM KJIWHUYECKUM TIPOABIEHUEM
cieBa (CTEHO30M Hapy»KHOI'O CJIyXOBOI'O IIPOXoZa U
BTOPUYHOU XOsecTeaToMor). OCHOBHBIM METOAOM
nevenus O/ ABNAETCI XUPYPTUYECKOE C TTOCTEAYI0-
IIIUM JUHAMAYECKUM HabII0feHueM. YUUTHIBAsI, YTO
¢dubposHas AuCIUIa3us UMEET TEHAEHITUIO K cTabu-
JIM3alUU TT0CJIe TIOAPOCTKOBOI'O BO3pacTa, onepanus
JIOJDKHA OBITH OTJIOXKEHA [0 ITOJIOBOTO CO3PEBAHUSA
[25], uTo moATBEPXKAAET HEGIATOTIPUATHOE TEUYEHUE
C pasBUTHEM peCTeHO03a JIEBOI'O CJIyXOBOT'O IIPOXO-
Jla TIoCJ/Ie YaCTUYHOTO YZaJIeHUs KOCTHOW CTPUKTY-
pH! B Bo3pacTe 18 net. OfHaKO U mocCje pacliupeH-
HOI KaHaJIOIUIaCTUKU B Bo3pacTe 30 JieT B JaHHOM
clydae, XOTs OOJIUTEpAIH CIyXOBOT'O IPOXOZa 3a
10 seT He MPOU3OIILIO, BCE K€ OTMETWIOCh MeAIeH-
HOe IIporpeccrpoBaHue IIpoliecca cieBa (cyeHue
CJIyXOBOTO TIPOX0/Ia), YTO TPeOyeT PETryAAPHOrO AU-
HaMUYECKOTO HabII0IeHUS U SH/OCKOMTUYECKOH pe-
BU3WHU OIEPAIIMOHHON TOJMOCTU. [10/IOKUTETEHBIM
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MOXXHO CYMTATh TOT (HAKT, IYTO XOJIecTeaToMa He pe-
uuAuBUpoBana. MiamMeHeHUs B IpaBOM BUCOYHOM KO-
CTH TaKXKe COOTBETCTBYIOT GUOPO3HOU AUCILUIAZUH.
YuuTeiBasg 06POKAYECTBEHHOCTh HM3MeHEeHUH
MPaBOM BHCOYHOU KOCTH, OOHApyKeHHbIX mnpu KT-
HCC/IEIOBAHUY, U OTCYTCTBUE KJIMHUYECKUX CHM-

nTOMOB B TedeHue 10 JeT, ciefyeT OrpaHUYUTBHCA
HaboZleHreM C peKOMeHJalyel MalnueHTy pery-
JIApHOrO nocyezioBaTesnbHoro KT-ckaHupoBaHUA WK
MarHUTHO-PEe30HAHCHOH TOMOrpaduu.

ABTOpBI 3adBJIAIOT 00 OTCyTCTBUHM KOHQIUK-
Ta UHTEPEeCOB.
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