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®udposHas JMCIIA3MA — PeKO BCTPEYAIOIASACA AHOMANMSA Pa3BUTHS KOCTHOIl TKaHH, NMPU KOTOPOii OHAa 3ameHseTcs (hudpo3-
HO-KHcTO3HO#. IIpeacTaBiieHo KIMHMYECKOe HAOMIOeHHe 00JIBbHOrO ¢ KpaHuohanuaibHoi noamoccaabhoil dopmoii ¢pudpo3Hoii
mucniasuu. Y pedeHka B Bo3pacrte 13 jeT oTMeyasioch NOSIBJIEHHE MOCTOSHHON MHTEHCHBHO¥ TOJIOBHOI 00.1H, KOTOPasi CONPOBO-
JK/1aJ1aCh TOJIOBOKPYXKEHHEeM, IIYMOM B YHIAX, KOTHUTUBHBIMU HAPYLIEHUSAMH, AedopManueii JOOHOH 001aCTH U HUXKHEl 4eTI0CTH
CrnpaBa, JOKAJIbHOI MMIrMeHTaluei B 00/1acTH e 1 juna (narHa Kode ¢ Mosiokom). IIpu ToMorpaduu roioBHOro Mo3ra M oCTeoc-
HUHTHrpaduy B NPABOii MOJIOBHHE KOCTeli yepena BU3yaIu3upoBAIOCh 00beMHOe 00pa3oBaHue, B KOTOPOM MPH THCTOJOTHYECKOM
HCCIIeIOBAHNN ObLIa BbIsIBIeHA (PHOPO3HAS TUCILIA3HSL.

3akmouyenne. /IS MOCTAHOBKM JAHHOTO AMArHO3a 0O0JbIIOE 3HAYEHHE MMEIOT coueTaHue 00J1eBOro cuHapoma ¢ nedopmanmeii
JIMIIEBOIi YACTH Yepena M rHCTOIOTHYeCcKoe HCCIel0Banue.

Karoueswte caoea: demu, dechopmayus auya, gubposnas ducniasus.
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Fibrous dysplasia is a rare anomaly of bone tissue development, in which it is replaced by fibrocystic tissue. A clinical case
of a patient with a craniofacial polyossal form of fibrous dysplasia is presented. At the age of 13, a child had a constant intense
headache, which was accompanied by dizziness, tinnitus, cognitive impairment, deformity of the frontal region and lower jaw on the
right, local pigmentation in the neck and face (coffee-and-milk-like stains). Brain tomography and osteoscintigraphy visualized a
volumetric formation in the right half of the skull bones, in which fibrotic dysplasia was revealed during histological examination.
Conclusion. To establish this diagnosis, a combination of pain syndrome with deformation of the facial part of the skull and histolo-
gical examination is important.
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®H6DO3HaH JVCIIa3ust — 3abojeBaHKe, TIPU KOTO-
pOM HOpMajbHass KOCTh W KOCTHBIM MO3T 3aMe-
IAIOTCA  aTUMMUYHON  KOCTHO-(UOPO3HOW  TKaHBIO,
OTHOCUTCSI K JOOPOKAYeCTBEHHBIM OIYXOJIEBUIHBIM
00pa3oBaHUsSIM, BOBJIEKAIOIIMM OIHY M 0ojice KOCTei
(MOHOOCcasibHasl 1 nosinoccanbHast opmbl) [1—4]. Pac-
MPOCTPAHEHHOCTh (DUOPO3HOM NHMCIUIA3UM COCTABIISIET
npeanojgoxuteabHo 1:30 Teic. HacemeHust. ubpo3Hast
JACTTAa3us cocTaBisieT 2,5% OT BceX KOCTHBIX 3a00ieBa-

HUM 1 7% OT KOCTHBIX ormyxoseii. [TpuarmHaMu BO3HUK-
HOBeHUs (hMOPO3HOM AUCIIIA3UM CITyKaT MyTallMy TeHa
GNAS, xortopwiii komupyer o-cyobenuHuiy G-0enka
(Gas). Yrpara pyHkium 6enka Gas IpUBOIUT K TTOTEpE
CMOCOOHOCTH  ocTeobnacToB K nuddepeHIInpoBKe
U TIATOJIOTUYECKOW TMepecTporKe CTPYKTYpPbl KOCTHOW
TKaHu [2, 5, 6]. Kak npaBuiio, mopaxkeHue KOCTH pa3BH-
BaeTCsl B IETCKOM M IOHOIIECKOM BO3pacTe BCKOPE MOCIIe
moyioBOro co3pesaHus [5]. Bo3pacT Ha MOMeHT mocTa-
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HOBKM IMarHo3a coctaniseT oT 5 1o 30 aet. Cpeny 601b-
HBIX Ipeo0IaIatoT JUlla XXeHCKOoro 1mojia. Puck capkoma-
TO3HOM TpaHchopMaiuu cocrasisier ot 0,5 1o 4% [7, 8].

IMopaxenne kocteil yepera Tpu (GpuOpoO3HOI aUC-
MJIa3UM — OJHO M3 CaMbIX YaCThIX MOPaXEHUI TIIOCKUX
KocTeit. JInarHOCTUKA 3aTpylaHEHa B CBSI3M C JUTUTEITb-
HBIM CKPBITBIM TIEPHOAOM 3a00JeBaHUsI, CKYIHOCTBHIO
KIMHAYECKUX TTPOSIBIEHUI U MIPEACTABIISIET aKTyaTbHYIO
Mpo0sieMy, MOCKOJbKY HECBOEBPEMEHHBIE JMAarHOCTHUKA
U JIeYeHe MOTYT MPUBECTH K JAeopMalluK KOCTe cBoIa
yeperia u auna [2, 8—12]. KpanuodaumnanbHbiii THI
(nOpo3HOI NHUCTIIa3Ud OTHOCUTCSI K TOJUOCCAIBHOMY,
ITOCKOJIBKY MHOTHE BOBJIeYeHHBIE KOCTH uepera OTIe-
JIEHBI IPYT OT JAPYyTa TOJBKO IIBaMU. BBIAEISIIOT CHHAPOM
OnOpaiiTa, XapaKTepU3YIOUIWICS TpUaJOi: TOJUOC-
cajbHas (puOpo3Hast IUCTUIAa3usI, TUTMEHTALIMST Ha KOXe
1BeTa Ko(e ¢ MOJIOKOM, a TaKXKe pa3IMuHbIe SHITOKPHUHO-
MMaTUM, TIPOSIBIISIOIINECS TIPEXIEBPEMEHHBIM ITOJOBBIM
co3peBaHMEM, TUIIEPTUPEO30M WJIM akKpoMmeranueil [7].
IMopaxkeHus KOCTeii 1 TIATHA «KOhe ¢ MOJIOKOM» OOBIYHO
HaXONSITCSI Ha OTHOM CTOpPOHE TeJjia. Y MalMeHTOB MOTYT
OBITh TOJBKO 2 U3 3 TIPM3HAKOB, MHOTAA MOTYT OTCYT-
CTBOBaTh IISITHA «KO(E C MOJOKOM» U MOTYT UMEThCS
OJTHA WJIM HECKOJIBKO DHIOKPUHHBIX TTATOJIOTHIA [6, 13]

B 3aBHCHMMOCTH OT JIOKaJIM3alMKU KpaHUOdaIaib-
HOI (PUOPO3HON OUCIIA3UU TIPU3HAKU W CHMITTOMBI
BapbUPYIOT M BKIIOYAIOT Je(opMamuio U acCUMMETPUIO
JIAIIa, U3MEHEHUs 3peHMsI, HapyllleHe ClTyxa, 3aJI0KeH-
HOCTb HOCa, 00JTb, TTapeCTEe3UN W HEMPaBWIIbHBIN TTPUKYC.
OIHUM M3 paHHUX U YaCTBIX CUMITTOMOB CIIY>KUT TOJIOB-
Hasg 6071b. B manpHeeM, mpu mporpeccupoBaHUN MPO-
1ecca TMOSBIISIOTCS KaJIo0bl Ha KOCMETUIECKUI TeeKT
JIMLIEBOTO Yyepera. Y OOJIbITMHCTBA MallMeHTOB 3a00J1eBa-
HUE TMPOTeKaeT OECCUMIITOMHO M BO3MOXHO ClIydyailHOe
BBISIBJIECHE Ha PEHTTeHOBCKUX CHUMKaX WMJIM Ha KOM-
MBIOTEPHOI TOMOTpAaMMe TOJIOBBI M Ier. OKOHYaTe b~
HBIl 1rarHo3 (UOPO3HON AUCIUIA3UM CTaBUTCS TOCIIE
OUOIICUM TKaHW Ha OCHOBAHWM MAHHBIX THUCTOJOTHYE-
CKOTO uccienoBanus [2, 4, 5, 9].

B Hacrosiee BpeMsi OTCYTCTBYIOT YCTaHOBJIEHHBIE
MTPOTOKOJIBI JIEUEHMSI MAIlUEHTOB ¢ KpaHUOMaluaTbHON
(ubposHoit aucruiazueit. BapuaHThel BeaeHUs 0OJIBLHOTO
BKJIIOUAIOT HaOJIoleHne, MEIUKAaMEHTO3HYIO Teparuio
U XUpypruyeckoe JieueHWe. MennKaMeHTO3Hasl Tepa-
nust BKJIo4yaeT omcdochoHaThl, KOTOpble MHTMOUPYIOT
pPe30pOIMI0 KOCTH, OTPaHMYMBAIOT TIPOTPECCUPOBAHME
MOPaXeHHOTO yJacTKa B CUJIYy WX JEWCTBUS Ha OCTEO-
KiacThl. [IpeamodTuTeTbHBIM OCTaeTCsl XUPYPTUYECKOe
JIeyeHue, HaTlpaBJieHHOE Ha YCTpaHEHUWE WU TIpeloTBpa-
meHne aehopMalnii ¥ GyHKIIMOHATbHBIX PacCTPOMCTB.
AnropuT™M BeleHUsT KpaHuodauuaibHOW (HuOpo3HOIt
JUCTUTIa3UU TIpeIycMaTpUBAET 0 Mepe OKOHYaHUSI ITOJI0-
BOTO CO3pEBaHMS U CTAOMIM3AlMU pocTa ovyara ¢pudpos-
HOI OWCIIa3UU €T0 pamuKaibHOe yaajeHue WU peMo-
Jenvpyrolias pe3exuus [2, 6, 7].

Knunnyeckuii ciayyaii. [leBouka 13 net oOpaTuiach
K menuaTpy C kajaob0amMy Ha TOJIOBHbIE 0OJIM, TOJOBO-

KJINMHUYECKUE CJT1YHAU

KpyXXeHHe, IIyM B yIIIax, aCUMMETPHIO JINIIA U HETTOTHOE
CMBIKAHME BEK TIPaBOTO TIJia3a, MOSBJIEHWE TUTMEHT-
HBIX TISITEH B 00JIACTH IIIEW W TIPAaBOM MIEKH, CIOXKHOCTH
B YCBOEHUHM IIKOJILHOTO MaTepurala.

M3 aHaMHe3a WM3BECTHO, 4TO pPeOEHOK POIUICS
B cpok ot IV 6epemennoctn, I pomos, myteMm KecapeBa
ceueHus. [lpenpiayinvie OepeMEHHOCTH 3aBePIIMINCH
BBIKMABIIIAMK. Bo3pacT poauTeneii Ha MOMEHT pOXIe-
Hus pebeHka: marepu 41 rom, oty — 43 roma. PeGe-
HOK pomwicst ¢ maccoit 2940 1, mmHoit 50 cM, OIleHKOI
no mkaje Anrap 7/9 6annos. JleBouka pocia u pa3BrBa-
Jlach 1O BO3pacTy.

B Bospacte 7 seT BIepBble MOSBUIUCH KaJ0ObI
Ha HEMOCTOSIHHYIO TOJIOBHYIO 0OJIb, TlepUOIUYe-
CKU COIPOBOXIAIONIYIOCS TOIIHOTOW. bBbuta Hampas-
JIeHa Ha KOHCYJBTAllMI0 K HEBPOJOTY M O(TATbMOJIOTY.
OdranpMoJior BBISIBUJI CITa3M akkomomauwu. Hespo-
JIOT TIOCTABWJI JTWATHO3: TOJOBHAs OOJNb HATPSTKEHMS.
Bbuto pekomMeHIOBaHO (hU3MOTEpaANIeBTUUECKOE Jieue-
Hue (3nexkTpodopes C BYOWIIUHOM), BUTAMUHOTE-
panusi. 2KajmoObl Ha TEPUOAMYECKYIO TOJOBHYKO OOJb
COXPaHSITACh, 32 MEIUIIMHCKOM MOMOIIBIO He obOpala-
nack. JIeBouka BeJla aKTUBHBINM 00pa3 >KM3HM, ITocelaa
OacceifH.

B 9 ner ronoBHas 6ojb TiproOpena MOCTOSTHHBIN
XapakTep, KOTOpas TIepUOAWYECKH COIMPOBOXIATACH
TomrHoTOM U pBOoTOM. [IpoBeneHa axosHuEedaTorpadus:
murpuHa M-3x0 9 MM (yMEpEeHHO paciivpeHa), JaTepaib-
HbIe CUTHAJIBI, TTOKa3aTedb myjabcaunu 50%, mpu3Haku
YMepEeHHOI BHYTpHUEpeTHOM TurepTeH3un. OdraibMo-
JIOT BBISIBWJI, YTO OTHOIIIEHUE cocynoB 1:3 ipu HopMme 2:3,
XOJI COCYIIOB 3aByaJlMpoBaH B ceTuaTke. [1o pe3ynbratam
00cJIeIOBaHMS BBICTABIIEH JUArHO3: T0OpOKavYeCTBEHHAsT
BHYTpHUepeIHas TuTniepTeH3ust. Pe3anayanbHo-opraHuye-
ckoe coctosiHue LHHC.

B Teuenue nocnenyommx Jet nedaarnuecKuii CHH-
npoMm coxpaHsiicsa. B 13 ner oOpatunach K nenuaTpy
¢ XajobaMU Ha TOJIOBOKpYXKeHHUeE, IIIyM B yIIIax, CIOXK-
HOCTH B YCBOEHMM WIKOJBHOTO MaTrepuayia, a TaKxke
MOSIBJIeHWEe TIMTMEHTHBIX IISITeH CHavyajla B 00JacTh
med M 3aTeM Ha TpaBoi IeKe, aCUMMETPUIO JIWIIa
¥ HETIOJIHOE CMBIKaHMe BeK MpaBoro riada. [Ipu ocMo-
Tpe obpalllajii BHUMaHUE OMyXOJieBUIHOE 0Opa3oBaHUe
B BHCOYHO-CKYJIOBOI 00JIacTH cIipaBa, 0e300JIe3HEHHOE
MpU TaJblaluy, aCUMMETPUS TIa3HbIX mieneit. CripaBa
Ha MepeaHeO0KOBOM TTOBEPXHOCTH e U TIPaBOM IeKe
YYaCTKU MUTMEHTAIIMN KOXU 1[BeTa «KO(he ¢ MOJTOKOM».
JIst MCKITIOUeHUsT 00beMHOTO 00pa3oBaHUs MpOBeAeHa
MarHUTHO-Pe30HaHCHAsT TOMOrpadusi TOJIOBHOTO MO3Tra.
Ha cepun MP-toMorpamm ormnpenensiiocb 0o0beMHOE
oOpa3oBaHWe B TPOEKIIMM OCHOBHOM Ia3yxu, 3aaHUX
syeeK pelreTyaToro JaOMpHWHTa, TIpaBOM BepxHeue-
JIIOCTHOM TIa3yXW, CTPYKTYP OCHOBHOM KOCTHM CIIpaBa,
C pacrpocTpaHeHUWeM Ha JIOOHYIO, BUCOUHYIO U TeMEH-
HYIO KOCTb CITpaBa, ¢ IpopacTaHreM B TIPaBYIO TJIa3HUILY
(c XoMmpeccHeit ee CTPYKTYp), B KaBEpHO3HbBIE CUHYCHI
W OKpYXalolllie MSTKWEe TKaH! CIpaBa, THITOMHTEHCHB-
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Hoe o T2, T1, ¢ HeyeTKUMU KOHTypamu, pa3zMepamu
91x61x55 mMMm. BokoBBIE XENyTOYKM MO3Ta OOBIYHBIX
pa3sMepoB, aCUMMETPUYHBI B 00JIACTU TIEpEIHUX POTOB
(S>D). TIlpu anruorpauu BBISIBIEHA aCUMMETPUS
WHTpaKpaHUAJIbHBIX CETMEHTOB BHYTPEHHEH COHHOM
aprepun (D>S), acumMerpusi KpoBOTOKa MO TOTepey-
HBIM, CUTMOBUHBIM CMHYCAaM U 1O BHYTPEHHUM SIpEeM-
HeiM BeHaM (S<D). Takum oOpa3om, ObUIM BbISIBJIEHbI
MpU3HAK1 00BEMHOTO Tpoliecca B KOCTSIX yeperna cripaBa
C TIpopacTaHUEM B MSTKHE TKaHMU.

ITanuenTka Obla HaMpaBjieHa B OTAEJEHUE OHKOJIO-
run. [lpoBeneHa peHTreHOBCKasi KOMITbIOTEPHAs TOMO-
rpacdusi TOJOBHOTO MO3Ta, MPU KOTOPOH TOATBEPIM-
JIOCh HaJlnyrue 00beMHOro o0pa3oBaHMsl KOCTeil uepena
(BUCOYHOM, KIMHOBUIHOM, CKYJIOBOW, JTJOOHOM, CTEHKHU
raiMopoBOii  TIa3yxu, Kpblla KIMHOBUIHON KOCTHU
cnpasa). B xome ocreocimHTUTpacuu BBISIBJICHBI TPU-
3HaKM OYaroBOTO TMOPaXKEeHWsI KOCTel dYepera cripasa.
INamueHTKa BBITIMCAaHA C AMArHO30M: OOBEeMHOE OOpa-
30BaHUE KOCTEH JIMLIEBOTO uepera crpasa (pudposHast
NUCTIIa3us crpaBa?).

Jlns Bepudukalmy auar{Hosa U OrpeaesieHus 1ajib-
He#Ileil TaKTUKKM BeleHUsl pedeHOK HarmpasieH B Poc-
CUICKYIO JIETCKYI0 KIMHWYecKyio OompHUIy DPI'BOY
BO PHUMY um. H.U. lluporoBa. bbina BbITIOTHEHA
Ouoricust 00pa3oBaHWSI HUWXHEM YeJIoCTH CcrpaBa.
IIpu rucTosorMUyecKoM MccienoBaHUM OuomTaTa OIpe-
NeJISLIUCH (hparMeHThl 00pa30BaHMsI, COCTOSIIIIETO U3 IBYX
KOMIIOHEHTOB — KOCTHOTO u (ubposzHoro. KocTHbIi
KOMIIOHEHT TIpe/CTaBlIeH TI'PyOOBOJOKHUCTON KOCTHOM
TKaHBIO C XaOTUYHOU MPOCTPAHCTBEHHON OpHUEHTAlIMEH,
(UOPO3HBIIT KOMITOHEHT — OBOWIHBIMU U BBITSIHYTHIMU
GudpPOOIACTONIONOOHBIMI  KJIETKAMU. MHUTOTHYECKas
aKTUBHOCTb B OOJIBIIMHCTBE MOJIe 3peHUs TOCTOBEPHO
He ompenessiach. TakuM 00pa3oM, pe3yIbTaTbl TMCTO-
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JIOTMYECKOTO HCCJICTOBAHUS BBISIBWIM T1aTOJOTUYECKUE
W3MEHEHUsI, XapaKTepHble 1151 (prOpO3HON IUCTIIA3UN.
C uenblo UcKIOYeHUsT cuHapoma OnbpaiiTa mpoBeneHa
KOHCYJIbTALIMsI 9HAOKPUHOJIOTA: JTaHHbBIX, TOITBEpXKaa-
JOIIMX HapylleHue (GYHKIWN SHIOKPUHHBIX KeJie3, HeT.
Ha ocHoBaHMM MPOBEIEHHOTO UCCIIeOBaHMSI BICTABICH
NMarHO3: KpaHuodalmaabHasl ToauoccaibHast (opma
¢ubposHoii aucriiazuu. PeOGeHOK KOHCYJIBTMPOBaH
HEHpPOXUPYProM: XUPYpPruueckoe JieueHue HEeBO3MOXKHO
M3-3a MHOXECTBEHHOTO TIOpaXKeHMsI KOCTel uepera
U He3zaBepllleHHOro myoepratHoro mnepuona. C 1esblo
CcIepXXMBaHUS pOocTa HOBOOOpa3oBaHMSI Ha3HauYeHa KOH-
cepBaTuBHas Teparnusi ouchocdoHaramu (aJieHAPOHOBAs
KUCI0Ta), BUTaMUH D, OCTEOreHOH.

3aknovyeHue

TakuM 06pa3oM, B TpUBEACHHOM HaMU KJTMHUYECKOM
HaOTIOIeHUN OTMeYasICsl JUTUTETbHBINA CKPBITBIN TMepUO
3abos1eBaHus. [TepBbIM TPU3HAKOM KpaHHOMAINATbHOM
HomoccaibHO (opMbI (PMOPO3HOM OUCIUIa3UK Obliia
ToJIoBHasi 0O0JIb, TIOCTETIEHHO HapacTalolasl o MHTEeH-
CUBHOCTH, KOTOpasl B MyOepTaTHOM Mepuoje pruodpeia
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