Kpannodamuaasnas nojamoccansnas Gopma gpudposnoit auciasum

I'A. Kyaakosa', H.A. Coaoevesa’, E.A. Kypmaesa', C.4. Boaeuna', E.B. Hukugoposa’,
' H. Tasnemuwuna’, .0. Kynyosa'

'OIEQY BO «Ka3zaHCckuil rocyaapCTBEHHbIA MeAUUMHCKMIA yHUBEpCUTEeT» MH3apasa Poccum, KasaHs, Pocous;
2rAY3 «[letckan nonuknnHmka N210», KasaHbs, Poccua
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Oubpo3nas AWCIUIA3NA — PEIKO BCTPENAIOMAACH AHOMATNS Pa3BHTHA KOCTHOW TKAHM, NPH KOTOPOii oHa 3amensierca ¢ubpos-
Ho-KMeTo3Hoi. TIpencrasieno KiHHHYecKoe HaOMonenne GoJbHOrO ¢ KpaHHodanHaILHOlN noxHoccaabHol dopmoil dubposnoi
aucnnasun. Y pebenka B Bospacte 13 JeT oTMeMAIOCHh NOABIEHHE NOCTOAHHON HHTEHCHBHON ro0BHOIN 00/1H, KOTOpas conposo-
AIANACk TOJOBOKPYIKEHHEM, ITYMOM B YIIaX, KOTHHTHBHBIMH HAPYIIeHHAMH, AedopManneii Jo6Hoi 00aacTH W HHKHeH YeTI0CTH
cnpasa, JOKAJIbHOI IMIMeHTAIHeH B 00/1aCTH Wen M 1Hua (NATHA Kode © MOITOKOM). I1pu Tomorpadus ro10BHOr0 MO3ra M 0CTEOC-
OMATHrpaHK B IPABOI NOJIOBHHE KOCTEN Yepena BH3yaIn3nposaiock obbemuoe 06pasosanne, B KOTOPOM NPH FHCTO10THYECKOM
Heele0BaliH ObLTA BLIABIEHA (PHOPO3HAA THCILIAINA.

3akmouenne. 18 NOCTAaHOBKH JAHHOTO AMATHO3a 0OJbluoe 3HAYeHHe HMeWT coderanue Dolesoro cumapoma ¢ Aedpopmaumedt
JIMIEBOH YaCTH Yepena H THCTOJIOMHYeCcKoe Hee/le10Banue,
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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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®u6po:maﬂ aucnnasus — saboseBaHue, NMpu KoTo-
pOM HOpPMa&lbHasi KOCTb M KOCTHBIH MO3r 3ame-
WIAoTCA  ATHIMHYHOH  KOCTHO-(MOpO3HON  TKaHBIO,
OTHOCHMTCA K J0OpPOKaYecTBEHHBIM OIYXOJIEBUIHBIM
obpa3oBaHMAM, BOBJICKAWOMIMM OOHY M Oosee Kocteit
(MoHOOCCANTBHAS M nonnoccanbHast opmnr) [1—4]. Pac-
MPOCTPaHeHHOCTE (HUOPO3HOH TUCTUIA3UH COCTaBlIsAeT
npeanonoxurenbHo 1:30 Teic. HaceneHusi. Pudpoznas
IMCIUIa3us coctapaseT 2,5% oT BceX KOCTHBIX 3abo/ieBa-

HUI1 U 7% OT KoCcTHBIX onyxoaeit. [IpuunHaMu BO3HUK-
HOBeHHs (hMOPO3HOMH AUCIINIA3MK CTYXKAT MyTalUUM reHa
GNAS, xotopbiit KomupyeT a-cyobenunnuy G-Denka
(Gas). ¥rpara ¢pyHkuny 6enka Gas MpUBOAUT K TMoTepe
criocobHocTH  ocTeobnacToB K AU bepeHLIMPOBKE
M TIATOJIOTMYECKOM MepecTpoMKEe CTPYKTYPHl KOCTHOM
TKaHHu [2, 5, 6]. Kak mpaBuio, mopaxeHue KOCTH pa3BH-
BaeTcs B ICTCKOM M IOHOLLIECKOM BO3pacTe BCKOpe rnocie
nosoBoro cospesadus [5]. Bospact Ha MOMEHT mocra-
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HOBKM JIHarHo3a cocrasiseT oT 5 no 30 net. Cpenu 6oib-
HBIX l'[pBOﬁJlaLlaIOT JInha 2KEHCKOTO 11oJ1a. PHCK capkomMa-
TO3HOM TpaHcopMalnu coctapiseT ot 0,5 no 4% [7, 8].

IMopaxenue Koctei uepena npu GubposHoi auc-
TUIA3HH — OOHO M3 CaAMBIX 4YaCThIX l'IOpEDKBHHﬁ TLTOCKHX
Kocteit. JlMarHocTHKa 3aTpyaHeHa B CBA3W C IUIHTENb-
HBIM CKPBITBIM TIEPHOIOM 3a00/eBaHMA, CKYIHOCTBIO
KJIMHMYECKUX TTPOSIBICHUN M MpeICTaBIACT aKTYaNbHYIO0
1pobieMy, MOCKONBKY HECBOSBPEMEHHBIE ITHAMHOCTHKA
M JICYEHHE MOTYT MTPUBECTH K AchopMalnK KOCTeA CBoAa
yepena M jguua [2, 8—12]. KpaHuodaunaabHelii THI
(hubpo3HOI AWCIIA3UH OTHOCHUTCA K IMOJIMOCCATEHOMY,
TMOCKOJILKY MHOTHE BOBJIEYEHHBIE KOCTH 4Yeperna OTIe-
JIEHBI IPYT OT OPYTa TOMBKO MBAMU. BEIIENSIOT CHHAPOM
On6paitta, XapakTepU3YIOLIMICH TpUagoi: TONHOC-
canbHad Gubpo3Has AUCIUIa3vsA, MUTMEHTAUMS Ha KOXe
1BeTa Koe ¢ MOJIOKOM, a TAKXKE Pas3/IMuHble SHIOKPUHO-
MaTHH, NPOSBJISIIONINECS MPeXAeBPEMEHHBIM TIOJOBBIM
CO3peBaHUEM, TUTICPTUPCO30M Wiu akpomeranueit [7].
IMTopaxeHus KOCTEH M TIATHA «Kode ¢ MOJTOKOM» 0OBIIHO
HaxoasTceda Ha OllHOI:"I CTOPOHE TEJIA. Y HMALHUCHTOB MOTYT
ObITh TOMBKO 2 M3 3 IMPU3HAKOB, MHOTAA MOTYT OTCYT-
CTBOBATE IISITHA «KOQ)C C MOJOKOM» W MOTYT HMETBLCH
OJTHA VJIH HECKOJIBKO PHAOKPHHHBIX MATOMOTHIA [6, 13]

B 3aBHCHMOCTH OT JOKaNHM3alUWH KpaHHOdalIHATb-
HOM (UOpO3HON AMCIUIA3MM IIPU3HAKH M CHMITTOMBI
BapBUPYIOT M BKJIIOYAIOT NeopMaluio ¥ aCHMMETPHIO
TMLA, H3MEHeHH 3PeHUA, HapyIIeHHe CITyXa, 3a10KeH-
HOCTB Hoca, 60JIb, TTapecTe3UH ¥ HeNpaBUJIBHBIN IIPUKYC.
OOHUM U3 PAHHHX M YacTbIX CUMIITOMOB CJYXKHUT I'OJIOB-
Had bonb. B naneHeliiueM, Npu NporpeccupoBaHUU Mpo-
Lecca nosABAfgTCA Kanobbl HA KocMeTHYecKnit aedekr
JULIEBOTO Yepera. Y GOJbIIWHCTBA allMeHToB 3aboeBa-
HHC NMPOTCKACT DECCUMITTOMHO M BO3MOXHO CJTy‘[ElﬁHOE
BBISB/IEHWE Ha PEHTI€HOBCKMX CHUMKAX MM Ha KOM-
MbIOTEPHOI TOMOTpaMMeE T0JIOBbl M mien. OKOHYATE b~
HEBEIH OHarHo3 ¢GUOpo3HOW IHMCIIIa3MM CTABUTCA IOCe
OMONCUM TKAHM HA OCHOBAHWUH ANaHHBIX TMCTONOIAYC-
cKoro uccnenopaums [2, 4, 5, 9].

B Hacrosimee BpeMs OTCYTCTBYIOT YCTAHOBJIEHHBIE
[IPOTOKOJIB IeUeHHUs TIALMEHTOB ¢ KpaHHOMhalMaTbHOH
¢ubposHOM aucriasuei. BapuaHTel BeqeHUS O0OIBLHOTO
BKJIIOYAIOT HaOMOAeHHE, MEIMKAMEHTO3HYIO TEeparuio
W XUpyprudeckoe JiedeHWe. MeOWKaMeHTO3Hasi Tepa-
nua BrIwouaer 6uchocdoHaTbl, KOTOpble HHTHOHPYIOT
pe3opOLUMI0 KOCTH, OrpaHMYMBAIOT IPOrpecCUpoBaHHE
NMOpPaXxXeHHOro y4actka B CHJIY HX RCP‘ICTBHR HAa OCTeOo-
KiacTel. [IpeanmouTUTENEHBEIM OCTAe€TCA XHPYPTHYECKOe
JieyeHue, HarpaBJICHHOE Ha YCTpaHEHHWE HITH NPeaoTBpa-
meHne aedopMarnmit ¥ GyHKIIMOHATBHBIX PacCTPONCTB.
AJITOpUTM  BeleHUs KpaHuodauuaibHoi (Hubpo3Hoii
IMCTUTa3|M TIpeaycMaTpHBaeT 110 Mepe OKOHYaHHA 110J10-
BOTO CO3peBaHMsl M cTabMNM3aLMK pocta oyara pubpos-
HOM JMCIIIA3UH €ro paIvKalbHOE YAAIEHHE WU peMo-
JeTUPYIoILas pesekuus [2, 6, 7).

Kmanueckuii cayvail. depouka 13 et obpatuiacs
K TIeIuaTpy ¢ XajobaMMu Ha rojloBHble OOJH, roJloBO-

KITMHUYECKME CIIYYAN '

KpyXeHHe, IIyM B YIIaX, aCHMMETPHIO JIHIIA 1 HEeMOJTHOe
CMBbIKaHHE BEK IIPaBOTO [J1a3a, IOSBIEHHE ITHTMEHT-
HBIX [19TeH B 006JaCTH LeH W MPaBOH LIEKH, CIOXHOCTH
B YCBOCHMM LIKOJILHOIO MaTepHAaia.

M3 anamHesa u3BeCTHO, 4TO pebEHOK POIMICA
B cpok oT IV GepemenHoctn, I ponos, myrteM Kecapepa
ceyeHusl. [lpeapinymue GepeMeHHOCTH 3aBepIINIMChH
BRIKMIBIIIAMH. Bo3spact poxuteneit Ha MOMEHT poXie-
HuA pebGenka: Matepu 41 rom, otuy — 43 roma. Pebe-
HOK pozauncs ¢ Maccoi 2940 1, mauHoit 50 cM, oueHKoi
1o wkane Anrap 7/9 6annos. JleBouka pocia ¥ pa3BHBa-
Jlach TI0 BO3pacTy.

B Bo3pacre 7 ner BrepBHIE TIOABWINCH XKaJ0OBI
Ha HENOCTOSHHYI) TOJOBHYIO ©onb, mepHoande-
CKHM COMpPOBOXIAIOUIYIOCA TOWHOTON. Bbina Hanpas-
JIeHa Ha KOHCYJBTALMIO K HEBPOJIOTY ¥ O(TAIEMOJIOTY.
Odranbmoiior BbisIBMI criasMm akkomogauuu. Heppo-
JIOT TIOCTaBHJ AMarHo3: rofiopHass ©00/1b HanpsoDKeHHS.
beito pekoMeHIOBaHO (hH3MOTEPANIEBTHIECKOE Jiede-
HMe (3nekTpodopes ¢ 3vOWUIMHOM), BHTAMHHOTE-
panusi. KasoGel Ha IEPHOLMYECKYIO I'OJIOBHYIO 6oJjib
COXpaHsUIUCh, 334 MEIULIMHCKOH MOMOLIbIO He obparia-
Jack. JleBouka Bena akTHBHEIN 00pa3 XU3HH, Tocelana
HacceiiH.

B 9 ner ronoeHas 6onb npuoOpena MOCTOSHHEIN
XapakTep, KOTOpas TMEepHOAWYECKH COIMPOBOXKIaTach
TouTHOTOM U pBOTOH. [IpoBeneHa axo3HUehanorpadms:
mHprHa M-3x0 9 MM (YMepeHHO pacliupeHa), TaTepalib-
HBIE CHTHaBI, MOKa3aTelb myiabcauuu 50%, npH3Haky
YMEPEHHOH BHYTpUYepenHoil runepreH3nu. OdraneMo-
JIOT BBIABWJI, YTO OTHOLIEHHE cocynoB 1:3 npu Hopme 2:3,
X0/l COCYIOB 3aByaJHMpoBaH B cetuarke. [1o pesynsraram
obcieoBaHMsl BLICTABIIEH IHATHO3: J00pOKaYecTBeHHAsS
BHYTpPHWYCPENHAas TUTIePTeH3Us. Pe3unyarbHo-opraHuye-
ckoe cocroguue [THC.

B reuenue nocienyiommx jier uedairniecKuii CHH-
IpoM coxpaHsancsa. B 13 ner oGpatunack X mnemuaTpy
¢ kanobaMu Ha roJIOBOKPYXEHME, LUYM B Ylax, CJOX-
HOCTH B YCBOGHMHM UIKOJBHOTO MaTepuayia, a TaKxe
TOABNIEHUE TIMTMEHTHBIX TISITEH CHavyala B 001acTH
e W 3aTeM Ha MpaBoi llIeKe, acHMMETpHIO JIMIIA
M HEIoJIHOe CMBbIKaHWe BeK TpaBoro riasa. [Ipu ocMo-
Tpe obpailany BHUMAaHHE OIyXOJEBUIHOE 00pa3oBaHKe
B BHCOYHO-CKYJIOBOH 00JlacTH cnipaBa, 6e3bone3HeHHOe
Opy MaNbMaluK, aCHMMETPHS MIa3HbIX wweneit. Cnpasa
Ha IepeJHeOOKOBOM INOBEPXHOCTU LLIEH W TpaBoi 1leKe
YYACTKH MMAUTMEHTALMM KOXH UBETA «KO(E C MOJIOKOM».
I uckmoyeHUs: 00beMHOTO 00pa3oBaHMs TIpOBeIcHA
MarHMTHO-pe30HaHCcHas ToMorpadus roJIOBHOTO MO3ra.
Ha cepun MP-Tomorpamm omnpenensnock obneMHOE
obpazoBaHWe B MPOEKLMM OCHOBHOM MasyXu, 3alHUX
sAYeeK peuieryatoro JjaOUMpHMHTA, NpaBoil BepxHede-
JIIOCTHOM Ta3yXw, CTPYKTYp OCHOBHOM KOCTM Cripasa,
C pacnpocTpaHeHHMeM Ha JTOOHYI, BUCOYHYIO M TeMeH-
HYIO KOCTb CIIPaBd, ¢ IPOPACTAHNEM B TIPABYIO TJIA3HULLY
(c KoMIIpeccHelt ee CTPYKTYP), B KaBepHO3HBIE CHHYCHI
W OKPYXalUHue MATKHC TKAHW CIIpaBd, TMIIOMHTCHCHUB-
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Kyaaxosa A, u coasm. KparnodaunaisHas nonnoccansHas dopma pubpossoit ancnnasnn

Hoe mo T2, Tl, ¢ HeYeTKMMHM KOHTYpaMH, pasMepamu
91%61%55 mMm. BokoBble XEIYIOYKH MO3ra OOBIYHBIX
pasMEpPOB, aCUMMETPHYHBI B 00NACTH TNMepeaHHUX pOros
(S>D). Ilpu auruorpadhmm BhiIBIEHa acHUMMETPUS
HHTPAKPaHWAJIBHEIX CErMEHTOB BHYTDEHHEH COHHOIl
aprepum (D>S), acuMMeTpHs KpOBOTOKa IO TONeped-
HBIM, CHTMOBHIHBIM CHHYCAaM M IO BHYTPEHHHUM SIpeM-
HbIM BeHaM (S<D). TaknMm obpa3zoM, OLUITH BBISBICHB
NPU3HAKH 00BEMHOIO IpoLlecca B KOCTAX Yeperna crpasa
C NMPOpAacTaHHWEM B MATKHE TKaAHM.

[TaumeHTKa ObL1a HaNpaB/ieHa B OTAE/NCHHE OHKOJO0-
run. [lpoBeneHa peHTreHOBCKash KOMIBIOTEPHAS TOMO-
rpahusi TOJIOBHOTO MO3Ta, TIPHM KOTOPOH MOITBEpPIM-
JIOCh HATMYHMe 00BbeMHOTO 00pa3oBaHMUs KOCTeH Yepena
(BUCOYHOI, KIWHOBUIHOMN, CKY/I0BOH, 0OHOI, CTeHKH
raiMopoBOH TasyXxH, KpbUla KJIMHOBHAHOH KOCTH
cnpasa). B xone ocreocuMHTHrpadMH BHISIBJIEHBI NPH-
3HAKH 0YaroBOro MopaxeHWsl KOocTeH dYeperna cripapa.
l'launcunca BBIMMUCAHA C JHMArHO30M: obbeMHOE oﬁpa-
30BaHMeE KOCTe# JMLeBoro yepena crnpasa (pudpo3Has
JHCIUIa3us cripasa?).

[ns pepudMKalIMK IHArHO3a U ONpedeNeHHs Jalb-
Heiure TAKTHKKA BeaeHUs pebeHOK HampasieH B Poc-
CHICKYIO [IeTCKYI KIMHHYeckyilo GonpHuuy OIBOY
BO PHHUMY um. H.H. Tuporosa. Beula BeinosiHeHa
6uoncusa  oOpa3oBaHHMs HHMXHEH YeTIOCTH CIpasa.
IIpn rMcTOMOTHYECKOM HCCIeIOBaHHM OHOMTAaTa OIpe-
Jemsutvek hparMeHTR! 00pa30BaHMs, COCTOSILETO U3 IBYX
KOMIIOHEHTOB — KOCTHOTO M (pubposHoro. KocTHBIH
KOMITOHEHT IIpeACTaB/iIeH Ipy0OBOMOKHHCTON KOCTHOIL
TKAHBIO C XA0THYHOMH MPOCTPAHCTBEHHOMN OpHEHTaLMEH,
(pnOpo3HBIH KOMIIOHEHT — OBOMAHBIMH W BBITAHYTHIMHU
(uOpoONACTOMOTOOHBIMH  KJIeTKaMH. MHTOTHYECKast
AKTUBHOCTE B DOJIBLIMHCTBE IMOJACH 3PCHUS 10CTOBCPHO
He ompeaensnach. TakuMm obpa3oM, pe3yiasTaThl TMCTO-
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JIOTHYECKOTO MCCNeJOBAHUS BLISBWIN TIATOJOTHYECKHE
H3MeHEeHHH, XapakrepHblie Wi GuOpo3HOH HHCIUIasHn.
C uenblo uckmoyeHusa cuHapoma Onbpaiita nposeneHa
KOHCY/ILTallMsl 3HAOKPUHOMOrA: AAaHHBIX, MOATBEPXAa-
I0LIUX HapyleHHe QYHKUMH YHIOKPUHHBIX Xeje3, HeT.
Ha ocHoBaHMM NMpoBeIeHHOTO HCC/IEI0BAHHS BRICTAR/IEH
JMarHo3: KpaHuodaumanbHass TonHoccanbHas dopma
¢ubposnoit aucrutazuu. PebGeHOK KOHCY/ILTUpOBaH
HEHPOXHMPYPIOM: XMPYPIUHECKOE JICUCHHE HEBO3MOXHO
M3-32 MHOXECTBEHHOIO [OpaXeHNs KocTeil wueperna
M He3aBeplieHHoro nybepratHoro nepuoaa. C uenbio
CIepKUBAHUA POCTa HOBOOOPA30BaHMA Ha3HaYyeHa KOH-
ceppatuBHas tepanus GucctoctoHaramu (asleHIPOHOBAs
KHCIoTa), BUTaMUH D, 0cTeoreHoH.

3akn4yeHne

Takum 0bpa3om, B IPUBEAEHHOM HAMH KIMHUYECKOM
HaOTI0leHUH OTMEYANCs UTHTEIbHBIH CKPBITHIT NepHoa
3abonesanus. [epsbiM npu3HakoM KpaHuohauMaTbHON
noJioccaibHOM dopMel pubpo3HOH aucriaznm GbUTa
rosioBHast 60/b, NMOCTENEHHO HapacTalolas 1Mo MHTeH-
CHBHOCTH, KOTOpast B IyGepTaTHOM IepHoe npuobpena
MOCTOAHHBIA XapakTep Ha (hoHe BbLISIBIEHHOW BTIEp-
Bble nedopMauMM nuLeBON 4YacTH yepena. JlMiub mar-
HWTHO-PE30HAHCHAs W DPEHTTEHOBCKAS KOMITbIOTEpHAs
TOMOTpaMu TOJOBHOTO MO3ra M OCTEOCLMHTHrpadms
TIO3BOJIMIM BBISBUTbL OOBEMHOE 0Opa3oBaHMe KOCTEM
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