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IIporpeccupyioiasi occuduLupyloiiasi GuopoarcIIasus
(ITOD), wm 6o7e3ub (cuHApOoM) MioHxmeitepa (Mii nchmeyer),
WMeeT MHOXECTBO CUHOHUMOB: OCCUGMUIMPYIONINI MUO3UT,
TIPOTPECCUPYIONINIT MHOXKECTBEHHBIN OCCUGMUIIUPYIOIIUT MUO-
3UT, MPOTPECCUPYIOIasi MHOXECTBEHHas occuduimpyromas Gpu-
OpoaucIuia3us, MnapaoccajibHasl reTepoTorurueckasl occuguka-
LIMsI, MHOXECTBEHHAsI MEXMBIILIEYHasl OCTEOMa, OCTEOIIacTUYe-
cKasl MMonarusi, occuuumpyoas acuyanbHas Turepruiasus,
occuULIMpyronii Gudpo3uT, ocCUULIMPYIOLINIA TTPOrpeccUupy-
o1t HGUOPOIIEIUTIONUT, TPOrpeccupyiolias ocCubULIIPYOIast
00J1e3Hb, TTPOrpeCcCUpyIOLIas BpOXKIACHHAs TTOJUOCCU(UKAIIHS.

[TO® gpBnsgercs caMOCTOSTEIBHOI HO30JOIMUECKOil hop-
MOW, XapaKTepU3yeTcsl reTepoTonuyeckKoil occudukauuvein u
BPOXIEHHBbIMU NepeKTaMu pa3BuTUs ckenera. B ocHoBe 3a60-
JIEBAaHUSI — METaIIaCTUIECKUI OCTeOTeHe3, B KOTOPOM YJacTBY-
10T He KJIETKU MTePUOoCcTa M SHI0CTA, a IIPOUCXOAUT TpaHCchopma-
LMST COeAMHUTENbHON TKaHU MBILIEYHBIX MPOCIOEK, CYXOXU-
JINI, CBA30K, (hacliyii U alTlOHEBPO30B B KOCTHYIO TKaHb [1].

J10 HacTOSIIIIero BpeMeHU TMAarHOCTUKA 3a00JIeBaHUS Ype3-
BBIYAiTHO 3aTpynHeHa. B MpKyTcKOM ToponcKoM peBMaToIOTH-
YecKOM IIeHTpe MBI HaOJIOIaeM HECKOJbKO MAIlMeHTOB C JaH-
HOI1 HO30JIOTMYeCcKO (popMoii [2].

Hcropuyeckasa cnpaBka. [lepBoe ynmomuHaHue o 0OJE3HU
oTHocuTcs K 1648 1., korma Patin omucan «OKOCTEHEBIIIYIO» Ma-
ueHTKy. [loapoOHO 0GoJie3Hb OnucaHa HEMEUKHUM BpauyoM
E. Mii nchmeyer B 1869 1. ITTO® 0THOCUTCS K PEIKOM MATOJOTHH:
1 ciryqaii Ha 2 MyTH YenoBek. He oOHapy>keHO IOJI0OBOI, pacoBOit
¥ 3THUYECKOIA TpeapacronoxeHHocT. bone3np HaunHaeTcst B
TepBoii Aekane XKW3HU, SIBISISCh MCKIIOUUTENbHO TaToNoTueit
JieTckoro Bo3pacta. Yaie aetu 3a001eBaloT B BO3pacte oT 3 10
4 neT, U3BECTHBI Cilydau aedtoTa 00J1e3HU B Bo3pacTte 10 3 mec [3].

Ortuonorus u narorened. [10P — HacyrencTBeHHOE 3a00JeBa-
HUe, CBSI3aHHOE C TEHOM, OTBETCTBEHHBIM 3a TUTIEPIIPOIYKITUIO
MopdoreHHoro 6enka koctt BMP4 (bone morphogenetic protein 4).
Ten BMP4 otHOcUTCSl K TpaHChOpPMUpYIOILEMy (aKTopy pocTa
(TGF), yuactByomiemMy B pa3BUTUM BCEX OPraHOB M TKaHEH.
B Hopme curHan ¢ reHa 7GFb TMoOBbBILIAET KCIPECCUIO TeHA
ENPPI, 4To CrIOCOOCTBYET YCUJIEHHON BBIPAOOTKE HeopeaHu4e-
cK0eo hupogocgama, MTHTUOMPYIOIIETO TPOIECCHl MUHEpaIn3a-
1K ¥ Kanblibukaun. Mytaimu B reHe EN PP ofaBisioT Bbl-
paboTKy HeopraHudyeckoro mupodocdara, 4YTO BbI3BIBACT aHO-
MaJIbHYI0 occu(UKaLMIo TKaHel. [eH, onpeaensiomnii pa3BuTue
JaHHOTO 3a00JIeBaHMsI, HEIaBHO KapTUPOBaH B JIOKYCE, PacIioyio-
JKEHHOM Ha JUIMHHOM 1uieue 4-it xpoMocoMbl (4q27-31) [4].

B mocnennee Bpemst TIpu MCCIIeIOBAaHUY OUOTICUITHOTO Ma-
Tepuaia y maueHToB ¢ pubpoaucruiazueil B aHOMaabHOM KOC-
TH ObUTA OOHAPYKeHbl KOCTHOMO3TOBbIE KJIETKH, MUTPUPOBAB-
1IMe B o4ar nepBUYHOTrO MOBpexXaeHus TkaHu. bbiio nokaszaHo,
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YTO CIElMaTU3UPOBAHHBIC KJIETKH, BbIIEIEHHbIE U3 KOCTHOTO
MO3Ta, CITOCOOHBI (DOPMUPOBATH KOCTh B OTIAJIEHHBIX OT OCHOB-
HOTO CKeJIeTa MeCTaX W, IIUPKYJIUPYS B KPOBHU, MOTYT OBITh ITPH -
YaCTHBI K aHOMaJIbHOMY 00pa30BaHUIO KOCTEH.

B navase 3abosieBaHusl (OPMUPYETCS BOCHATUTEIbHBII
MpoLIeCC B CYXOXKWIMSIX, CBSI3KaX, (haclusIX, MOAKOXKHbBIX TKaHSIX
U MBILILIAX, 00pa3yloluii B fajabHeliieM nHGUIbTpathl. Yepes
HECKOJIbKO HeJle)Tb MJIW MECSIIIeB B 00JIACTH 3TUX MHOWIETPATOB
MPOUCXOIUT OTJIOXKEHUE KaJIbIIMsI, KOTOPOE B JaJIbHEHIIeM 3a-
KaHUMBaeTCs occuduKalmeit 1 00pasoBaHUEeM KOCTH B HETIOJIO-
XKeHHoOM Mecte. OIHAKO pa3BUTHE OCCU(MUKATOB BO3MOXHO U
0e3 MpealIecTBYIONIel KIMHUYECKH BhIpakeHHOM MHGUIBTpa-
uun. KocTHas MeTaruiasusi COeIMHUTEIbHOM TKaHU MPOMCXO-
AT OBYMST TIYTSIMU: TIEPBBIM TUIT — HEMOCPEACTBEHHAs MeTa-
TUT1a3usl COeNMHUTETbHOM TKAHU B KOCTh; BTOPOI — TIEpPeXo/1 CO-
eIMHUTEILHOI TKAaHU B KOCTh Yepe3 00pa3oBaHUe XpsIla.

ITpu maTosl0roaHaTOMUYECKOM UCCIEI0OBAHUM HAXOIST aT-
poduUIO CKeJeTHBIX MBILILI, 3aMelleHre X (UOPO3HOI TKAHBIO,
OKOCTEHEHUE MBIIIIII, CBSI30K, CYXOKWINIA, alTOHEBPO30B, 00pa-
30BaHUE IK30CTO30B, TMIIEPOCTO30B, YTOJIICHUE KOCTeH ¢ pas-
pbIXJIEeHUEM ry0yaToro Beuectsa anuduzos [1].

Kmuauyeckas kaptuHa. JleTu MpW POXICHWU BBITJISIASAT
HOPMaJIbHBIMM, HE CUMTAasl BPOXKIEHHBIX Ae(eKTOB ckenera. Ya-
CTO OTMEUAIOTCs MUKPO- U KIMHOJAKTWIMS (KIMHOBUIHAS Je-
(opmarus) najapleB KUCTEl, 0COOEHHO XapaKTepHa KJIMHOIAK -
TUIUS OOJBIINX TAbIeB HOT, WX BAJIBIYCHOE TIOJIOXEHUE.
B miepBoM MM BTOPOM JECATUICTUHN KU3HU Ha Iliee, CIIUHE U
TuIeyax pa3BUBAIOTCST 00JIe3HEHHBbIC MH(MWIBTPATHI, (PUOPO3HBIC
y37bl. bone3HeHHble MHOWIBTPATHI B MSTKMX TKAHSIX BBITJISIASIT
KaK TIOJIKOXHBIE OIMyXOJeBUIHbIE 00pa30BaHusl, pa3Mep KOTO-
pBIX BHavaje mocturaet 1 cM. Jlokamm3aims ux — rmapaciuHa b-
HbIe MBI, MBIIIIBI TUIEYEBOIO M Ta30BOTO TOsICA WJIU IIEH.
[MosiBNeHMEe MHOMUIBTPATOB COMPOBOXAACTCS HE3HAYNUTETbHBIM
MOBBIIICHUEM TeMIIEpaTyphl U TIOKPAaCHEHUEM KOXU HaJl HUMM.
O0pa3zoBaHue UH(MUIBTPATOB MTPOBOLIMPYETCS YILIMOAMU, TpaB-
MaMH, MHOTAA JOBOJBHO JIETKUMHU, a TaKXKe OINepaTUBHBIMU
BMeEIIaTeIbCTBAMM, BHYTPUMbBILICYHBIMUA UHBEKLIUSIMHU [5].

BriocienctBrr MHOWIBTPATHl OKOCTEHEBAIOT B XOJlE TeTe-
poTonuyeckoii occudukanun. KoctHast TKaHb Hepeako dop-
MUpPYeTCsS Ha MeCTe KPOBOIIOATEKOB U CUHAKOB. OccrduKaims
CKEJICTHBIX MBIIIL] IIPOAOJIKAETCs 10 16 JIeT BKIIOYMTEIbHO U
npeBpallaeT OOJIbHBIX B «OKaMEHEBILMX JioAeii». Bo3HuKaooT
CTOIKME KOHTPAaKTyphl, MBIIICYHbIC aTPOMUU, OTpaHUUCHMUS
TIOABVDKHOCTY TTO3BOHOYHUKA, pa3BUTHe KpuBolien. Jedopma-
s U (PUKCUPOBAHHOE TTOJIOKEHHWE IPYIHOM KIIETKU U TI03BO-
HOYHOTO CTOJI0A BEIyT K Pa3BUTHIO YACTBIX PECTPUKTUBHBIX Jie-
TOYHBIX 3a00jieBaHMil. XapaKTepeH BHELIHUI BUJ OOJBHOTO:
MOXOJKa CKOBaHHas, T0JioBa HAKJIOHEHA HECKOJIbKO KIepeau,
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JIULIO aMUMWYHO, MBILILBI [IEV UMEIOT BUI HATSIHYTBIX TSKEN.
JIBUKEeHUS PE3KO OrpaHUYEeHbI BO BCEX OT/esIaX TO3BOHOYHUKA.
OTMeyaroTcs aHOMAJIUM Pa3BUTHUS CKeJleTa.

Teuenue 60s1€3HU BOJTHOOOPA3HOE, MHTEPBAIbLI MEXTY 000~
CTPEHUSIMU MOTYT OBITh JOCTaTOUYHO Beauku. Bembimku [TOD
SIBJISIIOTCSI CTIOpaMvyecKMMU M HernpenckaszyeMbiMu. [Iporpec-
cupyloliee TeueHre 3a060eBaHNs IPUBOIUT K TSKEIbIM DyHK-
IIMOHAJILHBIM HapyIIeHUSIM OMOPHO-IBUTATEILHOTO arrapara,
M1yOOKOW WHBAJIMAU3ALUU OOJBHBIX M TMPEXIAEBPEMEHHOM
CMepTH, TIPEUMYIIIECTBEHHO B MOJIOJIOM BO3pacTe.

Junarnoctnka. OCHOBBIBaeTCS Ha IByX KIMHUKO-PEHTIEHO-
JIOTUYECKUX KPUTEepusX: 1) HAIMYMU TeTepOTONMUYECKOl occu-
dukaum MATKUX TKaHeW; 2) aHOMalIMsSIX Pa3BUTHUSI CKelleTa,
Mnpex/e Bcero, O0JbILIOTO Majiblia CTOMBI.

Paznmnuator Tpu peHTreHOJOTUYeCKUe CTaauM DPa3BUTHUS
okocTeHeHus: | cranust (MHGUIBTpaMK) — pa3pacTaHue MOJIO-
JIOi1 IeTeHepaTUBHON TKAHU W BTOPUYHBIE JeTeHepaTUBHBIC 13-
MeHeHMsI B Mbliax. Ha peHTreHorpamMmmax 3T U3MEHEHUsT He
onpenensitores; I cranust (GubposHoii uHIypauuu) — pyoleBa-
HUE MOJIOAON TKaHU CO BTOPUYHOI aTpodueil MbIIIeYHON TKa-
HU. Ha peHTreHOrpaMmax — «HeXXHbIe» TeHH TUTIA KOCTHOW MO-
3o, 111 cTanus (oKocTeHeHNsT) — 00pa3oBaHNe KOCTHOI TKaHU
B MECTax MOpPaxKeHUsT MSITKUX TKAHEH, 4YTO Ha peHTTeHOorpaMMax
OTYETIMBO MPOSIBISIETCS] MTHTEHCUBHBIMU TeHIMU. TakuMm obpa-
30M, PEHTIEHOJOTHYECKU OIPEAEISIOTCS KPYMHbIE YYaCTKU
OKOCTEHEHUSI B MbIIIIIAX, CPALIEHUE UX C KOCTSIMU, MMO3BOHOY-
HBbII cTOJIO B BUJIe 0aMOYKOBOI TPOCTH, aHKUJIO3bI CYCTaBOB [4].

Crnenuduueckoii 1abopaTopHOi AMarHOCTUKY HeT. OCTpo-
¢azoBbIil OTBET, BbIpaxkeHHAs BOCMATUTETbHAS peaKlVsl WUu
HapylIeHNe KaJbLIMeBOro 0OMeHa 00bIYHO He peruCTPUPYIOTCS.
Bo3MOXHO TOBBILIEHWE CBHIBOPOTOYHOTO YPOBHS ILIEJIOYHOM
docdaTasel, nHIEKCAa Kaiblinii/docdop, CBUIETEILCTBYOIIEE
00 akTUBallMU MeTab0IM3Ma KOCTHOM TKaHu. [Ipyrue rnokasare-
JIA, BKJTIOYasT OeJTKOBBIC (PpaKkIIMu 1 ocTpoda3oBbie OCIKHU, OMO-
XUMUYECKNE U UMMYHOJIOTUYECKUE TECThI, HE UMEIOT OTKJIOHE-
HUI OT HOPMAaJIbHBIX BEJIMYMH. MOTYT OBbITh MPU3HAKU METAa00-
JIMYECKOTO aluao3a u aHeMuH |[3].

Juddepennmanbubiii nuarno3. [IposoauTcs ¢ 3a00neBaHuUs-
MU, UMEIOIIUMK aHAJIOTUYHBIE CUMIITOMBI: (POKATEHBIM CKIIEpO-
TUYECKUM MUO3UTOM, IOBEHWJIbHBIM JEPMATOMUO3UTOM C Kab-
LMHO30M, CHUCTEMHOW CKJIEPOAEPMUEN, UHTEPCTULIMAIBHBIM
KaJblMHO30M, NOOpPOKAYECTBEHHBIMU M 3710KAYECTBEHHBIMU
HOBOOOPA30BaHUSMU KOCTE M MSATKMX TKaHEi, MperuMyILecT-
BEHHO — OCTE0CAPKOMOIA, MOCTUHBEKIIU-
OHHBIMU TpaHyJieMaMU, TTapa3uTapHbBIMKI
WHBa3UsAMH (LIUCTULIEPKO3 U T. 11.) [4].

Jleyenne. Criocoba MpenoTBpaTUTh
nporpeccupoBaHye 3a00JeBaHUsI HE Cy-
ectByeT. OnepalMoOHHOE yIaJIeHUE OCCU-
(bUKaTOB JIMIIb YCUIUBAET MPOLIECCHI OC-
cudukaimu. IHGHEKTUBHOCTD TITIOKOKOP-
tukounoB (I'K) He nokazana. HaubGonee
IIMPOKOE TIPUMEHEHNE HAXONUT ITUJIEH-
IMaMuHTeTpayKcycHast kuciota (BTA).
Hcnonp3yrorest 6uchocdonats (2% kcu-
nuboH), WONMCTBIA Kaluil, BUTAMUHbI
rpynnsl B, C, A, ouoctumyngropsl. [1pu
STOM CllefyeT M30eraTb BHYTPUMBIIIECU-
HBIX UHBeKUNN. PU3N0TEpaneBTUIecKoe
snieyeHre 3h(GEKTUBHO HA paHHMX dTarax
BO3HUKHOBeHUs1 occudukaToB. [Mpume-
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HSIIOTCS 3eKTpodopes Kanus Hoauna, ylasTpa3ByK, COJUTIOKC Ha
00J1aCTh TMOPaXXEHHOU MBIIIIIBI, WOTOOPOMHBIE, PalOHOBBIC,
cynbbuaHbie BaHHbL. [IpoTtuBomnokasanel YBY, mapaduHoBbie
anUIMKALMU, Maccax [5, 6].

IIporno3. Mcxon 3abosneBaHust Oe3HAACKHBIM M HeOIaro-
npuatHbii [2, 7]. TIpomoKuTeIbHOCTh KU3HU OOJIbHBIX pa3-
JnryHa. YacToil MpuUMHO CMEpPTH SIBJISIETCS JIerouHast MHbeK-
M Ha (pOHE TUIMOBEHTWISIMK. B mepcriekTrBe ecTh Hamexkaa
Ha CO3MaHue JIeKapCcTBa, OJOKUPYIONIETO TeHeTUIeCKUi Mexa-
HM3M, 3aITyCKAIOIINl POCT JIMIITHUX KOCTEH.

TIpuBoaum Hallle KIMHUYECKOE HAOTIONEHME.

boavnoii b., 33 sem, nabniodaemes namu 6 meuenue 18 nem.
Poouncs om I-ii HeocaodcHeHHOU bepemeHHOCIMU, Macca meaa npu
poycdenuu — 4,5 ke, dnuna meaa — 55 cm. B 6o3pacme 7 mec opmo-
neo npu 0CMompe OMMemun «6aabeycHble CMONbL» , OpyeUx OMKAOHe-
Huil He gbisigaeno. C 2.1em — uacmele pecnupamopHble 8UpPYCHble UH-
exyuu, nocae ouepeoHoll U3 HUX Ha3Ha4eHvl OauKu Ha chuty. Beko-
Dpe Ha chuHe cnpasa nood A0NamKoil NOAGUAOCH ONYX01e8UdHoe 00pa-
306aHue, 3amem ewe déa. B Upxymckoii Heano- Mampenunckoii eo-
POOCKoIL DemcKoil 60abHULe NPOBEOeHO 2UCMOA0UYECK0e UCCAed08a-
Hue: onyxonb NOCMPOEHA U3 NEPenIemaroujuxcs 8 Pa3u4HbvIX Hanpa-
61EHUsAX BO0NOKOH U BbIMAHYMbIX KAEMOK, 00pa3yIouux y4acmku
cnaemenus, UH020a «<MemaUCmble» CMpPYKmypbl, 3aN0003peH Hellpo-
@ubpomamos. Hasnauenw: npednuzonon 15 me ¢ meuenue 25 ouelil,
NOAUBUMAMUHDbL, CYRPACIMUH, 31eKmPoghope3 ¢ AUOA30il, XA0POXUH.

B 3 200a ocmompen neiipoxupypeom, komopuliii nocmagua ou-
ACHO3 «COAUMAPHAA O00UHOYHAA Helpodubpoma HA YpoeHe
Thyvi-vi», Hesponoeuveckux evinadeHuii Hem. JlokymeHmbl u 2uc-
monoeuteckuil npenapam HanpagaeHsl Ha 3a04HYI0 KOHCYAbMAaUUI0
6 Uncmumym uetipoxupypeuu um. akademuxa H.H. bBypoenko. 3a-
KAlOYeHUue UHCmumyma: Helipogubpoma, nokasanuii 04s Helipoxu-
pypeuteckoeo neveHus Hem. Pexomendosarno obpamumoscs 6 Hn-
cmumym neduampuu 04 Uckaiouenus xonoponamuu. Jlokymenmol
Hanpaeaenvt 6 HUH neduampuu AMH CCCP, omkyda 6bi10 noay-
ueHo 3aKatouenue: « Mucmumym He 3aHumaemcs uccae0o8anuem u
JAedeHuem demeli ¢ HellpoguopomMamo3om».

B 10-1emuem 6o3pacme meduyuHcKue 0oKyMeHmbl (8bINUCKA,
¢omoepaghuu pedenka — puc. 1, a, 6, — omnpasnenvl 8 KAUHUKY
demcxux 6onesneit I MMH um. U.M. Ceuenosa), ede cdeaano 3a-
Karouenue: «Cyos no RPUCAAHHBIM OOKYMEHMAM, 8epOSIMHO, UMeem
mecmo occuguyupyrowuii muosum. Pexomendoeano nevenue no
mecmy dcumenvcmea». [locae smoeo 604bHOI OaumenvHoe épems
NPUHUMAN KCUOUPDOH.

Puc. 1. boavnoii b., 10 aem. a — omuemaugo 8udHvL 0nyxonesuoHbvle 00pazo8anus u OONOAHU-
menbHble MANCU, NPEUMYUCCIMEEHHO CRPABA 0N NO360HOYHO20 CMOADA; 6 — KAUHOOAKMUALSL



COBPEMEHHAA PEBMATONOTHA N3 11

KHANWHUYECKOE HABNHWAEHHWE

0016H020: «3HAUUMENbHOE 0ePaHUMeHUe NOOBUNICHOCIU HUMNCHEYe-
JNHOCMHbBIX CYCmMagos. Ynaomuenus 6 00aacmu nae4egvix cycmasos,
Yen08 A0NamoK, KOAeHHbIX cycmasoe». OmKAOHeHUI NO OpeaHam u
cucmemam (3a UCKAIOYEHUEM AAMepanbHo20 nepecudba 6 éepxwell
mpemu HceauHo20 ny3vips), a MaKice 00ueKAUHUYeCKUM U OUoXU-
MUHECKUM UCCAeO08AHUSAM He BbisléaeH0. AHaau3 mMoyu Ha mMmemopa-
HOAU3 YKA3bl6a HA JuchyHKUuI0 coedunumenvroil mxanu. Hasna-
ueHa mepanus: pearvoupoHom no I ma, eammacghepornom no 2 ma 6 3
ma 5% pacmeopa eumamuna E excedneeno ¢ meuenue 10 onelil.

B 14 1em — nosmopHoe aeuenue 8 SmMom JHee YUpeNcoeHUU: «Co-
XPaHAemcsl 0epanuteHue O8UNCEHU 8 HUMICHEHeAHCIMHOM U 10Kme-
6bvix cycmasax. Ouaeu ynaomuerus 6 004acmu yeno8 10namox U Ha
npaeom 6Gedpe... Penmeenoepachua: na nuscneii mpemu 6edpa 6
MAKUX MKAHAX 8bIA6ASeMC MeHb KOHeA0Mepama HecoM0O2eHHO20
Xxapakmepa, KOCMHOU HAOMHOCMU, COCMOAWAs U3 OMOeNbHbIX
dpaemenmog pasmepom 9x7 cm» (puc. 2).

B 15 aem enepevie obpamuiacs k peemamonoey 041 oceude-
meabcmeosanus 01 MeOuKo-couUarbHoll sxcnepmu3snl. 2Kanobwl
Ha 02paHuyerue 0BUNCCHUI 8 NAeYeBblX, KOAeHHbIX CYCMAsax, cyc-
masax HudxcHeil yearocmu. Ilpu ocmompe KodicHble NOKPOBbl 00bIY-
Holi okpacku. Oepanuyenue 08UICEHUL 8 HUNICHEHENOCIHOM CYC-
maee. [unompoghus mviuy nieuesoeo nosca u cnumwl. IoscHuurwlii
10p003 cenaxncer. Boipasicennoe oepanuuenue 08UNCEHUT 8 WEUHOM,
2PYOHOM U NOSICHUMHOM 0MOeAax NO360HO4HUKA. JleudceHus 6 nie-
yeebix (omeedenue — 45°, ceubanue — 60°), Korennwix (ceubanue —
45°, pazeubanue — 180°) cycmasax oepanuuensvl, 6 ma3ode0peHHvIx —
He oepanuyenvl. Yemanoeaena 11 cmenensb yyHKuuoHabHOU HEOo-
cmamounocmu u onpedeaena 11 epynna unéansudnocmu.

B 17 aem nepenec ocmpyro HUdCHed01e8VH0 NHEEMOHUIO, Ae-
Puc. 2. boavroii E., 14 nem. PeHmeeHoepaMMa 6€ap€HHOL7 Kocmu. YUNCA Y YACMHONDAKMUKYIOWe20 epava, comeonama u 6 yeHmpe

B mserux miansx onpedensemes yuacmok dononnumensHozo mubemckoil MeOuyUHbL: NPogedeHbl AaHMUOAKMeEPUANbHAs mepa-
OKOCMeHeHUs HeNnpasuIbHOU opMbl nus, UHBEKYUU CIMEKAOBUOHO20 MeAa 8HYMPUMbIUEUHO, NOCAE e~
20 cmanu becnoxkoums 6046 8 Mazobedper-
HOM cycmage, 02paHuveHue O08UNCeHUI.
Buinoanena eammacuyunmuepagus 30Hbl
maszobedpeHHbIX CYCMAgos, BbisieleHbl
ouaeu eunepukcayuu npenapama 8 npa-
60M maszobedpenHoM cycmase, MASKUX
miauax 6edpa. Ilpu penmeenoepaghuu
31020 Jce Cycmasa yCmMaHo8AeHo, Mo Cy-
CMABHAs weab 6e3 UOUMbIX CYICeHULL, 10-
KanbHoe YNAOMHeHUe HAPYICHbIX 0mO0enos
Kpoliuu 8epmaydicHoil eénadutsl. Bvigeas-
omes. AuHelinble occupuKkamol ONUHHBIX
MbIUEUHBIX 8010KOH NAPAAPMUKYAAPHO U
KOHenoMepamol 00b136eCMEACHULL PA3HOU
eAUHUHDL U YOPMbL HA YPOBHE weliKuy 6ed-
pa u Kuympu medxcdy 6edpom u cedanuuy-
HOUl Kocmblo. Dmu 0aHHble CO0mMEemcmey -
rom penmeernonocuueckol kapmune [10P.

B 19 aem npoxodun neuenue ¢ cmo-
MaAmonoeu4eckoll KAuHuKe ¢ OuacHo30M:
ocmpulil AuMpadeHum ¢ 161eHUsMU nepu-
00oHmuma noouearocmuoll ooaacmu. 3a-
NAGHUPOBAHHAS NEPBOHAUANbHO pedpec-
cayus OmMmeHeHa U3-3d B03MOJICHbIX 2e-
mMamom u pazeumusi 0ONOAHUMENbHbIX
04a206 Kocmeodpaz08aHus..

Puc. 3. boavnoit b., 31 200. [opuzonmanvHoe nosoxcerue, Ho2u NOOHAMbL 86ePX 34 CHEM
KOHMPAKmyp 6 Cycmasax HUNCHUX KOHeYHOCmeil

B 13 sem npoxodun obcaedoganue u seuernue @ omoeneHuu 2e- B 21 200 6bin ocmompen opmonedom. Ommeuaemcs vipa-
nemuku HUH neduampuu u demckoii xupypeuu, ede noomeepiicoer JCeHHOe O2paHuveHue 00semMa OBUNCCHUI: KOHMPAKMYpbl 60
duaenos [10D. Uumepecnvimu npedcmaeasiomesi 0aHHble 0CMOMpPa 6cex omoenax No36oHouHUKA (ceubanue 6 uielinom omoene —

40



COBPEMEHHAA PEBMATONOTHA N3 11
KNWHHUYECKOE HABNHWAEHHE

Puc. 4. boavnoii b., 31 200. a—xc: smanvt nepexoda u3 20pu3oHMAaIbHOZ0 6 6ePMUKAALHOE NOAONCEHUE

10—15°, pazeubanue — 0°), 6 HudcHeuearocmuom (5°), naeve- creea — 80°, cnpasa — 60°, pazeubanue — 140°, omeedenue —
guix (omeedenue caeea — 50°, cnpasa — 35°), nokmegwix (ceu- 20°), koaenHbvix (ceubanue caeea — 100°, cnpasa — 100°, pa3-
banue caresa — 50°, cnpasa — 45°), mazobedpennvix (ceubanue eubanue caesa — 180°, cnpasa — 160°) cycmasax, 6 eoneHo-
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CMONHbIX CYCMAagax 08udiceHus He oepanuydensl. Tepanus mpu-
aonom b agpghexma ne dana.

B 23 200a na Y3H 6prowroii norocmu 6viseaeHa cnaeHome2a-
aus (naowads cenesenku 75 cm?), npogedeHo ececmopontee oocae-
dosaHue (00ueKAuHuYecKue, OUOXUMUYECKUe AHAAU3bL, UCCAe008a-
HUe Ha MapKepbl GUPYCHBIX 2eNAMUMOE, KOHCYAbMAUUU UHDEKUUO-
HUCma, 2acmposHmeponoed, 2eMamonoea), NocmagaeH ouazHo3 0o-
bpoxauecmeentoll eunepourupyounemuu (cundpom Kuavoepa).

o 31 eoda k épauy e obpawancs. [lpu ouepednom nepeocéu-
demenbcmeoganu 01 MeOUKO-CoUUANbHOL IKCHepMU3bl 0CMOMpPeH
PeemMamonoeom, Komopbslii KOHCMamupo8an 8bipadceHHyo Ompulya-
MenvHy OUHAMUKY (YHKYUOHAAbHO20 cmamyca (puc. 3, 4, a—oic).
Hapywenue ocanku: 201068a HaKn0HeHa Knepeou, ceAadiceH WeliHblil
U NOSACHUYHDBLIL 10pA03, eunepKugo3 epyoHoeo omadeaa. Pesxoe oepa-
HuueHue 08UNICEHUIl 80 BCEX CYCMABAX U 80 6CEX OMOAAAX NO360HOU -
nuka. Ilepedsueaemcs no komHame ¢ onopoii pykamu Ha mpocms u
¢ nocmopoHnHeti homougsio. Boipadicennoe oepanutenue dgudicenuii 6
HudIcHeuearncmHom cycmaee. Jleghopmauus epyouoil knemku. Jleu-
JCEHUS 8 WELHOM, 2pYOHOM, NOSCHUYHOM omdeaax — 0°. Bvipaicen-
Has eunompoghus mviuy. MHuoxcecmeentvie naommole 6e3001e3HeH-
Hble HeNOOBUICHbIE PA3HbIX PA3MEP08 00PA3068aHUs HA PYKAX, HO2AX,
cnune. CeubamenvHole KOHMPAKMYPbl NOKMEBbIX, MA300€0pPeHHbIX,

Koaennvix cycmagos. Ilaccuenvie u axmugHble 08UdNCeHUs 8 nieye-
6blx cycmasax: ceubanue u paseudanue — 10°, ceubanue 6 nyuezans-
cmubix cycmasax — 15°. Jlehopmauyus oucmanvHwix u npoKcUManb-
HbIX Mexcharaneosbix cycmagos kucmet pyk. Ceubamenvrasi Konm-
pakmypa maszobedpeHHbIX cycmasos nod yeaom 130°, ceubamenvras
KOHMPAaKmypa KoAeHHbIX Cycmagos: paseudarue — 45°, ceubanue —
0°, ceubanue, pazeubanue 6 eoneHocmonnvlx cycmaeax — 10°. Jle-
gopmayus nanrvyeé cmon, ykopouenvl I narvyvl. He moscem cu-
demb, cmoamob 6e3 0ONOAHUMEAbHOU 0NOPbL, NpUeM NUWU 3ampyo-
HeH (MOoAbKo 6 JICUOKOM, NPOMEPMOM 8ude) U3-3a 02PAHUUEHUS 08U~
JceHuil 6 cycmagax uearocmu. B macmosujee épems cocmosiHue
001bH020 0e3 cyulecmeeHHol OUHAMUKU.

Takum oOpa3oMm, penkue (opmbl 3a00JieBaHUIT KOCTHO-
MBIIIIEYHON CUCTEMBI TPEICTaBISIIOT HECOMHEHHBIN WHTepec
IUTSI PEBMATOJIOTOB, TIEINAaTPOB, OPTOIIEIOB C MO3UIINHU KaK M-
(bepeHIMaTbHON TMATHOCTUKY, TaK U OOIIMX MPEACTABICHUN O
natoreHese. [10® MoxkeT BBICTyNaTh B KAYECTBE MOJEIN CHUC-
TEMHOT'O KaJIbLIMHO3a, U3YyYEHUE 3TOI HO30JIOTUU MO3BOJIUT MO~
HSTh MOJIEKYJISIDHBIE MeXaHU3Mbl KOocTeoOpa3oBaHusl. Peiie-
HUIO MPOOJIeMBbI JIEYEHHST 9TOTO TSDKEJIOTO 3a00JIeBaHUsI TTOMO-
KET co3naHue opdaHHBIX JIEKapCTB, BO3MEHCTBYIONINX Ha KITIO-
YeBbIC TeHETHUYECKUE Ae(eKThI.

1. IMpockyposa B.U., Kocrenko U.H.

O MHOXECTBEHHOM TIPOTPECCUPYIOIIEM MU~
osute (occuduumpyroiiem). Bpau aeno
1973;4:114-8.

2. 3no6una T.U., Cadonosa 0.9.,

Kansrun A.H. KilMHUKO-peHTreHoIornye-
CKHe acleKThl IIporpeccupyloleit occudu-
mmpytoleit hudbponucmnazuu. Cud men
xkypH (Mpkytek) 2010;3:116-9.

3. Kopx A.A., JloraueB K.JI. MHOroroMHoe

PYKOBOJICTBO IO OPTOIEAUU U TPABMATOJIO-
riu. T.1. M., 1967;496—515.

4. bagokun B.B., Msikotkun B.A. Kituuu-
KO-T€HETUYEeCKHEe acIeKThl MPOrpeccupyio-
meit occuduimpyonielr GuopoIUCTUIA3UN.
Consilium medicum 2007;9:2.

5. Antenana O.A., Jlooxxanunze T.b., Huku-
wrHa WM.I1. u np. [Iporpeccupyronias occu-
bunumpyromas dubdpoaucmiasus. PM2K
2005;13(8):560—4.

6. Kpuciok A.I1., Topoauss B.H., Cangumu-
posa JI.51. Crioco6 neueHust Tporpeccupyio-
1ero occuduimpyiomiero Mmuoszura. Opro-
nenust 1983;9:5.

7. Perez-Seoane C.B, Merino Munoz R.,
Gomez M.I. et al. Progressive ossifying
fibrodysplasia: report of two cases. An Pediatr
(Barc) 2006;64(2):183-5.

OnNbIT NPUMEHEHNA AKTOBEIrMHA
NpH 04aroBOWH CKNepopRepMHUM

M.H. CraposoiitoBa, O.B. /lecunoBa
Yupencoenue Poccuiickoil akademuu meduyunckux nayk Hayuno-uccaedosamenvckuii uncmumym peemamonoeuu PAMH, Mockeéa

Konmaxmeot: Maiis Huxonaesna Cmaposoiimosa mayyactar @mail.ru

Contact: Maya Nikolayevna Starovoitova mayyactar @mail.ru

OrpaHu4eHHas1, WK 04aroBasi, CKJIEPOAEPMUS XapaKTepu-
3yeTCsl pa3BUTUEM JIOKaJIbHOIO (prOpo3a miu atpoduu KOXHU C
BO3MOXHBIM BOBJICUEHUEM B MTAaTOJIOTMUECKHUIA TTPOLIECC MOJIe-
JKaIIUX TKaHel (MOJKOXHOM KJIeTYaTKW M MBIII). B oTomune
OT CHUCTEMHOM CKJIepOAepMHUU 3a00jieBaHME OTrpPaHUIMBACTCS
JIOKAJIbHBIM ITOPaXKEHUEM KOXHU, HE 3aTPpAarBaeT OPraHbl U CUC-
TeMbI, OTCYTCTBYIOT Ba30CMACTUYECKUE PEAKLIUK 10 TUITY CHH-
npoMa PeiiHo.

3abosieBaHNe BCTpevaeTcsi OTHOCUTEIbHO YacTo, 27 ciayya-
eB Ha | MJIH HacesieHUsI B Toj1, paciipocTpaHeHHOCTh B CLLIA co-
craBisteT ipuMepHo 540 Teic. BojeroT nuia mo6oro Bo3pacra,
yaiie AeTU U MOAPOCTKU. Y B3POC/IBIX CPEIHUI BO3pacT Havyajia
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3aboseBaHus — 32 roga. OuaroBasi CKiepoaepMus OOJIbIIIE pac-
MpOCTpaHeHa CPEeIU KEHILMH.

Broigensitor 1Be OCHOBHBIE (POpMBI OYaroBOM CKJIEpO-
nepmuu: 1) 6asmednyto (Mopdea) u 2) TuHEHY10 (110J10CO-
BUIHAs, «yaap cabieii»). B mepBoMm ciiyyae nmopaxeHue Ko-
KU UMEET BUA OKPYTJBIX YIUNIOTHEHU, C IUJIOBBIM 000IKOM
no nepudepun B Aeb60Te 00Je3HU. DTU OYaTH MOTYT TOSIB-
JISIThCS KaK Ha TYJOBMIIE, TaK M Ha JMIE U KOHEYHOCTSX.
Tlpy nuHeitHO# dhopMe 04aroBOl CKIEPOIEPMUM YIaCTKH
MopaXkeHUsI UMEIOT BUJ TTOJOC YIUIOTHEHUSI KOXHU, 9acTO C
BOBJIEUEHUEM ITOJJIEKAIINX MBI U KOCTEI, W JIOKAIU3y-
FOTCS TJIaBHBIM 00pa30oM Ha KOHEUYHOCTSAX W Juie (Jaiie B





