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Pedepar

CKJIepOTHYECKIE OCTEOUCIIIIA3UY — IPYIITIA OTHOCUTEIBHO PEAKO BCTPEYAIONMXCS 3200 I€BAHIUH, OOIMM TPU3HAKOM
KOTOPBIX siBJIsieTcst ndy3HOe WM 09aroBoe YIUIOTHEHHE KOCTHOM TKaHu. [IpUYnHON MX PasBUTHUS ABJISIOTCS BPOXK/ICH-
Hble HapyIIeHHs 9HXOHIPAJIbHOIO U MHTPaMeMOPaHO3HOTO OCTEOreHe3a KaK HAC/IeACTBEHHOTO XapaKkTepa, Tak 1 BO3HU-
Kalol[ie BCIEICTBUE CTIOHTAHHBIX MyTanuii. OCHOBHbIE IMATHOCTUYECKUE MPOGIEMbl BO3HUKAIOT 1pu AuddepeHmpo-
BaHUM CKJIEPOTUYECKUX JUCIIAZUIT OT Pa3IMUYHBIX CHMITOMATUYECKUX OCTEONATU I, COMPOBOKAAIONIUXCSI YILIOTHEHUEM
KOCTHOM TKaHM.

[Tenbio HAacTOsIIEH PaGOTHI ABJIIETCA MHBOPMAIIUA O TPYIITIE PEAKUX BPOKAECHHBIX 3a001eBaHUTT, XapaKTEePU3YIOTIHX-
€SI PACTIPOCTPAHEHHBIM U JIOKAJIBHBIM OCTEOCKIEPO3OM, U AHAJIM3 JIUTEPATYPbI [0 UX AMArHOCTHKE 1 AndbepeHIuatbHOR
JMATHOCTHKE OT ZPYTOI ITATONOTUH, COIPOBOKAAIOIIEHCS YIITIOTHEHIEM KOCTHOM TKaHM.

BolnosiHeH OMCK MyOIMKauil Ha PyCCKOM M aHTJIMICKOM A3bIKaX B 9JIEKTPOHHBIX 6asax nanHbix PubMed, PubMed
Central, Google Sholar u eLIBRARY mno xmoueBsim cioBam: sclerosing bone displasias, hyperostosis, osteopetrosis,
osteopoikilosis, pyknodisostosis, melorheostosis, osteopathia striata, progressive diaphiseal dysplasia, diaphiseal sclerosis,
€nostosis 1 UX pyccKuM aHasoram 3a nepuoz ¢ 1953 mo 2015 .

B HacrosiieM 0630pe MPejICTaBIeHbl KIMHUYECKKE U PEHTTEHOIOTNYeCKIe IPU3HAKU OCTEOIETPO3a, TI0JI0CYATOI 0CTeo-
[aTHHU, OCTEONONKIIMHY, SHOCTO3a, TMKHOAM30CTO3a, IPOrPECCUBHON Ana(u3apHON ANCIIA3UHY, TeHePAIN30BaHHbIX KOP-
THKaJIbHBIX TUTIEPOCTO30B, MEIOPEOCTO3a U PsAfia APYTHX (HOPM CKIEPOTHUECKUX OCTeoAUCILIaznil. OCHOBHOE BHUMAHUE
YIEJIEHO KINHUYECKON U PEHTTEHOIOTMYeCKOil AnarnocTike u auddepeHiuaibHON IMarioCcTHKe ¢ 0CTE0OIACTUYECKUMU
MeTacTa3aMu, IEPBUYHBIME JOOPOKAYECTBEHHBIMU U 3JI0KAYECTBEHHBIMU KOCTHBIMHE OIYXOJISIMH, XDPOHUYECKUM OCTEOMUE-

JIUTOM ¥ JIPYTOH TIATOJIOTHEH, CONPOBOKAAIONIEHCS JTOKAIBbHBIM MU G dY3HBIM OCTEOCKIEPO30OM.

KmouesBsble cioBa: CKJIEPOTHYECKHE OCTEOIUCILTIa3NH, OCTEOCKJIEPO3, OCTEONIETPO3, OCTeOHOﬁKH]II/IH, 9HOCTO3.

CkJiepoTnyeckyie OCTEOIUCIIA3UU — TPyIIa
OTHOCHUTEJIHO PEIKO BCTPEdaroIuxcs: 3aboJieBa-
HUIA, OOIIMM TIPU3HAKOM KOTOPBIX SIBJISIETCS (-
(bysnoe nm oyaroBoe yIjoTHeHNE KOCTHOH TKaHU.
B Hacrosiiee Bpemsi cuMTaeTcs, YTO B OCHOBE MX
MeXaHU3Ma Pa3BUTHS JieXKaT HacJelyeMmble WJIH
CIIOHTaHHbIE TeHeTndyeckue Hapymienus [30, 63].
CkiepoTudeckue OCTEOMUCIIIA3NN XapaKTepu3y-
IOTCSI TMUPOKUM Pa3MaXOM KJIWHUYECKUX, PEHTTe-
HOJIOTMYECKNX W TEeHETUYECKUX XapaKTEePUCTHK.
Hekoropbie ¢dopMbl uMeOT TsKeloe TedyeHue u
HeOIATONPUSTHBIN TPOTHO3, IPyTHe KIMHUYECKH
He TIPOSIBJIAIOTCS U JAMArHOCTUPYIOTCS CJIyY4aiiHO
pu peHTreHorpadguyeckoM ucciaenoBannu. [lasg
psiZia CKIIEPOTUYECKUX OCTeOAMCIIa3uil XapaKTep-
HBI TTATOTHOMOHWYHbIE KIWHUYECKNEe U PEHTTeHO-
norndeckre npusHaku. OmHAKO B OOJBITUHCTBE

HAOMIOIEHUI OTHOCUTEIbHAST PEIKOCTD 3a00IeBa-
HUS ¥ HEOJHOPOAHOCTb KJIMHUYECKUX U PEHTre-
HOJIOTUYECKUX JAHHBIX BBI3BIBAIOT 3HAUMTEJbHbBIE
3aTpyAHEeHNs B uddepeHImaabHON MaTHOCTHKE
[65]. OcHoBHbBIE MPOGJEMBI BOZHMKAIOT MPH He-
06XOIMMOCTH OTJIMYATh CKJIEPOTHYECKUE HUCTLIA-
3UM OT Pas/IMYHBIX CUMITOMAaTUYECKUX OCTeolla-
TUH, COITPOBOXKAIONINXCS YIIJIOTHEHUEM KOCTHOMU
TKaHU, B EPBYIO 0Yepe/lb, OT OCTEOONACTHIECKIX
MeTacTa3oB. B psage ciaydaeB CKJIepoTHYeCKHe
OCTEO/IUCIIJIA3UU MOTYT CHUMYJIMPOBATh TIEPBUY-
Hble KOCTHbIE OITyXxoJu. OuaroBas OCTEOKOH/IEH-
calusl 1pU HEKOTOPBIX (OpPMaxX OCTEOIUCIIIA3UI
MOKEeT MAaCKHpPOBaTh KOCTHBbIE MeTacTasbl |53,
55]. P aBTOpOB yKa3bIBalOT Ha HEOOXOIMMOCTD
middepeHImaaTbHON  IMATHOCTUKN  CKJIEPOTHYE-
CKHMX OCTEOIUCIIIIA3WH OT CKJIEPOTUIECKOI (hOPMBI
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6onesnn Ilemxkera, ha0OpPO3a, CTPECCOBBIX TEpe-
JIOMOB, XPOHUYECKNX OTPABJEHUI COJISIMU TsKe-
JIBIX METAJJIOB U OEPUJLTHST ¥ JPYTON TTaTOJIOTHH,
IIPU KOTOPOIi OCTEOCKJIEPO3 MPOSIBIISIETCS KaK BTO-
puuHbIii heHomen [22, 30].

Ileabio Hacrosieil paboThl siBJsteTcss UHQPOP-
Mallusi O TPYIINe PeAKUX BPOKAEHHBIX 3ab0JieBa-
HUIA, CONPOBOKIAIONIMXCS PACIPOCTPAHEHHBIM U
JIOKQJILHBIM OCTEOCKJIEPO30M, M aHaJIu3 JITepa-
TYpBI TI0O UX AMATHOCTUKE W AudpepeHImanibHon
JIMAarHOCTUKE OT APYIOil IaTOJOrHH, COPOBOKIA-
IoIIeiics YIIOTHEHHEM KOCTHOM TKaH.

Jlist peajiMs3aiuy 11eJIM BBITIOJHEH MOUCK 11y0-
JIUKAIIMU HA PYCCKOM M AQHTJIMHACKOM $I3bIKaX B
9JIEKTPOHHBIX 0Oazax gaHHbIXx PubMed, PubMed
Central, Google Sholar ue LIBRARY 110 ki1toueBbIM
cioBam: sclerosing bone displasias, hyperostosis,
osteopetrosis, osteopoikilosis, pyknodisostosis,
melorheostosis, osteopathia striata, progressive
diaphiseal dysplasia, diaphiseal sclerosis, enostosis
U WX PYCCKUM aHajoraM 3a tmepuog ¢ 1953 1o
2015 1. 3 6osee 3000 HaiiieHHBIX ITyOIMKAIIMIL
BbIOPaHbl HayuHble PabOTHI, IOCBAIIEHHbIE KINHU-
Ke, PeHTTeHOANarHOCThKe U nuddepeHnnansbHOn
JIMATHOCTHUKE CKJIEPOTHYECKUX OCTEOMUCIIIA3HIA.
M ckmouennsl paboThl, B 3HAYUTEIbHON CTEIEHH 110~
CBSITIIEHHBIE 9MOpPHOTreHe3y KOCTHON TKaHW, reHe-
TUYECKUM U OMOXMMUYECKUM acCIleKTaM Pa3BUTHSI
OCTEOJUCILIA3UI, HI0OAHCAM MeJUKAMEHTO3HOIO
JIEYEHUS, a TakKe MyOJUKAIlMU ¢ aHHOTAI[USMI
OTCYTCTBYIOIIMMHU WM HE OTPAKAIONIUMHU CYTh
paboThI.

Kocrubie mucrrasuu  (0CTEOXOHAPOIUCILIA-
3uK) — oOIIMpPHAs TeTeporeHHas rpyiia 3aboJie-
BaHUi, BKJIIOYAIOIIAs aHOMAJIMKU POCTA, Pa3BUTHUS
U CTPYKTYPBI KOCTHU ¥ XPSIIIA, SBJISIONIXCS CJIE/-

CTBUEM TeHeTHYeCcKux MmyTtarmi. Kiamnnueckue
MPOSIBIIEHUS OCTEOINUCILIA3UI MOTYT BOBHUKATD 1
pa3BUBATHCI B TeUeHUE BCEH KU3HW WHIUBUIYY-
Ma [47]. Ocreopucniazun He0OOXOAUMO OTIMYATH
OT [IU30CTO30B, KOTOPbIE SBJSIOTCS ITOPOKAMU
Pa3BUTHS OJIHON MJIM HECKOJbKUX KOCTeil Bcie-
CTBHME aHOMaJbHOTO GJactoreHesa ¥ (DEHOTUIIH-
YecKH He M3MEHSIOTCS B TedeHue KM3HM [44].
ITo manueim K. Subbarao, yactora Bosnuknose-
HUS OCTeoCIIasuil onenuBaercst kKak 15:100 000
ponoB [61]. K macrosimemy BpeMeHM B Hayd-
HOU JIUTEPATypPe OMUCAHO OKOJIO 450 pasiudHbIx
dbop™m ocTeommcnazuii, pazaUIAONIUXCS KaK 10
KJIUHUYECKUM, TaK U 0 OMOXUMUYECKUM, PAIo-
JIOTUYECKUM ¥ TEeHeTHYeCKUM Kputepusim [67].
[To mpuunHaM BO3HMKHOBEHHUS BBIJEJSIOT OCTEO-
JUCIJIA3UM, HacJellyeMble 10 PelleCCUBHOMY WJIN
JTOMUHAHTHOMY THUITY, 1 BO3HUKAIOIIME BCIE/CTBIE
crioHTaHHBIX MyTanuii [61]. OCHOBHBIM MeTOIOM
MUATHOCTUKN W A depeHInaabHOl TUarHoCTh-
KM OCTEO/INCIIA3Uil SIBJISIETCST PeHTreHorpadus.
Knaccudukanus ocreonnciiiazuil 1o peHTreHoJI0-
IMYeCKOi KapTuHe IpejicTaBjieHa Ha pucyHke 1.
Cpenn mpencrtaBieHHBIX (OPM OCTeOAMCILIA-
3UIl  CKJIEPOTHYECKUE OCTEAUCIIasui HauboJee
Y4acTO CTAHOBATCS 00beKTOM uddepeHnaib-
HOUW PEHTTEHOJOTUYECKON MUAarHOCTUKU W TIpejl-
CTABJISIIOT HAWOOJBIINI WHTEPEC IS OPTOTIE/IOB
[47, 61]. O61mmM B maToreHese GONBIIMHCTBA CKJIe-
POTUYECKUX OCTEOAUCIIA3UN SIBJISIOTCS Hapyliie-
HUS (YHKIIMU OCTEOKJIACTOB — CIIEIUATN3UPO-
BAHHBIX KJETOK, (DYHKITNS KOTOPBIX 3aKJII0YAETCS
B pa3pylleHnd MUHEPATHHOTO W OPraHMYecKOTO
koctHoro matpukca [60]. OcreokmacTsl pa3BuBa-
I0TCSI M3 MOHOHYKJIEAPHBIX IIpe/IlIeCTBEHHUKOB
MUEJOUTHON JIMHUU KJIETOK TeMOIl033a, KOTO-
pble Takxke Jaf0T HAYajgo PA3BUTHIO MaKpO(haros.

MeTtadusapHbie
(rMnoxoHaponnasus, CUHAPOM
Ellis-Van Creveld 1 gp.)

OCTEOAUCIUJIA3UU

CmMeluaHHble
(knenpokpaHuanbHaa aucnnasus)

AnudusapHbie
(BpOXAeHHas cnoHaunoanudousapHas
aucnnasusg, cuHgpomM Morquio n gp.)

OcTeopgucnnasun
C NSMEHEHNEeM KOCTHOM MNJIOTHOCTH

Cxnepotuyeckue OcTeoneHnyeckue
(ocTeoneTtpos, OC;GOHOV'KV'”V'“ (HecoBepLUEHHbI OCTEoreHes)
v ap.

Puc. 1. Knaccudukarms octeoaucnitasuii [47]
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[TpenmecTBEHHUKN OCTEOKJIACTOB B CBOEM pas-
BUTUH O0BEANHSIOTCST, 00pa3ysi B3POCJIbIe KJIETKH
C HEeCKOJIbKUMHU siipaMu. Takum oOpas3oM, pas3Bu-
THE OCTEOKJIACTOB MMeeT 00TI[ie KOPHU € CUCTEMOI
remorioasa [60].

ABJsisicb BPOXKIAEHHOW IaTOJIOTHEH, CKJepo-
TUYECKUEe OCTEOUCIJIA3UN PAa3BUBAIOTCS BCJIE]I-
CTBWE HapyNIeHUN BSHXOHIPAJbHOTO W WHTpa-
MeMOPaHO3HOTO OCTeoreHe3a. JHXOH/pasbHast
occudukanusg HaunHaercs ¢ (GoOpMUpPOBAHUA
MepBUYHON CIIOHTUO3HON TKaHU, KOTOPOE MPOUC-
XOJUT Ha CeIbMON Hejesie dMOPUOHAIBHOTO pas-
sButust [30]. HapyuieHus pesopOuuu nepBUYHOIM
CTIOHTHO3BI OCTEOKJIACTAMH TTPUBOAUT K aKKyMY-
JAIUA  KaJTbIIU(UITIPOBAHHOTO XPsIlla BHYTPU
(bopmupytomelicss KOCTHOMO3TOBOW  TIOJIOCTH.
HedhexTsl GU3MOTOTHIECKON Pe30POIIH TTePBIY-
HOI1 CIIOHTHO3bI IPUBOSAT K PA3BUTUIO TAKUX BU-
TIOB CKJIEPOTUYECKUX OCTEOIUCTIIA3MI, KaK OCTEO-
netpo3 u nukHoauzocto3d [30, 65]. Iloaseprasch
pe3opOInH, TIepBUYHAST CIIOHTHO3a K JIE€BSITON He-
jiesie SMOPUOHAILHOTO PA3BUTHSI KOHBEPTUPYETCSI
BO BTOPHYHYIO, KOTOPYIO OCTEOKJACTBI peMo/ie-
JIUPYIOT, 06pasyst TpabeKyIbl ¥ KOCTHOMO3IOBOI
kaHayi [65]. Hapymierust pe3opOiiuu BTOPHYHOI
CIIOHTUO3bI TIPUBOISIT K 0OPA30BAHUIO OYATOBBIX U
JIMHEWHBIX YYaCTKOB OCTEOCKJIEPO3a W SIBJISIOTCS
MPUUYNHON OCTENOWKUIINU, TTOJOCYATON OCTeoma-
Ty 1 psaga apyrux dopwm [30].

B ocHoBe mHTpamMeMOpaHO3HOI occubuKanum
JIeKUT TpaHchOpMaIisd Me3eHXUMATbHbBIX KJIETOK
B KOPTUKAJIBHYIO KOCTh G€3 BOBJICUEHHSI XPSAIIEBO-
rO MaTpPUKCa, YTO HAYMHAETCS Ha JIEBATON Hezese
SMOPUOHAILHOTO PAa3BUTUSI U MPOJOJEKAETCS JI0
3aKpBITUS POCTKOBBIX 30H MeTaduzon [30]. [lpu
HApYIIEHUsIX WHTPaMeMOPAHO3HOM OcCchbUKaIIK
Pa3BUBAIOTCA OCTEOCKJIEPOTUYECKUE UCTIIA3UH,
MpoTeKaiolue ¢ TOpa)keHNeM KOPTUKATHHOTO
CJIos: TIporpeccupytomas arnacdusapHast IuCILIa-
3Wsl, HACJI€/ICTBEHHBIN MHOKEeCTBEHHBIN nadusap-
HBII CKJIEPO3, TeHepaTN30BaHHBIN KOPTUKAJIbHBIN
rurniepoctos u 1p. [laTosorus kak aHXOHIPATBHOTO,
TaK U HHTPAMeMOPAHO3HOTO OCTEOTEHE3A SIBJISIETCST
MIPUYNHON CMENIaHHOW OCTEOAMCIIA3UU — CUHI-
poma nasnoxenwus |30, 65].

Ocreonerpo3 (MpamopHasi 0ojie3Hb, BPOXK-
JeHHbIii  OocTeockiepo3, ©Ooxesnp  Albers-
Schonberg). Ha3Batue mpoucxouT OT PEYecKOro
«OCTEe0» — KOCTh U «IIeTPOC» — KaMeHb. SABisercs
HACJIE/ICTBEHHOM MATOJIOTHEH, XapaKTepu3yIoIei-
st M30BITOYHBIM 0CTE000Pa30BaHIEM, BEAYIIM K
YTOJIIEHUIO KOCTe, Cy>KEHUIO, a B Psjie CIydaeB —
MIOJITHOMY MCYE€3HOBEHUI0 KOCTHOMO3TOBBIX IIPO-
crpaHcTB [4]. Briepsbie 3a60eBaHme OBIIO OIKCa-
Ho HemerkuM paarosiorom H.E. Albers-Schonberg
B 1904 r. [1tut. 10 60]. B mmupoxom cmbIcie TEpMUH
«OCTEOTIETPO3bI» WHOT/IA MCIOJB3YeTCsT IIsT 000-

3HAYEHUsT TPYIIIb 3a00JeBAHUI, XapaKTEPU3YIO-
MXCS YIJIOTHEHNEM CKeJieTa M HapyIeHUsSIMHI MO-
nenupoBaHust kKoctu [14, 63]. B atuosornyeckoit
OCHOBE OCTEOIeTPo3a JIEKUT TEeHEeTHUYeCKUuil jie-
dekT, B MTEparype onucaHa MyTalus Kak MUHU-
myMm 8 reroB [1]. B Hacrosiee BpemMst pa3inyaioT
ayTOCOMHO-PEIeCCUBHYIO, ayTOCOMHO-JIOMUHAHT-
HYIO, CBSI3aHHYIO ¢ X-XPOMOCOMOU W IPOMEKYTOU-
Hy10 (hopMmbI ocTeorieTpo3sa [47, 60].
Aymocomno-peueccusnaa ¢gopma ocreorer-
posa siBiisteTcst HamboJiee TSIKETbIM BapHaHTOM
3ab0JIeBaHNs, €e 4acToTa CoCcTaBJsierT 1 ciayvail Ha
250 000 pomos, mocturas B pecrnybanke Kocra-
Puxka 3,4 crygas na 100000 poznos [38]. [To nanubiM
E.JI. CaxapoBcKkoiil ¢ coaBTOpaMu, B 9HAEMUYHBIX
30HaX 4acToTa JAHHOTO 3a00JI€BaHUsI MOXKET BO3-
pacrtatb 0 1 cayuas va 4000 ponos [7]. B 3aBu-
CUMOCTH OT TATOT€HETHYECKUX MEXaHU3MOB W
KJIMHUKA ayTOCOMHO-PEIECCUBHBIN OCTEOTeTPO3
MO/Ipas3/IesIsieTcsT Ha KIacCUIecKylo, HelponaTnae-
cKyo (hopmy U GHOpPMY € TOYETHBIM TYOY/ISTPHBIM
armoszom [1]. Kiunuueckast kapruna 3a6osieBa-
HUS IPOSIBJISIETCS B TEUEHME TIEPBBIX MeCSIIIeB 10C-
se poxaenus [26, 60]. B Teuenue mepBoro roza
pasBuBaeTcsd MuKpoiiedaausg ¢ BBICTYNAOIUMI
JOGHBIME OYTrpaMu, MpUaBast JUIY XapaKTepHbIil
Bun. Hapyienue pocra xocteli MPUBOAUT K YKO-
pouenuto TysoBuima [60]. Benenctsue cyskenus
€CTECTBEHHBIX OTBEPCTHIl 4Yepera pa3BUBAIOTCS
CTEHO3 X0aH, runaporedanns U KOMIPECCUOHHbIE
HeBporatun [8]. XapaKTepHbI Mape3bl JUIEBOTO
HepBa, CHUIKEHNE 3peHusi, y 75% MallleHTOB pas-
BUBaeTcda Tiyxorta [24]. ChenctBueM penyKIuu
KOCTHOMO3TOBBIX KAaHAJIOB SIBJISIETCS Pa3BUTHE
aHeMWH, TPOMOOIIUTOIIEHUH U 0YaroB KOMITEHCA-
TOPHOTO TeMoI033a (renaTocreHoMeranun) [4].
Heitponatuueckas ¢hopma xapakrepusyeTcst Cy10-
POKHBIM CHHIPOMOM, TYOYJISIPHBII aIrnio3 — Ha-
pymuieHueM (GyHKIIMH TOY€K U BTOPUYHBIM THTIOTA-
patupeo3oM [26]. PeHTreHoNI0THYECK XapaKTePHO
nuddysHoe yIioTHEHHE KOCTel, Hanboiee Bbpa-
JKEHHOE B OCHOBAHUU Y€pera, TPYAHON KJIeTKe 1
MO3BOHKaX. BbIpaskeHHbIE CKJIepOTUYECKUe M3Me-
HEeHUsT OPOUT U KJIWHOBUIHOW KOCTH OCHOBAHUS
yeperia Ha PEeHTTEHOTPAMMe B TIPSIMOI MPOEKITUN
HPOSIBJISIIOTCS XapaKTePHBIM TIPU3HAKOM <«MaCKH
Apnexunas. Ha peHTreHorpaMmax mo3BOHOYHUKA
XapaKTepeH CUMITOM «KOCTb B KOCTU» — HAJIMUNe
6oJice MHTEHCUBHOTO 3aTeMHEHUsI B IIEHTPE CKJIe-
pPO3MPOBAHHOTO TO3BOHKA. /JlMadmsel MIMHHBIX
TpyGUaThix KocTel Mud@y3HO CKIEPO3UPOBAHBI,
Ho/IBepPsKeHBI BapycHO# gedopmanu. Ha pebpax
MOTYT HaOJIOAaThCsT CKIEPOTUYECKUE <«UETKU,
HAIlOMMHAIONME MoA00Hble 1pu paxure [4, 26].
JleTasbHBII KMCXOM TIPU ayTOCOMHO-PEIECCUBHOM
bopme ocreomeTposa darie HacTymaeT B BO3pac-
Te 10 10 seT, B OCHOBHOM OT MHTEPKYPPEHTHOM
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napexrnnu [1, 60]. Anddepennmansras guarnoc-
THUKa HEOOXOAMMa OT TaK HAa3bIBAeMBIX OOJe3HEl
HakorieHust (storage diseases) — Tpymmbl 3a-
GoJieBaHUil, XapaKTEPUYIONMXCsT U3OBITOUHBIM
HAKOIUIEHWEM B KJETKaX Pas3JUyHbIX OHOJIOTH-
dyecKux cyOcTanimii (Jkupa, 6elKOB U T.JI.) BCJE/-
CTBUE HEXBATKN (PEPMEHTOB I UX JAIbHENUTIero
MeTabosm3ma (MyKOMOJIcaxapuao3sl u ap.) [26].
OCHOBHBIM TMarHOCTUYECKUM KPUTEPUEM  SIB-
JISTIOTCST  COOTBETCTBYIOIINE OUOXUMHUYECKHE HC-
cienoBanusd. VIHOTZA CKeJeT HOBOPOXKIECHHOTO
Ha PEHTTEHOTPAMMAX MOJKET BBITJIS/IETh TLIOTHEE
HOPMaJIBHOTO, O/THAKO B OTJINYHE OT OCTEOTIETPO3a
TaHHBbIe U3MEHEHUs CO BpeMeHeM mcue3atoT [60].
[Tpu Hammuuu poauTessi-lipodaHIa PUCK Pa3BU-
THUSI Ay TOCOMHO-PEIeCCUBHOI (DOPMBI OCTEOTIETPO-
3a MPH TOCJAEAYIONMX GEPEMEHHOCTSIX COCTABIISIET
25% [60]. Aytocomuo-gomuHanTHast GhopMa KIIH-
HUYECKW TTPOSBIISETCS Y JIeTell CTapIinero Bo3pacra
U Y B3POCJIbIX, YACTOTA €€ COCTABJISIET 5 CJIyyaeB Ha
100000 pomos [17]. B kinHMYECKOW KapTUHE BO3-
MOKHA yMepPeHHO BbIpakeHHas1 aHemusi [60, 67].
Ha penrrenorpaMmmax y OGOJIBITMHCTBA OOJBHBIX
HaOmozaercst auddysHoe YIJIOTHEHWE IJIMHHBIX
TPyOUaThIX KOCTEH M0 BCeil ajiHe, B amudusax
OOHAPYKUBAIOTCST OYard OCTEOCKJIEPO3a, COOTBET-
CTBYIOIME yYaCTKaM HEPACTBOPUBIIETOCST OOBI3-
BeCTBJIEHHOTO Xpina [1]. XapakTepHo paciimpenue
JIMCTAIbHBIX MeTau30B GeIPeHHbIX 1 OoJIbIebep-
I[OBBIX KOCTEl — «uIsiKKooOpasHast gedopmais>
i geopMalys Mo TUITY «KOJIObI DpJieHMmeiiepas
[27]. CumnTOM <KOCTH B KOCTH» TUIINYEH JITIST KO-
POTKHX TPyOUaThIX KOCTEH, MATOYHON KOCTU ¥ pe-
6ep [47]. Ha peHrreHorpaMmax MO3BOHOYHUKA
OIIpEIeNISIeTCS CKJIEPO3 3aMbIKATEIbHBIX ITACTHH
[IPU OTHOCUTEJIbHOW TTPO3PAYHOCTHU IEHTPA TeJl MO-
3BOHKOB — CUMIITOM «CaH[BIYay [47] (puc. 2).

IIpu MPT-ucciregoBanuu xapakTepHO CTYII€H-
yaTroe Cy:KeHHe KOCTHOMO3TOBOTO KaHala — CHUM-
IITOM «CTPeMsTHKU» [57]. BHyTpuuepemsbie KomII-
peccuy HepBOB SBJISIOTCS PEIKUM OCJIOKHEHUEM,
cJIy4yau MOPasKeHus 3peHUs U cIyXa He MpeBbllla-
10T 5% [60]. OCHOBHBIMU OCJIOKHEHUSIMU 2y TOCOM-
HO-/IOMWHAHTHON (DOPMBI  SBJISAIOTCS TIEPETIOMBI
KOCTeli, CKOJINO03, a TaKKe OCTe0APTPUTHI M OCTEO0-
MUEJIUTBI, 4aCTO Mopakaronye HIKHIOW YeJII0CTb,
COUeTaloNecs: € JEHTATbHBIMU abciieccaMu 1
kapriecoM [15]. CKIOHHOCTD K mepesioMaM o0bsic-
HSETCS TeM, YTO MPU OCTeoleTpo3e, HeCMOTPS Ha
YBEJIMYEHHYIO KOCTHYIO MacCy, 3J1aCTUYHOCTDb KOC-
TU 3HAYNTETLHO YMEHbIIIEHA, yTHETEHBI ee permapa-
TuBHbBIe criocobnocT [21]. Tlepemombl AIUHHBIX
KOCTell Ha peHTreHorpaMMax UMeloT XapaKTepHbIi
BUJI — TOTNIEPEYHYIO TIOCKOCTD M3JI0Ma Ge3 3Hauu-
TEJBHOTO cMellieHust («GaHaHOBBIA THUII IEpeJIo-
May, HAITOMUHAIONTUI HAJJIOM (PYKTa B KOXKYPE)
[51, 61] (cm. puc. 2.). 3axKuBJIeHUE TIEPETIOMOB TI0
CPOKaM He OTJIMYaeTcsl OT HOPMBbI, HO KOCTHAasI MO-
3016 hopmupyeTcst feeKTHON, TTOX0Kel Ha KOCT-
HYI0 MO30JIb IIPX OCTEOIIOPOTUYECKOM TTOPasKeHUH
[47]. Horna Habmomaercst M30BITOYHAST KOCTHASI
MO30JIb, HAIIOMUHAIOIIAsI OILyXOJb, — IICeBOCAP-
koMma [4]. IIpn Hammanuu ayTOCOMHO-TOMUHAHTHOM
hopMBI OCcTEOneTpo3a y OIHOTO U3 POANUTENIeH PUCK
pasBuTHsi OOJIE3HU TIPH TMOCTenyiomeil bepeMen-
Hoctu cocrasisier 50% [60]. Ocreornerpos, cBs-
3aHHBIN ¢ X-XPOMOCOMOM, pa3BUBAETCSI B paHHEM
JIETCTBE W KPOMe KOCTHBIX M3MEHEHWI, XapaKTe-
pusyetcs mumbenemoii 1 uMmmyHogedunuTom [1].
[Tpu Hasmumm MaTepu-tpodat;ia mopaskarorcst 50%
mroioB Myskckoro nosia [60]. TIpomeskyrounas
opma cxogHa 1O TEYEHUIO C AyTOCOMHO-AOMU-
HaHTHOI, HO pa3BuBaercs paublie. IIpu HamMyuu
pOIUTEINSA-TIPOOAH/IA PUCK €€ PA3BUTHSI IIPH TOCIe-
AYIOMNX OepeMeHHOCTSIX cocTaBsteT 25% [60].

HluddepenimaabHas IMarHOCTUKA Ay TOCOMHO-
JOMUHAHTHON (POpPMBI OCTeoreTpo3a MPOBOIUTCS,
npeskiie Beero, ¢ 6omesnbio [lempkera, 151 KOTOPOit
XapaKTepHO pa3BUTHeE B Bo3pacTe crapiie 40 JieT;
PEHTTEHOJIOTUYECKH — TPYObIil KOPTUKATbHBIN ¥
TpabeKyISIPHBIN CKIEPO3 ¢ TTOPAKEHIEM B OCHOB-
HOM ueperia, TO3BOHOYHUKA U Ta3a, aCUMMETPHUY-
HOCTB opaxenus [30].

Puc. 2. [lepesiom 1171e4€BOIT KOCTH U CKJIEPO3
3aMbIKATEJBHBIX [LJIACTUH TPY/IHBIX TO3BOHKOB y pebeHKa
8 z1eT ¢ ocreonieTpo3oM (HabIOLEHIIE AaBTOPOB)
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Tusocreockiaepos Biiepsbie onucal J. Sprangler
B 1968 r. ABnsgercs kpaitie penkoit (hopMoii ckJe-
porudeckoit auciiasun, K 2010 1. 6bLIN U3BECTHDI
23 cayuast 3abosneBanust [68]. /lu3octeockiepos
uMeeT ayTOCOMHO-PEIleCCUBHBIN THIT HacJe0Ba-
HUsL, MaHUGbECTUPYEeTCS B PAaHHEM JIETCTBE U 10
KJIMHUKO-PEHTT€HOJIOTUIECKUM TIPU3HAKAM HATIo-
MUHAeT ayTOCOMHO-PEIecCUBHYI0 (OpMy OCTeo-
1eTposa, HO mpoTekaer HoJiee 10OPOKAUYECTBEHHO,
OTCYTCTBYeT TJIyXOTa W HapPyIIeHUS TeMOIo03d3a
[25]. XapakTepHBIMU PEHTI€HOJIOTUIECKUMHU TIPHU-
3HAKAMU SIBJISIIOTCS YIIOIEHUEe M KJIWHOBUHAS
nedbopmaiis mo3BoHKOB [68]. B otimune ot octeo-
MeTpo3a, 1Mo Mepe B3POCJEHUS MAIUeHTOB CKIEePO-
TUYeCcKre n3MeHeHNs MeTahn30B TTHHHBIX KOCTEH
Ha PEHTreHOTpaMMaX MOTYT PerpeccupoBaTh, B TO
BpeMsI KaK KOCTH yeperia, pebep 1 MO3BOHKOB OCTa-
I0TCS CKJIEPO3UPOBAHHBIMHU [68].

IMonocyarasiocreonaTus (osteopatiastriata) —
penkas ¢dopMa CKJIEpPOTHYECKO OCTeo/UCILIa-
3um, Brepsbie ommcanHas N. Voorhees B 1924 r.
[29]. Cunonumbl 3aboseBanust: 6ose3ub Voorhees,
reHepaJu30BaHHBI TUIIEPOCTO3 C HMCYEPUYCHHO-
creio. Tlosocuarasi ocreomatust siBisteTcst 100-
pOKaueCcTBEHHBIM  3a00JIeBaHUEM,  CBSI3aHHBIM
¢ X-xpomocomoti [66], MyTHpoBaBIINi TeH 10 Ha-
cTosmiero BpeMenun He wupeHtudunmposan [30].
3abosieBarne, Kak PABUJIO, HE MPOSIBJISIETCS KJTH-
HUYECKH, BBIABJISETCS CJIyY4allHO IPU PEHTTEHO-
rpadun U XapakTepu3yeTcst OuaarepasbHbIM CUM-
METPUYHBIM TOPA’KEHUEM JIJTMHHBIX KOCTeN (Jartie
Genpennbix), gonatok u tasa [30]. Ha pentreno-
rpaMMax BWIHBI MHOKECTBEHHBIE BEPTUKAJIbHBIE,
napaJjieJibHble JUIMHHONW OCH TI0JIOCHI OCTEOCKJIe-
po3a, uayiue yepe3 Metahusbl B AMadu3bl KOCTEH
[65]. B kocTsix Taza aHHbIe MOJIOCHI, PACXO/ISIIIIE-
cs1 BeepooOpasHo, co31ai0T 3(PGHEKT «BOCXOSIIETO
comaTAay [62]. OTHENBHO BBIIEASIOT TOJIOCYATYIO
JIVCIIIIA3UIO, TIPOTEKAONIYIO ¢ KPAHHUOCKJIEPO30M 1
XapaKTepU3yIoIyIocs, KpOMe OITMCAHHBIX TTPU3HA-
KOB, BBIPQKEHHBIMHU CKJIEPOTUYECKUMU HU3MEHe-
HUSIMU ocHOBaHUs 4epena [65]. /lanubiii BapuanT
3a00JIeBAHUST U3BECTEH MPEUMYIIECTBEHHO Y JKeH-
ITUH, TIPOTEKAET TSKEJO0, KIMHUIECKN XapaKTepu-
3yeTcss MUKporiedanneil, pacieInHaMu TBePAOTo
Heba M KOMIIPECCHOHHBIMU HeBpomatusiMu [48].
XapakTepHa aHTeHaTaJbHAs WJIN HeOHATaJIbHas
rubesb MI0I0B MYKCKOTO MoJa. Pejikie BbIKIB-
e MalUeHThl MY’KCKOTO T0JIa, KPOMe TUIIEPO-
CTO3a, CTPAIAIOT CePIeYHbIMU TTOPOKAMU, TTIOPOKA-
MU Pa3BUTHs KUIIEYHON TPYOKU U MOYENOJIOBOM
cucrembl [37]. EM. Vanhoenacker ¢ coaBropammu
CUNTAIOT IT0JIOCYATYIO OCTEO/NCILIA3UIO0, TPOTEeKa-
IONIYI0 C KPAaHMOCKJIEPO30M, OTIEJbHBIM 3ab0Jie-
BanueM [635]. [Juddepenimanbuyio 1UarHOCTUKY
MOJIOCYATON OCTEONATUN HEOOXOAMMO MPOBOAUTH
C CEepHOBUIHO-KJIETOYHON OOJI€3HBIO, TIPU KOTO-

poii MOryT HabMOAATHCS TPAOEKYISIPHBIN CKIEPO3
KOCTeH Taza W oYarw yIJIOTHEHUS MOCJTe KOCTHBIX
nHGpapKToB. OCHOBHBIMU TNATHOCTUYECKUMU KPU-
TEPUSIMU SABJISAIOTCS CUMMETPUYHOE TOpaskeHue
JUIMHHBIX TPyOYaThIX KOCTEH M OTCYTCTBUE CIIEIl-
npUIHBIX n3MeHeHnH apuTponuToB [30].

Ocreonoiikmius (0T TPeYeCKOro <«osteons —
KocTh, <«poikilias — mectpora, TATHUCTOCTD).
CUHOHUMBI — OCTEOINOWKWJIO3, TUIIepPILIacThYe-
CKas OCTEIONKWIINS, TUCCEMUHUPOBAHHAS OCTEO-
naTHsl, BPOXK/IEHHAs TISITHUCTAsT pacCesTHHAsI CKJle-
posupylolas OCTeonaTusi, KOCTHAasl y30p4aToCTh.
ITO CHCTEMHOE BPOXKIEHHOE 3a00JIeBaHUE CKeJle-
Ta, XapaKTepHU3yloIieecs HATMIYUEM B KOCTSIX MHO-
JKECTBEHHBIX OKPYTJIBIX WJTM OBAJIBHBIX TOMOTEH-
HBIX TJIOTHBIX BKJtoueHud [2]. Briepssie omucana
HeMerkuM xupyprom A. Stieda 8 1905 r., moapo6HO
M3y4yeHa HEMEIKUM XHPYProOM U PEHTTeHOJIOTOM
A. Schonberg B 1915 r. [tur. mo 2]. Ilpuunnoii
3abosieBannst cyuTaloT MyTtanuio rema LEMD3,
TUTI HACJIEOBaHUS — ayTOCOMHO-JIOMUHAHTHBIN
[16, 20]. Ocreomnoiikuiust BcTpedaeTcst B JHOOOM
BO3pacTe, HO yvallle MPOSIBJISIETCS B TEPBBIE Jle-
CATUJIETHS JKU3HH, CPETHUI BO3PACT TAIMEHTOB
C BIIE€PBbIE BBISIBJIEHHON OCTEONOWKUINEN COCTaB-
nster 27,5 ner. Kpaiite peako HaOI01aeTest 10 TpeX-
JIETHETO BO3PacTa, COOTHOIIEHNE MY;KUYUH W JKEH-
ntuH cocraiget 3,3:2 [16]. Tlo muenuto S. Meena
C COaBTOPAMH, TEH/IEPHBIX PA3JIMYNI B 4aCTOTE 3a-
60JIEBA€MOCTH HET, HO y MYKYMH YaIlle BbITOJIHSI-
I0TCSI PEHTTEHOJIOTUYECKHEe UCCIeIOBAHUS B CBI3M
¢ pasanaHbIME TpaBMami [40]. VIsmenenus ckeste-
Ta TIPU OCTEOTIONKUJINU He COMPOBOKAAITCS 00b-
eKTUBHBIMU UM CYOBEKTUBHBIMHU KJINHIYECKUMHU
nposiBieHusIMUA. 3ab0JIeBaHNe PACIIO3HAETCsI, Kak
NPABUJIO, CJIYYallHO TPU PEHTTEHOJOTHYECKOM
HCCJIE/IOBAHUY, BBIIOJIHEHHOM TI0 KaKOMY-J100
nosoxy [2]. Ilo manubmv R. Bansal ¢ coaBropamu,
y 15-20% maimeHToB MOTYT BO3HHKATh OOJHM W
Mepuoinueckre OTEKW CMeXHbIX cyctaBoB [11].
Pentrenosornyeckasi KapTUHa OCTEOTONKUINN
BecbMa XapakTepHa. B GOJBIIMHCTBE CJy4aeB B
rybuaroii yactu anudu3oB U MeTtahuszoB KocTeil
OTIPEIENIIIOTCS TJIOTHBIE KOCTHBIE OCTPOBKHU OKPY-
[JIOW WU OBJIBHOU (DOpPMBI luaMeTpoM 2—8 MM,
YeTKO OTTPaHMYEHHBIE OT OKpYy’Karolleil TKaHU.
KommuecTtBo anemenTos kosebsercs or 1 no 1000,
HanbOoJIbINee UX YKCJIO HAOIIOIAeTCs B KOCTSIX Ta3a
[5, 16] (puc. 3.).

Coueranue OCTEOTIOMKUINK C YedeBUIIe00pas-
HBIM  JIUCCEMHUHUPOBAHHBIM  JIepMaTO(huOPO30M
HocuT Hassanue curgpoma Buschke — Ollendorff
[16]. TIporros teuenust 6ose3HM GIATOIPUSITHBII.
Ocreonolikuansg He BJUSIET Ha IPOIECC pereHe-
paluy KOCTH U CPOKHU CpallleHus TiepesioMoB [56].
JuddepeHImanbHyo UarHoCTUKy HEeO0OXO0IMMO
MIPOBOANUTE C KOCTHBIMU OTTYXOJISIMU M OcTeo0JIac-
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THYeCKUMHU MeTactazamu. Omucanbl HAOTIOIeHsT
HEOTIPAB/IAHHOTO OTIEPATHBHOTO JIEYEHHS] OCTEO-
HOUKUJIMY, KOTOPAsi B COYETAHUU C OCTEOXOHIPO-
30M CHUMYJIMpOBaja onyxosb [53, 55]. OrcyrcTBUe
COOTBETCTBYIOIIEN KJIMHUKH, CUMMETPUYHOCTD
MOPAKEHMsI, OTCYTCTBUE OCTEOJU3UCA SIBISTIOTCS
OCHOBHBIMU PEHTTEHOJIOTUYECKIMHU TIPU3HAKAMU,
MO3BOJISTIONIUME ~ OTJIMYUTh  OCTEONONKUJINIO  OT
OIYXO0JIEBOTO MOpaxKeHusi. MHOKeCTBEHHbBIE CKJIe-
pPOTHYECKHe OYaru MNPU OCTEONOWKHJIUU MOTYT
MaCKHPOBATh KOCTHBIE METACTA3bI OITYXOJIei TIPOC-
TAThl ¥ MOJIOYHOU KeJsie3bl [55]. B coMHUTENbHBIX
CJIydasix PEKOMEH[YIOT PaIMOHYKJIMIHOE CKaHM-
poBaHue, KapTHHA KOTOPOTO TP OCTEOTONKUIIIH
He oTJIn4aercs oT HopMbl [11].

Puc. 3. [TopaskeHne NpoOKCMMAaIBHOTO OTIEIa
6ezipeHHON KOCTH 1 KOCTel Ta3a Py OCTEONONKUINN
y JKeHIIUHBI B Bo3pacTe 31 roga

(HabJoie e aBTOPOB)

JHOCTO3 (KOCTHbIe OCTPOBKH, JIOKAJIbHbIH
OCTEOCKJIEP03) He MMeeT MeXaHHM3Ma HacJeflo-
BaHWS U Pa3BUBAETCS BCJEACTBUE CIIOHTAHHBIX
myTaruii [65]. [IpuunHoil pasButhst 60JIe3HN SIB-
JITeTCsl HapylleHue 3HAOCTAJIBHOTO OCTeoTeHe3a
[65]. 3abosieBaHue B GOJIBITMHCTBE CJIYYaeB KJIM-
HUYECKU He TIPOSIBIISIETCS, TUArHOCTUPYETCS TpU
BBITIOTHEHWH PEHTTEHOTPAMM, Yallle TTOpakatoTCs
ryGuatbie KocTu (Ta3, HIKHSIS 9eTI0CTh) [22, 65].
Pentrenosornyeckn 9HOCTO3 XapaKTepPHU3YyeTCs
HAJIMYUEM OOBIYHO COJIUTAPHBIX OKPYTJIBIX WJIH
OBJIBHBIX CKJIEPOTHYECKUX (POKYCOB AUAMETPOM
no 1 cM ¢ nepudepnyecKkuMu CKIEPOTUIECKUMU
HIMTIOBUTHBIMU JIy4aMU, CMETTUBAIOIIMMHUCS C TPa-
Gekysramu oKpysKatoleit koctu [22, 65] (puc. 4).

Puc. 4. OH0CTO3 y MyKUMHBI B Bo3pacte 35 JieT
(HabJo1eH1e aBTOPOB)

BoapmmHcTBO 049aroB He MMeeT CKJIOHHOCTHU
K POCTY WJIHM YBEJMYUBAETCS TIPOMOPIIUOHAID-
HO pactymieil koctu [65]. duddepeniuanbhas
JVMATHOCTUKA IPOBOJUTCS C METACTaTUYeCKUM
nopakeHueM, TePBUYHBIMU 3JI0KaYeCTBEHHBIMU
U M06POKAYEeCTBEHHBIMU KOCTHBIME OITYXOJISIMU
U ovyaraMm KocTHoro wWHpapkra [22]. /marnos
9HOCTO3a SBJISIETCS JUATHO30M UCKJTIOUEHWUS,
B HESICHBIX CJIydasiX MCIoJb3yercst Ouoricust. [Tpu
TUCTOJIOTMYECKOM HCCJIEJIOBAHUM JIJIsT  DHOCTO-
3a XapaKTepHbI IJIOTHAS TUIEPTPOMUPOBAHHAS
cioucTtas TpabeKyasipHasi TKaHb, OTCYTCTBUE TH-
NUYHON OPUEHTHPOBKU OCTEOHA, XOPOIIO BACKY-
JISPU3NUPOBAHHBIE KOCTHBIE KAaHAJBI, OTCYTCTBUE
0CTe00IACTOB M OCTEOKJIACTOB [22].

ITuxknoauzocTo3 (60se3up Maroteaux — Lamy)
BuepBble omnucan P Maroteaux u M. Lamy
B 1922 r. HasBanue mpoucxoiuT OT TPeuecKoro
pycno — mrotHas Kocth u dysostosis — martoJio-
rust popmupoBanus koctu [34]. 3aboseBaHue Ha-
clemyercss TO ayTOCOMHO-PEIECCUBHOMY THITY.
[IprunHOil pasBUTHA SABISETCST MYyTallds TeEHa,
OTBETCTBEHHOTO 3a CUHTe3 KartericuHa K — sm3o-
COMHOU TIpOTea3bl, BBIJIEJISIEMOU OCTEOKJIACTaMU
1 HeOOXOAMMOM IS erpajaiiny Kojutaretna [21].
[TpusHaku 3ab60sieBaHUST PA3BUBAIOTCS B PaHHEM
NIETCTBe, XapaKTepHAa TPHUa/a: yBeJIWYEHHE TIJIOT-
HOCTU KOCTH, KOPOTKHE KOHEYHOCTH, CJIe/ICTBU-
€M Yero SIBJIIeTCS KapJUKOBOCTb, U CKJIOHHOCTb
K nepesomaM. Yacrora 3abosieBaHUsT paciieHU-
Baerca kak 1,7 cayqaes na 1 000 000 pomor [49].
My:xuuabl 0OJIEIOT B JBa pasa dvalle KEeHIINH
[43]. BwicoTa B3pOCJBIX MAIMEHTOB HE IIPEBbI-
maet 150 cM. MasieHbKoe JIIo, B3[IepPHYThIH HOC
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U CKOIIEHHBIH MOAOOPOMOK [EJal0T UX MOXOKH-
mu apyr Ha apyra [14, 54]. Yacto mabmiogaoTcs
HapylleHne MOCTPOEHUsT 3yOHOTO Psijia U TIPUKY-
ca, obiurepanus masyx depena [33]. Ilo parHbIM
N. Alves u M. Cantin, y 5% maieHTOB HaXOJAT
nobasounbie 3yOnl [9]. [To MHeHUIO psifia aBTOPOB,
MUKHO/IM30CTO30M  TIPEANOJIOKUATEIBHO CTpajia-
JI1 U3BECTHBIN (DPAHITY3CKUN XYAOKHUK-UMITPEC-
cuonuct H. Toulouse-Lautrec (1864—1901) wu
AHTUYHBIA rpedeckuit aBTop J3o1 (VI B. 110 H. 3.)
[12, 14]. XapakTepHbIMU PEHTTEHOJOTHYECKUMU
NPU3HAKAMU SBJISIOTCS MTUPOKO OTKPBITHIE IITBBI
CBO/IA Yepera ¢ MHOXECTBEHHBIMU BHYTPUINOB-
HBIMH KOCTSIMHU (wWormian bones), rumormiasust u
TYTIOI YTOJI HUKHEHN YeTIOCTH, CKJIEPO3 OCHOBAHUS
yepera. Co CTOPOHBI HUKHIX KOHEYHOCTEH XapakK-
TepHA MeJIKas BePTJIyKHas BIAMHA, yBeJIUYeHHAS
MJIOTHOCTH Ta30BBIX KOCTEH U paclmpenue nepBo-
TO MEKIAJIBIIEBOTO TIPOMEKYTKA CTOTI — «CAH/IAJIb-
HBII TPOMEXKYTOK» [47, 51]. Ha penTrenorpammax
KUCTEN YacTo HAOGJIOMAETCs aKPOOCTEOTH3HC, T.€.
pe3opbitust  GyrpuUCTOCTEll  AUCTATBHBIX —(hasaHT
[47]. XapakTepHbIMU TTPU3HAKAMU SIBJISIOTCST TaK-
JKe THUIOIIa3us aKPOMUATIbHBIX KOHIIOB KJTFOUUIL
U <«KaTyIIKoOOpasHbie MO3BOHKU» — TEpeHe-3a-
THee Cy;KeHue TeJl TO3BOHKOB TTPU HEM3MEHEHHBIX
pa3Mepax 3aMbIKaTEJbHBIX IIJIACTUH, TO3BOHOK
IIPYU 3TOM HAallOMUHAeT 1o ¢hopMe KaTyIIKy HUTOK
[47]. BosibHBIE TTOABEPKEHBI TTIOBTOPHBIM TIEPEJIO-
MaM JIJTUHHBIX KOCTE, KOTOpble, KaK U MPH OCTe-
onerpose, UMeT «6aHaHOBbIN» THIl [51]. OxHuM
13 CHeNu(pUIHBIX OCIOKHEHWH SBISETCS OCTEO-
MUEJUT HIDKHEH YesIOCTH, XapaKTepu3yonuics
TSIKEJIBIM T€YeHNEeM U CKJIOHHOCTBIO K 00pa3oBa-
HUIO JIO)KHBIX cycTaBoB [50]. uddepennmanbhas
JIMATHOCTUKA HEOOXOAMMa C KJIEHI0-KpaHUualb-
HBIM JIN30CTO30M M ocTeoreTpo3oM. OTcyTcTBUE
aHeMUH, HAJTMYhe aKpOOCTEOTM3NCa, TTaTONOTHIe-
CKMe M3MEHEHUs HUIKHE YeTFOCTH M KJTFOUHII, Xa-
PaKTepHbII BHEIIHNN BUJ SBJSIOTCS OCHOBHBIMU
JMATHOCTUYECKUMU KPUTEPUSIMU, CBUJIETETBCTBY -
IOIMMU B MTOJIb3Y TTUKHOIN30CTO3A.
IlporpeccuBnasi nuacdusapHasi IUCIUIA3HS
(60ae3np Camurati-Engelmann, MHOKecTBeHHASI
THIepoCTajibHasi UH(pAHTUIbHASI OCTEONATHSI) —
AyTOCOMHO-IOMUHAHTHOE 3200JI€BaHIE, DA3BUBAIO-
1eecst BCJIEACTBIE HAPYIIEHUIT HHTpaMeMOpaHo3-
Hoit occudukarmu. [ Ipyunnoii matosornm cCYUTAIOT
myraruio rena TGF-B1 [32]. 3aboseBanue Manu-
(ectupyertcs B meTcTBe, C BO3PACTOM MOKET TPO-
rpeccuposats [30]. [To gpyrum ganHbBIM, HAOOOPOT,
B HEKOTOPBIX CJIydasix HaOIOMaeTcs perpecc 3a00-
JieBaHud 1o Mepe B3pocienud [21]. Kauaunvecku
nanHasg (opMa OCTEOAUCIIIIA3UN XapaKTePU3yeTCst
MBIIICYHBIMA OOJIAMU, CJIA0OCTBI0 KOHEYHOCTEH
1 packaumBatotetica moxonakoit [30]. B psane na-
GJIIO/IEHNIT OTMEYEHO TATOJIOTHYECKOE Y/ITTHHEHUE

KoHeuHocTel [65]. PenTrenosornuecku st mpo-
rpeccUBHON aAnahu3apHOIN MUCIIJIA3UN XapaKTep-
HO JIBYCTOPOHHEE CHMMETPUYHOE BepeTeHooOpas-
HOe IIepU- U 9HJI0CTAJIbHOE yTOoJIIeHne Anahuson
JUIMHHBIX KOCTEi, COITPOBOXKAAONeecs] Cy>KeHneM
KOCTHOMO3TOBBIX KaHasioB. MeTtadusbl KocTeil 110-
pakaloTcs KpaifHe peZlko, BOBJeUeHHe IMU(MDU30B
TaKKe He XapaKTepPHO IS JAaHHOTO 3a00JIeBaHUs
[32]. B pesyaibrare cy:keHus KOCTHOMO3IOBBIX Ka-
HAJIOB MOTYT pa3BUBATbCS aHEMUsI U BTOPUYHAS
rematociienoMeranug [18]. Ilopakenne ware
JIOKAJIU3YeTCs B KOCTSIX HUKHUX KOHEYHOCTEH, B
TSOKEJIBIX CIIydasix MOTYT MOPaKaThbCS MO3BOHOY-
HUK, KOCTHU 3aTISICThs, PEIIJIIOCHBI, Ta3a U yepena
[61]. IIaTOrHOMOHMYHBIM IPU3HAKOM [JI1 IIPO-
rpeccuBHOl auadu3apHON AUCILIA3UU SIBJISIETCS
OTCYTCTBUE TIOPAXKeHUH 2-11 1 3-1 MSACTHBIX KOCTEN
[18, 61]. duddysnoe ckiepoTuyeckoe IMopaske-
HUEe dYeperia MOKET BbI3BIBATH KOMIIPECCHOHHbBIE
HEBPOTIATHH, KOTOPBIE TTPOSBISIOTCS HAPYIIEHMSI-
mu cayxa [18]. [Auddepennnanpuyio auarsoctu-
Ky JaHHON (hOPMBI OCTEOMUCIIIIAZUH HEOOXOIMMO
IPOBOJUTb C XPOHUYECKUM CKJIEPO3UPYIONINUM
octeomMueauToM lTappe, Muesohubpo3oM U 0CTeo-
reHHOM capkomMoil. CUMMETPUYHOCTD TTOPaKEHNS,
OTCYTCTBUE W3MEHEHUN MSTKUX TKaHel, Ooiee
paHHSAS MaHUbecTalus MMO3BOJIIOT UCKIIOYUTD
XPOHUYECKOoe BOCIaJIeHNUE.

Muenodpubpos xapakrepusyercs auddys-
HBIM 3aMellleHreM KOCTHOrO Mo3ra (huOpo3HOil
TKaHbIO, Pa3BUBAETCS BO B3POCJIOM BO3pacTe.
Pentrenosornyecku, B OTMYME OT MpeNCTaBJICH-
HOM OCTEONCIIIIA3U N, OTMEYAETCS MEJTKOSIENCThII
CKJIEPO3 KaK KOMITAKTHBIX, TaK M IyOUaThiX KOCTEH
c BoBJieueHueM MetaduzoB u amuduzon [30].
B penxux caydasx mporpeccupyiomias aunadusap-
Has TUCIIJIA3UsT aCCOIMMUPYETCS CO 37I0KAUeCTBEH-
HOHU TpaHchopmanmein (pubpocapkoma, 310Kaue-
cTBeHHas (prOPO3HAS THCTUOIMTOMA), U3BECTHOI
kak cunzpom Hardcastle, u conpoBosknaercs, mo-
MHUMO OIMCAHHBIX IPU3HAKOB, MAaTOJOTMYECKUMU
nepejoMaMu U KOCTHbIMU nHGapkTamu [18].

HaciencrBeHHblii MHOKECTBEHHBI auadu-
3apHbiii ckaepo3 (0onesnp Ribbing) asigerca
nedexkToM HMHTpaMeMOPaHO3HOH —Occu(pUKAIINM.
Bnepssie omcan S. Ribbing B 1949 r. [1ut. 0 41].
[TpuunnHbl 3a60JI€BAHUST 10 HACTOSIIIETO BPEMEHU
He sicHbl. Psiji aBTopoB cunTaior 6osiesrb Ribbing
CaMOCTOSITEJIBHBIM ~ 3a00JIeBaHUEM, — HacJe/Lye-
MBIM TI0 ayTOCOMHO-PEIIECCUBHOMY TUITY, IPyTHe
paccMaTpuBaiOT ee KaK BapWaHT MPOTPEeCCUBHON
madusaproit aucrurasum |30, 39]. 3aboseBanue
MaHu@ecTUpyeTcsl 1ocje I0J0BOr0 CO3peBaHusl,
yarie B Bozpacre crapiie 30 JieT, JKeHIIUHbI O0JIeI0T
yarie My>kunt [39]. Bonesnb pasBuBaeTcs MejyieH-
HO, C TEYEHUEM BPEMEHM €€ TTPOSIBJIECHS CTaOUIIH-
supytorcst [28, 52]. Kimuanuecku 60se3ub Ribbing
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XapakTepusyercst 6OJSAMU B MOPaKeHHBIX KOHEY-
HOCTSIX, KOTOPbIE aCCOMMUPYIOTCS ¢ (DU3NIECKOM
Harpyskoii [39]. TunuuneiM ABJseTCS NOpaxkeHue
6osbIiebepiioBbiX 1 GespeHHbIx Kocreil [30, 61].
PeHTreHOJIOTHYECK XapaKTepeH BepeTeHooOpas-
HBIU KOPTUKAJIBHBIN U MeyJIISPHBIN CKJIEPO3 1a-
(uzoB. Mosker mopaxaTbcs 0/lHa U3 KOCTeH, Mpu
OuaTepaJbHOM TIOPAKEHUN BCer/a HaOJII01aeTCst
acummetpus [39]. B otsmune ot mporpeccupyto-
meil auadusapHoOil AUCIIa3uK, He HabJIoJaeTCs
HOpa’keHus KOCTell yepera, HeBPOJIOTUYECKUX Ha-
pymenuii u anemuu [ 18, 39]. luddepennnanbuas
JIMATHOCTUKA HEOOXOAUMa CO  CKJIEPO3UPYIO-
UM OCTEOMUEJUTOM lappe, OCTEOMA-OCTEOMOT,
CTPECCOBOU TIEPECTPOUKON KOCTHU W OCTEOTEHHON
capkoMoil (IpU YHWJIATEPAIBHOM MOPAKEHUN ).
OTtcyTcTBUE BOCTIATUTENIbHBIX U3MEHEHUH MATKUX
TKaHel, TepuoCTaJbHOU peaKIui, COOTBETCTBY-
IOIIero aHaMHe3a MO3BOJIAIOT UCKIIOYNTD JTAHHYIO
MaTOJIOTUI0. B COMHUTENbHBIX CIy9asx PEKOMEH-
AYIOT UCIOJIH30BATh KOMITBIOTEPHYIO TOMOTpaduio
U PAIMOU30TOITHOE cKaHupoBanue [39].
NHpaHTUIbHBII KOPTHKAJIbHBIA THUIEPOCTO3
(6onesnp Caffey) srepsbie ommcan J. Caffey
B 1945 r. 3aboseBanue UMeeT ayTOCOMHO-IOMU-
HAHTHBII W ayTOCOMHO-PEIECCUBHBIN THUIT Ha-
CJIe/IOBaHUs, OJHAKO B JIUTEPAType OIMCAHBI W
claydad CIOpPaJIMueckKoro BO3HUKHOBeHUsT [36].
PasBuBaercst B Bo3dpacte n0 6 mMec. Knunuuecku
XapaKTepu3yercst OecloKOWCTBOM pebeHKa, OT-
€KOM MSATKUX TKaHel C TIOCJAeAYIONINM Pa3BUTHEM
TUTIEPOCTO3a TOAJIEKAITNX KOCTEH, TUXOPAAKON U
aropekcuei [45]. Omyxosb MITKUX TKaHei 60Jie3-
HEHHA, UMeeT JIePEBSIHNCTYIO IJIOTHOCTD, OJHAKO
KOJKHOI TUIIEPEMUN, JIOKATBHON TUIIEPTEPMUM U
HATHOWTEIbHBIX MPOIleccoB He Habsoxaercs [36].
Haubosiee yacto mopaskaercsl HWKHSISI YETIOCTD,
3aTeM B MOPSiIKE yOBIBAHUS: JIOTIATKA, KJIIOUUIIA,
pebpa u apyrue koctu [36]. B Tskesbix ciyuasix
MOTYT pPa3BUBAThCs I1ape3bl JUIEBOTO HEPBa, Jle-
(hopmartuu m ykopoueHust JIIMHHBIX KOocTel [36].
OCHOBHBIM METOZIOM JAMATHOCTUKN WH(PAHTUIBHO-
TO KOPTUKAJTBHOTO TUTIEPOCTO32 SIBJISIETCST PEHTTe-
HoTpadus, Mpu KOTOpoil ompernemnsercs auddys-
HOE YTOJIIeHNEe KOPTUKAIBHOTO CJIOsSI B 00JIacTH
OTEYHBIX MATKOTKAHHBIX CTPYKTYP, OTEK Ipe/Iiie-
CTBYeT KOCTHBIM M3MeHeHusiM [62]. 3abosieBaHue
B OOJIBIIMHCTBE CJIy4aeB IIPOTEKaeT A0OpoKayde-
CTBEHHO M CAMOCTOSITEJIbHO Pa3pemniaeTcs: K IByM
rozam kusnu |36, 45]. uddepenimaapaas aua-
THOCTHKA HEOOXOAMMa C OCTPBIM TeMaTOTE€HHBIM
ocTeoMuenTOM (OTCYTCTBUE THOITHOTO Ipolecca,
JIEHKOINTO3a U TIPU3HAKOB MHTOKcUKarmm). [Ipu
TSDKEJIOM TeYeHUH, COTPOBOK/IAIONIEMCST KOCTHBI-
MU iehOpMAIUSAME, BO3HUKAET HEOOXOIMMOCTD
midbepeHITMPOBKA OT HECOBEPIIEHHOTO OCTeoTe-
He3a, OTHAKO OTCYTCTBME TaKUX MPU3HAKOB, Kak

roJiyOble CKJIEPbI, HICTOHYEHHAS] KOXKA U TI€PEIOMBbI
MOPaXEHHBIX KOCTEM, TO3BOJIIET UCKIIOUYNTD JTaH-
HYI0 TaToJsioruio [36].

Mertaduzapuas aucmiasus (0osesnp Pyle) —
ayTOCOMHO-pelleccuBHOe 3aboJieBatue, BIEPBBIE
omucan E. Pyle B 1931 1. [uuT. 1o 13]. Kinnuuecku
XapaKTepu3yeTcss YMEPEHHO BBIPAKEHHOU BaJlb-
TycHOI mechopmarieil KOJIEHHBIX CyCTaBOB U OTpa-
HUYEHNEM pa3ruOaHust B JIOKTEBBIX cycTaBax [13].
Pentrenosiornueckn HabJIIOaeTCs  paciiupeHe
Metadu3oB Genep, MeANATbHBIX KOHIIOB KJIOUHIL
1 pebep, JJOHHBIX W CEJAIUIHBIX KOCTEH; KOPTH-
KQJIBHBIN CJI0M MeTau30B TIPU ITOM HUCTOHYEH
[13]. B koctgx uepemna nMeercsi yMePeHHO BHI-
PaKEHHBII CKJIEpPO3, YMeHbIlleHne o0beMa Ma3yx
U BBICTYIAMOIIME HajArJasHUYHbIe rpebHu [61].
Huddepenimanbiast AUarHocTuka HeoOXoarMa
¢ ApyruMu 3ab0JIeBaHUSIME, COMPOBOK/IAIOIIH-
MUCA ~ pacmuperrieM  MeTahu3oB,  <«ISTKKO-
oOpasHbIMU» JeOpPMAIUSIMU U KPAHUOCKJIEPO-
30M — OCTEOIETPO30M M KOCTHBIMH OITYXOJISIMH.
OTanunTeIbHBIMU TPU3HAKAMMY SIBJISIIOTCSI CHMMe-
TPUYHBII XapaKTep NOpPa’keHUs U XapaKTepHoe CO-
JyeTaHue MOpaKeHUs1 OEIPEHHBIX KOCTEH, KIIOUHIL
u pebep [61].

Ienepanu3oBaHHbIle KOPTHUKAJbHbIE THIIEPO-
CTO3bl (9HAOCTAJbHBIE MEPUOCTO3bI) SBISIOTCS
rpynmnoil  3aboJieBaHuil, Pa3BUBAIOIINXCS BCJE-
CTBUE HapyIIeHUI MHTPaMeMOPaHO3HOTO OCTEO-
rene3a [30]. B ocHoBe marorene3a KOpTUKaJIbHBIX
TUTIEPOCTO30B, B OTJIMYNE OT JPYTUX CKIEPOTHYE-
CKMX OCTEOTUCTIIIA3UH, JIEZKUT He TTAaTOJIOTUS OCTE0-
KJIaCTOB, a HapymnieHns: Wnt — CUTHAJbHOTO TTyTH
passutusi ocreobnactoB [30]. OcHOBHBIMEH TH-
[aMU  JAHHOW TATOJIOTHH SIBJSIIOTCS  OGOJIE3HU
Van Buchem, Truswell-Hansen, Worth uNakamura,
pasnyaronirecs: BUIOM HACJeIOBaHUS U 0COOEH-
HOCTSIMU KJIWHUYECKOTO U PEHTTEHOJIOTHMYECKOTO
nposiBierust. OOmMMEU  pPeHTTeHOTPAPUUECKUME
IPU3HAKAMU TeHEePAJIN30BAHHBIX KOPTHKAJIbHBIX
TUTIEPOCTO30B SIBJISIETCS TOMOTEHHOE 3JH/IOCTAJIb-
HO€e YIJIOTHEHHE KOPTUKAJIBHOTO CJIOST uadu30B
JUTMHHBIX KOCTEH, KOCTel ueperia u cyKeHne KOCT-
HOMO3TOBBIX KaHasoB [30].

Bonesnvs Van Buchem umeer Kak ayTocoM-
HO-JIOMUHAHTHBIN, TaK M ayTOCOMHO-PEIeCCHB-
HBIIl TUTIBI HacJeqoBaHus. 3aboieBaHue BIEPBBIE
onucano FS. Van Buchem B 1955 r. [1uT. 1o 31].
Haubosee xapakTepHbIMU KJIUHUYECKUMU IPU-
3HAKAMM SIBJISIOTCS yBeIMUeHNe HIKHEN YeTIOCTH,
nape3bl JuieBoro Hepsa (100%), Hapymenus cy-
xa (93%) u pasnyuHble MPOSIBJICHIS BHY TPHUYEPEIT-
Hoil runeprensun (20%) [64]. Ha pentrenorpam-
Max BBIIBIAOTCS UG dy3HbIE CKIEPOTHIECKUE
U3MeHEeHUsT OCHOBAHUS Yepera, HUXKHEH YesioCTH,
pebep, KIF0UHI[ U KOPOTKUX TPYOUAThIX KOCTEH Ki-
cTell 1 cTor. XapaKTepeH CKJIepo3 3aIHUX OT/IEI0B
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TeJl TTIO3BOHKOB C BOBJIEUEHUEM [y’KEK, TIPU 3TOM
niepe/IHIe OT/eNbI Tes OoJiee mpo3padHbl [31].

Bonesnv Truswell-Hansen (cxkaepoocmepo3s)
uMeeT ayTOCOMHO-PEIleCCUBHBIN THIT HacJe10Ba-
HU, 4allle BcTpeuaercs cpenu kurteseir FOxxHOM
Abpukn n mManudecTupyercsd B paHHEM JIETCTBE
[30]. Knunnyeckn xapakrepusyeTcsi U3MeHeHUsI-
MU JIUIEBOTO CKeJieTa, BEAYNUMU K TPOTHATU3MY
Yy B3POCJBIX TAIMEHTOB, CUHAAKTUIWENH 2—3-TO
NaJblleB KUCTH W IUCIJIA3USIMU HOTTEBOTO KOM-
wiekca [ 10, 30]. B psize ciryuaes Habo1aoTCs ma-
pesbl sintieBoro Hepsa [10]. Pentrenorpaduyeckn
OTIpeiesiIeTCsl OCTEOCKIIEPO3 CBOZIA M OCHOBAHUS
yepera, KOCTel Ta3a, TO3BOHOYHWKA 1 TTAJIBIEB KU-
ctu [10, 30].

Bonesnv Worth sniepsbie onucana H.M. Worth
B 1966 r. [1uT. 10 46]. 3aboseBatue UMeeT ayTo-
COMHO-JIOMUHAHTHBIN TUIl HACJEJOBAaHUS U Xa-
pakTepusyeTcs HapyIeHUSIMU JUIEBOTO CKeeTa
B BUjle y/JIMHEHWS] HUIKHEN YesNIOCTH, ee TYTIBIM
yrioMm u ymioiniennem J6a [21]. Ha penrtreno-
rpamMMmax HabsonaetTcst [uddy3HbIT CHMMeTPUY-
HBI CKJIEPO3 BCEX OT/IEJIOB HUKHEN YesTtocTH [46].
3abosieBanne mpoTekaer J0OPOKAYECTBEHHO U
B GOJIBIMHCTBE HAOMIOMEHUN UATHOCTUPYETCS
CITy4aitHO pu peHTreHorpahuIeckoM o6CIenoBa-
Huu [46].

Bonesns Nakamura, Buepsbie oOlMcaHHast
T. Nakamura B 1987 r., siBiisteTcsi ayTOCOMHO-/I0-
MUHAHTHBIM 3a00JIEBAHUEM U XapaKTEPU3YeTCs
VBEJUUYCHUEM U YIJIOTHEHUEM BEePXHEH U HUXKHe!
YeJroCTel, TPU 3TOM BETBU HIDKHEN YeTIOCTH U ee
YTOJI He UBMEHSIOTCSA. XapaKTepeH YMEPEHHO BbI-
Pa’KeHHBII KOPTUKAJIbHBIN CKJIEPO3 [ITTMHHBIX KO-
creii. [leprocTanbuble pa3pacTanus U MOPAsKEHUS
YeperrHO-MO3TOBBIX HEPBOB OTCYTCTBYIOT [ 28].

[luddepennnanpias AMATHOCTUKA TeHEPAH-
30BaHHBIX KOPTUKAJIBHBIX THIIEPOCTO30B HEOOXO-
MMa, B TIEPBYIO OYepe/ib, C Ay TOCOMHO-ZIOMUHAHT-
Holi opmoit ocreomerposa. OTINUUTETLHBIMHU
NPU3HAKAMU SIBJISIIOTCSI YMEPEHHO BBIPAsKEHHBII
CKJIEPO3 JUIMHHBIX TPyOUaThIX KOCTEH, OTCYTCTBUE
CKJIOHHOCTH K TIEPeJIOMaM U OCTEOMUETTUTaM 1 OT-
CYTCTBUe U3MeHeHM mokazaresueil kposu [30].

Nutpameny uisipHblii OCTE€OCKIEpPO3, B OTJIU-
yrie OT ONMCAHHBIX PaHee CKJIEPOTHYECKUX JIHC-
IJTa3Ui, He UMeeT MeXaHN3Ma HaCJIe/JOBaHUs U Pa3-
BUBAETCs BCJIENCTBUE CIOHTAHHBIX MyTanuii [30].
3aboseBanne MaHU(ECTUPYETCS BO  B3POCIOM
BO3paCTe, KIMHUIECKU XapaKTEPU3YeTCst OOISIMU
B TIOPa)KEHHOW KOHEYHOCTHU, BO3HUKAIOITUMU TI0-
cie ¢pusndeckoi Harpy3ku. Ha peHTrenorpammax
BBISIBJIIETCS JIOKAJIbHOE Cy>KeHUEe KOCTHOMO3TOBO-
ro KaHaja, OObIYHO B cpeHeil yacTu auadusa 6e3
YTOJIIIEHNST KOPTUKATBHOTO CJIOS W TIePUOCTAb-
HoH peakinu. Harbosiee yacto mopaxkaercst 60J1b-
mebepIioBast KOCTh, OPAsKEHIE MOXKET OBITh MOHO-

U OuiaTepajbHBIM, C BOBJICYCHUEM HECKOIbKUX
Tpybuarbix Kocreir [19]. duddepenimanbrast
JIMarHOCTHKA HeOOXOAMMa C APYTUMU TPUYIMHA-
MU 1adu3aPHOTO OCTEOCKJIEP03a: CTPECCOBBIMU
nepeoMaMy, XPOHMYECKUMHU OCTEOMUETUTAMHU,
OITyXOJIIMU a TaK3Ke C UHBIMU (hOPMaMU CKJIEPOTH-
yeckux maucniasuii [30]. OTAMYUTeTbHBIMEI TIPHU-
3HAKaMW WHTPaMeyUISTPHOTO CKIepo3a SBIASIOTCS
aHAMHECTUYeCKue JaHHble, OTPAHUYEHHOCTH TIO-
paskeHusI KOCTH, OTCYTCTBHE IE€PHOCTAIbHON pe-
aKIMM W OTCYTCTBUE W3MEHEHWH JIabOpaTOPHBIX
rnokasateJsieil. B COMHUTENBHBIX CAyYasaX UCIIOJb-
3yercst OUOIICHS], BBISIBJISIONIAS CKJIEPO3UPOBAH-
HYTO KOCTHYIO TKaHb Pa3JINYHON CTeTIeHn MITHepa-
guzanuu u 3penoctu [19].

Menopeocro3 BriepBbie ommcan A. Leri m
M. Joanny [muT. o 69]. HazBanue nmponcxoauT ot
rpeyeckux «melos» — koHeunocts, «rhein» — reus,
«0stos» — koctb [69]. 3abosieBaHue He MMeeT Me-
XaHW3Ma HaCJeOBAaHUS U PA3BUBAETCS BCJE-
crBue crnontanuplx Mytanuil [30]. Ilo mannbim
A. Kherfani u H. Mahjoub, pacnipocrpanentocTs
Mesiopeocto3a coctasager 0,9 wa 1,0:1 000 000
Hacesnenust [35]. Momnooccanbhast opma 6Gosies-
Hu (3,1%) xapakTepusyeTcsl TOPasKeHUEM OHO
Koctu, MoHOMuenndeckast (78,6%) — omHO#l KO-
HEYHOCTH, ToJinoccanbhas (18,3%) — HeCcKOIbKUX
kocreit [69]. OCHOBHBIMU KJIMHUYECKUMHU TIPU3HA-
KaM# MeJIOPEOCTO3a SIBJISIIOTCST GOJIM B MOPakeH-
HOW KOHEYHOCTU WU CETMEHTE U TYTOIOJBUK-
HOCTh B CMEXKHBIX cycTaBax [42, 69]. 3abosieBanue
pa3BUBAETCS B ZIETCTBE MJTH MOPOCTKOBOM BO3PaC-
Te, TPOTEKAET IUKJIUYHO, MEPUOBI 0OOCTPEHUs
COYETAOTCS C TeproamMu 3aTuiibs [69]. Haubomee
YacTo TMOPAKAIOTCS JVIMHHBIE U KOPOTKHE TpyOUa-
Thle KOCTH HIKHEH KOHEYHOCTHU, OJIHAKO OIHCa-
HBI CJIlyyand MOpakeHus TO3BOHOYHUKA, TPOTEKa-
ione 0e3 HeBPOJOIMYeCKMX HapylieHuil [69].
XapakTepHbIM PEHTTEHOJOTUYECKUM TPU3HAKOM
SABJISIETCSl  TIATOJIOTMYECKOe yTOJIIeHNne KOPTH-
KQJIBHOTO CJIOSI KOCTU JIMHEITHOTO WJIM BOJIHUCTO-
ro TUIa OT TPOKCUMAJIBHON K JAUCTAJIBHON YacTH,
HamoMHUHaloIee (GUTypy PpacTOIJIEHHOTO BOCKa,
CTEKaIoIIero mo kpato cseun [3, 69]. ¥V nereit pent-
TeHOJIOTMYECKUE TIPOSIBJICHNsT OOBIYHO DHIOCTAIIb-
Hble, Y B3POCJBIX BOBJIEKAIOTCS II€PUOCTAbHbIE
TKAHW, YTO SIBJISIETCS] MPUYMHON CrubaTebHbIX
KOHTPAKTYP KOJIEHHBIX M Ta300eIpPEHHBIX CyCTa-
BOB BILIOTbD /10 aHKUJIO30B, BAJIbIYCHOM 1 BapyCHOM
nedopmaruii crort, gedopmariuii nanabies [23, 62].
B mosmHux coydasx pazBUBAIOMAICS 3HIOCTATb-
HBII TUIIEPOCTO3 TIPUBOIUT K MOJTHOM 00JIUTEPAIII
KOCTHOMO3TOBBIX KaHayioB [69]. TlommoccanpHas
dhopma mMesropeocTosa BCIeCTBUE TUITUYHOM PEHT-
TeHOJIOTUYECKON KapPTUHBI PEIKO BBI3bIBAET 3a-
TpyaHeHusd B auarHoctuke [69]. Monooccampaas
(bopma xapakTepusyeTcs HAIMUNEM KJINHUYECKUX
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BapuaHToOB 1 TpedyeT audbepeHmagibHOl PenT-
PEeHOJIOTYECKOM MarHOCTUKU C TaKMMHU 3a00J1e-
BaHUSIMU, KaK OCCUMDUITUPYIONUN MHUO3UT, OCTe-
OXOH/JIPOMA, OCTEOH/I-OCTeOMa M I1apOCTaJbHas
capkoma. /[yig Mmo3suTa XapakTepHa MaToJoruye-
ckas occuukanus 6oJiblie 1o nepudepun odara,
YeM B IIEHTpe, a MEXIY KOPTUKATbHOU YacThio U
04aroMm, Kak MpaBUJIO, UMEETCST yYaCTOK TTPOCBET-
aerust [59]. [l1s1 ocTeon1-ocTEOMBI, B OTJIMYNE OT
MeJIOPencTo3a, 6oJiee XapaKTePHOIT SIBJISIETCS TJIa/l-
Kas, a He BOJIHUCTasl MOBEPXHOCTb IOPaKEHUSI.
[Ipu KT-nuccrenoBannu BIABISETCS HaJIUYME Xa-
pakreproro odara (nodus). Ilpu ocreoxoHzpome
KOPTUKATBHBINA CJION Ovyara MOPaskeHUs SBJISETCS
MPOIOJIKEHNEM KOPTUKAJIBHOTO CJIOSI MaTepuH-
CKOHM KOCTH, TO K€ HaOJIIOIAeTCsI ¢ TPAHUIIAME Me-
nymaspraoit monoctu [69]. OCHOBHBIM OTJIWYNEM
OT OCTEOCAPKOMBI SBJIIETCSI OTCYTCTBHE KOCTHOM
JECTPYKITN. B COMHUTENBHBIX CIIydasix HEOOXO-
MO PATNOHYKIUIHOE cCKaHnpoBaHue [69].

Cunzapombl Hamoxkenusi (overlap syndromes)
MPENCTABISIOT cOO0H KOMOMHAIUIO HECKOJIbKUX
dhopm ckieporudeckux auciiasuii [61]. Haubosee
YacTO BCTpevyaeTcsl codyeTaHWe MeJIOpPeocTo3a,
OCTEOIIOMKUINN U IOJOCYATON OCTEOAUCILIA3UM.
B mmtepaTtype nMmeroTcd omMcaHUs COYETAaHWH TT0-
JIOCYATOW OCTEOINAaTUU C OCTEOMETPO30M, TeHepa-
JIN30BAaHHBIM KOPTUKAJIBHBIM I'MIIEPOCTO30M, OCTe-
OTIOMKWUJI03a € TpOTpeccupyoliein anadusapHoi
mucnnasueid n ap. CUHAPOMBI HATOXKEHUS T103BO-
JITIOT TIPE/TIOJIOKUTh Haiure oOImuxX (hakTopoB
maToreHe3a W HACJEJIOBAHUS PA3JINYHBIX (hopMm
CKJIEPOTHUYECKUX OCTEOAMCILIA3Ui [65].

Jleyenune ckiepoTnyecKux JUCIIA3Uil B OCHOB-
HOM CHMIITOMaTHYeCcKoe M HalpaBJeHO Ha KyIlu-
poBaHue GOJIEBOrO CHHIPOMA, ycTpaHeHue aedop-
Malliii ¥ HeBPOJOTUYEeCKUX TocjaencTBuil [69].
KoncepBaTuBHas Tepanus BKIOYAET aHATBTETHKH,
HECTEPOUJIHbIE TTPOTUBOBOCIIATTMTENbHBIE TIPenapa-
T, HUGeaunuH. Ilo nokazaHUSM HCHOJB3YIOTCS
(usnoneyenue, pexnpeccupyionas u (puKCHpyio-
1At BHEIITHSIST UMMOOUJTA3AIHst, GJIOKA/[bl HEPBHBIX
CTBOJIOB. VI3 XUPyprudecknx MeTOI0B UCHOJIb3YIOT
KaK orepanyny Ha MATKUX TKaHAX (yIJUHEHWE Cy-
XOKUJIMH, pa3InIHbIe TEHOE3bl), TAaK U HA KOCTIX
(ymanenue octeodUTOB, KOPPUTHPYIOIIME OCTEO-
TOMUHU, B TSKEJIBIX CIyYasgX — aMIIyTallul CerMeH-
TOoB KoHeuHoctelt) [69]. IIpu seuennu ayTocomHo-
perieccuBHOM (HOPMBI  OCTEOTIETPO3a TIPUMEHSIOT
KaJIbIATPUOJ U MHTEP(EPOH Y, CHOCOOCTBYIOIINE
06pa30BaHNIO OCTEOKJIACTOB C HOPMATBLHON TO(PH-
POBAHHOI KaeMKOH, TeM CaMbIM CTUMYJIMPYIOIINe
pesopbimio koctu [6]. TTosmoskuTenbhbiil adderT
JIaeT TaksKe TPpaHCIIIaHTaIus KocTHoro mo3ra HLA-
UAeHTUIHBIX 10HOPoB [1]. IlepcmexTBHBIMU Ha-
MIPaBIEHUSIMU B JIEUEHUN OCTEOTETPO3a SBISIOTCS
BHYTPUYTPOOHOE MPUMEHEHIE CTBOJOBBIX KJIETOK,

3amectutesnbhas Tepanuss RANKL u ncnosb3osa-
Hue geHocymaba [58].

Takum 06pa3oM, CKJIEPOTUIECKIE OCTEOIUCTLIIA-
3UM TIPEJICTABJISIOT cO60Il Pa3HOPOAHYIO TPYIITY
reHeTH4ecKu 00y CIOBIEHHBIX 3a00JI€BaHUT, CPeIr
KOTOPbIX MUMEIOTCSI KaK JieTaJbHble (hOPMbI, TaK 1
nporekawoIe 6e3 KIMHUYECKOI MaHubecTauu.
HecmoTps Ha iporpecc MOJEKYISAPHON TeHETUKH,
UATHOCTUKA CKJIEPOTUIECKUX OCTEOIUCIIIIA3WH 10
HACTOSIIIETO BPEMEHM OCHOBBIBAETCSI Ha KOMOMHA-
U KJIMHUYECKUX, MOP(MOJOTUYECKUX W PEHTre-
HOJIOTUYECKUX ITPU3HAKOB, BeLyIlasi PoJib IIPUHA/I-
JIEKUT PEHTTEHOJOTUIECKOM TUarHoCTKe. JHAHNe
XapaKTePHBIX MPU3HAKOB MAHHOW TATOJOTHHU CY-
MECTBEHHO pacImpsieT MpodecCHOHANbHBIN KPY-
ro30p Bpauel-KiauHUIUCTOB. JnddepeniuanbHas
JIMATHOCTUKA CKJIEPOTHUYECKUX OCTEOAUCILIA3Uil
JIOJIZKHA TIPOBOJIUTHCS C TIATOJIOTHEH, POTEKAIO-
el ¢ Ipu3HaKaMu JIOKaJbHOTO Uau Auddys3Ho-
TO OCTEOCKJIepo3a, MPeK/Ie BCETO C TMEePBUYHBIMU
U MeTacTaTUYECKUMHM KOCTHBIMU  OITYXOJISIMH.
B psane cnyyaes muddepentiinanbaas AMarHOCTUKA
Ype3BbIYAIHO 3aTPy/IHEHA, TIPABUJIbHBIN JAMarHO3
YCTaHABJIUBAETCSI C TOMOIIBIO PAUOHYKJINUIHOTO
CKaHUPOBAHUS U MCCJIEIOBAHNS TUCTOJOTUIECKON
CTPYKTYPBI 04ar0B OCTEOCKIEePO3a.

KoH(mKT MHTEpECoB: He 3asBJIEH.

@DuHaHCOBBIE CpeaCTBa CIIOHCOPOB IIpU IIpOBE-
A€HNU JaHHOT'O UCCJIEAOBaHUA HE ITPUBJIEKAINCD.
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Abstract

Sclerotic osteodysplasias represent a group of relatively rare diseases; a common feature of them is the diffuse or local
bone sclerosis. The reasons for their development are congenital abnormalities of endochondral and intramembranous
bone formation either the hereditary nature or arising from spontaneous mutations. The main diagnostic problems arise
when the differential diagnostic sclerotic dysplasias from various symptomatic osteopathies entailing bone sclerosis is
needed.

The aim of this research is the information about the group of rare congenital disorders characterized by diffuse and
local osteosclerosis, and analysis of the literature on the diagnosis and differential diagnosis from other diseases and states,
accompanied by compaction of bone tissue.

A search of publications in English and Russian in electronic databases PubMed, PubMed Central, Google Sholar and
eLIBRARY is performed. Key word: sclerotic osteodisplasias, hyperostosis, osteopetrosis, osteopoikilosis, pyknodisostosis,
melorheostosis, osteopathia striata, progressive diaphiseal dysplasia, diaphiseal sclerosis, enostosis and their Russian
analogs for the period from 1953 to 2015.

This clinical and radiological signs of osteopetrosis, osteopathia striata. osteopoikilosis, enostosis, piknodisostosis,
progressive diaphyseal dysplasia, generalized hyperostosis cortical generalisata, melorheostosis and other forms of
sclerotic osteodysplasias are presented. The main attention is paid to clinical and radiological diagnosis and differential
diagnosis from osteoblastic metastases, primary benign and malignant bone tumors, chronic osteomyelitis and other
diseases accompanied by local or diffuse osteosclerosis.

Key words: osteodysplasias, sclerotic osteodysplasias, osteosclerosis, osteopetrosis, osteopoikilosis, enostosis.
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