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OCTEONMOMKMIINA: KIMHUYECKOE HABJIIONEHHUE PEKOH $OPMbI
OCTEOOMCIIJIASUH

I'bBY3 «Kapnoropckast ieHTpaJibHasl pailoHHasl OOJIbHULIA»,
Poccuiickas ®eneparust

Octeonoiikunusi — penkas ¢Gopma CKIEpOTUYECKON OCTEOMUCITIA3MM, XapaKTepU3YIoascs TMOsIBJICHUEM B
smudu3zax U Metahuszax KOCTe MHOXECTBEHHBIX OTIPAHMUYEHHBIX OKPYIVIBIX WM OBAJIbHBIX OYATOB YIIOTHEHMS
ryouaroii koctu. [TopaxeHne CMUMMETPUYHOE, C TIPEUMYILECTBEHHbIM BOBJIEYEHHEM KUCTH, CTOIIbI, TA30BbIX KOCTEM
Y MPOKCHMMAJIBHOTO oTaea Oenmpa. 3abosieBaHUe, KaK MPaBUIO, TIPOTEKaeT 0ECCUMIITOMHO, TOOpPOKauYeCTBEHHO, He
BJIMSIET HAa KauyeCTBO XKM3HU TMallMeHTa U He TpeOyeT crielMasbHoro jedeHus. OCTeoNnoMKMWINSg MOXET UMETh Ha-
CJIe[ICTBEHHBIN (haKTOp MM BO3HUKAThL CIIOpAaiMyecKu. Bemyllast posib B ee JMAarHOCTHKE IMPUHAMJICKUT PEHTTEHOB-
ckomy uccinenoBanuo. Heobxomuma auddepeHlanbHasl 1MarHoCTUKa ¢ KOCTHBIMU MeTacTazaMu. IlpeacraBieHo
KJIMHUYECKOE HAOMIOAeHUE OCTEONONKUINY B CTAIUK PACIIPOCTPAHEHMS MATOJIOTMYECKUX 04aroB, TEHETUYECKU Je-
TepPMUHUPOBAHHOM Y XeHIIUHBI 31 roma. 3abosieBaHMe OBIIO 3arOAO3PEeHO IpU NPOGUIAKTHUECKOM (Irooporpa-
(puueckoM 00cCIeI0BaHNM, BHISBUBIIEM OYaroBble M3MEHEHMS B MPOKCUMAJIBHBIX 3MU(pU3ax IiedeBbix Kocteil. Ha
PEHTreHOrpaMMax KUCTEel, Ta300€ApEHHOrO U IJIeYEBBbIX CYCTABOB OOHAPYKEHbI YETKHE OYAroBble OTIPAHUYEHHbBIC
VIUIOTHEHMSI KOCTHOM TKaHM pasmepamu a0 0,8 cm. Ouaru pacronaraiuch B anudusax, Metadpuszax U anodusax
JUTMHHBIX ¥ KOPOTKUX TPYOYATBIX KOCTEW M B IyOUAThIX KOCTSIX Ta3a M 3aIlsACThsl, YMCIO MX BapbHpoBaio oT 2 1o 60.
CyOBbeKTUBHbBIE M OOBEKTUBHBIC JTAaHHbIE KIMHUYECKOTO 00CIeJ0BaHMSI MAaTOJOTMYECKUX U3MEHEHUI CKeJleTa He BbI-
SIBUJIM. Y MaTtepy MAlUEHTKU BBISIBJIEHbI CXOIHbIE U3MEHEHUSI HA pEHTIeHOrPaMMaXxX KUCTEiA.

Knrouesoie crosa: ocmeonoukuaus, 0cmeooUcnia3us, 0CMeocKkAepo3, KOCHHble ONYX0alU, KOCMHble o4ai

Osteopoikilosis is considered as a rare form of sclerotic osteodysplasia, characterized by the appearance of
multiple discrete round or ovoid radio densities in cancellous bones (epiphysis and metaphysis). Osteopoikilosis is
symmetrical with a predominant involvement of the hands, feet, pelvis and proximal femur. The disease is usually
asymptomatic, benign bone dysplasia; it does not affect the quality of life of the patient and requires no special
treatment. Osteopoikilosis may have a hereditary factor, or occurs sporadically. The leading role in diagnostic belongs to
the X-ray diagnostic research. The differential diagnosis with metastases is required. The clinical case of osteopoikilosis,
genetically determined, in the stage of spreading of lesions in woman (31 yr.) is presented. The disease was suspected
in the prophylactic fluorography, revealed some focal changes in the proximal epiphysis of the humerus. Radiographs of
hands, hip and shoulder joints are found clearly delineated focal bone compactions (up to 0,8 cm). The foci were located
in the epiphysis, metaphysis and apophyses of long and short tubular bones and cancellous bone of the pelvis and wrists,
their number ranged from 2 to 60. Subjective and objective clinical examination of pathological changes of the skeleton
did not reveal. The similar hand radiographic changes on radiographs of hands were revealed in the mother of a patient.

Keyworlds: osteopoikilosis, osteodysplasia, osteosclerosis, bone tumors, bone islands, fluorography, radiographs
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Beenenne

Ocreonoiikuiusi (OT TIpeyeckoro osteon —
KocTb, poikilia — mecTpora, MATHUCTOCTb) (CU-
HOHUMBI: OCTEONOMKWIO3, TUIMepIuiacTuuecKas
OCTENOMKUINS, OUCCEMUHUPOBAHHAsI OCTeOoIa-
TUSI, BpOXIEHHAS MITHUCTAsI paccesiHHAs CKIIEpO-
3upylollasi ocTeonaTusi, KOCTHasl y30p4aTocTb) —
CHUCTeMHOE BpOXIEHHOE 3a0ojieBaHUE CKelle-
Ta, XapakTepusylollleecsl HaluyueM B KOCTSIX
OKPYTIJIbIX WJIM OBAJIbHBIX TOMOTEHHBIX IJIOTHBIX
BKJItoueHu [1]. 3aboneBaHre OTHOCUTCS K TPYII-
Me CKJIePOTUYECKUX OCTCOAUCIUIA3Uil Hapsily C
MpaMOpPHOIi 00JIe3HbIO, MUKHOAU30CTO30M, MEJIO-
pPECTO30M U PSIOM APYTHUX 3a00JIeBaHWIA, OOIIAM
JJISI KOTOPBIX SIBJISIETCSI BPOXKIEHHOE PpaccTpoii-
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CTBO (DOPMMPOBAHUS CTPYKTYpbl KOcTU. YacTora
JIAHHOW TpyIIbl 3a0ojieBaHUM cocTaisieT 1,5 Ha
100000 ponuBiuxcs [2]. HecMoTps Ha xapakTep-
HYIO PEHTI€HOJIOTMYECKYI0 KapTUHY, OTHOCUTEJb-
Hasl PeiKOCTb MaToJIOTMX MPUBOIUT K OIIMOKaM
JNIMaTHOCTUKM a B PSIIE CJIy4yaeB K HEHYXKHBIM Me-
JUILMHCKUM BMeEILIaTeIbCTBaM.

Ieabto HacTosIel pabOTHI SIBJSIETCS IEMOH-
cTpauusi COOCTBEHHOro HaOJIONEHUSI OCTEOIO-
KWWK, KaK peaKoi (opMbl KOCTHOW MAaTOJOTHM,
KOTOpass MOXET CHUMYJIMpOBaThb OCTeoOJacThye-
CKHe€ TPOLECCHI.

Kmuanyeckuii cryqai

IMaumnenTka, 31 rod, U3 COMYTCTBYIOIIEH XpO-
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HUYECKOI MaToJIOTUM — MUOIUS CJ1adoil cTeneHu
BBIPAXXEHHOCTH U TUTIepToHUYeckas 6ose3Hsb 11 cr.,
PUCK 2 C IOCTUTHYTOM apTepuajbHON TUIEpPTEeH-
sueit (. 3abojeBaHMe ObLIO 3aMoOA03PEHO TMpuU
npo¢duIaKTUIeCKoM  (arooporpaduyeckoM 00-
CJIeIOBAaHUM, BBISIBUBLIEM OYaroBble W3MEHEHUS
B TIPOKCHMMAJIbHBIX SMU(pU3aX TIJIeUEBbIX KOCTEH.
Ha peHTreHorpaMmax KucTel, Ta300eApeHHOTo U
TJIEYEeBBIX CYCTaBOB OOHAPYKEHbI 0YaroBble OTrpa-
HUWYEHHBIE YIDIOTHEHUSI KOCTHOW TKAHW OKPYTJIOH,
OBaJIbHOM W JUCKOBUIHOM (DOpMBbI pazMepamu
or 0,3x0,3 mo 0,6x0,8 cM. Ouarm pacroJarajinch
B snuduszax, Meradpusax 1 anodumsax UIMHHBIX U
KOPOTKMX TPYOUaThIX KOCTEH 1 B TyOUATHIX KOCTSIX
Taza M 3amsiCThsl, YMCIIO MX BapbUpoOBajo OT 2 B
TOJIOBKaX ISICTHBIX KOCTeil 10 60 B MpOKCHMMAb-
HoM otaene Oenmpa (puc. 1-4). CyObeKTUBHEIE U
OOBEKTUBHbIE JaHHbIE KJIMHUYECKOTO 00cCienoBa-
HUSI TATOJOTMYECKMX M3MEHEHUI CKejleTa He Bbl-
siBuM. OO0cieioBaHbl OMVKaiilMe poaCTBEHHUKU
MalMEHTKU: MaTb, OTell, NeTU. Y MaTepu BbISIB-
JIEHbl CXOJHbIE M3MEHEHMS] Ha PEeHTreHorpaMmax
kucreit. KMHuYecKrii 1MarHo3: oCTeONOMKUIINSI,
CTaausl PACMIpPOCTpaHEHUs MATOJOIMUECKUX oOua-
TOB, TEHETMYECKU JeTePMUHUPOBAHHASI.

Obcyxnenue

BriepBrie OCTEONOMKIIINS OIMCaHa HEMELIKM
xupyproM A. Stieda B 1905 r., monpoOHO n3ydeHa He-
MEIKUM XMPYPIroM M peHTreHojorom A. Schonberg
B 1915 r. [1]. L.T. CanmuxoB ¢ coaBT. Kk 2007 T. B
Hay4yHOI JiuTepaType Halui onucaHue 135 ciyda-
eB ocTteonoukmwmy [3]. 3aboneBaHmne BCTpevyaeTcs B
JITO00M BO3pacTe, HO Yallle MPOSIBISETCS B TTEPBEIC
JEeCATWICTHS XXU3HU, CPESIHUI BO3PACT TMAIlMEHTOB
C BBISIBIIGHHOI OCTEONOMKWINMEN cocTaBisieT 27,5
net. KpaitHe penko HaOmomaeTcsl 0 TPEXJIETHETO

Puc. 2. ITopaxkeHne NpOKCMMAILHOIO OT/EJIA JIEBOTO ILieya

Puc. 1. ITopaxeHnue mpoKCHMMAJILHOrO OTHAE]a Oeapa W
KOCTeil Taza

Bo3pacTa [3, 4], COOTHOLIEHUE MYXYMH U XKEHILWH
cocrapisier 3,3:2 [4]. Tlo apyruMm OaHHBIM, TeH-
JepHasl yacToTa 3a00jIeBaéMOCTH HE PasiMJacTcs,
MPOCTO Y MYXYMH Yallle BBIIOJTHSIOTCS PEHTTEHO-
JIOTUYIECKUE MCCIICIOBAHUS B CBS3M C Pa3IMUYHBIMU
TpaBMamu [5]. TlpuumHbl 3a00eBaHMSI OKOHYA-
TeJIBHO HE YCTaHOBJCHBL. McciemoBaHMs TOCIen-
HMX JIeT BbIsIBUIM MyTauuio reHa LEMD3, Bctpe-
YAIONIyIOCs Y HECKOJBbKMX YEJTOBEK ONHON CeMbH,

Puc. 3. IlopaxkeHre MPOKCHMAJILHOTO OTIIENA MPABOIO IUIeYa
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Puc. 4. Ilopaxenne nacTHbIX KOCTei M (hananr nanbies

CTpaJAIOIIMX OCTEOMONKUINEH, MUIOPEOCTO30M,
cuHapomoMm Buschke-Ollendorff. B nutepatype
MpeacTaBieHbl HAOMIONEHUST TaHHOM MaToJIOrvy B
HECKOJIbKUX TMOKoJieHusIXx cembu [3]. Hame xim-
HMYecKoe HaOIoAeHUE TONTBEPXKAAET Haciel-
CTBeHHbII Xapaktep 3aboneBanus. I.T. Benly et al.
obcnenoBaiv 95 manueHTOB U3 4 ceMel, peHTre-
HOJIOTMYECKYIO KApTUHY OCTEONOMKWINU BbISIBUIN
y 53 (55,8%), cnenaB 3akimoueHHre 00 ayTOCOMHO-
JOMHUHAHTHOM MEXaHU3Me HacjlelOoBaHUs OONe3HU
[4]. Hepenko Habmoma0TCs cCriopaguyeckue ciaydau
3aboeBaHus [6]. DTHOMAaToreHe3 OCTEOTIOMKVITNN
CBSI3bIBAIOT C U3BPAILIEHHBIM UHTEPCTULIMATBHBIM U
MEePUOCTATBHBIM KOCTEOOPA30BaHUEM U HAPYILIEHU -
€M pe30pOLry U PEeMOAEIUPOBAHUST CIIOHTMO3HON
koctH [7]. OGIIHOCTL MaToreHe3a pa3IndHbIX (hopM
CKJICPOTUYECKMX OCTEOMMCIUIA3UiA MOATBEPKIACTCS
HaJIMYMEeM MX COYeTaHMsl, OMUCAHBbI CIydau OcCTe-
OMOMKUIMU U MpPaMOPHOI OOJIE3HU, OCTEONONKHU-
JIMM U MUJIOpeocTo3a y ogHoro mamueHTa [3]. Psn
HCCenoBatesieil CBsI3bIBaeT MaTtoreHe3 JaHHOM Ma-
TOJIOTMU HapylieHueM GyHKIUM (UopodIacToB,
M3BpAILIEHHOHN MPOMYKIIMEN 271aCTUYECKUX BOJIOKOH
U C HapylIeHUEeM PEryJisiliud MeTaboM3Ma dKCTpa-
LeJutoJIsipHoro Matpukca kKoctu [3, 7]. OctpoBku
YIJIOTHEHHOW KOCTHOW TKaHW, KOTOpbIE MpPencTaB-
JITIOT CO0Oi TyCTyl0 TpaOeKyJsIpHYlO CeTh I'yOua-
TOTO BEILIECTBA, HA Mepudepun CIUBAIOTCS C KOM-
MaKTHBIM KOPKOBBIM cjioeM [1]. B ocTtpoBkax otcyT-
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CTBYIOT ocTeo0JacThl U ocTeokiacThl [7]. Haubonee
BBIPaXKEHO ITOpakeHMe KOPOTKMX I'y0YaThIX KOCTEi
3aIsICThsl M TIPEAILUTIOCHBI, a TaKXKe 3MU3apHBIX
KOHIIOB JUIMHHBIX TPYyOUYaThIX KOCTE, B MEHBINEH
cTenieHn MeTau3oB, AMadu3bl BCETIa OCTArOTCS
MHTaKTHBIMU [1]. PajaHTy TaibleB KUCTU TTOpa-
xkatorcs B 100% HabmomeHuii, 3ansictbs — B 92,5%,
(bamanHTH MTANTBLIEB cTOTTHI — B 87,2%, TIpeATIIIOCHA —
B 84,6%, tunocHeBbIe KOCTU — B 84,2%, KOCTH Ta3 —
B 74,4%, 6enpo — B 74,4%, nyd — B 66,7%, NOK-
TeBast KOCTb — B 66,7%, xpectelr — B 58,9%, 1ie-
yo — B 28,2%, 6ombiedepioBas Kkoctb — B 20,5%,
MasobepiioBasi — B 12,8% nabmonenuit. [1o3BoHKM
OOBIYHO HE TIOPAXKAIOTCSI, KPOME HYDKHUX TTOSICHAY-
HBIX, KOTOPBIC MOTYT OBITh BOBJEYEHBI B ITPOIIECC
BMeCTe C KOCTSIMU Ta3a. VICKITIOUMTETIBHO pEemKo
CKJIEPOTUYECKIE OCTPOBKM BCTPEUAIOTCSI B KOCTSIX
yeperna u pedpax [1, 4].

N3ameHeHusT ckelleTa TPU  OCTEONOMKWIAM
HE CONPOBOXIAIOTCS OOBEKTUBHBIMM I CyOb-
€KTUBHBIMU KJIMHUYECKUMU TIPOSIBICHUSIMU. 3a-
OosieBaHMe pacTio3HAETCs, KaK W B TIPEICTaBIICH-
HOM KJIMHMYECKOM HaOJIONeHUH, CIIydaifHO, IIpHU
PEHTTEHOJIOTMYECKOM MCCIIEI0OBaHUM, BBITTOHEH-
HOM Mo Kakomy-iub6o moBoay [1]. ITo maHHBIM
R. Bansal et al., y 15-20% manueHTOB MOTYT BO3-
HMKaTh OOJIM M TEPUOIUIECKUE OTEKM CMEXKHBIX
cycTaBoB [7].

PeHtrenomornveckasl KapTuHa OCTEOIOMKU-
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JIUM BecbMa XapakTepHa. B OOJIbILIMHCTBE CllyyaeB
B rybuatoil yactu smu¢u30B U MeTapus3oB KO-
CTeil OIpenmeNsioTCsT TIIOTHBIE KOCTHBIE OCTPOB-
KU OKPYIJION WM OBaJIbHOU (POPMBI AMAMETPOM
2-8 MM, 4ETKO OTIpaHMYEHHBIE OT OKpYXKAIOLIEeil
TKaHu. KojnuyecTBo ajieMeHTOB KosebseTcs: oT 1
g0 1000, Haubosbliiee MX YKMCIO HaOIOAAETCS B
KOCTSIX Ta3a (rmsaTHucrtas popma 3aboneBaHust) |3,
4]. Umenno 3ta ¢opma 3a00jeBaHUS IIPEACTAB-
JIeHa B HallleM HaOmoneHuu. bojee peako o6-
HapyXWBAIOTCSI KOCTHBIC YIDIOTHEHUS IIMPUHON
HECKOJIBKO MUJUIUMETPOB U JyinuHOM 2-10 cm (1o-
JlocyaTas wiM JuHeiHas dopma). KpaiiHe penko
BCTpeUyaeTcsl cMelllaHHas (popma JaHHOTO 3a00J1e-
BaHus. BHellHs1s1 (hopMa KOCTell Bcerma octaeTcst
HopManbHoOil. KT u SAMP-ucciaenoBaHus no3Bo-
JIIOT OOoJIee AeTATbHO CYIUTh O MECTOIIOJIOXKCHUN
U cTpykType ovaroB [3]. B TeueHue ocTeomnoiiku-
JIUA PEHTTEHOJOTUYECKN BBIICISIOT JBE CTaIWM:
TepBast XapaKTepU3yeTcsT TTOSIBICHUEM B SITU(DH-
3aX KOCTell KOHEUHOCTEH OTHENBHBIX TOUYCYHBIX
M JUHEMHBIX O0YaroB OCTEOCKJIepo3a, BTopas —
nx pacrmpocrpaHeHueM [3]. JlaHHbIe O perpecce
CKJIEPOTUYECKUX OYaroB IPOTUBOpPeUMBHL. Ilo
mHeHuo W.I'. Cammxosa c¢ coast. (2008), nx uc-
ye3HoBeHUsa He HaOmomaercs [3]. M. Chigira et
al. (1991) ormegaroT BO3MOXHOCTh UX YMEHBIIIE-
HUS U TaXXe UCYe3HOBEHU [8].

B nmTepaTtype ommcaHBI COYETAaHMSI OCTe-
ONOVKWINKM C PEBMATOMIHBIM apTPUTOM, CHUH-
npomoM lllerpeHa, OMCKOMTHON KpacHOM BOJI-
YaHKOH, aMWJIONI030M, (MOpOMUANTUEH, IIepe-
nomamu Kocrteit [3, 7]. CoderaHue OCTEONONKM-
JIUA C Ye9eBUIIcOOPa3HBIM IUCCEMUHUPOBAHHBIM
JepMaTouOPO30M HOCHUT Ha3BaHHME CHHIPOMA
Buschke-Ollendorff [4].

Jleuenns ocreomnoiikwiin He TpeOyercs [7].
Ilpn Hammumm OoyeBOro cUHApoMa 3(PGhEKTUBHBI
HECTepOUIHbBIC TTPOTUBOBOCTIAJIUTEIILHBIE TIpeTIapa-
Tol [5]. TIporHo3 TeueHust 6oe3HU OIATONPUSITHBIA.
OcTeonoiKMs He BIMSET Ha TIPOIeCC pereHepa-
MM KOCTM M CPOKM cpaiieHusl mnepenomoB [9]. B
pEeIKMX CIydasx B COYETAHWM C OCTCOXOHIPO30M
TTO3BOHOYHMKA MOXKET UMUTHPOBATh CUMITTOMATHKY
KOCTHOM OIyXOJIM W SIBUThCS TPHMUMHON HEOIPaB-
JAHHOTO OTIEPAaTHBHOTO JICUCHUS, a TAKKE CHMYJIH-
poBaTh KOCTHBIE MeTAacTasbl TPH WX OTCYTCTBUM W,
Hao00pOT, MAaCK1poBaTh Mx Haauuue [1, 6, 10].

3akJaroueHue

TakuM 00pa3oM, OCTCONOUMKWINS SIBIISICTCS
peakum 3abosieBaHUEM, B OOJIBIIIMHCTBE CJy4YacB
MpOTEeKAOUUM OECCUMIITOMHO, HE TpeOyIolIuM
JIeYeHUST W He BIWSIOMMM Ha KayeCTBO JKM3HM
namueHTa. Beaymiasi poiab B AMarHOCTUKE OCTe-
OMOVKWINY TIPWHAMJICKNUT PEHTTEHOBCKOMY FC-

cnegoBanuoo. JuddepeHINaNbHYI0 IUarHOCTH-
Ky HeOOXOOMMO TPOBOAMUThL B TMEPBYIO OUYepelb C
0CTEO0IACTUYECKMMH KOCTHBIMM METacTa3aMH.

Knnnuueckuii ciryyaii mpeacrasisieTcs ¢
COrJIACHs MALMEHTKH, OHA COIJIACHA HA TO,
gyr0 uHopmManusa o ee 3a0oeBaHuN OyIeT

NPEICTABIEHA B CHEHHATA3HPOBAHHOM
npoheCCHOHAILHOM JKypHAJIe M CETH WHTEPHET
B HAYYHBIX M 00PA30BATEJBHBIX HEJSX.
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