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Pestome. MHOXeCTBEHHAR 9K30CTO3HaA xoHApoAncnnasns (MIX) npeactasnset co60M 0THOCUTENIbHO PeAKOe HaCNeACTBEHHOE 3ab0ie-
BaHWe, CONPOBOX/AAK0LLEECH 06pa30BaHEM MHOXECTBEHHbIX 0CTEOXOHAPOM. M3X nMeeT ayTOCOMHO-A0MUHAHTHBIA TUM HAacNeJ0BaHNS
1 XapakTepnayeTcs BapnabenbHOi 9KCNPECCUBHOCTBIO, YTO NMPUBOAMUT K 3HAYUTENbHBLIM PA3NNYUAM B KITMHUYECKUX NPOSBNeHNsX. Han-
6onee 4acTo BO3HUKHOBEHME MIX 06yCcnoBneHo MyTaunsamm B reHax ak30cTo3uH-1 (EXT-1) n 3k30CTO3MH-2 (EXT-2), UrpatLinx BaXxHyt
ponb B cUHTE3e renapaHcynbgara (IC), y4acTBytoLiero B perynauun hopMiupoBaHns KOCTHON W XPALLEBOI TKaHel. [ledhekT B CMHTE3e
'C NpUBOAMT K HAPYLUEHMI0 HOPMANIbHOMO POCTA KOCTEN, YTO NPOSABNSAETCA PA3BUTUEM OCTEOXOHAPOM — [A06POKAYECTBEHHBIX KOCTHO-
XPALLEBbIX 06pA30BaAHNIA, BO3HUKAOLLMX NPEUMYLLECTBEHHO B 001aCTN LANHHbIX TPY64ATbIX KOCTEN, 0CO6EHHO B METadM3apHbIX 30HAX.
HecmoTps Ha T0 410 M3X MOXET npoTekaTb 66CCMMNTOMHO, Y NALWEHTOB, CTPaAaWNX 3TUM 3a60neBaHnemM, HabnNOAAeTCa WUPOKUIA
CMEKTP KNMHMYECKMX NPOsBNIeHA. CuMnToMaTiKa BapbnUpyeT 0T NOKaNbHbIX 60MEBbIX OLLYLLEHWUIA, BOSHNKAKOLLMX BCIIEACTBUE AABNEHNS
06pa30BaHMA Ha OKPYXKaloLLne TKaHU, [0 BbIPAXKEHHbBIX KOCTHbIX fehopMaLnii n (PYHKLMOHANbHBIX pacCTPOICTB. edhopmauun ckenera
MOTYT NPUBOANTL K YKOPOYEHUID KOHEYHOCTEI, HAPYLIEHUKD 0CAHKM, OTPAHNYEHNI0 NOJBUXKHOCTYU CYCTABOB U KOMNPECCUN COCYANCTO-
HEPBHbIX CTPYKTYp. OOHMM 13 Hanbonee onNacHbIX 0CNOXHEHNA M3X BNAeTCA 3N10Ka4eCTBEHHAN TpaHCOpMaLUs 0CTEOXOHAPOMbI BO
BTOPUYHYO XOHApocapkomy (1-5% cny4aes). TepaneBTuyeckuii noaxofd npum MIX cknagblBaeTcs U3 AUHAMUYECKOr0 HAbNOAEHUS 1
XUPYPrUYECKOii pe3ekuui B CIyvae HanuyUs nokasaHwii. B nocnenHne rofbl BeAyTCS UCCNEA0BAHMS MO BO3MOXHOMY NMPUMEHEHUIO
TapreTHOM Tepanuu, HanpaBfeHHON Ha KOPPEKUUIO HapyLWeHHOro MeTabonmama renapaHcynbgara, 0HaKO KIMHNYECKOE NMPUMEHEHNE
noA06HbIX METOA0B NOKA OCTAETCH HA CTaAuM n3yydeHus. Lienibio HacTOALLEN CTaTby ABAAETCA 0630p 0OHOBNEHHbIX AaHHbLIX OTHOCUTESTb-
HO 3MUAEMNOJIOTMN, NATOreHe3a, KIIMHNYECKON KapTUHbI, METOLJ0B BU3yann3auni, BapuaHToB Jie4eHmns n nporHosa Max.

Knrouyesble CNoBa: MHOXXECTBEHHAS 9K30CTO3HAA XOHAPOANCNIIA3NS, 0CTEOXOHAPOMA, KOCTHO-XPALLEBOI 3K30CT03, 9K30CTO3NH-1, EXT-1,
9K30CTO3NH-2, EXT-2, renapaHcynbar, KOCTHbIe fepopmanum
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Abstract. Hereditary multiple exostoses (HME) is a relatively rare hereditary disorder characterized by the formation of multiple
osteochondromas. HME has an autosomal dominant inheritance pattern and is characterized by variable expressivity, which leads to
significant differences in clinical manifestations. Most often, HME is caused by mutations in the exostosin-1 (EXT-7) and exostosin-2
(EXT-2) genes, which play an important role in the synthesis of heparan sulfate (HS), which is involved in the regulation of bone
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and cartilage tissue formation. A defect in the synthesis of HS leads to disruption of normal bone growth, which is manifested by the
development of osteochondromas — benign osteochondral formations that occur mainly in the area of long tubular bones, especially in
the metaphyseal zones. Although HME may be asymptomatic, patients with this disease experience a wide range of clinical manifestations.
Symptoms range from localized pain caused by the pressure of the tumor on surrounding tissues to severe bone deformities and
functional disorders. Skeletal deformities may lead to shortening of the limbs, poor posture, limited joint mobility, and compression of
vascular and nerve structures. One of the most dangerous complications of HME is the malignant transformation of osteochondroma into
secondary chondrosarcoma (1-5% cases). The therapeutic approach to HME consists of dynamic observation and surgical resection if
indicated. In recent years, studies have been conducted on the possible use of targeted therapy aimed at correcting impaired heparan
sulfate metabolism, but the clinical application of such methods is still at the study stage. The aim of this article is to review updated data
regarding the epidemiology, pathogenesis, clinical presentation, imaging modalities, treatment options, and prognosis of HME.

Keywords: hereditary multiple exostoses, osteochondroma, osteochondral exostosis, exostosin-1, EXT-1, exostosin-2 EXT-2,

heparansulfate, bone deformities

BBEJEHUE

Hacnencrennble 3a001eBaHs CKeJETa MPEICTABIISIOT
co0Ol1 TpymIly TeHETHYECKH NETEPMMHMPOBAHHbBIX IaTO-
JIOTWH, XapaKTepU3yIOMMXCs HapyIIEHHAMH B CTPYKType
1 (YHKIMH KOCTHO-CYCTaBHOIO armapara. JTH 3a00JeBa-
HUSI MOTYT TPOSIBIATBCS aHOMAIMAMH POCTa U Pa3BUTHS
KOCTEH M CycTaBOB, Ae(EKTaMH COCAMHUTEIILHON TKaHH,
pa3MIHBIMU (YHKITMOHATBHBIMHI paccTpoiicTBaMu. [Ipo-
rpecc B 00JNACTH MOJEKYSIPHOW TEHETHKU W OHOJIOTHH
TKaHe} 3HaYNUTENbHO PaCIIUPUIT 3HAHUS O MOJIEKYJISIPHBIX
MEXaHU3MaXx, JISKAIMX B OCHOBE 3TUX MaTOJIOTHH.

[laroreHe3 HacnenCTBEHHBIX 3a00J€BaHUI CKeleTa
4acTO CBA3aH C MyTallMsIMH B I€HaX, KOTOPbIE OTBEYa-
10T 32 ()OPMHUPOBAHUE M PEMOJICTUPOBAHUE KOCTHON
TKaHH, 4YTO IPUBOJUT K pa3HOOOPA3HBIM KIMHUYECKUM
nposiBiieHusIM. HacnencTBeHHbIe 3a0051€BaHus CKeleTa
MOTYT NepefaBaTbcs MO Pa3INYHBIM THIIAM HACIENO-
BaHUs, BKIIOYasi ayTOCOMHO-IOMHHAHTHBIH, ayTOCOM-
HO-PELIECCUBHBIN U CLIETUIEHHBIN C MOJIOM.

HacnenctBennbie 3a00eBaHus CKeJleTa MOTYT Bapb-
MpOBaTh OT JIETKHX, KIMHUYECKH HE3HAYUTEIbHBIX
AHOMAJIHMH, A0 TSKENBIX HapyILICHWH, TMPUBOMAIINX K
BBIPAKEHHBIM BU3YaJIbHBIM Je(heKTaM W YXYAIICHHUIO
Ka4yecTBa JKU3HU MallMeHTOB.

Knaccunduxauus, npeanoxennas H.C. Kocunckoii B
1960-x romax, BKIIFOYaeT HECKOIBKO TPyI 3aboieBa-
HUH B 3aBUCHMOCTH OT OCHOBHOTO ITaTOT€HETUYECKOTO
MeXaHu3Ma.

1. HecoBepieHHBI XOHIPOTEHE3, XapaKTEePU3yIO-
LIUICST MPEUMYIIECTBEHHO KOJIMYECTBEHHBIMH Hapy-
HIEHUSIMU B CTPYKTYpE KOCTHO-CYCTaBHOTO ammapara.

2. HecoBepIlieHHBI OCTEOTCHE3, XapaKTepHU3YIO-
LIUICS KOMIUIEKCHBIMHA HapyIIEHHUSMHU B HECKOJIBKUX
(YHKLIMOHAIBHBIX CHCTEMAaX.

3. HecoBepiieHHOE pa3BUTHE KOMILIEKCOB aIapa-
TOB M€30AE€pMaJIbHOTO TPOUCXOKICHHSI, TIPOSIBIIIOIIE-
ecsl CTPYKTYPHBIMU 1e(peKTaMu OTJENbHBIX JJIEMEHTOB
KOCTHO-CYCTaBHOTO arrapara Uil UX KOMILJIEKCOB [2].

B nanno# cTarbe oco0oe BHUMaHKE yAEsIeTCs He-
COBEPUIEHHOMY XOHAPOT€HE3Y, B YaCTHOCTH MHOXKECT-

BEHHOU 9K30CTO3HOHN XoHApoauciuiazun (MOX), Tak-
K€ M3BECTHOM KaK HacJeICTBCHHbIC MHOXXECTBEHHBIC
9K30CTO3bI, U CEMEHHOMY OCTEOXOHPOMATO3y — Ha-
CIIEICTBEHHOMY 3a00JIEBaHHUIO, XapaKTePHU3YIOLIEMYCs
0o0pa3oBaHMEM MHO)KECTBEHHBIX XPSIIEBBIX 3K30CTO-
30B (OCTCOXOHAPOM)! B 30HaX poCTa KOCTEH.
OcTeoxoHApoMa, TaKKe B HEKOTOPBIX YCTapeBLIMX
MCTOYHHKAX HM3BECTHAs KaK KOCTHO-XPAIIEBON HK30-
CTO03, MPEACTABIIET COOOH TOOPOKAYECTBEHHOE K30-
¢duTHOE OOpazoBaHME, JOKATHM3YIOIIEeCs Ha MOBEPX-
HOCTH KOCTH M COCTOSII€e U3 KOCTHOTO OCHOBAaHWUS,
SIBJISIFOILIETOCS TPOIOJIKEHUEM «MaTEPUHCKOM KOCTHY,
C XpSILIEBOM MOKPBIIIKOW, Ha OO KOTOPOU MPHUXO-
mutcs 20-50% moOpokadecTBEHHBIX OMyXOJIei KOCTeH
u 9% Bcex omyxonei kocrel [3, 9, 13, 23, 29].
OcTeoxoHpoMa MOXKET MMETh IIMPOKOE OCHOBa-
HUE, B TaKOM Cllydae OHa MUMEHYETCS CUISYel, WU
HOXXKY — HOXKOBas. Clienyer OTMETHTh, 9TO OCTEO-
XOJIPOMBI Ha HOXKE BCET/[a HAIIPABJICHBI B POTHBOIIO-
JIOHYIO CTOPOHY OT IJIACTHHBI POCTa U CyCTaBa.
OCTEOXOHAPOMBI ~ XapaKTEPHU3YIOTCSI  BO3HUKHO-
BEHHEM U POCTOM B JIETCKOM BO3pacTe, 10 3aKPBITHS
IJJACTHH POCTA, MpeKpalas CBoe pa3BUTHE MOCIE JI0-
CTHIKEHUS CKeJIeTHOH 3pernocTh [4, 8, 31].
OcTeoxoHIpoMa MOXKET MPOSIBIATHCS KaK B COTUTAP-
HOH, TaKk ¥ BO MHO)KecTBeHHOU hopme (15% marnueHToB)
[8], koTOpas pa3BUBAETCSA B KOHTEKCTE MHOKECTBEHHOM
9K30CTO3HOHN XOoHIpoauciniazuu (MOX), — peakoro re-
HETUYECKOTro 3a00JIeBaHus, HACIEyeMOro 10 ayTOCOM-
HO-loMHHaHTHOMY Tuny [13]. B aureparype MOX Tak-
JKe YIIOMUHAETCSl KaK MHOXKECTBEHHBIC HACIIC/ICTBEHHBIC

" OCTEOXOH/IPOMBI  paHee Ha3bIBAIKMCh 3K30CTO3aMH, OJHA-
KO TepPMHH «IK30CTO3», COIIACHO OOHOBJICHHOW TEPMUHOJIOTHH,
npuHATOH BcemupHoil opranuzamueii 3apaBooxpanenus (BO3),
OoIIbIlIe HE UCIIOIB3YETCsI, MMOCKOIBKY TEPMHH «OCTEOXOHIPOMAY
yKa3bIBaeT Ha MCTUHHOE CTPOEHHE 00pa30BaHHHU, BKJIIOUAIONIUX
B ce0s M XPSIIeBOH KOMIIOHEHT, a HE TOJBKO KOCTh. OfHAaKO Tep-
MUHBI «HACJICCTBEHHbIC MHOKECTBEHHBIC IK30CTO3bD) U «MHOMKE-
CTBEHHBIC HACJICACTBCHHBIC DK30CTO3bD» MO-IPEKHEMY 4acTO HC-
[I0JIB3YIOTCS B JINTEpaType B KadecTBe onucanus MOX.
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OCTEOXOHJIPOMBI, MHO)KECTBEHHBIE HACIIEICTBEHHBIE HK-
30CTO3bl U MHO)KECTBEHHBIE XPSIIEBbIC 3K30CTO3bI [ 10].
3aboeBaHNEe MOXKET IMPOTEKATh O€CCUMITTOMHO, Ya-
CTO BBISABIISIACH CIYYailHO TPU PEHTI€HOJOTHYECKOM
o0crenoBaHum, TUOO MPOSBIATHCS SPKON KIMHHYECKOM
KapTUHOH, 0COOCHHO y MALMEHTOB C CEMEHHBIM aHaM-
He3oM. [Ipu MBX 0CcTeoXOHAPOMBI YaCTO UMEIOT MpH-
YyIUIHBYIO (OPMY, a TaKKe€ MOTYT CTaTh YPE3BBHIYAHO
Oonpmmu. M30bITOUHOE pa3pacTaHne KOCTHO-XPSIIe-
BBIX 00pa30BaHMii IPUBOAUT K JIe(OpPMALHSIM KOCTEH U
CYCTaBOB, XpPOHHYECKOMY OOJICBOMY CHHIPOMY, a TakK-
K€ C/IaBJICHUIO COCYIMCTO-HEPBHBIX CTPYKTYp. OqHIM
W3 CEepPbEe3HBIX OCIOKHEHUH OCTEOXOHIPOM SIBISETCS
3JI0KaYeCTBeHHas TpaHchopmarus [13, 22].

ANUAEMUONOrua

MHOXECTBEHHAs] DK30CTO3HAS XOHAPOTUCILIA3HUS
BCTpPEYAETCSI OTHOCUTENIBHO PEAKO, €€ PacIpoCTpaHeH-
HOCTh oniennBaeTcsa B 1 Ha 50 000 uenoBek, a 3a0oeBa-
€MOCTh CPEIH 3amaJHoN monyasuuu coctasisier 1,5%
B TOfl, IMesI TIPeOOIaTaHIe CPEAN MYKINH €BPOTICOU -
HOM pachl (COOTHOIIEHHE MYKYMH U skeHIH 3:1) [8,
20, 22, 26]. OnHako 3TH 3HAYCHHUSI, BEPOSTHO, 3aHUKE-
HBI, TIOCKOJIbKY y TIAIIHEHTOB C OSCCUMIITOMHBEIM Teue-
HueM 3aboneBannss MOX 4acTo He TUATHOCTHPYIOTCA.

MD3X o00br9HO BBRIIBISIETCS 10 12 ner. Cpemuuit
BO3pacT TOCTAHOBKHM JUArHo3a COCTaBISIET 3 Troja.
ITarmenTts! ¢ MOX UMEIOT MOJIOKUTEILHBINA CEMENHBIN
aHaMHe3 pUMepHO B 65% ciyuaes [21].

ConuTapHble OCTEOXOHAPOMBI BCTPEYAIOTCS MPU-
MEpHO B MIeCTh pa3 damie, yeM MOX. OOBIYHO OHH
BBISBIIIOTCSL B T€UeHHE MepBbIX 40 JeT KU3HU, Mpu-
yeM 75% Takux mopaXXeHU BO3ZHUKAIOT B BO3pPACTE 10
20 net [1, 16, 20].

ATUONOrnA N rEHETUKA

MHoXecTBEHHAsT 3K30CTO3HAsl XOHAPOAMCILIA3US
CBSI3aHA C MYTalMSIMH B TeHaX dK30CTo3uH-1 (EXT-1)
1 DK30CTO3WH-2 (EXT-2), pacmonoXeHHBIX HA XPOMO-
come 8q24.11-q24.13 u na xpomocome 11pl11-12 co-
oTrBeTcTBeHHO. CBsi3b renHa EXT-3 ma xpomocome 19
[OCTaBIIEHA MOl COMHEHME. Y nmanueHToB ¢ MOX npu-
CYTCTBYIOT MHOXXECTBO MYTalllii B ATHX TeHaX, BKIFO-
Yasi MHCCEHC-MYyTallH, MyTAallMd CO CIIBUTOM pPaMKH
CUMTHIBAHMS M MyTaIlUu caita cruiaiicunra [20, 29].

Tonbko y 30% manueHToB OTMEUAeTCsl CIIOHTAaH-
HOCTh TEHETHYECKOH MyTalliu, TOTJa KaK OCTaBIIHECS
70% wumeroT cemeiHbrii aHamHe3 [21]. Otmewaercs,
YTO y ManWMeHTOB ¢ MyTamusmMu EXT-/ 3aboneBaHmue
MPOTEKAET TsHKEJIee BBUIY Pa3BUTHS OONBIIETO KOJH-
YECTBAa OCTCOXOHAPOM U MOBBIIICHHON CKIOHHOCTU K
oHKoTpaHchopmanmu [12].

CewmeiictBo EXT xomupytoT ¢hepMeHTBI ITTHUKO3MII-
TpaHcdepasbl, KOTOpble HEOOXOAMMBI IJIsi CHHTE3a
renapancynbdara (I'C), — mommcaxapuma, KOTOPBIMA
CBSI3BIBAETCS C OEMKaMu JJIs MPOM3BOJCTBA TrelapaH-
cynsarnporeornmukanos (['CIIT"). ['CII" BxonsT B co-
CTaB KJICTOYHBIX MEMOpaH 1 BHEKJICTOYHOTO MaTpUKCa
Y B3aMMOJICUCTBYIOT ¢ OeJIKaMH KOCTHOW TKaHH, yda-
CTBYSI B peTyIsanuu (POPMHUPOBAHUS KOCTSH U XPSTICH.

I'enetnueckne MyTanuu 0OYyCIOBIMBAIOT CTPYK-
TYpHBIE U3MEHEHUSI B KOAMPYEMBIX O€NKax, 4To MpH-
BOJUT K HApYyLICHHUIO B3aMMOJCHCTBUN M CHUKEHHIO
(hepMEHTATUBHON aKTHBHOCTH C 0OpazoBaHUEM Jie-
tdhextHOro I'C MO0 3HAYUTENTHHOTO €r0 HEeIOCTaTKa.
Takum oOpasom, HapymeHune cuHTeza ['C sBusercs
NpUYMHON 00pa3oBaHUsl O0CTEOXOHAPOM. boree Toro,
OBLJIO JTOKa3aHO, YTO TSKECTh 3a00JeBaHUS OOpaTHO
nponoprroHaibHa yposHio ['C [24, 29].

NOKANU3ALUA

Haubonee yacTo 0cTeOXOHAPOMBI TTOPAKAIOT KOHEU-
HOCTH, TIPEAMTOYTUTEIHFHO BEIOMpAst JITHHHBIE TPyOJaThie
koctu. Oxono 30% OCTEOXOHIPOM PACIONIOKEHBI B JTU-
CTAJILHOM OTJelie OenpeHHoi koctu, 15-20% orBoaur-
Csl IPOKCHMAJILHOMY OTJIeNTy O0bIIeOepioBOl KOCTH H
10-20% 1uteueBoii KOCTH, 332 KOTOPBIMU CIETYIOT CTOIIBI
u pyku — 10% [11, 29]. OcreoxoHapomMbl 0OBIMHO pac-
MIOJIOXKEHBI B MeTa(HU3apHOM OTJIeNie KOCTH M PacTyT B
MPOTHBOIOJIOKHOM OT CyCTaBOB HAIPaBICHHH.

[Inockue xocTH, Takue Kak Jionarka, pedpa, KOCTH
Ta3a, MopaxkaroTcsi MeHee 4eM B 5% ciydaes [23].
OpuHOYHBIE OCTEOXOHIPOMBI PEJIKO PACIIONATaoTCs B
MO3BOHKAX, Torna kak y 68% mamuentoB ¢ MOX Ha-
OJIIO/Iat0TCS CIIMHANIBHBIC 0CTEOXOHAPOMBI [16]. Xots
MOXET OBITh TIOpakeHa Jt00asi 4acTh IMO3BOHOYHHKA,
meiHsIit oTen nopaxkaercs B 50% ciyvaes, ocoOeH-
HO 1mo3BoHOK C;.. BTopoe mo gacrore mecto mopaxe-
HUSI — TPYAHOH OTIeN TO3BOHOYHHKA, 0COOCHHO TO-
3B0HOK Thy,, [23].

KNMUHUYECKAA KAPTUHA

CumnToMatnka MDOX 3aBHCUT OT JIOKAJIHM3allUH,
pa3mepa U B3aUMOJACUCTBHS C OKPY)KAIOIIMMU TKaHS-
MHU. BuzyaibHO U NabIaTOPHO OCTEOXOHAPOMA TIPE/I-
CTaBIIICTCS KaK BBIMYKIIOE, INIOTHOE, 6€300Ie3HCHHOE
U HEeNOABWXHOE oOpa3oBanue [22].

OCHOBHBIE CUMIITOMBI:

* MexaHndeckoe BO3JICHCTBUE HA COCYIUCTO-HEPB-
HbI€ IIyYKH IPUBOJUT K BBIPAKCHHOM 0O0JIH, OHE-
MCHHUIO, ITOKAJIBIBAHUIO B KOHCYHOCTAX, H3MCHC-
HHUIO xapaKTepa Hy.]'ILCEl B JOUCTAJIBHBIX OTACIax
MMOPAKEHHOW KOHEYHOCTHU, HAPYIICHUIO TIEPPY3HH.
B TsbKenbIx ciaydasx TakKe BO3MOXKHBI TaKUE CO-
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CY/IUCTBIE OCJIOXHCHUS, KaK apTepUabHbIA U Be-
HO3HBII TPOMOO03bI, 00pa30BaHNE aHEBPU3MBI WIIH
TceBI0aHeBpU3MEIL. Yarte Bcero mopakaroTcs moJ-
KOJIEHHAs apTepusi, oOuuii MaaoOepIoBBIii HEPB U
3aHui OonbieOepioBblid HepB [14, 15, 27].

* B HEKOTOpBIX CIIy4asX OCTEOXOHJPOMBI MOTYT
pacronararbcsi MO, CYXOKUJUSAMU, BBI3bIBasi 0OJb
BO BPEMS COOTBETCTBYIOIINX IBIOKEeHMH [20].

* Jlepopmanmu KOHEUHOCTEH, TAKHE KaK UCKPUBIIE-
HUS WM YKOPOYEHUE CerMeHTOB. MoryT HalIIt0-
JaThCS BaJIbI'YCHBIE JehopManuu, Takue Kak coxa
valga, genu valgum W nmonmphKedHass BalbrycHas
nedopmanusa. pyrue mnposiBIeHHUS — HEPaBHO-
MepHasi JUIMHAa KOHEYHOCTEH, aHOMalludh Jyde-
3aMsICTHOH ¥ JIOKTEBOW JICBHALIMHM, YKOPOUCHHE
MSACTHBIX, TUTFOCHEBBIX WM (DAaHTOBBIX KOCTEH,
JIUCIIIA3UsST BEPTIY)KHOW BIQJWHBI, BBIBUX WIIH
MTOABBIBUX Oenpa, HaIKOJICHHHUKA WIJIM TapaHHOU
kocTH [29]. MDX MOXKeT MPUBECTU K HETPOIOp-
LUOHAIILHOW HHU3KOPOCIIOCTH, YTO 00YyCIIOBIJIMBa-
€TCSd HE TOJIbKO 3aTparuBaHUEM KOCTHO-XpsiIiie-
BBIM 00pa30oBaHHEM 30H POCTa, HO U CHCTEMHBIM
BJIMSIHUEM TI'€HETHYECKOIro JepeKkra Ha CKOPOCTh
WX 3aKpbITUA (HampuMep, y MOAPOCTKOB, 0COOEH-
HO MaJBbYUKOB, HaOIojaeTcs Ooyiee paHHee 3a-
KpBITHE TUIACTHH POCTA).

* CpamieHue MATKUX TKaHeH ¢ (opMUpOBaHUEM
Oypcuros [22].

* OcreoxoHapoMa IMO3BOHOYHHUKA MOXKET BBI3BATh
KU(O3 WIH CIIOHWIOIHUCTE3.

* AcuMMmeTpus Jula U TUCHYHKIUS KeBaTeIbHBIX
MBIIII] B CIIy4ae PacHojOKEHUS OCTECOXOHIIPOM B
00JIaCTH TOJIOBBI U IIEHHOTO OT/eNa MO3BOHOYHUKA.

* Penkue ocioXHEHHs MpH MOPHXCHUHM pedep, Takue
KaK ITHEBMOTOPAKC M TEMOTOPAKC M3-32 MOBPEKICHUS
MeKpeOepHOM apTepry WiH pa3pbiBa quadparMsel [29].

* B penkux cinyyasx pactyuiee 00pa3oBaHUE MOXKET
BBI3BaTh AWC(HArvio, KHIICYHYI0 HEMPOXOAUMOCTh
WM 00CTPYKLHNIO MOYEBBIBOAALINX TyTeH [20].

* 3nokauecTBeHHAs TpaHC(OpMaIIHs.

HenmaBuo Oplta pazpaboTaHa KIMHUYECKAsS CHCTE-
Ma kinaccudukanuu MDOX, omybOimkoBaHHas Istituto
Ortopedico Rizzoli (IOR) (ta6n. 1). B aroit cucreme
knaccuukanun MOX menuTcs Ha TpU Kiacca B 3a-
BACHMOCTH OT KOJIMYECTBA TOPaKEHHBIX CETMEHTOB
KOCTeH M Hanmmaus AchopManuii CkejaeTa W/ mid QyHK-
[IHOHATBHBIX OrpannueHuii [33].

3NOKAYECTBEHHASA TPAHC®OPMALIUA

CaMbIM OMacHBIM OCJIO)KHEHHEM OCTEOXOHIPOM
SIBJISIETCSI 3JI0KQYECTBEHHAs! TpaHC(OpMaIHs, KOTOpast
OOBIYHO MPOMCXOAUT B XPALIEBOW MOKPBIIKE M IPHU-
BOJIUT K PA3BUTUI0 BTOPUYHOU XOHApocapkombl [11].
Ilo oneHkaM CHEenMaIMCcTOB, 3JI0KAaYECTBEHHAS TPAHC-
(dhopmarms npoucxonuT npumMepHo B 1% ciyyaeB oau-
HOYHBIX ocTeoxoHapoM U 10% ciyuaeB MOX. Taxue
3JI0Ka4€CTBEHHBIE OITYyXO0JIH, KaK 0CTEOCapKoMa, KpaiiHe
PEIKO MOTYT OCIOKHATh OCTEOXOHApoMY [8, 18, 29].

OOBIYHBIMH MecTaMu (OPMHPOBAHUS BTOPHYHOMN
XOHJPOCAPKOMBI SABISAIOTCA TPOKCHUMAIBHBIA OTIET
OCIPeHHON KOCTH, TPOKCUMAJIBHBIN OTHCIN TUICYCBOM
KOCTH, JIONIaTKa M Ta3. BOJBIIMHCTBO 3TUX OIyXoJei
HMMEIOT HU3KYIO WM CPENHIOK0 CTETIEHb 3JI0KaYyeCTBEH-
HOCTH, XapaKTePHU3ysICh MEJIJICHHBIM POCTOM H PEIKHM
MeTtactaszupoBaHuem [19].

Tabnuya 1
Kinnuyeckast kjaccupukanust MHOKeCTBeHHOM 3K30¢T03HOI XoHapoaucniaazuu (IOR)
Table 1
Clinical Classification of Multiple Exostotic Chondrodysplasia (IOR)
o Kuacc /
Kpurepun / Criteria Tonknacce / Subclass
Class
1. OtcyTcTBre nedopmanuii 1 GyHKIHOHATBHBIX 1 1A <5 y4acTKOB ¢ OCTEOXOHJAPOMaMH /
OorpaHMYCHHUH / <5 sites with osteochondromas
Absence of deformations and functional limitations
1B >5 y4acTKOB ¢ OCTEOXOHAPOMAMH /
>5 sites with osteochondromas
2. ledopmanuu B OTCYTCTBHE (DYHKIHOHATBHBIX II ITA <5 y4acTkoB ¢ geopManusimMu /
OTrpaHUYCHUH / <5 sites with deformation
Deformations in the absence of functional
limitati 1B >5 y4acTkoB ¢ redopmanusmu /
tmuations >5 sites with deformation
3. Nedopmanuu 1 GyHKIIMOHATBHBIC OTPAHUYCHUS / 111 IIIA 1 y4acTok ¢ GyHKIIHOHATBHBIME OTPAHUYCHUIMH /
Deformations and functional limitations 1 site with functional limitation
111B >] ydacTka ¢ QyHKIMOHAIBHBIMU OIPAaHNYECHHUSIMU /
>1 site with functional limitation
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K «TpeBoKHBIMY MpH3HAKAM OTHOCATCS POCT 00pa-
30BaHMs WJIA BHOBB ITOSBUBIIAsCS OOJIb ITOCJIE TOCTH-
JKEHHUS CKEJICTHOH 3pPEeNIOCTH, YBEIMYCHHE TOJITHHBI
XPSIIIIEBON TOKPHITIKH, SPO3UPOBAHHOCTD WIIH JOTIBYa-
TOCTh Kpasl, pacCesTHHbIC KaJIbIIU(PUKAIIMHA B XPAIICBON
MOKPBIIIKE, (OPMUPOBAHUE OCTCOIUTUYCCKUX OYaroB
B OocTeoxoHIpoMe [5, 22, 31].

Opnako HamboJee HAIEKHBIM METOIOM ITOITBEP-
JKICHUS OHKOJIOTHYECKOTO TICPEPOXKICHUS SIBISCT-
csl MarHUTHO-pe3oHaHcHass Tomorpadus (MPT), mpu
MOMOILA KOTOPOH MOXKHO OIpPEACIUTh TONIIHUHY XPsi-
IIeBOW TMOKPBIMIKU: Oomee 3 cM y jgeredl wim 2 cMm
Y B3pOCHBIX SIBISICTCS TPU3HAKOM 3JI0KAUYeCTBCH-
HoOW TpaHchopmaumu [22]. OTMmedaercsi Takxke, 4TO
XOHJpOCcapKoMa JAEMOHCTPUPYET CENTalbHOE YCHUIe-
Hue Ha koHTpacTHOM MPT, Torna xak ocreoxonapoma
JEMOHCTPHUPYET TOJBKO Nepudepudeckoe ycuieHue
[17, 23]. Tounas Bepu¢uKanus AUATHO3a OCYIIECTB-
JIETCS ITyTEM TUCTOJIOTHYECKOTO HCCIICTOBAHUS.

ONATHOCTUKA

JlmarHocTuka OCTEOXOHJPOMBI OCHOBBIBAC€TCS Ha
KOMIUIEKCHOM TPUMEHEHUH Pa3INYHBbIX METOJO0B BH-
3yalu3aly, KOTOpPbIE MO3BOJIIOT TOYHO OIPENETUThH
XapakTep 00pa30BaHUs, €ro pa3Mepbl, PacloIOKCHHE
U B3aUMOJEWUCTBHE C COCENHUMH AHATOMHYECKUMH
CTPYKTypamH.

OObIYHO ISl YCTaHOBJEHUSl JMarHo3a JocTa-
TOYHO KJIACCHYECKOH peHTreHorpaduu, ogHako AJis
OLICHKM XpSIIEBON IMOKPBIMIKHA, a TAKXKE B CIydae
PaCIIONIOXKEHUS OCTEOXOHJPOMBI B CIIOKHBIX aHATO-
MUYECKHX OOJACTSAX HCIHOIB3YIOTCS KOMIBIOTEpHAs
tomorpadus (KT), MPT u ynerpasBykoBO€ Hccieno-
Banwue (Y3UN).

JnarHo3 MHOXXECTBEHHOM OCTEOXOHIPOMBI OCHO-
BBIBAETCS HA COYETAHWHM JIByX WU OoJiee peHTIeHOJIO-
TUYECKH TOKYMEHTHPOBAHHBIX OCTEOXOHIPOM, IIPOUC-
XOISIIIMX U3 IOKCTa-MeTadu3apHOil 00JIaCTH ATMHHBIX
TpyO4aThlX KOCTEH, C IOJOXKHUTEIbHBIM CEMEHHBIM
aHaMHe30M i 0e3 Hero [17].

KitoueBbIMH  pEHTI€HONIOTHYECKUMU TPU3HAKAMHU
OCTEOXOHJIPOMBI SABJISIIOTCA HENPEPHIBHOCTH KOPTH-
KaJIbHOTO CIIOSl U Iy04aToro BeIIecTBa MEKIY 00pa3o-
BaHUEM M «MATE€PHHCKOID» KOCTBIO, a TaKKe HAINYHE
XPSIIIEBOM MOKPHITIKH [6, 9, 25].

Pentrenorpagusa ocraercs OCHOBHBIM U Hanbo-
jee JOCTYNHBIM METOAOM JIMarHOCTHUKH OCTEOXOH-
npombl. OOpa3oBaHue 0OBIYHO BapbUPYET B pa3Mepe
1 COCTOUT U3 KOPKOBOTO CJIOS U I'y04aToro BeLecTBa,
KOTOpBIE HAXOIATCS B HEMPEPHIBHOCTH C MOMJIEXKa-
el KocThro. IIpu peHTreHOIOrnYecKoM HCClle0Ba-
HUW MOXHO BBISIBUTB CJIEYIOIINE XapaKTepHbIE MpH-
3HaKH:

* IUIAaBHBIH IEpexoJ] KOHTYpOB OCTEOXOHAPOMBI B
KOHTYPBl «MaTE€pPUHCKOW» KOCTH, KOHTYPBI MOTYT
OBITh YETKUMHU WJIM HECKOJIBKO Pa3MbITHIMHU;

¢ TMPUKPEIJICHUE K KOCTH B BUJC HIMPOKOTO OCHOBA-
HUsl («CUAs4ash» OCTEOXOHJIpOMA) MJIM 4epe3 y3-
KYIO HOXKKY (HOXKKOBasi OCTCOXOHJIpOMa); B ClIydae
HOXXKOBUIHOH OCTEOXOHAPOMBI MOKHO HaOJIIOAATh
YTOJILICHUE TOJUIeKaIleld KOCTH B 00NacTu Hmpu-
KperuieHus: oopazoBanus [20];

* XpslIeBas MOKPHIIIKa 0CTEOXOHIPOMBI Ha KJIacCH-
YECKUX PEHTICHOTPaMMax OOBIYHO HEpa3InduMa,
IIOCKOJIbKY €€ MJIOTHOCTb aHaJOTHYHA MJIOTHOCTU
OKPY’KaIOLIMX MATKUX TKaHEH; OIHAKO BO3MOXKHA
BU3yaJM3allisl y4aCTKOB KaJblU(DHUKAIIMK XPsIie-
BOH TKaHM B BHUJAE Yl WIHM KOJEl; 4pe3MepHas
KaJbU(PHUKALHS «XJIOMbEBUIHOTO» THIIA TO3BOJIS-
€T 3al0A03PUTh OHKOTpaHCchopMaIuio;

* BH3yaJHM3alus «TPEBOXKHBIX» MPU3HAKOB, TaKHX
KaK HapylleHHe KOHTYPOB KOPTHKAJIbHOTO CJIOA,
OCTEOJUTHUYECKNE OYaru, 30Hbl 3pO3UHU U JECTPYK-
LUH.

KomnbiorepHass Tomorpadus [0MOJHIET Kiac-
CHYECKYIO PEHTTeHOTpaQuio W TMO3BOJSET TOIy4aTh
Oosee MoapoOHBIE M300pa)KEHUS! KOCTHBIX CTPYKTYP
Onaronapsi BRICOKOH paspelniaroineil CiocoOHoCTH. AK-
CHaJIbHbIE TOMOTpaduueckue cpesbl 0o0IerdarT HH-
TEPIIPETALUI0 TOPAXKCHNUH, PACIIONOKECHHBIX B CIIOX-
HBIX aHATOMHWYCCKHX JIOKAJIN3aluAaAX, TAKUX KaK ITO3BO-
HOYHMUK, JIONaTKka 1 Tas.

Oco6ennoctu KT npu octeoxoHapoMax BKIIOYAIOT:
*  BBICOKYIO J€TaM3alUI0 KOCTHbIX cTpyKTyp — KT

IT03BOJISIET TOYHO BBISIBUTH MEJIBUAUIITNE aHATOMHU-

YecKue 0COOCHHOCTH OMYXOJIH, BKITIOUas ee pa3Me-

pBL, GopMYy, a TaKKe pacHoiIOKEeHUE B OTHOLICHUH

JOPYTUX CTPYKTYP, TAKUX KaK HEPBbI U COCYIBI;

* BO3MOXHOCTb PAHHETO BBISBICHUS IPU3HAKOB
arpecCUBHOTO POCTa OIMyXOJIH;

e TpexMepHylo pexkoHcTpykuuio — KT mo3Bosser
co37aBaTh TPEXMEPHBIE MOJIETH, KOTOPbIE TOMOTa-
10T B IJIJAHUPOBAHUU XUPYPIUUECKOIO BMEIIATEIIb-
CTBa U MO3BOJIAIOT TOUYHO OLIEHUTh IPOCTPAHCTBEH-
HOE pacrojiokeHne oOpa30BaHUS OTHOCHUTEIHHO
JpYruX aHaTOMHYECKHX CTPYKTYP.
MarauTHo-pe3oHaHCHasi ToMorpagus sBIseTCS

BBICOKOMH(OPMATUBHBIM METOIOM AJISI BU3YyaJIn3alul

TOYHOH MOpP(OJIOTUU OCTEOXOHIPOMBI U BCEX paHee

OIMCAHHBIX OCJIOKHEHHI, 0COOCHHO B ClTydasiX, Korjaa

HEOOXOIMMO OLIEHUTH COCTOSIHUE OKPYKAIOIIUX MST-

KUX TKaHEH U XPSIIEBON MOKPBIIIKH.

MPT npenocTaBisieT cleqyOUINE BaXKHbIE TAHHbIE:
* Omenky xpsmeBoid Tkanm — MPT mo3Bomser

TOYHO M3MEPUTh TONIIUHY XPSIIEBOW ITOKPBILI-

K Ha TIOBEPXHOCTH OCTEOXOHAPOMBI. Xpslie-

Bas IOKpPBIIIKA MMEET HU3KUU/CpEeAHMM CHUrHaj

< BU3YANN3ALMA B MEAULIHE
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Ha T1-B3BELICHHBIX H300Pa’KEHUSX W BBICOKUH

curHad Ha T2-B3BENICHHBIX M300paKEHUAX H3-32

BBICOKOTO conepxanus Boabl [11]. Tommuaa xpsi-

eBOM MOKPHIIIKHU Oosee 3 cM y nereit uian 2 cm

y B3pOCIBIX yKa3blBaeT Ha Pa3BUTHE BTOPUYHON

xoHApocapkoMsl [18, 22]. Jpyrue ocobeHHOCTH

BHU3yaJIM3allMH BKIIOUAIOT B Ce0sI JIeKAIIHIA BEIIIE

00pa3oBaHUg TOHKHUHU 00OIOK HH3KOTO CHUTHAJa,

MPEeACTABIAIOMNI cOO0N HAaIXPAUIHUIYY, U TIEPH-

(depuueckoe ycuiieHHE TIOC]ie BBEIEHUS Tal0iu-

Hus [6, 11, 23].
¢ Ouenky npuieraroomux cTpykryp — MPT nomo-

raeT BBIIBHTH CTENEHb KOMIIPECCHH COCYAHMCTO-

HEPBHBIX IYYKOB U JAPYTHUX BAXKHBIX aHATOMHUYE-

CKUX CTPYKTYP, TAKUX KaK CIUHHON MO3T, MBILIIIBI

U CyXOXHIIHSI, YTO MOXKET OBITh BaKHO TIPH IIJIaHU-

POBaHUM XHPYPTrHIECKOTO BMEIIATEIbCTBA.

YabTpa3ByKoBoe Ucce0BaAHUE HCTIONb3YETCS [T
BU3YyAIN3allMH XPALIEBOW TOKPBIIIKKA OCTEOXOHAPOMBI
U OLEHKHA COCTOSIHUSI OKPYKarOIIMX MSATKUX TKaHEH.
DTOT METOJ] IMEET CIIeTYFOIINE MPEUMYIIEeCTBA!

* ONpEACIICHUE XPSAIMIECBON MOKPBIIIKH — TIpu Y3U
XpsIeBast MOKPHIIIKA OCTCOXOHPOMBI OYy/IET OTO-
OpakaThCsl KaK THUIIO3XOTCHHAas 00JaCTh, OTPaHHM-
YEeHHas TUIIEPIXOTCHHON KOCTBIO CHU3Y U MATKUMH
TKaHSIMH WA JKUPOBOH KIIETYATKOHN CBEPXY;

* ¢ momombio Y3M MOXHO 00HAPYKHUTH COCYIUCTHIC
OCIIOKHEHHSI, TaKWEe KaK apTepUAIbHBIA U BEHO3-
HBI TPOMOO3BI, aHEBPU3Ma HIIU IICEBIOAHEBPU3-
MbI; Takke Y3 umeer Oolblioe 3HaYSHUE B JUa-
THOCTHKE OypcHTa.

Mertonsl crpHTATPaGUU W TO3UTPOHHO-IMUCCHUOH-
HOU Tomorpaduu ¢ ¢ropaezokcurittokozoi (OUA-I13T)
SIBJISIFOTCS AOTIONHUTENIBHBIMHA M TIPUMEHSIFOTCS JUTSl THa-
THOCTUKH # JudepeHInanbHOl JIUAarHOCTHKA XOH-
npocapkoM. CImHTUTpadrs HecieayeT MeTaboTMIeCKYTO
AKTUBHOCTB OITYXOJT ¥ OOHAPY>KMBAET HOBBIE OUar KOCT-
HOT'O NOpa)keHHMs B Cllydae Metactazuposanus [7, 20, 28].

NEYEHUE

B Hacrosiee BpeMst He CyLIECTBYET MEIUKAMEHTO3-
Holi Tepanuu MOX, xoTs B OyaylieM MOTYT HOSIBHUTHCS
OMOJIOTMYECKUE METOIbl JICUCHHS: aKTHBHO H3Yy4aloT-
Csl CBOICTBA aroHUCTOB raMMa-peLenTopa PEeTHHOU-
Hoit kucioTel (RARy) [10]. RARY — 370 simepHBIif
peuenTop, ASHCTBYIONMH Kak (HaKTOp TPaHCKPHITIHH.
OH urpaer BaKHYIO pojb B Pa3BUTHM U POCTE Xpslla.
WNHocTpanHble JOKIMHUYECKHE UCCIIEIOBAaHUS MTOKA3a-
JU, 9TO BBeJieHne aronnctoB RARy marnbupyer rere-
POTONMUYECKYIO OCCU(DUKALIMIO y MbIiel 1 Kpbic [30].

CeroaHst OCHOBOIl KOHCEpPBAaTHBHOIO JICUEHUS SIB-
JSIeTCsl AMHAMHUYECKUE HAOIIOeHHE C TIOMOMIBIO TPO-
BEJICHHUS KIACCHUYECKOH pEeHTreHorpaduu eKeroaHo

WM pa3 B JiBa rofa. B ciydae mosiBieHus xanod mim
YCKOPEHHOT0 POcCTa 00pa3oBaHUs MPEANOYTHUTEIHHO
nposeacaue KT u MPT [8].

B OonpmmHCTBE ciiydaeB OCTEOXOHAPOMBI HE Tpe-
OyIOT CHeIUalIN3UpPOBAHHOTO JICUEHUS, €CIM OHHU HE
BBI3BIBAIOT OCHOXHEHHI. OCHOBHBIMM ITOKa3aHHUAMH
JUISL XUPYPTUYECKOro yAaJeHHs SK30CTO30B SIBISIOTCS:
IIPOrPECCUPYIOLINE CUMIITOMBI OOJIM MM OrpaHuye-
HUE TIOJBMYKHOCTHU CYCTaBOB, MTOJI03PEHNE Ha 3JI0Kaye-
CTBEHHYIO TpaHC(OpPMAalLUIO, KOCMETHYECKHE IedeK-
ThI, BBI3BaHHBIC OOJBIIMMHU 00pa30BaHUSIMH, HAPYIIE-
Hre (DYHKIMH COCeTHUX OpTraHOB M TKaHei [29].

Ecnn ocreoxoHgpoma 0ecCHMITOMHA, OIEPALIUIO
MIPOBOJIUTE HE CIEAyeT, TaK KaK PUCK OCIIOKHEHUH,
CBS3aHHBIX C OIEpaluei, BbIIIE, YeM CBS3aHHBIX C
oOpa3zoBaHHeM. Y eTel pe3eKLHIO C IebIo IpeJocTe-
PEKEHMST OT IOBPEXKIEHHS 30H POCTa IPEANIOUYTH-
TEJIHHO OTJIOKHUTH JI0 JOCTHIKEHHUS CKEJIETHOM 3pelio-
ctu [20].

[losnHas pesekuust MyTeM yaajgeHHs 3K30CTO30B y
OCHOBaHMS KOCTH C OCCAYIOLINM YIaJIeHUEM XpsilLe-
BOM MOKPBIIIKY M HAAXPALIHULBI SBJSIETCS onepanneit
BbIOOpa. Ecim noe pe3eKknun 4ncToe U HeT OCTAaTKOB
XPSILIEBOHN MOKPBIIIKU U HaJAXPSIIHUIBI, PUCK PELIUIU-
Ba KpaitHe HU30K [32].

B cnyuae 35okadecTBeHHON TpaHchOpMaLUu XOH-
JPOCApKOMBI XUPYpPIrUdecKasi pe3eKLUs TaKKe ABIISIEeT-
Csl METOJIOM BBIOOpa BBUY TOTO, UTO BTOPUYHBIE XOH-
JPOCapKOMBI B OOJBIIMHCTBE CBOEM HMEIOT HHU3KYIO
CTEINEHb 3J0KaYeCTBCHHOCTH.

Ponb anproBaHTHOHN paauoTepanuu U XUMUOTEPA-
MY [IPY BTOPUYHBIX XOHJIPOCApKOMax He JJ0Ka3aHa, u
WX UCIOJIb30BaHUE ocTaeTcs copHbiM [10, 20].

NPOrHO3

IIporHo3 OCTEOXOHIPOM ONArONPHUATHBINA, TaK Kak
0o0pa3oBaHMs 10 CBOEH Mpupoae J00poKadeCTBEHHBIE.
YacToTa MECTHOTO PELUIMBUPOBAHHS ITOCIIE XUPypruye-
CKOH pe3eKuuu cocTapisieT MeHee 2%. OLeHOUHbIH pUCK
oHkoTpaHchopmarnun coctasisier 1 u 10% m1st ommHOU-
HBIX OcTeoxoHApoM U MDX coorBercTBeHHO [8, 32].

B ciy4ae pa3BUTHs BTOPHUYHON XOHJIPOCAPKOMBI
IIPOTHO3 3aBUCUT OT TUCTOJIOTMYECKOM CTEIEHHU.

ONOOEPEHUNANBHAA AUATHOCTUKA

B psine ciaydaeB BaKHO OTAMYATH OCTEOXOHAPOMY
OT JIPYTUX KOCTHBIX M XPAIIEBBIX 00pa30BaHMA, a TaK-
e OT MaTOJIOT Ui, KOTOPBIE MOTYT HIMUTHPOBATH OCTEO-
XOHJIPOMY IO PEHTTCHOJIIOTUYECKUM WIIH KIIMHUYECKAM
npusHakaMm. JluddepennuansHas AUArHOCTHKA Hau-
OoJiee 4yacTo MPOBOAUTCS ¢ aHOMAJIBHON MapaocTaabHON
OCTEOXOHIPOMATO3HOH mponmdepanueii (ocreodpuramn),
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0CTEOMOM, XOHJPOMOM, HAIMBIILIEJIKOBOM LITTOPOH, OC-
CUPUIUPYIONTIM MHO3UTOM, HETIPABUIBLHO CPOCIIUM-
cs1 TIepeioMoM 1 Oore3Hbio [lemkeTa.

KNMUHUYECKUI CTYYAN

Hamment /1., 2008 roma poxnenus (17 ner), Habmo-
JaeTcsd 'y TpaBmarojora-oprorena B KoHcymbratnBHO-
muargoctrdeckoM Tientpe (KJIL[) Cankr-IletepOyprcko-
r0 TOCYAapPCTBEHHOIO MEIUaTPUYECKOr0 MEAUIIMHCKOTO
ynusepcutera (CIIOI TIMY) ¢ 2013 roza.

BrniepBbie matonormueckue u3MeHeHus ObLITH 3aMe-
geHsl B 2013 romy, Korma poguTenn oOpaTUIN BHIMA-
HUE Ha BU3yaJIbHO OllpejelisieMoe o0pa3oBaHHe KOCT-
HOM TIIOTHOCTHU B oOnacTu pedep ciesa. CimycTs mecTh
MecsIIeB Y peOeHKa TOSBUIOCh HHTEHCUBHO pacTyIIee
00pa3zoBaHMe B IIPaBOii JIOMTATOYHOW 00IACTH, YTO CTa-
10 moBogoM 1yist oopamienus B KL CII6I'TIMY.

[Ipu mepBUYHOM OCMOTpE TAIMEHT KajJoBaJiCs Ha
HaJu4rue oOpa3oBaHUs B MPABOM MOJIONATOYHON 00-
JACTH U JUCKOMQOPT MpH ABrKeHUsX. [Ipr 00bekTHB-
HOM 00CJIeTOBaHWN B OOJIACTH yTJIa TIPABOW JIOTIATKH
MaJbIUPOBAIOCH IUIOTHOE 00pa3oBaHUE pa3MepoM
4x3 cM, nainpnamusa Oesz0OomesnedHas. OObeM IBU-
JKEHUH B IPABOM BEPXHEW KOHEYHOCTHU COXPAHSAICS B
MOJTHOM 00BeMe, OTHAKO TPU MaKCHMaJbHOW aMILIHU-
Ty[e JABIKEHWH B MPaBOM ILIEYEBOM CYCTaBe Ialld-

KC5189
Series 2
05.12. 202 Sl

Puc. 1. PenrtreHorpamma KoJieHHBIX CyCTABOB B IIPSIMOIi Mpo-
eKIHH
Fig. 1. X-ray of the knee joints in direct projection

€HT WCIBITHIBAI JUCKOM(OPT. BbUIN TaKkKe BBISBICHBI
MHOKECTBEHHBIE DK30CTO3bI pedep, OeApeHHBIX KO-
CTCH, KOCTEH TOJICHH, IJICYEBEIX M JJOKTEBBIX KOCTCH.

ITarmenT ObwT HampaBiieH B HammoHabHBIN Memu-
LUMHCKUI HCCIIEN0BATENbCKUI LIEHTP JETCKOW TpaBMaro-
norun u opronenuu nmenn 1.W. Typuepa, rie mocie 060-
CJIEZIOBaHUS €My OBUI YCTAHOBJIEH JMarHO3 «MHOXECT-
BEHHAsl 3K30CTO3Hasi XoHIapoauciuiazus». B 2017 rony,
B Bo3pacte 9 JieT, eMy ObUIO PEeKOMEH/I0BAHO TLIaHOBOE
OIEPaTHBHOE JICUCHHE, B X0JIe KOTOPOro ObLia MpoBejie-
Ha pe3eKIMs 3K30CTo3a mepeanero orpeska VII pedpa
CJIEBA U KpaeBas Pe3eKLUs IPABOH JIOMNATKU.

C 2017 roga mamueHT HAXOMUTCS TON JAWHAMUYE-
CKHUM HaOJIOZICHUEM y OpPTOTIe A,

B nauane 2024 roga, B Bo3pacte 16 neT, manueHt
BHOBB oOparmics B KJIL[ ¢ xanobamu Ha Oone3HEH-
HOCTh NIpU NaJbHallMU SK30CTO3a B HWKHEH TpeTH
mpaBoro Oezpa, a TakyKe OTPaHUICHHE IBIDKEHUHN B CY-
CTaBax HIDKHUX KOHEYHOCTEH B BUJIC HAPYIICHUS OTBE-
neHust Oeyiep u crudaHus IPaBoOTo KOJICHHOTO CyCTaBa.

IIpoBenena penTreHorpadus KOJIEHHBIX CYCTaBOB
B TIPSAMOH MPOEKIUHA H JICBOTO B OOKOBOH — COOTHO-
IIeHUS B CycTaBax He HapymieHbl. CyCTaBHBIC SN HE
u3MeHeHbl. OnpeaeNaioTcs] MHOKECTBEHHBIE K30CTO-
3bI IPaBOM | JIEBOI OeIPEHHBIX KOCTEH — B MPOEKINN
JUCTAIILHOTO MeTanuadu3a CrpaBa U ClIeBa, 110 Melu-
aJbHOM W JIaTepaJIbHOM MOBEPXHOCTSM, U B MPOEKIIMU

Puc. 2. PentrenorpaMmma JjieBOro KoJIeHHOro cycTaBa B 00Ko-
BOIi IpoeKIUHU

Fig. 2. X-ray of the left knee joint in lateral projection
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Puc. 3. PeHTreHorpamma rpyiHoro otieja mo3BOHOYHUKA B
NPAMOM NPOECKIHHU

Fig. 3. X-ray of the thoracic spine in direct projection

MPOKCUMAIIBHBIX MeTaana(u30B KOCTEH TrOJNeHeH, Mo

MeINaIbHOU U JaTepalbHON MoBepXHOCTIM (puc. 1, 2;

CM. KPacHBIE CTPEIKH).

Ha penTrenorpamMmmax nosiCHU4HOIO U KpECTIIOBOIO
OTZAEJIOB MMO3BOHOYHMKA B MPSIMOI M MpaBoil GOKOBOH
MPOEKLHUIX CTOS, a TAKXKE IPYJHOTO OTAeNa B MPSIMO
MPOEKLNH, OIPENEIAETCS KPYITHBIN AK30CTO3 110 BEPX-
HEMY Kparo MpaBoi MOJB3JOIIHON KOCTH C HEPOBHBI-
MU KOHTYPaMH, HEJIb35l UCKIIFOUUTh HK30CTO3bl KpbLIA
JIEBOM IMOJB3/IOIIHOM KOCTH, 9K30CTO3 JIEBOW JIOMATKU
B HIDKHEM OTjielie, feopmanus Tea mpaBoi IOmaTKu
[0 BHYTPEHHEMY Kpar. YYacTOK pPa3peKeHUs] KOCT-
HOM TKaHU 10 nepenHeMy orpe3ky VII peOpa ciesa,
HUKHHUIM KOHTYp peOpa Ha 3TOM ypOBHE HEPOBHBIH,
¢ Ko3bIpbKaMu (puc. 3—5; cM. KpacHbIe 00O3HAYCHHS ).

3AKNIOYEHUE

HacnencrBennsle 3a0oeBaHust cKejeTa MpeacTaB-
JSI0T co00M BaKHYIO TPYHIy HaToJOruid, oOycloB-
JICHHYI0 T€HETUYECKMMU MYTalUsIMU, KOTOPbIE MOTYT
3HAYUTEIHFHO MOBIHATH HA Ka4eCTBO JKU3HHM TAllUEHTA.
OcTeoxoHApoMa KaK OlHA U3 CaMbIX paclpOCTpaHEH-
HBIX (popM Takux 3aboneBaHuil TpeOyeT BHUMATEIHHO-
0 MOAX0Ja K AUAarHOCTHKE U JICUEHUIO.

Puc. 4. PeHTreHorpaMma mnosiCHU4HOro M KpecTLOBOIO OT/e-
JIOB MO3BOHOYHHKA B MPAMON NMPOEKIHH

Fig. 4. X-ray of the lumbar and sacral spine in direct projection

[x=8/ACTPOEHO]
S

Puc. 5. PenrrenorpamMma nosiCHU4HOI0 M KpecTLOBOI0 OT/ie-
JIOB NMO3BOHOYHHUKA B 00KOBOI MPOeKIHHU

Fig.5. X-ray of the lumbar and sacral spine in lateral projection
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XoTst OONBIIMHCTBO OCTEOXOHIPOM MPOTEKaeT Oec-
CUMITOMHO, BO3MOXKHO Pa3BUTHE PA3IUIHBIX OCIIOXK-
HEHUH, BKITI0Yas CABICHUE COCYINCTO-HEPBHBIX ITyd-
KOB, ZiehopMaIiii KOCTeH U 3JI0Ka4€CTBEHHYIO TPaHC-
¢dopmanmio. [To oneHkaMm crenuanucToB, MOCIETHEE
BCTpeUaeTcs NpUMEpHO B 1% coIUTapHBIX OCTEOXOH/I-
poM 1 B 10% ciydaeB MHOKECTBEHHOW 3K30CTO3HOMN
XOHIPOTUCTLTA3HH.

BuoBb nosiBuBIIasicst 005k, pocT 00pa3oBaHUs I10-
Clle JIOCTH)KEHHSI CKEJIeTHOW 3pesoCTH, HEPOBHOCTD
Kpasi, pacCesiHHbIC KaJbLUU(pHUKALNUU, O4ard ACCTPYK-
WU, DPO3US COCETHUX KOCTEH, TONIIWHA XPAIIEBOU
TTOKPBIIIKH >2 CM Y B3pPOCJBIX WIH >3 CM y JeTeH sB-
JISTIOTCSI IPU3HAKAMH OHKOTpaHc()OpMaIiyH.

HecMotpst Ha TO 4TO KJIacCMYECKOM peHTreHorpa-
(bmu 0OBIYHO JJOCTATOYHO JIJISI AMATHOCTUKH OCTEOXOH/I-
POM, TTOTIOJTHUTENIbHBIE METONbI BU3yallU3alluH, TaKue
kak KT w MPT, none3nsl s OUEHKH MOPaKEHUH,
PaCTONOKEHHBIX B CIIOKHBIX 00J1aCTAX, OCIOKHEHUN U
OLIEHKH TOJIIMHBI XPSIIEBOH MOKPBIIIKH.

BaxxHo, 9TOOBI MalNMEHTHI C 3TUM 3a00JeBaHHEM
HaXOJIWJIMCH TIO/T PETYISAPHBIM TUHAMHYECKIM HabIro-
JICHUEM, a B ciIydae HeOOXOAMMOCTH IIPOBOIMIACH XU-
pypruueckas pe3exius.

AONONMHUTENBbHAA UHOOPMALINA

Bkuiag aBropos. Bece aBTOpBI BHECIH CYLIECTBEH-
HBIW BKJIaJ B Pa3pabOTKy KOHIEMIINH, TPOBEACHUE HC-
CJICZIOBaHMS M MOATOTOBKY CTaTbu, MPOWIM M 0400pH-
71 GUHATBHYIO BEPCHUIO TIepe]] MyOInKaren.

KonduukTt naTepecoB. ABTOPHI IEKIAPUPYIOT OT-
CYTCTBHE SIBHBIX U [TOTECHIIHATBHBIX KOHPIUKTOB HHTE-
PECOB, CBSI3aHHBIX C MyOIUKAIMel HACTOSIIIEH CTAaThH.

Hcrounuk puHaHcupoBanusi. ABTOPHI 3asBISIOT
00 OTCYTCTBHH BHEIIHETO (PMHAHCHPOBAHHUS TIPH TIPO-
BEJICHUH MCCIIEIOBAHUS.

HNudopmupoBanHoe coriacue Ha NMyOJMKAIUIO.
ABTOpBI TOTYYWJIM MHUCBMEHHOE COITIaCHE 3aKOHHBIX
[peAcTaBUTeNeH alueHTa Ha IMyOIMKaLUI0 METULMH-
CKUX JaHHBIX.
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