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Pesiome

MenopeocTo3 - pefikasa fOO6pOKaueCcTBEHHasA CKepo3npyoLas ANCNIa3usa KOoCTen, xa-
paKTepusyoLascsa rmnepocTo3omM (0ObIYHO OrpaHUYEHHbBIM), KIIMHUYECKN NPOsBAsIOLLa-
AcA 00Jblo, CKOBAHHOCTBIO, AepopMaLMAMY KOHEYHOCTEN M KOHTPaKTypamu CyCTaBOB.
B meanumnHckon nutepatype K HacToAweMy BpeMeHU onmcaHo okono 400 KnMHnYecKmx
CrlyyaeB 3TOro 3aboneBaHuA. MenopeocTos MOXeT MaHUPeCTMpPoBaTh B JIIO60M Bo3pac-
Te. Mo faHHbIM nuTepaTypbl, 0Kono 50% Bcex cnyyaeB 3aboseBaHNA AUarHOCTUpPYeTCa K
20 rogam. KoBapcTBO 3TOro Masnior3y4yeHHOro 3aboneBaHmsA 3aKiioYaeTcsa B €ro AnuTenb-
HOW 6eccMnTOMHOCTU. Jllo6asa KOCTb CKeneTa MOXET MopakaTbCA y CTpafaloLlero me-
NIOPEOCTO30M MaLMEHTA, HO HaMbosiee YacTo MATONOMMUYECKIMI NPOLIECC STOKaNN3yeTCs B
LJIMHHDBIX KOCTAX HUPKHUX KOHEYHOCTEN. 1A ANAarHOCTVIK/ MENOPeoCTo3a B 60MbLUNHCTBE
CJlyyaeB JOCTAaTOYHO MPOBEAEHMUA CTaHAAPTHOW peHTreHorpadun. NpumeHsemoe neyve-
HUe ABMAETCA CUMMTOMATUYECKUM M HaMpPaB/IeHO Ha KynrpoBaHye 60NeBOro CUHAPOMA,
KOPPEKLMIO KOCTHbIX AedbopMaLmii U BOCCTAHOBIIEHUE MOJTHOTO 06bema ABVIXKEHWI B MO-
pakeHHbIX cermeHTax Tena. C 3TO Uenblo NPUMEHSAIOTCA Kak KOHCepBaTUBHbIE, TaK U XU-
pypruuyeckre metofbl feyeHus. B ctatbe npeactaBneH 063op nurepatypbl ¢ onvcaHuem
KINUHUYECKUX NPOABNEHNI, COBPEMEHHbIX METOAOB ANArHOCTUKM U JIEYEHNA MENIopeo-
cT03a. [NpuBeaeH KNMHNYECKMI CllyYall MefiopeocTo3a y 8-neTHero pebeHka co cKnepo-
LlepMOMoLOo6HbIM MOpPaXKeHNeM KoK B AebloTe 3a60neBaHNA U ONMCaHNEM OVHAMUKU
pa3BuUTMA 3a00NEBAHNA Ha MPOTSKEHVM NMOCTEYOWNX AeCATU NIeT HabnogeHns, CBU-
LeTenbCTBYIOLWEN O MOCTENEHHOM 1 HEYK/TOHHOM MPOrpeccrpoBaHmnmM NaToONOrMyeckoro
npouecca C Te4YeHeM BPEMEHM.

KnioueBble cnoBa: MeniopeocTo3, FMMNepPoCTo3, CKIePOAepMONnofobHoe nopaxeHue
KOXM, HECOOTBETCTBME AJIVIHbI KOHEUYHOCTEN
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Abstract

Melorheostosis is a rare benign sclerosing bone dysplasia characterized by hyperostosis
(usually limited), clinically manifested by pain, stiffness, limb deformities, and joint
contractures. About 400 clinical cases of this disease have been described in the medical
literature to date. Melorheostosis can manifest at any age. According to the literature,
about 50% of all cases of the disease are diagnosed by the age of 20. The insidiousness of
melorheostosis lies in the long-term asymptomaticity. Any bone of the skeleton can be
affected by this disease, but most often the pathological process is localized in the long
bones of the lower extremities. To diagnose melorheostosis, a routine X-ray is sufficient
in most cases. The treatment used is symptomatic and aimed at relieving pain, correcting
bone deformities, and restoring full range of motion in the affected body segments. For
this purpose, both conservative and surgical methods of treatment are used. The article
presents a review of the literature describing clinical manifestations, modern methods of
melorheostosis diagnosis and treatment. A clinical case of melorheostosis in an 8-year-old
child with a scleroderma-like skin lesion at the onset of the disease and a description of
the disease evolution over the next ten years of follow-up, indicating a gradual and steady
progression of the pathologic process over time, is presented

Keywords: melorheostosis, hyperostosis, scleroderma-like skin lesions, limb length
discrepancy

B BBEJAEHWE

MenopeocTos (CMHOHUMbI: 6one3Hb Jlepu, cuHapom/6onesHb Jlepu — KoaHu, puso-
MOHOMEJIOPeoCTo3) — pefiKas 4OOpOKaueCTBEHHas CKNepo3upytoLlas KOCTHas aucnna-
31A, NPU KOTOPOW MOpPaKalTcA KakK KOPTUKaNbHbIA CION KOCTW, Tak 1 npuieratowue
CTPYKTYPbl MATKUX TKaHel CO CKNepPOTOMHbIM TUMOM pacnpocTpaHeHus [1]. TepmuH
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«MenopPeocTos» MNPOUCXOAUT OT rpedecknx cioB melos (KoHeuyHoCTb) + rhei» (Teub) +
osteon (KOCTb) 1 O3HauaeT «CTeKawllasl BAOSIb KOHEYHOCTN KOCTb» [2]. laHHOe Ha3Ba-
Hue 3aboneBaHme NoNyUYNIo U3-3a HEPAaBHOMEPHOTO rMNePOCTO3a KOPTUKANbHOIO CJ1oA
KOCTM C IMHENHbIM N CerMeHTapHbIM PacnpOCTPaHEHNEM, PEHTIEHONONMYECKM Hanomu-
HaloLLEero pacnsiaBieHHbI BOCK OT CBEYUM, «CTEKAKOLWMI» BAONb ocu KocTn [2, 3]. JToban
KOCTb MOXKeET ObITb MopakeHa Npu 3Tom 3aboneBaHnn, HO Hanbonee YacTo naTtosiornye-
CKMI NpoLecc o6HapyXMBaeTca B AJIMHHbIX KOCTAX HUXHUX KOHeYHocTel. YacTo nopa-
MaeTCcA HeCKONbKO CMEXHbIX KOCTelN C OAHOCTOPOHHMM PacnpOCTPaHEHNEM N acMMe-
TPUYHbIM pacnpegenexHviem [1].

3aboneBaHue BrepBble 66110 onrcaHo A. Lerin J. Joanny B 1922 1.y 39-neTHen eHLwwu-
Hbl C 8-NIeTHM aHaMHe30M 60/1eBOro CUHAPOMaA B 061acTy nesoro neva [4]. C MomMeHTa
3TOW NepBoOW Ny6nMKaLmMn B MEAULIMHCKON NuTepaType onrncaHo okono 400 criyyaes me-
NnopeocTo3a B BUAE eANHNYHbIX coobLleHNi 6o B Buae HebonbLuKX cepuin ciydaes [1].
MNpepnonaraemasn pacnpocTpaHeHHOCTb 3aboneBaHnaA B Mnpe coctasnsaeT 1/1 000 000 [5].
MenopeocTo3 MoXKeT MaHNpeCTUPOBaTL B 110O0OM BO3pacTe 1 B PaBHOW CTENEHW BCTpeya-
eTCA KaK Yy MYXUWH, TaK N Y XeHLuH [1].

CornacHo «Ho3o0m0rMM reHeTUYeCKNX HapyleHu ckeneta» 11-ro nepecmotpa
(2023 r.) MmenopeocTo3 BXOAUT B FPymnmny OCTEOCKNepoTMYecKnx 3aboneBaHun (rpynna
25), BkntoyatoLyto 42 Hosonoruu [6]. CneflyeT oTMeTUTb, UTO 0OHOBNeHHas «Ho3sonorusa
reHeTUYeCKUX HapyLlleHWU cKkeneTa» B HacTosllee BpeMsa copeput 771 3abonesaHue,
accouMMpoBaHHOe ¢ 552 reHamu, a Hanbosnee 3HaYNTENbHBIM U3MEHEHNEM MO CpaBHe-
HWIO C NPeAbIAYLLMMN BEPCUAMUN JOKYMEHTa ABAAETCA NPUHATME AUAAHON CUCTEMDI Hau-
MEHOBaHWsA, CBA3bIBalOLEN CKeNeTHbI GEeHOTUN C Ha3BaHMEM JieXKalLllero B OCHOBE reHa
¢ MyTaumein. B «<Ho3zonorum reHeTnyecknx HapyLeHun ckeneta» 11-ro nepecmoTpa meno-
peocTo3 3aHMMaeT cieayiowne 2 no3uyum [6]:
®  MeflopeocTo3 C OCTEONONKIMII030M, CBA3aHHbIN ¢ MyTauuneli reHa LEMD3 (LEM domain-

containing protein 3), N925-0080 (ayTOCOMHO-AOMWHAHTHbIA TUMN HacnefoBaHMSA,

BKJIOYAeT CMELUAHHYI0 CKNepOo3MpyIoLLYI0 ANCINA3NI0 KOCTeN); NpeacTaBneH Takxe B

6a3se gaHHbix OMIM (Online Mendelian Inheritance in Man — OnnaiiH MeHpaenesckoe

HacnegoBaHve y yenoseka) nog Homepom 166700 [7];
®  MeNiopeocTos, CBA3aHHbIN C MyTaumei reHa MAP2K1 (mitogen-activated protein kinase

kinase 1), N2 25-0090 (cnopagunyeckuii, TMN HacnefoBaHUA — HEU3BECTEH); NpeAcTaB-

NeH Takxke B 6a3e gaHHbIx OMIM nog Homepom 155950 [8].

CornacHo CcoBpeMeHHbIM NMTepPaTypPHbIM AaHHbIM, GOMIbLUMHCTBO CllyYaeB Mesiope-
0CTO3a ABNAETCA M30MPOBaHHbIM 3aboneBaHmem (OMIM: 155950) [2, 9], pexxe OHO co-
yeTaeTcA C APYrMMU rMNepoCTOTMYECKNMY 3a60N1eBaHUAMUN KOCTEW, TaKMMK Kak OCTeo-
nowknno3 (OMIM: 166700), cuHgpom bylke — OnneHgopda (OMIM: 166700) [10, 11] nnu
ABNAETCA OQHUM U3 NPOABAEHN CMELLAaHHON CKNepo3npytoLLen ANCNNasnum KOCTen, xa-
paKkTepusytollenca BaprnabenbHol KOMOUHaLMen MenopeocTo3a, OCTEONOMKINN03a U No-
nocyaToin octeonatuum [12].

B cootBeTcTBUM € MexayHapoaHoi Knaccudurkaumen 6onesHerr 10-ro nepecmoTpa
(MKB-10) menopeocTo3 KogupyeTca Kak «M85.8 — [lpyrne yTouHeHHble HapyLIeHNA NNoT-
HOCTM 1 CTPYKTYpbl KocTen» [13], a B MKB 11-ro nepecmotpa — «LD24.1Y «[pyrue yTou-
HeHHble 3a60neBaHNA KOCTEN C MOBbILUEHHOW NMAOTHOCTbIO KOcTel» [14].
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B KITMHUYECKWUE NMPOABJIEHNA

[aHHble HayyHOW nuTepaTypbl CBUAETENbCTBYIOT O TOM, UTO KIMHUYECKMe nposaBe-
HUA W BbIPa)KEHHOCTb CMMMNTOMOB MPU MENOPEOCTO3e MOryT OYeHb CUIbHO BapbUpPO-
BaTb B 3aBUCMMOCTM OT BO3pacTa MauMeHTa Ha MOMEHT MaHudbecTaumm 3aboneBaHus,
NIoKanm3aumm 1 pacnpoCcTPaHEHHOCTX NAaTONOrMYEeCKOro NPOLecca, a TakKe Hannumns co-
MyTCTBYIOLLEro MOPaXeHNA MATKMX TKaHel. MenopeocTos, Kak npasuno, febiotnpyet B
[eTCTBE UM NOAPOCTKOBOM BO3PACTe, XOTS MOXET MaHndecTnpoBaThb B JIlo6OM BO3pacTe
[1, 5]. Mo paHHbIM nuTepaTypbl, OKoNo 50% BCex ONMCaHHbIX ClyYyaeB AMarHOCTUPYHOTCA
kK 20 ropgam [1, 15].

KoBapcTBO MefiopeocTosa 3aknoyaeTcs B ero ginTesibHon 6eCcCUMNTOMHOCTM. 3a60-
neBaHue 0ObIYHO HaUMHAETCA HE3AMETHO, C Me[fIeEHHbIM MPOrPeccMpyoLLM TeYeHrEM,
YTO CYLLLECTBEHHO 3aTPYAHAET ero AMarHoCTUKY Ha paHHUX cTaguax. [lo mepe nporpeccu-
poBaHUs 3aboneBaHNA NOSBNAIOTCA €ro KINHUYECKNE CUMMNTOMbI, CBSI3aHHbIE C JIOKaslb-
HOW 3BONIOLMEN MAaTONOTMYECKUX N3MEHEHUI B KOCTU U PACNpPOCTPaHEHNEM MOPAXKEHWI
Ha npunexalyme MArkne TKaHu 1 cyctasbl [15, 16].

K OCHOBHbIM KNMHNYECKMM CUMNTOMaM MeflopeocTo3a oTHocATcA [1, 3,16, 17]:
JfloKanbHana 6onb;

CKOBAHHOCTb 1 OFpaHnyeHne obbemMa ABMXKEHWI B CyCTaBax;

nedopmaLma KocTel 1 CyCcTaBoOB;

OTEUYHOCTb MOPAKEHHOW KOHEUYHOCTH;

HECOOTBETCTBME AJINHbI KOHEYHOCTEN (0ObIYHO NMOpPaXKeHHAs KOHEYHOCTb Kopoue);
OHeMeHMe 1 caboCTb B MOPaXKEHHO KOHEUYHOCTH.

WccnepoBaHue ¢ yyacTriem 24 nauneHToB, NpoBefeHHoe KnnHnKkon Maiio [18], noka-
3as10, 4To 60/1b 6bl1a Hanbosee pacnpPoCcTPaHeHHbIM cuMnToMoM (83%), 3a Hell ciefoBa-
nn gepopmauma kocten (54%), orpaHnyeHne asmkeHuin (46%), oHemeHue (38%) u cna-
60cTb (25%).

CnenyeTt OTMETUTb, UTO KNMHMYECKIME NPOABNEHNA MeNIopeocTo3a Y iIeTel U B3POC/bIX
HECKOJbKO pasnunyatoTca. Y getei nepBbiM NPU3HaKoM 3a601eBaHUS MOXET OblTb HECOOT-
BETCTBUE ASIVHbI KOHEYHOCTEN (yKopoUeHue unm yajIMHeHne NopaXeHHON KOHEeYHOCTH),
KNUHUYECKK nposBssemoe 6e360ne3HeHHOM XpomoToli [19], a TakKe Hannune gepopma-
UM UNn KOHTPaKTypbl cycTaBoB [20]. B3pocsble valle npeabaBasatoT Xanobbl Ha 601b,
TYronoABMXKHOCTb CYCTaBOB WUNK nporpeccupytolyto gedopmaumio [21]. bonb yacto
obycnosrieHa MexaHuWYecknmy dakTopamu, BK/OYas MpAMOe AaBfieHUe Ha KOCTHble
pa3pacTaHusa, UMNUOKMEHT-CUHAPOMbI CYCTaBOB UM U3MEHEHWA CYCTaBOB B pe3ysbTa-
Te pedopmaunin, a TakKe B CBA3M C KOMMPECCUe HepPBOB, B TOM YMCIe CO CAABNEHNEM
KOPEeLKOB CMMHHOMO3rOBbIX HEPBOB, CPEAMHHOIO HepBa (CMHAPOM 3anACTHOrO KaHana
(kapnanbHbI TYHHENbHbIN CUHAPOM)) [22].

Y HeKOTOpbIX NMaLMEeHTOB NePBbIMY MPU3HAKaAMU MeSIopPeocTo3a MOryT ObiTb IOKanb-
Hble M3MEHEHUA KOXWN WM MAFKMX TKaHel, KOTopble NPOABAAOTCA B BUAE NOABNEHUA
CKnepoaepmMonofo6HbIX YYacTKOB KOXKU (MO TUMY NNHENHOW CKNepoaepMun), SpuUTemMsl,
oTeKa, rmMnepTpuxo3a, NoakKoKHoro ¢nobposa, ¢Grbpom, GrbPONMNOM, SKTOMUYECKOTO
KOCTeobpa3oBaHMA, KanuIAPHbIX FeMaHTMOM, NMUMQpaHTMIKTa3Un UM apTepuanbHbIX
aHeBpu3M [1, 3, 22, 23]. KoXKHble N3MeHeHMA HOTr4a HabnogaTca B MlafeHYecTBe U Mo-
ryT 6bITb OGHapY»KeHbI O TOrO, Kak rmnepocTos byaeT pacno3HaH PeHTreHONOrnYecku.
B HeKkoTOpbIX ciyyanax Koxa Hafg NopaKeHHbIMU KOCTHbIMW CTPYKTYpamMu MMeeT MATHU-
CTbIl BUA, YEM-TO HaNOMUHAKLWNIA peTUKynapHoe nneepo [22]. B nccnegosarum S. Jha n

«[Nepmnatpua BoctouHasa EBpona», 2024, Tom 12, N2 1 115



MenopeocTo3 B neagnaTpuyeckon npakTrke: 063op nutepaTypbl U KAVHUYECKWI CiyYail

COaBTOPOB ObIIO NMOKa3aHO, UTO HaNNUYMe SPUTEMATO3HbIX MATEH Ha KOXe Haf NoparkeH-
HOW KOCTbIO XapaKTepHO AS1A MenopeocTo3a, CBA3aHHOro ¢ MyTauuen reHa MAP2K1 [2].
Bcnepcterie GrOPO3HBIX N3MEHEHUI KOXKI Y MATKNX TKAHEN, OKPYKaloLLMX MOPaX)eHHY
KOCTb, BOBJIEUEHUA CYXOXMUAUN N CYyCTaBHOWN Karncysbl, Pa3BUBaAOTCA KOHTPAKTYpbl 1 fe-
dopmaumn cycTaBoB, BKIOUYAA SKBUHOBaPYCHYIO KOCONaNocCTb, criubaTenbHble KOHTpakK-
Typbl Ta306e4pPEHHOr0 U KOMleHHOro cycTaBoB [22]. J. Artner 1 coaBTOpbI, MpOaHanmn3u-
poBaB 313 onucaHHbIX B INTepaType ClyyaeB MenopeocTo3a, MPULLIM K BbiIBOZY O TOM,
UTO MHOrMe cny4yau 3Toro 3aboneBaHVA C KOHTPaKTypamu, CKnepopepmMonofobHbIMM
nopaKeHUAMU KOXKK unu edopmMaLmamm B Cilyyae OTCYTCTBUA PEHTIEHOIOrMYecKom Bu-
3yanusaumm olwmnboUYHO ANArHOCTUPOBANMCh Kak apTPOrpunos, CKNnepoaepmMumsa Um Koco-
nanoctb [23]. YunTbiBasa nosiyyeHHble AaHHble, MPY HanMyYMn y NaumMeHTa apTeproBeHO3-
HbIX MOPOKOB Pa3BUTUA UM CKNEPOAEPMOMNOAOOHBIX U3MEHEHUIA KOXK, NPU Pa3nnymnax
B [/IMHE KOHeYHoCTeln nnun nx gedpopmaviiuv, Npu KOHTPaKTypax CyCcTaBoB BO M3bexaHune
NOCTaHOBKW HEBEPHOIO AnarHosa v, CnefoBaTenbHO, Ha3HaYeHUA HeNPaBUIbHOTO fleye-
HUA LenecoobpasHO MpoBeAeHUe PEHTrFeHONOrMYeckoro UCCiefoBaHnA MOPaXeHHON
KOHeyHocTu [23].

CornacHo gaHHbIM HayYHOW NNTepaTypbl, MPU MeNoPeocTo3e MOXKET nopaxaTbca
nobaa KocTb, HO Hanbonee YacTo OTMeYaeTCA NopakeHne ANIMHHbIX TPpybuaTbiX KO-
cTell nepndepnyeckoro ckeneta, Mpu 3TOM KOCTU HUXKHUX KOHEUYHOCTEN NopakatoTca
yalle, Yem KOCTU BepXHUX KoHeyHocTen [1, 18, 23]. Pexke B naTonornyecknn npowecc
BOBJIEKAIOTCA MefIKMe KOCTU KUCTU 1 cTonbl [18, 20, 23]. Hanbonee pegko BcTpevaeTcs
nopa<eHre KoCTe 0CeBOro ckeseta: NO3BOHOUHMKA, pebep, KocTen yepena [18, 23,
24]. MNopaxeHre No3BOHOYHVKA B OCHOBHOM NpoTeKkaeT 6eCcCMMNTOMHO M 4acTo AB-
nAeTcA CAyyaHOW HaxoAKOW MPU PEHTreHONornMYeckom NccnefoBaHnm, BbINOSHEH-
HOM Mo Apyrum npuumHam. OgHako B HEKOTOPbIX CllyyasaX Mpu NpPorpeccupoBaHum
3aboneBaHuA C yuleMneHneM npuneraoLmx CTPYKTyp, BKIOYasa COCYANCTO-HEPBHbIE
nyyku, MOryT HabnoaaTbCA Bblpa)keHHaA 60Mnb B CNvHe, Nporpeccmpytollas Myuesno-
naTna, paguKynonaTus, ronoBOKPYXeHNA N CMMNTOMbl BepTebpobasunapHon Heflo-
CTaToOYHOCTM [25, 26].

KocTHble nopaxeHna npy MenopeocTose, Kak NpasBuno, OQHOCTOPOHHME C BOBNeYe-
HMeM OfHON KOCTK (MOHOOCCanbHaA popma), OfHON KOHEYHOCTY (MOHOMeNYecKkasn ¢pop-
Ma) WS HECKONbKUX KocTel (nonnoccanbHaa ¢opma) [23, 271. C. Zhang v coaBTopbl Npun
peTpoCneKkTMBHOM aHanm3e 223 clyyaeB MeNopeocTo3a, 3aperncTprMpoBaHHbIX B KuTae,
0ob6HapyXunu, 4To MoHomenunyeckaa dbopma ABnaeTcA Hambonee YacTblM MNPOABNEHMEM
3aboneBaHuA (79%), fanee No YacToTe BCTPeEUYaeMoCTy crlefloBasia nonmoccanbHasa dop-
Ma (18%), Hanbonee peaKo perncTpupoBanacb MoHooccanbHaa ¢opma (3%) [27]. Cne-
LyeT OTMeTUTb, YTO paHHAA MaHundecTauma 3aboneBaHnA C BOBNEYEHNEM HECKOJNTbKUX
KOHeUHOCTEl MOXET CBUAeTeNbCTBOBaTb O 6bonee He6NaronpUATHOM NPOrHO3e C TOUKU
3peHunA ocnoxHeHun [1, 16].

MenopeocTo3 uMeeT XpOHNYEeCKoe TeueHre, neproabl 000CTPeHNA YepeayoTca C ne-
puogamu pemuccum [1, 16, 27]. NopakeHna KocTeln 06bIYHO ObICTPO NPOrpeccupyroT B
[eTcTBe (peHTreHonormyeckas KapTuHa npeobnagaet Hag KNUHUYECKO) C MOCTeNeHHbIM
3amefneHvem NpPorpeccrpoBaHmnA BO B3POCTIOM BO3pacTe [27], uTo, BepOATHO, CBA3AHO C
pa3HON CKOPOCTbIO KOCTHOTO PEMOAENNPOBAHUA Y AeTEN U B3POCSIbIX.
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B JNATHOCTUKA

[marHoctmka MenopeocTo3a OCHOBbLIBAETCA Ha BbIABNIEHUM XapaKTEPHbIX KAUHMYe-
CKUX 1 PEHTreHOoNormyeckmx npusHakos [1]. KnuHuyecknini aHamHes 1 ¢prsmnKanbHoe 06-
criefloBaHMe JOMKHbI ObITb COCPEAOTOYEHBI HA YCTAHOBAEHUN KIIMHNYECKX CUMATOMOB
W aHanm3e reHeanornyeckoro aHamHesa naumneHTa, a Tak»Ke BblIBNEHMUN aHAaTOMUYECKOro
pacnpegeneHus nobObIX BUAVMbIX MY OLLY TUMbIX HEPOBHOCTEN KOCTHbBIX CTPYKTYP 1 CBA-
3aHHbIX C HUMW U3MEHEHU Ha Koxke [28].

XoTenochb 6bl elle pa3 06paTTb BHYMAHMWE Ha TO, YTO Y HEKOTOPbIX NaLMeHTOB Meno-
peocTo3 npoTeKaeT 6eCCUMNTOMHO Y, CleA0BaTENbHO, MOXKET ObITb CllyYaliHOWM PEHTreHo-
NOrMYecKor HaxoaKow (Hanpumep, NPV PEHTFeHONOrMYeCKOM UCCefoBaHMK NO NOBOAY
TpaBMmbl). MenopeocTos — 3T0 peHTreHonornyeckni guarHos [23]. I3 mopganbHocTen ny-
yeBOW AMArHOCTMKM YacTo ObIBaeT JOCTAaTOYHO CTaHAAPTHOW peHTreHorpadum, npu 3Tom
06A3aTefIbHO BKJIIOUEHME B NCCNIeflOBaHMEe BCe MOPaXXeHHOW KOHEYHOCTH, @ He OTAeNb-
HOro ee cermeHTa. Knaccnuyeckume peHTreHonornyeckre nprusHaku Mesiopeoctosa BKJIIo-
YaloT MIOTHBIN, HEPAaBHOMEPHbIN, IKCLLEHTPUYHDBIN TMNEepPOCTO3 Kak NeproCTanbHON, Tak
W 3HOOCTaNIbHOWM MOBEPXHOCTEN KOPTUKANbHOMO CNI0A KOCTU C YHMKaNbHbIM NaTTepHOM
aHaTomuueckoro pacnpegenerus [1]. [MnepocTo3 06bIYHO OrpaHNYeH OLHOI CTOPOHOW
KOHEYHOCTU (MeaunanbHOM U natepanbHOn) N MOXET NPOorpeccnpoBaTb NPOKCMMasb-
HO-AWCTaNbHO, CO3[jaBas Ha PEHTreHorPamMmmax XapakTepHblil BMA «CTeKaloLlero no cee-
ye BOCKa» B BUAE NPOAOJIbHBIX CMOWHBIX UKW NPEPBLIBUCTBIX MNOSIOC YNIOTHEHUA KOCT-
HOW TKaHW Ha BHYTPEHHEeW W/ BHELIHEN NOBEPXHOCTN MOPaXKeHHOW KocTn [22, 29].
B ocHoBHOM HabnogaeTcs AradursapHoOe NopaxKeHre C OTYETIMBLIMU rPaHULLAMU MEXTY
NopakeHHoOW 1 HopMasnbHOW KocTblo [23]. Hannure peHomeHa «cTeKatowero no ceeve
BOCKa» ABMAETCA KNACCUYECKMM PEHTreHONOrMUYecKUM Mpur3HakoMm menopeoctos3a [3].
B nccneposaHuu S. Jha 1 coaBTOpOB 6bII0 MOKa3aHO, YTO MATOFHOMOHWYHbBIA PEHTreHo-
NOrMYecKnii NaTTepH B BUE «CTEKAIOLLEro no cBevye BOCKa» ABNAETCA NPeauKTopom Me-
NIOPeo0CTo3a, aCCoLMMPOBaHHOrO ¢ MyTaumen reHa MAP2K1 [2].

B oTnuume oT TMNMYHOM PEHTFEHONOMMYECKON KapTMHbI Y B3POC/bIX MaLEeHTOB, Npea-
cTaBnsilowwen cobon aradusapHbIN NepuUoCTanbHbI CKIepPOo3, PaCMONIOKEHHbIN BAOSb
LJIHHBIX KOCTeN, y fleTell peHTreHoNormyeckre nposABieHrsa 06bIYHO NOKanNn3yTCA SH-
[,OCTanbHO, TaKUM 06pa3oM, BHELLHU KOHTYP KOCTU Y HUX He n3MeHeH [23]. Y B3pocsibIx
naumveHToB MPU MPOrpeccMpoBaHMM MATOSIONMYECKOro MnpoLiecca BOBMIEKAOTCA nepu-
OCTasbHble TKaHW, YTO ABAAETCA NPUUYMHON GOPMUPOBAHNUA CrMbaTesibHbIX KOHTPAKTYpP
KOJIEHHbIX 1 Ta300efpeHHbIX CYCTaBOB (BMIOTb JO aHKWI030B), BafbryCHOW 1 BapyCHOM
pedpopmauuin cton, nedopmaLmii NopaxKeHHbIX KoHeuHocTel [30]. B 6onee no3gHux cTa-
[usxX 3aboneBaHnaA y NOXMUbIX NaLUEHTOB SHAOCTaNbHBIV FMEPOCTO3 MOXKET NPVBOAUTD
K YaCTUYHOW MAN NOSIHOM 06NUTEpPaLIM KOCTHOMO3IOBbIX KaHaNoB ANNHHBIX TPyOuaTbix
kocTen [23]. IHorga HabntogaeTca KanbLdrKaumus MArkuxX TKaHem 1 SKTonmyeckas occu-
¢dukaums [5, 23].

Cnenyet OTMETUTb, YTO KNACCUYECKUN PEHTIEHONOMMYECKNI NPU3HaAK BCTPeYaeTca He
Y BCEX NaLMUEHTOB, UTO MOXKET CIY>KUTb NMPUUYNHON 3aTPYAHEHU B NOCTAHOBKE TOYHOTO
[MarHo3a u noeneyb 3a coboi fuarHocTmyeckne owmnbku. J. Freyschmidt onucan natb
PEHTreHONorMYecknx NaTTepHoOB MenopeocTosa [31]:

B Knaccuyeckum;
B OCTEOMOMOAO0OHbIN;
= nogo6HbIN occndurLmpyioLemMy MUO3UTY;

«[Nepmnatpua BoctouHasa EBpona», 2024, Tom 12, N2 1 117



MenopeocTo3 B neagnaTpuyeckon npakTrke: 063op nutepaTypbl U KAVHUYECKWI CiyYail

®  ofoO6HbIN NonocyaTon ocTeonaTuy;
B CMELLaHHbIN.

B CNOXKHbIX 1 COMHUTENbHBIX ClyYasx MOXeT MOHaf00bMTbCcA NpoBeeHe KOMMboTEP-
Hol Tomorpadum (KT) n MmarHUTHO-pe3oHaHcHo Tomorpadumn (MPT), ocobeHHO naumen-
TaM, y KOTOPbIX JIoKanu3auma 60nm He KoppenmpyeT C aHaTOMUYECKM PacroNioKeHeM
NaToNOrMYecKoro npoLecca Ha ObbIYHbIX PEHTreHOrpPaMmax Un HabnaaeTca nopaxe-
Hue oceBoro ckeneta [32]. KT ABnAeTcA OCHOBHbIM BM3Yann3npyoLwwmMm nccnefoBaHnem
ANA TOYHOro onpefeneHna NoKanM3aunumn 1 XapakTepUCTUKN NOPaKeHUA KOCTel, B TO
BpemaA Kak MPT nyulue no3BonaeT OLeHUTb U3MEHEHNA NPUeraloLWmx K oyaram runepo-
CTO3a MATKNX TKaHEN U KOCTHbIN Mo3r [32].

B onpepeneHHbix cnyyasx B auddepeHumnanbHoi AnarHOCTYKe MelopeocTosa oT Apy-
rnx 3a60osieBaHNN KOCTEN MOXKET MOMOYb CUUHTUIPadua KocTel ckeneTa. Tak, Hanpumep,
[aHHbIA BUA NCCIeA0BAHMA NO3BONAET UCKNIOUYMTb M3 cnekTpa anddepeHUmanbHom ana-
FHOCTUKM OCTEONONKMANIO 1 NOSIOCYATYIO OCTeoNaTuto, AN1A KOTOPbIX He XapaKTepHO Ha-
KonneHne pagrmodpapmaLieBTUYECKOro npenapaTa B oyarax nopaxenus [23, 28]. CUnHTK-
rpadua KocTel ckesnieTa NO3BONAET ONpeesnTb PacNPOCTPAaHEHHOCTb NATONIOrMYECKOro
npoLecca, BbIABUB OTAANIEHHbIe 0Yarn MenopeocTo3a BO BCEM CKeneTe Aake Ha PaHHMX
CcTaguax 3abonieBaHnA, UTO MOXKET ObITb MCMNOSIb30BaHO A1 OLEHKN U MOHUTOPUHIA akK-
TUBHOCTU 3aboneBaHuA [28, 33].

CnepyeT Take OTMeTUTb, YTO ANA AMArHOCTMKM MeNopeocTo3a He TpebyeTca B pyTUH-
HOM nopAfKe NposefeHnA OMONCUK KOCTU, HO OHa MOXET ObITb NMone3Ha B CMOPHbIX Cy-
yasx, a Takxe An1A NCKMYEeHNA NOTEHLNANbHOW 3510KaYyeCTBEHHOCTM npouecca [23, 34].

O6LeKnMHMYecKoe nccrefoBaHne KPOBU U MOUK, BKOYAA UCCiefoBaHMe NoKkasaTe-
nen ¢pocPopHo-KanbLmMeBoro obMeHa 1 MapKepPoOB KOCTHOrO MeTaboM3Ma, Kak NpaBuio,
He BbIABNAET OTKJIOHEHUI OT HOPMbiI [1, 3, 28], oiHAKO AaHHble UCCNefoBaHUA MOTYT ObITb
nokasaHbl AN1A OLleHKMN 00LLero coCToAHUA cKeneTa U anddepeHumnanbHOM AMarHoCTUKN.
OTcyTCTBME BbIPAXKEHHbIX OTKNOHEHWI OT HOPMbI B COAEPKaHNN 1 aKTUBHOCTM MapKepOoB
KOCTHOrO MeTabosnM3ma B KPOBM MOXET ObiTb 00yCNOBIEHO OYaroBbIM XapaKTepoMm 3a-
6onesaHuA [28].

lpoBegeHne MONEKYyNAPHO-TEHETUYECKOrO MCCNefoBaHNA Ha CEerofHAWHNA fAeHb
He ABNAeTCA obA3aTeNnbHbIM ANA Bepudrkaumy ArarHo3a MenopeocTos3a 1 NCnonb3yeTca
B OCHOBHOM MNPW Hay4HbIX nccnefosaHuax. H. Kang n coaBTopbl, n3yyan reHeTUYeCKyto
npupoay 3Toro 3aboneBaHuaA, NPULLAN K BbIBOAY O TOM, UTO ONKMCbIBaeMas CKesneTHasa amnc-
nnasua ABNAETCA reHeTUYeCKN reTeporeHHbIM 3aboneBaHneM, CBA3aHHbIM C MyTaluein B
3apogpiweson nuHumM LEMD3 nnn ¢ comatnyecknmn mytaumamu B reHax MAP2K1 wnn
SMAD3, oTBeTCTBEHHbIMU 3a Pa3BUTVE METOPEOCTO3a NOCPEACTBOM PAa3IMYHbBIX MOSIEKY-
NAPHbIX U KNETOYHbIX MexaHn3moB [9, 35].

B JMOOEPEHUMNANBHAA OMATHOCTUKA

MenopeocTo3 OTHOCUTENBHO NErko BepnduLMpPoBaTb NPY BbIABNEHUN XapPaKTEPHO-
ro PEHTreHONOrNMYeCKOro NpmusHaKa — «CTeKatoLero no ceevye BOCKa», HO Aaneko He Bce
c/lyyan COOTBETCTBYIOT 3TOMY KJlacCMyeckoMy onmcaHuio. Menopeocto3 HepeKo npu-
xoputca auddepeHLMpPoBaTh C LMPOKMM CMEKTPOM 3abonieBaHUil, B NepByl0 ouyepenb
COMPOBOXAAKLMXCA YBENNYEHNEM MIIOTHOCTA KOCTW (OCTeoneTpo3, OCTeOCKepo3 1
rMNepoCTos), a TakXKe CO 3/I0KayeCTBEHHbIMU HOBOOGPa3oBaHUAMM KocTel [22]. Hanbo-
nee yacTto B Kpyr anddepeHUranbHO-ANarHOCTUYECKOro NomcKa BKITIYalOT NosiocyaTyto
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ocTeonaTuio, OCTEONOWMKIMI03, OCCUPULIMPYIOLLNIA MUO3UT, OCTEOUA-OCTEOMY 1 OCTEOTEH-
Hyto capkomy [5]. lHorga Bo3HrKaeT HeobxoanmocTb anddepeHUnpoBaTb MeNopeocTo3
OT reHeTUYeCKUX HapyLUEHWI, CBA3AHHbIX C KOCTHbIMU pa3pacTaHUAMU (MHOXECTBEHHble
HacnefCTBEHHble 3K30CTO3bl, MHOMXECTBEHHbIe SHXOHAPOMaTo3bl (6onesHb Onbe)) nnu
COMpPOBOX/JaeMbIX 3KToMMYeckon occubukaumern (nporpeccupyowmii occubuumpyto-
LM MUO3UT, NPOrpeccnpytoLasn KocTHasa reteponnasms) [22].

B [MPOIMHO3

MporHo3 npu menopeocTo3e fOCTaTOYHO BapuabeneH 1 3aBUCMT OT BO3pacTa nauu-
€HTa Ha MOMeHT MaHudecTaunm 3aboneBaHus, NoKanm3auum U PacnpoCcTPaHeHHOCTH
natosiormyeckoro npotecca. Menopeoctos He BAMAET Ha NPOJOSIKUTENIbHOCTb XU3HU Na-
LIMeHTa, HO B HEKOTOPbIX CJTyYasx NPUBOAUT K CyLLEeCTBEHHOMY OrpaHUYeHWI0 aKTVBHOM
XM3HU NOCTPaAaBLUNX NNL, C Pa3BUTMEM TAXKeNON MHBaNUAHoOCTK [26, 36]. Heobxoaumo
NnofuepKHyTb, UTO MENOPEOCTO3 — 3TO JOOpOKauecTBEHHOE 3aboneBaHre, BMecTe C Tem
B Hay4HOU NuUTepaType onucaHbl eArHYHbIe CllyYan pa3BMTMA Ha poHe mMenopeocTosa
ocTeocapKoMbl [37-39] 1 3110KauecTBEHHOIM GUOPO3HON rncTUounToMbl [40].

B JIEMEHWE

MNocne BepuduKaumm gruarHosa v onpefeneHns NPorHosa BO3HMKaeT BOMPOC O pas-
paboTke ONTUMaNbHOro NnaHa fieyeHns nayneHTa. CnegyeT OTMETUTb, UTO B HacTosLLee
Bpems, yunTbiBas HeOOMbLLOE KOMMYECTBO OMMCAHHbIX CIy4YaeB MelopeocTo3a BO BCEM
MUpe, He pa3paboTaHO efMHbIX PEKOMEHAALNIA MO ero NeYeHuto, 1, CnefoBaTenbHo, NiaH
neyeHns JosmKeH 6bITb MHANBUAYANN3MPOBAH ANA KaXX40ro nauueHTa B 3aBUCUMOCTM OT
€ro BO3pacTa, KINMHNYECKMX CUMNTOMOB U TaXecTu 3aboneBaHusA. CnyyaiHO BblABNEH-
Hble 6eCcCMNTOMHbIE Cilyyan MenopeocTo3a Kak y AeTel, Tak U Y B3pOCsibIX, Kak MpaBuno,
He HyXJalTcA B Kakom-nnmbo neueHnm [23]. HanpoTtus, B cnyyae pa3BuTMA Y NauyeHTa
TAXKENbIX KOHTPaKTYp 1 fedopmauuin notpebyeTca yuactrie MHOronpoduibHOM KoMaHbl
CneuunanncToB, BKIoYaloLeln Bpaya — TpaBMaTonora-opToneaa, nnacTmyeckoro Xmpypra,
dun3nyeckoro TepanesTa 1 sprotepanesTa [41].

MpumeHaeMoe neuyeHre ABNAETCA CUMMNTOMATUYECKM 1 HAaMpPaBfiEHO Ha ynyudlleHne
KauecTBa »K13HKW nayuneHTa. OCHOBHbIMY LIENAMM fleUeHrA ABAIOTCA: KynmpoBaHue bone-
BOro CHAPOMa, ncnpasneHne aebopmaLnii i BOCCTaHOBNEHME NMOMHOTO Anana3oHa ABu-
»eHunir. C 3TON Lienbio NPUMEHATCA Kak KOHCepBaTMBHbIE, TaK U XMpypruyeckre metoabl
nevenus [27, 41]. KoHcepBaTMBHOE JleueHrie B OCHOBHOM HamnpaBNieHO Ha obneryeHuve
60K, KOTOpasa MOXeT NMeTb MHOorodakTopHoe nponcxoxkaeHue [22]. YeTkoe onpepnene-
Hue NpuyMHbl 6oneBoro cMHApPoMa nNo3BonaeT nofobpatb Hanbonee apdeKkTrBHbIE CNO-
cobbl ero neyeHus. HectepouaHole npoTnBoBOCNanuTeNnbHble NnpenapaTbl (HMNBC) n ¢pusn-
yeckas TepanuA ABNATCA NepPBbIM LLAroM B leYeHnn MenopeocTosa [16]. B HeckonbKmx
nccnepoBaHuax coobanock 06 3ddeKTMBHOM KynupoBaHUmM 6011 Npu NCNosib30BaHMM
NeKapCTBEHHbIX NpenapaToB Ha ocHoBe brchochoHaToB [41-44], HUPepmnuHa [45], ne-
HocyMmaba [46]. [Ina neueHnsa HeponaTnyeckon 60K, CBA3aHHOW C ylemNieHeM HepBa
13-3a MENOPEOCTOTMYECKOrO pa3pacTaHmA KOCTU, MOTyT ObITb pacCMOTPEHbI Takne npe-
napartbl, Kak nperabanuH 1 rabaneHTrH [28]. K opyrrm anstepHaTMBHbIM MeTOAaMm neye-
HMA OTHOCAT CepuiiHOe rMncoBaHne, bnokagy nepmudepryecknx HePBOB N CUMMATIKTO-
muto [16, 271.
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Xnpypruyeckme BapumaHTbl IeUeHNA MeIopeocTo3a BKNIOYAIOT YANUHEHNE KOHEYHO-
CTel 1 CyxoXunui, GacLmoTomMuto, KancynoToMuio, 0CTe0TOMUIO, ncceveHne GpndposHo
TKaHU W/WAN TUNEPOCTOTMYECKMX MOPAXKEHWI, KOHTpanaTepanbHblil anuduseones, ap-
Tpopes, Kannotas n amnytauuio [5, 16, 23, 27]. CnegyeT oTMETUTb, YTO NPU XMpPYypruye-
CKOM neyeHnmn fepopMaLmini KOHEYHOCTEN Y NaLMeHTOB C MENOPEOCTO30M HepeaKo BO3-
HUKaIoT peunamnsbl, Tpebytole NoBTOpHON onepauwnu [18, 23, 27, 47]. ina poctmxeHun
ONTUMarnbHbIX pe3ynbTaToB OnepaTvBHble BMeLlaTe/IbCTBa PEKOMEHAOBAHO NMPOBOAUTb
nperMyLLecTBEHHO NOoce JOCTUXKEHNA NaLYeHTOM CKeneTHoW 3penocTu [5, 23].

byaylwine HayuHble nccnegoBaHMA MENOPEOCTO3a, acCOLMMPOBAHHOMO C cOMaTuye-
CcKuMmn MyTaumamun B reHe MAP2K1, kogupytowem npotenHKkmHasy MEK1, oTKpbiBatoT nep-
CNeKTMBbI MO pa3paboTke nHrnbutopos MEK, yto no3sonnT NnpoBoanTb TapreTHoe neyve-
Hue y naymeHToB ¢ MAP2K1-accounnpoBaHbim TUnom 3abonesaHus [9, 28].

B ONUCAHWNE KNMHNYECKOTO CITYYAA

an/IBOJJ,VIM OonncaHne KNNMHN4YeCKOoro cny4daa ANarHOCTUKM MeJsiopeocTo3a y 8-neTHero
pe6eHKa co CKﬂepO,D,epMOﬂOﬂO6HbIM nopa*keHnem KOoxxu B ,CJ,E6IOTe 3aboneBaHuA C OTpa-
KeHnem ONHaMUKN pa3BUTUA 3aboneBaHMA Ha NPOTAXEHNN nocneaywmx AecATn JeT,
CBI/I,D,ETEJ'IbCTBy}OLLI,EVI O HEYKJIOHHOM nporpeccnpoBaHn natonornyeckoro npouecca c
TeyeHmnem BpemeHNn. Ha Haw B3rnag, ﬂpI/IBELlEHHbIVI B CTaTbe KINHNYECKNIA cnyqa|7| npen-
cTaBnseT 6onblion I'IpaKTI/I‘-IeCKVII7I NnHTEpEeC AnA Bpaqeﬁl Pa3nnyHbIX crneyunanbHocTen,
BKJIlO4aA BpaHEVI-I'IEJJ,I/IanOB, MOCKOJIbKY MeJIOpPeOoCTO3 ABNAETCA pe,qK0|7| natonorunen,
KOTOpaA, KaK npasuno, JJ,E6IOTI/IpyET B AE€TCKOM BO3pacTe. OcobeHHOCTbIO npencTaBJieH-
HOro KNMHN4YeCKoro cjy4dana ABNAETCA MaHVI(I)ECTaLl,I/IFl 3aboneBaHuA, HauMHanA co cKnepo-
p,epmono,qo6Horo KOXXHOIo CrMHApoOmMa, UMUTUPYIOLLEro HBEHWUIbHYIO CKepoaepMulto.
K MOMEHTY ny6n|/||<au,mm CTaTbM Ha6ﬂ|0,[l,aEMbllh nauveHT goctur 18-netHero BO3pacTa, 4YTO
no3BoJiIAeT npocneanTb ANHAMKKY Pa3BUTUA 3aboneBaHNsA, HauHas ¢ Mnagwero WwWKosnb-
HOro BO3pacTa.

AHamHe3 Xn3Hu naymeHTa A.

Manbuunk poguncs ot Il 6epemeHHOCTY, || caMOCTOATENBHBIX POAOB B CPOKe 39 Hefenb
(cTapwwmin 6paT 300poB). bepemeHHOCTb MaTepu NpoTeKana Ha GoHe XPOHNYECKOTO TOH-
3unnuta. Macca tena npu poxgerHunn — 3130 r, gnuHa Tena — 52 cm, oueHka no wkane An-
rap — 8/9 6annos. PaHHMI HeEOHaTanbHbIN NeproA NpoTtekan 6e3 ocobeHHocTel. PebeHoK
BbINMCaH Nog HabnoeHre Bpaya-negmnatpa y4acTKOBOrO Ha 5-e CyTKM »KU3HMW.

Ha nepBom ropy »m3Hn poc 1 pa3BrBasicA COOTBETCTBEHHO BO3PacTy, B Gpr3mueckom
N HEPBHO-NCUXNYECKOM Pa3BUTUMN He OTCTaBas OT CBEPCTHMKOB. B Bo3pacTte 1 rogay pe-
6eHKa AMarHoCTMpOoBaHa aHeMUA NIerko CTeneHr, HaumMHana C 3-neTHero Bo3pacTa peru-
CTPVPOBANNCh YacTble OCTpble pecnupaTopHble 3abonesaHna (o 8—10 anM30408B B rog).
C 6-neTHero Bo3pacTa ManbyvK Haxoaunca nof HabnwogeHnem Bpava-dTr3mnaTpa c gua-
rHO30M «Ty6rHbUUMpPOoBaHUe». MaureHT nepruoanyeckn nocellan Bpaya — JETCKOro Xu-
pypra u TpaBMaTonora-optoneaa no nosofy Ni0CKOBasbryCHOM yCTaHOBKM cTon. Annep-
rofiornyecknin aHaMHes He oTAroLleH. [lepesloMoB KOCTen He OTMeYanoch.

HacnencTBeHHbIV aHamMHe3: y MaTepu NauyMeHTa — XPOHUYECKNIA TOH3UANNT, Mponanc
MUTPanbHOro KnanaHa | cteneHu, ynnoTHeHMe CTBOPOK aopTanbHOrO KnanaHa; y otua —
apTepuvanbHasa rmnepTeHsumsa.
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AHamHe3 3a6oneBaHus

C 6-neTHero Bo3pacTa y MaJibunKa B BEpXHel TPeTW HapyKHOW NOBEPXHOCTM NPaBoro
6epnpa NoABMANCH He3yaALLMe BbiCbiNaHMA B BuAe bnawek 6enecoBaToro LpeTa B Konuye-
ctBe 10-15 3nemeHTOB, N0 MOBOAY Yero poauTeny pedbeHkKa HeOAHOKPATHO KOHCYNbTMPO-
Ba/NCb y NefuaTpa 1 fepMaToBeHeporsora. B Bo3pacrte 7 neTy nayumeHTa nocne nageHms ¢
Benocunega nossunaco gedopmauusa ll nanbLa NpaBoi CTOMbI, BbINOIHEHA PEHTIeHorpa-
bua cTonbl, AarHOCTUPOBaH 3K30cTo3 || NanbLa NpaBow CToMbl, Ha3HaueH anekTpodopes
C nnuaason.

C Bo3pacTa 7,5 roga y pebeHKka oTMeuanocb He3HauuTenbHoe YMnioTHEHME U OTeu-
HOCTb TKaHel npaBoro 6efpa. B 8-neTHem Bo3pacTe ManbyvK HanpaBieH Ha KOHCYIb-
Tauuio K Bpayy — TpaBMaTosiory-optoneay no nosofy ynnoieHua csoga cron. MNpu me-
OVUUMHCKOM OCMOTpe TPaBMaTOSIOrOM-OpPTONeAoM Y NauueHTa BbiABMIEHbI YKOPOUYeHue
NpPaBOW HUKHEN KOHEeYHOCTU (Ha 1 cM) 1 TeBOCTOPOHHUIN KOMMEHCATOPHbIN MOACHUYHbIN
cKonnos | cteneHu; pekomMeH0BaHO NpoBefeHre peHTreHorpaduy KocTern Tasa c nocne-
LYIOWNM KOHTPOJIbHBIM MeANLMHCKUM OCMOTPOM Yepes 2 Mmecala. PebeHOK B 3TOT e
nepuof KOHCYNbTUPOBaH BPauoM — 1eTCKUM KapAnopeBMaToOIOroM, BbiICTaB/1eH AMarHo3:
IoBeHWNbHaA cknepoaepmua? MaHHUKYNUT. ApTPUT. XPOHUYECKUI TOH3MNAUT. Ana yTou-
HeHWA AMarHo3a ManbuumK rocnuTaaM3npPoBaH B KapAMOPEBMATONOrMYeckoe oTaeneHne
ropofCcKon feTckol 60MbHULbI, FTAe OblI0 NPOBEAEHO KOMMEKCHOe KINHMKO-nabopa-
TOPHO-MHCTPYMEHTanbHoe 0b6cnefoBaHme C KOHCYNbTaluen Bpayen-cneymnanmcTos pas-
nuyHoro npoduns, BKNOYasa Bpaya — JeTCKOro Xupypra, 4eTCKOro OHKonora-reMaTosora,
TpaBMaTosiora-opronesa.

Mpun nabopaTopHOM 06CNefOBaHNM HE BbIABNEHO 3HAUMMbIX OTK/IOHEHWI B oOLe-
KNMHUYECKUX 1 BUOXMMUYECKIMX NMOKa3aTenAax KPoBU; peBMOMMMYHOJIOrYecKas naHenb
Euroline ANA npodunb N2 3 — otpuuatenbHas, LE-kneTku He o6HapyXeHbl.

MNpwn npoBegeHnn ynbTpasByKoBOro nccnegoBaHna (Y3M) KoneHHbIX CycTaBoB 1 MAr-
KNX TKaHe 6efep B MONOCTU NPaBOro KOJIEHHOro CycTaBa CBOOOAHON XUAKOCTU, AOCTYIM-
HOW AnA BM3yanusauuu, He onpefensanocb, 06Hapy»KeHO yBenvueHne nepegHe3agHero
pa3mepa MArkux TKaHeln npasoro 6egpa oT ero NoBepxHOCTN Ao 6eapeHHoN KocTu. Mpu
nposepeHun Y3 ceppua obHapy»keHbl 61MKyCnnganbHbi aopTanbHbIn KnanaH (GyHKuua
KnamnaHa He HapylleHa) 1 JOMOoNIHUTENbHblIE XOPAbl B MOMOCTA NIeBOro xenyaouka. Y3
OpraHoB 6PIOLLHOW NOMOCTY BbIABWIO Hanuyme yMepeHHO yYBeIMYeHHbIX TMMdaTnyeckmx
Y3/10B B MPOEKLMY BOPOT NeYEHN 1 MaHKpeaToayoAeHaIbHOM 30Hbl C HEeU3MEHEHHOM 3X0-
CTPYKTYpPOW, n3rnb »enuyHoro ny3bips. Y3 wutosmaHom xenesbl — 6e3 natonoruu.

PeHTreHonornueckoe nccnefoBaHre KONEHHbIX CYyCTaBOB B 2 nNpoekuuax sepuduum-
poBano Hanuuue B anndr3sax KocTein, 0dbpasyioLLMx NPaBbli KONEHHbIN CyCTaB, U B HAAKO-
NEHHUKe yYacTKOB OCTEOCK/Iepo3a PasfiMyHbIX pa3MepoB 1 GOpMbl, a B MPOKCMaNbHOW
(BMAMMOIA) YacTU NpPaBoi 60/blE6GEPLIOBON KOCTU U AUCTANIbBHOM oTaeNe 6efpeHHON KO-
CTV BblIBNEHbI MPU3HaKK rmnepoctosa (puc. 1).

PebeHOK OCMOTpEH Bpauyom — JETCKAM XMPYProm, rHOMHO-BOCManuTesbHbIX 3abone-
BaHMWI KOCTEW 1 CYCTaBOB He BbIABJIEHO.

B nocnenywouem C Lenblo NCKNIOYEHUA OHKONOTMYeCKMX 3aboneBaHUn 1 BbiMosHe-
HUA KT KOoneHHbIX CycTaBOB pebeHOoK Oblfl HamnpasieH B OHKOremMaTonormyeckuii LeHTp
pecnybnukaHckoro ypoBHs. MNpu KT KoneHHbIX cycTaBoB (purc. 2) U nepecMoTpe paHee
BbIMOJIHEHHbIX PEHTreHOrpaMm OMMCaHO HePaBHOMEPHOE YTONLLEHME KOPKOBOIO CoA
OUCTanbHOro otfena npaBow 6efpeHHON KOCTW U NPOKCMManbHOro oThena npaBow

«[Nepmnatpua BoctouHasa EBpona», 2024, Tom 12, N2 1 121



MenopeocTo3 B neagnaTpuyeckon npakTrke: 063op nutepaTypbl U KAVHUYECKWI CiyYail

A B

Puc. 1. PeHTreHorpaMmmbi KOJIEHHbIX CyCTaBOB NauueHTa: A - npamas npoekuus, B - 6okoBasa npoekuus
NpPaBoro KoJIEHHOro cycTaBa
Fig. 1. Knee X-rays of the patient: A - frontal projection, B - lateral projection of the right knee joint

60nbLIebepLOBO KOCTM 33 CYET SHOCTO3a; B ry6UAaTOM BELLECTBE OKOTOCYCTAaBHbIX Ya-
cTein GegpeHHO, 60NblLebepLIOBO KOCTEN, HAAKONIEHHMKA (6onee BblpaXkeHo B anndu-
3ax) cnpaBa onpenenanncb paBHOBeNVKNE aMOpPdHbIe 30Hbl 0ObI3BECTBIEHUA (Gobluee
UMCNIO M3 HUX ObINN KONbLEBUAHON GOPMbI); OTMEYANOCh YTONLEHNE MbILL, B 0651acTy
NpaBoOro KOJIEHHOro CyCTaBa, 63 JOCTOBEPHOro JAOMNOTHUTENBHOTO MATKOTKAHHOIO KOM-
noHeHTa. Co CTOPOHbI JIEBOTO KOJIEHHOIO CyCTaBa BUAUMBIX N3MEHEHUI He BbIABMNEHO.
3akntoyeHune: KT-kapTvHa naTonornyeckon nepecTponky NpaBoOro KOMEHHOro CyCTaBsa,
BEPOATHO, KaK NposABfieHne TPodUYECKNX N3MEeHEHWI (30HbI 0ObI3BECTBIEHNA FybyaToro
BELLECTBA, BEPOATHO, Kak 0ToOparkeHre NOCTUHGAPKTHbBIX M3MEHEHUIA KOCTHOrO Mo3ra?).
[JaHHbIX B NONb3y HanMyMA OHKOMNATONIOMMUN Ha YPOBHE UCCNeA0BaHUA JOCTOBEPHO He Bbl-
ABNEHO.

C uenblo yTOUHEHVA JuarHosa Ajis AajbHenwero obcefoBaHuA NauveHT Obin Ha-
npaBeJ/ieH Ha KOHCYNbTaLuio K Bpauy — TpaBMaTosIory-opTorney B TPaBMaToNioro-oprone-
OVYECKU LeHTPp pecnybnmkaHCKoro ypoBHs, rae 6bina BbiMofHeHa CTaHAApPTHasA pPeHT-
reHorpadua KocTen Taza U HUKHUX KOHEYHOCTEN, KOTopas MPOAEMOHCTPMpOBana Ha-
nnyne o6LNPHOro, HepPaBHOMEPHOIO SHAOCTANIbHOIO rMNepocTosa B Aradursax npason
GeapeHHO 1 NpaBoli 60/blLEGEPLIOBOI KOCTEN, @ TaKKe MATHUCTOro rMmnepocTo3a B UX
anndwm3sax.

Ha ocHOBaHMM aHaMHECTUYECKUX, KITMHUYECKNX U PEHTTEHONOMMYECKNX AaHHbIX BPa-
YoM — TPaBMaTONOroOM-OpPTONEeOM NaLMeHTY BriepBble (B BO3pacTe 8 neT) Obin Bepudunm-
pOBaH AMarHo3: MesiopeocTos, NosimoccanbHaa Gopma nopaxkeHua. YKopoueHue npaBoim
HUKHENn KoHeYHoCTr Ha 1-1,5 cm. Cknepofepmonofo6HbI KOXKHbIA CUHGPOM, BTOPUY-
HbI. MNocne BepuduKauum JaHHOro ArarHo3a pebeHoK perynapHo npoxoaunn obcneno-
BaHMe y Bpaya — TpaBMaToora-opronesa Ha pecnybnmkaHCKom ypoBHe.

CnepyeT OTMETUTD, UTO B XOA4e 06CNefoBaHUs NaUmeHTa npv nposegeHnn Y3 numda-
TUYECKMX Y3/10B BbIAIBNIEHA yMepeHHasA rmnepnsiasuna naxosbix MMmdoy3nos c obeunx cTo-
POH (cnpaBa — 20x3 MM, 9x4 MM; cneBa — 16x4 MM), B CBA3M C YeM pebeHOK B MocsiealytoLem
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Puc. 2. KT-uccnepgoBaHme nauyeHTa: A — HUKHASA TPeTb 6eipeHHbIX KOCTell B aKCUaibHO NMAOCKOCTY,
B - npaBas 6efpeHHas KOCTb B caruTTasbHoi nnockoctu, C - snnédusnl 6onblue6epLoBbIxX KocTel

B aKCManbHOI NnockocTu, D - MblwwenKku npaBoii 6epeHHON KOCTH B aKCMaNbHOI NIOCKOCTH

Fig. 2. CT of the patient: A - lower third of the femur in the axial plane, B - right femur in the sagittal
plane, C - tibial epiphyses in the axial plane, D - condyles of the right femur in the axial plane

6blN1 NepeBefileH B OHKOreMaToNorMyecknii LIeHTp pecnybnnkaHCcKoro ypoBHs, rae 6bina
BbIMOJIHEHA OTKpbITas Guoncua nMMpaTMYecKoro ysna crnpaBa M yCTaHOB/IEH AMArHO3:
peakTvBHasA numdageHonaTns ¢ yBenmyeHnem naxosbix numeoysnos. CoctosHve nocse
OTKPbITOW 61OMNCKM NaXOBOro NMMaTMYecKoro y3na cnpasa. [JaHHbIX B NONb3y Hannumus
OHKOMaTONOrK He BbISIBIEHO.

B Bo3pacTe 9,5 rofja NayMeHTy BbINOMHEHA OMOMCUA ouyara CKNeposepMonofo6HbIX
KOXKHbIX MOpakeHUin B 0651acT npaBoro 6efpa Ana NCKIUeHUs/NoaTBepKAeHNA dna-
CTNUYECKOW NCeBJOKCAHTOMbI. OnmncaHne 1 3akoueHne G1uoncun: B aNugepmMnce Bolpa-
KEHa CKN1afuaToCTb, UCTOHUEHNE, CTNaXKeHHOCTb 3MMAEePMabHbIX BbIPOCTOB, OTMEUYAETCA
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rmnepKepaTos CKNafoK; Ha BCEM MPOTAKEHUU TMCTONOTMYECKOro npenaparta B Aepme
CUJIbHO BblpaXkeHa feCTPYKLMA KoNnareHoBbIX BOOKOH; B FMyOOKMX OTAenax Ha rpaHuue
C NOLKOXXHO-KMPOBOW KNeTyaTKOM KosnareHoBble BOJNIOKHA, KpOMe AeCTpyKL K, nofBep-
rVCb CKNepo3y; ybe[mTenbHbIX faHHbIX B MOMb3y HAaNMUYMA NCEBAOKCAHTOMbI He 06Hapy-
eHo.

B 10-neTHem Bo3pacTe y Masbumka febioTMpoBany Nepuoanyeckie HeBblpaXKeHHble
60N HoLLEro XxapakTepa B MPaBoO HMKHEN KOHEUHOCTU (B KONEHHOM CycTaBe 1 B 06-
NacTyi roneHu), Bo3HMKatoLwme nocsie Gprsnyeckor Harpy3Kku, Kynmpyemble MeCTHbIM Npu-
MeHeHnem HIMBC. OTMeuyanocb orpaHuyeHne obbema ABUXKEHUI B NMPaBOM KOJIEHHOM
cyctaBe. CoXpaHANNCb CKNepoaepMOonofobHble KOXHble MOopa)eHWa C YNIoTHEHVEM
KoM B obnactu npasoro 6efpa c ero otekom, MmonotkoobpasHas gepopmaums Il nanbua
npason cTonbl. TakKe OTMEYanocb NocTeneHHoe NPOrpeccrpoBaHie YKOpPoUYeH s npa-
BOW HVXKHEN KOHEYHOCTH ([0 3 CM), CONpPOBOXKAaeMOe XPOMOTON Npu xoabbe. Onpepens-
nacb KOMNeHcaTopHasA NPaBOCTOPOHHAA rPyLoNoACHNYHaA AedopmaLma NO3BOHOYHMKA
Il cteneHn. PebeHOK nosyyan KOHCepBaTUBHOE JleueHre: maccax, dusmotepanesTmye-
cKoe neyveHue, nevebHasa Gu3KynbTypa. [Ina Koppekuumn pasHuLbl B ONHE HUKHUX KO-
HeYyHoCTel NPUMEHANOCH HOLIeHNe opToneanYeckon obyBmu U NOANATOUHMKOB, ANA Ky-
nupoBaHuna 6051eBoro cMHApoma ncnosnbsosanucb HMBC.

HauvHaA c 12-neTHero Bo3pacTa CKnepofepMonofobHble KOXKHble MOopaXKeHWA y na-
LMeHTa He BU3Yyanun3mpoBannCb, OfHAKO MOABWUICA BblPaXXeHHbIV rMNepTprxo3 npason
HVXXHeN KoHeyHocCTu (puc. 3).

Puc. 3. TunepTpnxo3 nopaeHHOI KOHeYHOCTU (MonyyeHo NHGOPMMPOBaHIe cornacne Ha NnpoBefeHne
doTocbemkn n ncnonbzoBaHue pororpadpum OoT NaLMeHTa n ero 3aKOHHOro NpeAcTaBUTenNs)

Fig. 3. Hypertrichosis of the affected limb (an informed consent for taking and using photos was
obtained from the patient and his legal representative)
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Puc. 4. PeHTreHorpammbl NpaBoi cTonbl nauveHTa: A, B - oo onepartusHoro neyenus; C, D - nocne
onepaTnBHOro JieyeHus (opTpoAes NpoKcmManbHoro mexdganaHrosoro cycrasa |l nanbuya npasoi
cTOoMnbI CNULaMn)

Fig. 4. Right foot X-rays of the patient: A, B - before surgical treatment; C, D - after surgical treatment
(orthrodesis of the proximal interphalangeal joint of the second finger of the right foot with knitting
needles)

B Bo3pacte 14,5 roga nauneHTy BbINOSIHEHO ONepaTUBHOE fieyeHre No NOBOAY MO-
notkoobpasHon pedopmauun Il nanbua npaBoii cTonbl (ycTpaHeHue pedopmauun
Il nanbua NpaBo CTOMNbI, OPTPOAE3 MPOKCMMASNIbHOTO MeXdanaHroBoro cyctasa cnuuamm).
Ha puc. 4 npeacTaBneHbl peHTreHorpamMmbl MpaBol CTOMbI NaUMeHTa Ao U Nocne onepa-
TUBHOTO NleyeHus. Ha peHTreHorpammax, BbINMOIHEHHbIX MNALMEHTY 0 ONepPaTUBHOrO Je-
YyeHUs, BU3YaNn3NPYIOTCA YETKO OYEpPUEHHble CKiepoThYeckme yyactkm B pananrax |-l
nanbLes., B |-l NAloCHEBbIX KOCTAX, KOCTAX NPEAnoCHbI (MeananbHOW, MPOMEXYTOUYHOWN
KNMVHOBUAHbIX, NafbeBUAHON N TapaHHOW KocTAx) ¢ aedopmaumen dananrm Il nanbua
npaBou CTOMbI.

[nA oueHKn MUHepanbHOM NMIOTHOCTU KOCTHOW TKaHu (MIKT) naumneHTy B Bo3pacTte
15 neT BnepBble NpoBefeHa ABYXHepreTnyeckasa PeHTreHOBCKaa OCTEOAEHCUTOMETPUA
no CTaHZAPTHbIM NeAMaTPUYECKUM Nporpammam NccnefoBaHna (MOACHUYHbBIN oTaen no-
3BOHOYHUKA (L1-L4), Bce Teno 6e3 BKoueHUs Kocteln yepena (TBLH - total body less
head)), a Takke JOMONHUTENBHO — WUCCIIeAOBaHME MPOKCUMAIbHbIX OTAENoB 0beunx be-
OPeHHbIX KocTeld. MNpu 06cefoBaHM A5t OLEHKN MUHEePann3aLmm KOCTHOM TKaHW npu-
MEHANNCb TaKMe NoKasaTenu, Kak cogepxaHue KoctHoro mmHepana (BMC - bone mineral
content) u MUHeparnbHasa MNOTHOCTb KOCTHOW TKaHu (MIKT, BMD - bone mineral density).
PedepeHTHan 6a3a AaHHbIX PEHTTEHOBCKOTO AEHCMTOMETPa BKIOYasa HOPMATUBHbIE
nokasatenu no nosy 1 BO3pacTy, KOTOpble NCMOIb30BaNNCh A CPAaBHEHUA C HAMW MNO-
KasaTenen nauueHTa. Pe3ynbraT cpaBHeHMA MpefcTaBAAncAa B BuAe CTaHOAPTHOrO OT-
K/TOHEHMA MO OTHOLUEHUIO K COOTBETCTBYIOWMM HOPMAT/BHbIM Mokasatenam. CornacHo
pekomMeHpauuam MexayHapoaHOro oOLecTBa KIMHUYECKOW AEHCUTOMETPUN CpPaBHe-
HUe C HOPMOW MPOBOAMIIOCH MO NMOKa3aTento Z-score (OTpaXkaeT BeIMUYNHY CTaHAAPTHOrO
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[OnHaMnKa AeHCUTOMeTpUYeCcKNX NoKasaTeneil nayyeHTa
Changes in the patient’s densitometric parameters over time

JeHcuTomeTpuyeckune nokasarenm 15 ner 16 net 17 ner 18 ner
TBLH BMD, r/cm? 0,771 0,808 0,890 0,874
Z-score, SD -1,0 -2,0 -1,8 -2,0
L1-L4 BMD, r/cm? 0,680 0,672 0,746 0,748
Z-score, SD -1,1 -2,8 -2,5 -2,5
MpoKcMManbHblil OT- BMD, r/cm? 0,655 0,714 0,703 0,734
Aen npasoro 6efpa Z-score, SD -2,8 -2,5 -2,6 -2,5
MpoKCMManbHbIi OT- BMD, r/cm? 0,798 0,766 0,806 0,862
Aen nesoro 6eapa Z-score, SD -1,5 -2,0 -1,9 -0,7

OTKNOHEHUA MoKasaTtenen naumeHTa OT CpefaHEBO3PACTHOM HopMbl). [Mokasatenn BMD
npu Z-score <-2 SD pacueHnBanncb Kak «<H13Kaa MMHepanbHasa Macca Wi MUHepanbHas
NNOTHOCTb KOCTW» AJIA JaHHOrO rofa 1 Bo3pacTa pebeHka. 1o gaHHbIM PeHTreHOBCKOM
OCTEOAEHCUTOMETPUN Y OOC/IeJOBaHHOIO MaLMeHTa Npy NepBoM MPOBeeHNN OCTeo-
LEeHCUTOMETPUN BbisiBNieHa H13Kast MIMKT B NpoKCcMmanbHOM oTaene npaBoi beapeHHoN
kocTn (BMD=0,655 r/cm?, Z-score=-2,8 SD). lNpun npoBefeHnn KOHTPOJbHbIX AeHCUTOME-
TPUYECKMX NCCNeAoBaHNI B MOCNEAYoWeM C KPaTHOCTbIO Yepes 12 mecAueB B AVHAMUKe
3aperncTprpoBaHbl pa3HoHanpaeeHHble n3MeHeHna MIMKT B nccnegyembix obnactsx
ckenerta (cm. B Tabnuue).

B Bo3pacTe 15 net nayuneHTy npu oyepegHoM obcnenoBaHmm BoinosiHeHa KT KocTen
Ta3a U HUKHUX KOHEeYHOCTEN, MPOAEMOHCTPMPOBaBLUAsA AasibHelLee NporpeccupoBaHmne
Meniopeocto3a. Ha KT-ckaHax Bu3yanu3npoBanmcb NaTonornyeckme ovaroBble M3meHe-
HUA OCTEOCKNEPOTMYECKOro XapakTepa B TPyOUaTbiX KOCTAX, COUYeTaloLmecs C oyaramm
TKaHeBOW MIOTHOCTW, JIOKaJI30BaHHbIE B NMPaBO JJOOKOBOW KOCTM, Ha BCEM MPOTSKEHUN
npaBon 6eapeHHON 1 NpaBoi 60Mble6EPLOBO KOCTEN, NPaBblX TapaHHOW 1 nagbe-
BUAHOW KOCTeN, BO BCEX KNMHOBUAHDIX, |-l nntocHeBbIX KOCTAX 1 dpanaHrax |-l nanbues
npaso ctonbl (puc. 5).

B Bo3pacTe 17,5 roga npu npoBefieHnn peHTreHorpadum Ta3obepeHHbIX CyCTaBOB
Ha peHTreHorpamme BblfiB/IEHbI MPU3HAKN NPaBOCTOPOHHEr0 KOKCapTpOo3a 3-1 CTeneHu.
Mpw 3TOM NaLMeHT NepruoanYecKkn Npeabasan }anobbl Ha 601K B NpaBom TazobeapeH-
HOM 1 KONEHHOM CyCTaBax.

Mpwn KoHCynbTauMy NayueHTa B Bo3pacTte 18 neT Bpauom — TpaBMaTONOrom-opTore-
LOM BepndULMPOBAH AMarHo3: MeiopeocTos, NonrmoccanbHaa popma nopaxeHus. Bro-
PUYHbBIN KOKCapTPO3 NpaBoro Ta3obeapeHHOro cyctaBa 3-1 cteneHn. YKopouyeHure npa-
BOW HVXHEWM KOHEUYHOCTM Ha 3 CM NperMyLLEeCTBEHHO 3a cUYeT cermeHTa 6eppa. Ckonmos,
NPaBOCTOPOHHAA rpyAonoscHNYHasA gedbopmauus 3-i cteneHm TaxecTu. [Mpw BbinosHe-
HUN KOHTposbHOro KT-nccnepoBaHmA BM3yanv3npoBanvcb NaToniormyeckne ovaroble
N3MEHEHVA OCTEOCKIIEPOTMYECKOrO XapakTepa B MPaBOM JIOGKOBOWM KOCTM, B FOJIOBKe
npaBon 6eipeHHON KOCTU, COXPAHANNCH JIMHEHbIE YYaCTKM r’MnepocTo3a Ha BCeM NPo-
TSXKEHUWN npaBov 6efpeHHON 1 MPaBol 60/ble6EPLIOBON KOCTW, OYAroBble OCTEOCKIe-
poTMYeCK/e yUYaCTK/ B HAAKONEHHUKE, MPaBbIX TAPaHHOW 1 NafibeBUHON KOCTAX, BO BCEX
KNUHOBUAHBIX, |1l nntocHeBbIX 1 danaHrax -1l nanbLes npaBo cTomnbl.
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Puc. 5. KT-uccnegosaHue nayneHTa: A - npaBas 6egpeHHasn KOCTb BO GPOHTaNbHOI NIOCKOCTH,

B - mbiwenku 6egpeHHbIX KOCTell B akcuanbHoO NnockocT, C - HUXKHAA TpeTb Anadun3oB 6egpeHHbIX
KocTell B akCanbHOI NAOCKOCTYU

Fig. 5. CT of the patient: A - right femur in the frontal plane, B - condyles of the femurs in the axial plane,
C - lower third of the diaphysis of the femurs in the axial plane

B ObCYXIOEHWE

Mpn peTpoCcneKTMBHOM M3yYeHUN XPOHOMOMMM Pa3BUTUA MeNopeocTo3a B npeg-
CTaBIEHHOM KJIMHNYECKOM CJlyyae CTaHOBUTCA OYEBUAHbIM, UTO MEPBbIM KINHUYECKM
nposBreHnem 3aboneBaHus, HabnogaeMbiM y NaLMEHTa HAUMHAA C 6-NIeTHEro Bo3pacTa,
6b1110 CKNepofepPMONoA06HOE NopPaXKeHre KOXU, Mo MOBOAY KOTOPOro OH HEOLHOKPATHO
KOHCYNbTUPOBANCA BpayoM — NeagnaTpom YYacTKOBbIM 11 fepMaTtoBeHeponorom. B ganb-
HeliweMm, Nocsie TpaBMmbl, NoABUIMCL aedopmaumsa Il nanbLa NpPaBon CTOMbI, a eLle No3a-
Hee — He3HauuTesIbHOE YMJIOTHEHVE 1 OTEYHOCTb TKaHel NpaBoro 6eapa, He Bbi3biBaBLUNE
anckomdopTa y naymeHTa. B 8-netHem Bo3pacTe Bpauom — TpaBMaTONOroM-opToneaom
BblIB/IeHbl HECOOTBETCTBME AJINHbI HUMXHUX KOHEYHOCTEN M KOMMEHCAaTOPHbIA CKOMNO3.
B 3TOM ke BO3pacTe Bpauom — AeTCKMM KapAUOpPEBMATONOroM 3anofo3peHo Hanuume y
pebeHKa I0BEHUIIbHON CKNIePOAEPMIM, MAHHVKYNTA, apTPXTa, MO NMOBOAY YEro OH Obl ro-
CNUTanM3npoBaH ana obcnegoBaHus. Mpy CTaMOHAPHOM fleUeHUN Nocie OGHapyKeHs
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y NaLMeHTa PEHTTeHONOMMYECKNX NPU3HAKOB OCTEOCKNepo3a B aNndunsax Koctem KoneH-
HOFO CYCTaBa, a TakKXKe rMrnepocTo3a B 6onbluebepLoBon U 6eJpeHHON KOCTAX B Xofe
anddepeHLManbHO-ANArHOCTMYECKOrO NMOUCKa OblIN UCKITIOUEHBI PEBMATOJIOrMYecKas,
OHKONOrnmyecKkas v xmpypruyeckas natonorna Kocten. [paBuibHbIA AMarHO3 BriepBble
BepubULMpPOBaH BpayoM — OpTONeLOM-TPaBMaTOIOrOM TOJIbKO NOC/e NpeABapUTeibHO-
ro NpoBefeHnNa peHTreHorpadny, NPOAEMOHCTPUPOBABLLEN KNTacCUYECKMe PEHTIEHONO-
rmyeckrie Npri3Haku 3aboneBaHus B BULE «CTEKAIOLLErO CO CBEUYM BOCKax». Takum 06pa3om,
C MOMEHTa MOsIBNEHMs MEPBbIX KIUHUYECKUX NMPOABIEHUN 3a00neBaHNsA [0 YCTaHOBIe-
HUA MPaBUIBHOTO AMarHo3a npowsio 6onee AByx net. OUeBMAHO, YTO CBOEBPEMEHHaAs
BepudrKaLya BEPHOIO ANarHo3a No3BosisfeT n3bexxkaTtb HEOHOCHOBAHHbIX MCCEROBAHMN
(KaK MHBA3MBHbIX, TaK 1 HEMHBA3MBHbIX) U HEMPABUIIbHOIO JIeUEHWA, KOTOPOE MOXET OKa-
3aTbCA 6ecrnonesHbIM UM faxke BpeaHbIM AJ1s NaLueHTa.

MpepcTaBneHHbIN KNMHMYECKUI CrTyYail HarnAgHO MOKa3biBaeT onpefeneHHble CoX-
HOCTM AMArHOCTUKIN MENOPEOCTO3a, CBUAETENbCTBYIOLME O HeAOCTaTOYHON UHPOPMUPO-
BAHHOCTM Bpavel NeguaTpruyeckoro npoduns o gaHHOM 3aboneBaHuy, 4To obycnoBne-
HO, C OAHOW CTOPOHbI, HEBbICOKOW PacnpOCTPAaHEHHOCTbIO MeIopPeoCcTo3a BO BCEM MUPE,
C APYro CTOPOHbI — 6ECCUMMATOMHbBIM M MATIOCMMMATOMHBIM Hayanom 3aboneBaHus 1
ero MefaJsIeHHbIM MPorpeccnpoBaHnEM.

CnepyeT 06paTVTb BHUMaHKE Ha TO, YTO MNPV BO3HUKHOBEHUW MOAO3PEHNA HA Hanu-
yme MeniopeocTo3a UYpe3BblYaHO Ba)KHO NpPOBeAeHNe PEHTreHONOrMYeCckoro ncciego-
BaHWA VIMEHHO BCel MOPaAXXeHHON KOHEYHOCTW, @ He OTAeNIbHOro ee CermeHTa, Tak Kak
npu JaHHOM 3a6051eBaHMM HabNOgAETCA NPenMyLLeCTBEHHO Aradr3apHas noKanmsayus
NOpa)keHNA KOCTen, HepedKo C BOBMEYEHMEM B MaToONIOrMyecKnin NpoLecc HeCKObKIMX
CMEXHbIX KOCTel cKeneTta.

JvHamuKa pa3BuTrA 3a005eBaHUsA y NaLUMeHTa B MPeLACTaBIEHHOM KITMHUYECKOM CITy-
Yyae yKa3blBaeT Ha MNOCTeNeHHOoe HEeYKIOHHOe NPOorpeccnpoBaHme KIMHNYECKON CUMMTO-
MaTUKN Y PEHTFEeHONOrMYeCcKnX NpoABeHNA C TeyeHnem BpemeHun. K 18-netHemy Bo3pa-
CTy y MaureHTa Habno[anocb PacnpoCTPaHEHVE MENTOPEOCTOTMYECKOrO MOPAXKEHMS Ha
CMeXXHble KOCTV Ta3a ¢ GOpMUpOBaHMEM BTOPMYHOIO KOKCapTPO3a NpaBoro Ta3obeapeH-
HOro cycTtaBa 3-11 CTEMeHN 1 YKOPOUYEHMEM NPaBon HUMXHEN KOHEYHOCTU Ha 3 CM, COMNpOo-
BOXK[OAEMbIX MEPUOANYECKMU BONAMU B MOPAKEHHON KOHEYHOCTM, HE OKa3blBaOLMX
CYLLeCTBEHHOrO BIVAHWA Ha NOBCEAHEBHYIO AeATeNbHOCTb NaLneHTa.

K coxaneHuio, B HacTosLlee Bpems He cyulecTByeT 3¢deKTnBHOro cneymduryeckoro
nevyeHusi MenopeocTosa. [pumeHsiemMoe neveHune ABAAETCA CUMMNTOMATMYECKNM, TPebyio-
MM YYacTUA MHOronpodunbHOM KOMaHbl CNeLnanncToB.

B 3AKJTIOMEHUE

OpdaHHble 3aboneBaHnA B NOCNeAHNe rofbl OKa3biBaloTcA B poKyce 0coboro BHU-
MaHWA nccnefgoBaTenen n NpakTUYeCcKmx cneLnanmcToB BO BCeM MUpe. YUnTbiBasa pef-
KOCTb NpeAcTaBAeHHOW B CTaTbe HO30/10MMK, €€ MaNoCUMNTOMHOCTb Ha PaHHUX CTaau-
AX Pa3BUTUA U OTCYTCTBME eAMHbIX afirOPUTMOB NeYeHUs, OnncaHne Kaxxgoro HoBoro
crlyyas npepactaBnAeT 60MbWON KNVHNYECKU UHTepeC ANA Bpayel pa3Hblx cneymanb-
HocTen. CrneflyeT HafeATbCA, YTO NMPeACTaB/IeHHbIN B CTaTbe 0630p COBPEMEHHOW Nn-
TepaTypbl N0 JaHHOW nNpobneme, a TakKe NPUBEAEHHbIN KNUHUYECKUI cnyyai byayT
CNoco6cTBOBaTbH MOBBILIEHWIO BHUMAHUA K OppaHHOI NaTonorny B LeNioM, paclimpe-
HUIO N CUCTEMATU3aLUN 3HAHWI BpaYven-cneyranmcToB neguatTpruyeckoro npodpuna no
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KnuHnyeckui cnyyvam .
Case Report

0COGEHHOCTAIM Pa3BUTUA MEIOPEOCTO3a Y feTell, M03BoNAA 06ecneunTb CBOEBPEMEH-
HYI0 N PaHHIO ANArHOCTUKY 3TOrO 3aboneBaHus, Pa3paboTKy NepcoHNGULNPOBAHHON
afleKBaTHOW TaKTVKM BeAeHVA MauneHTa C yyacTueM MeXANCUMMIMHAPHON KOMaHAbI
cneymanncTos.
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