YK 616.71-008.1 DOI: 10.18699/SSMJ20250120
Kmanueckuii ciyyaii / Clinical case

Kaunnveckuit ciaydyai cunapoma ['opxama — Croyra

ILI. IMusikun® 2, B.A. Xop:keBckuii’, U.W. Kpacuukuii’, A.B. Tpyokun?, A.O. I'appuiioBa!

I Kpacnospckuil 2ocydapcmeennvlil MeOuyuHcKuil yHugepcumem um. npogpeccopa B.®. Botino-Hceneyko2o
Munzopaea Poccuu

660022, 2. Kpacrnospck, yn. llapmusana Kenesusxa, 1

? Kpaesas knunuyeckas 601bHuya

660022, 2. Kpacnospck, yn. IHlapmuszana Kenesusaxa, 3a

¥ Kpacrhospcroe kpaesoe namono2o-anamomuyeckoe 0iopo

660022, 2. Kpacnospcxk, yn. lHlapmuszana Kenesnaxa, 30

Pe3rome

Bonesnp ucuesaromeit kocty, win cuaapoM [opxama — Croyta, sBisercs: 3a001eBaHHEeM MacCHBHOTO OCTEOJIN3a, CBS-
3aHHOTI'O C pa3pacTaHMEM I'eMaHTMO3HOW TKaHW U IPHUBOJSILETO K pe3opOimu kocti. Marepuana u MeToabl. B crarbe
MIPECTABIICH peAKUN KIMHIYECKUi cirydaii cuaapoma [opxama — CtoyTa y manuenta 19 net. 3aboneBanne MaHUpECTH-
poBaiio B 16 5eT ¢ nmopakeHus rpy/IHbIX NO03BOHKOB. Pe3yabTarsl. Ha GoHe nosiBieHns: HeBpoJIOrHYECKUX HapyLISHHH
13-3a COABJICHHS CIMHHOIO MO3Ta M PAa3BUTHUsI MHUEJIONIATHH MTALUEHT NEPBUYHO ITOTPEOOBaII OIIEPATUBHOTO JICUCHHUS Ha
MM03BOHOYHHKE. [[MarH03 MacCMBHOTO OCTEOJIM3a BBICTABICH Ha OCHOBAaHWH aHAMHE3a, PEHTI€HOJIOTHYECKUX JIAHHBIX U
THCTOJIOTMYECKOTO 3aKIIOueHus. B nanpHeleM pucoeIMHIIOCh MHOKECTBEHHOE MTOpakeHne pedep, KOoCTeil Tasa u
yeperna. JloCTaTOuHO peIKUM B JaHHOM HaOJIIOJICHNH SBJISIETCSI MHOI0OYaroBoe MopakeHHe KOCTEH yeperna ¢ KoMIpec-
CHel MO3TOBBIX CTPYKTYD. 3akaouenue. [Ipu nuddepennuansaol tnarnocTrke Ha poHe MHOTO(POKYCHOM pe30pOIum
KOCTEeH CKeJleTa M yepera Ba)KHO IIOMHUTB O OoJiee PEeKHX M0 CPABHEHHIO C TeMaTOJIOTMYECKUMH U METaCTaTHYeCKIMHU
MOPAXCHUSIMU STHOJIOTHYECKUX ITPUYHHAX, B TOM YHCIIE 00 HANOIATHYECKOM OCTEONIU3HCE.

KoroueBble c10Ba: nIHONAaTHYECKUN OCTEOIM3UC, CHHAPOM HCYE3AIOIINX KOCTEH, KOCTHAsK Pe30pOLHs, CHHIPOM
T'opxama — CroyrTa.
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Abstract

Disappearing bone disease, or Gorham — Stoat syndrome, is a disease of massive osteolysis associated with the
proliferation of hemangiotic tissue leading to bone resorption. Material and methods. The article presents a rare clinical
case of Gorham — Stoat syndrome in a 19-year-old patient. The disease manifested at the age of 16 with a lesion of the
thoracic vertebrae. Results. Against the background of the appearance of neurological disorders due to compression of
the spinal cord and the development of myelopathy, the patient initially required surgical treatment on the spine. The
diagnosis of massive osteolysis is based on anamnesis, X-ray data and histological conclusion. Subsequently, multiple
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lesions of the ribs, pelvic bones and skull were added. Quite rare in this case is a multi-focal lesion of the skull bones with
compression of brain structures. Conclusions. In differential diagnosis against the background of multifocal resorption
of skeletal and cranial bones, it is important to remember about etiological causes that are rarer than hematological and
metastatic lesions, including idiopathic osteolysis.

Key words: idiopathic osteolysis, disappearing bone syndrome, bone resorption, Gorham — Stoat syndrome.
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BBenenue

Crnyyan MHOTO(OKYCHOTO TOpakKeHUs KOCTei
CKeJleTa epUOIUIECKH BCTPEYAIOTCS B KIIMHUYECKON
MPaKTHKe ¥ HanOOJee YacTo CBS3aHBI C TeMaToyo-
TUYECKUMH 3a00JIeBaHUAMHU WM METAaCTaTHYECKUM
nmopakeaueM. OmHako WMEIOTCS W Oolee pemKue
MIPUYUHBI MHOJKECTBEHHOTO MTOPAKEHUS KOCTEH, KO-
TOpBIE MEHEe M3BECTHHI crienuanucraM. Hampumep,
WJINOTIaTHYECKIEe MHOKECTBEHHBIE O0Yard OCTEOJH-
3uca. BeIAETAIOT HECKOIBKO (hOPM HAMOMATUYECKOTO
OCTEOJIN3MCA: HACJIEICTBEHHBI MYJIBTHIIEHTPAb-
HBI OCTEOJM3HC C JOMHHAHTHBIM THIIOM HACIIEIO0-
BaHUs, HACJIEJCTBEHHBIN OCTEONM3HC C pPELEeCCUB-
HBIM THUIIOM HAacJie[OBaHUs, HEHACIIEJCTBEHHBIN
MYJIBTHLEHTPAILHBIA OCTEONHM3UC C Hedpomaruei,
curapoM Bunuectepa, cunapom Topxama — Croyra
(Cre) [1]. Crc xapakrepusyercs o0Opa3zoBaHHEM
MYJIBTHULEHTPHUECKUX OCTECOJUTUYECKHX OYaros,
CBSI3aHHBIX C pa3pacTaHUeM TI'€MaHTHO3HOW TKaHU
(reMaHTHOMAaTO30M), YTO TIPUBOIUT K PE30POIIHHU KO-
ctu [2]. Briepsoie onmcan B 1955 . L.W. Gorham u
A.P. Stout, KOTOpbIE Ha3BaJIU €ro «IPOTrPECCUBHBIM
WUJIMONIATUYECKUM OCTeOoIM3rucomM» [3].

Otuonorusi 3aboieBaHWs HEM3BECTHA, HO, II0
MHEHHUIO pfAJa HCClefoBaresei, CBf3aHa C TOBBI-
[IEHHOM aKTUBHOCTHIO OCTEOKIIACTOB, a TaKXkKe C
HapymieHusMU B nuMdanruorenese [4—7]. Mmeror-
cs1 HeMHorouuciieHHble cBemenus o css3u CIC ¢
npeamectByromiei TpaBmoi [8]. A. Buerfeind et al.
OTHMCHIBAIOT KIIMHUYECKHUH cimyuail pazsutus CI'C y
MY>KYUHBI 46 JIET, KOTOPBIM MOXYYWI TPAaBMY, U de-
pe3 3 Helenu y Hero pa3BMIICS OCTEOJIN3HUC TOJIOBKH
miedeBoil koctu [9]. boiesHb MOXKET MOSBHUTHCS B
J000M BO3pacTe U y MpelcTaBuTelieii 000ero mosna,
HO HECKOJIBKO Yallle BO3HUKAET Y MOJPOCTKOB M MO-
noaeix My>kunH [10].

MarepuaJ u MeTOAbI

Hwke npencTaBieHo cOOCTBEHHOE KIIMHHUECKOE
naomoaenne CI'C y manuenTta 19 net, Haxonsmero-
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Csl Ha JIEYEHUH B HEHPOXUPYPrMUECKOM OTIEJIEHUHU
KIT'BY3 Kpaepast kiimnudeckast OonpHUIA T. KpacHo-
spcKa.

Cunraet ce6st 6ombHBIM ¢ 2019 1. (Ha TOT MOMEHT
nanuenTty O0b110 16 51eT), Koraa OTMETHIT TIOSIBJICHNE
c1abocTH B JIEBOM HWKHEW KoHeuHocTH. [Ipu 1000-
cineaoBaHuu 1o MPT BbIsiBIIEHA OIyXOJb TPYIHBIX
1o3BoHKOB Th7-Th8 ¢ uHBa3uell B MO3BOHOYHBIN
kaHail. [Io HesICHBIM PUYKMHAM K HEUpOXUPYpPry He
obpamaiics. B 2020 r. pa3Buiics HIKHUH mapamapes
1 HapylieHue (YHKLIUHM Ta30BbIX OpraHoB. locmu-
TaNM3UPOBaH B JIETCKOE HEWPOXUPYPIUUECKOE OT-
JIeJICHHE, T/I¢ BHIIIOJIHEHA ONEPaLHs: JIIMUHIKTOMHUS
Th6-Th8, wacTuuHOE ynajeHUE OITyXOJIH, JEKOM-
npeccHs MO3BOHOYHOTO KaHana. B mocneonepann-
OHHOM IE€pHOAE TOCTENEHHO HApOCia MBbIIEYHas
cwia B Horax (710 4 6aJijIoB), BOCCTAHOBHUJIACH CIIO-
COOHOCTh K MOYEHCITyCKaHHIO. [HcToIorudeckoe
sakiatoueHue U3 OI'BY «DenepanbHblii HaydHO-
KJIIMHUYECKUM LEHTP AECTCKOM IeMaToJIOrMH, OHKO-
JIOTUM U UMMYHOJIOTUH UMeHU J{Mutpus PoradeBa»
Mun3snpasa Poccun: «B npenenax ncciaenoBaHHOTO
MaTepuana JIaHHBIX 32 HEOIIaCTHYECKUH IpoIecc
HE NoiIyueHo. PekoMeHyeTcs OBTOPHOE HUCCIIENO-
BaHME IPU HAIMYMH HA TO KIIMHUYECKHUX ITOKa3aHUH.
[IpoBenernoe nummynoructroxumuaeckoe (MI'X) uc-
clleloBaHUE HE MH(POPMATHBHO — HE IOJYYEHO HU
OZIHOTO BHYTpEHHEro KoHTpois. He wuckmouaercs
HCTOJIb30BAHUE KHCIIOTHOM JAeKanbLuHauuu. Bwme-
CTe C 3TUM MOpQOIOrnueckas KapTHHA MO3BOJISIET
MIOJI03PEBATh OITyX0Jb COCYAUCTOrO reHe3a — FeMaH-
ruoma?». IlanMeHT BeIucasics U3 JIETCKOro HeWpo-
XUPYPrUUECKOTO OTJACJIEHUS U Ha MPOTAKEHUN TPeX
JIET 4yBCTBOBAJ Ce0s1 YIOBICTBOPUTEIBHO, TIPH STOM
KOHTpONbHBIX MPT B nuHamMuke HE BBIIOJIHSIIOCH.
B ampene 2022 r. oTMeTHII MOSIBIEHNE U HApacTaHUE
1OJI KoKel B obnacTtu 16a 00beMHBIX 00pa30BaHUii,
a Tak)Ke TMOSABUJIACHh TIOCTOSHHAs TOJIOBHas 00ib. B
HostOpe 2022 I. 0CMOTPEH HEHPOXUPYPIOM BO B3pOC-
JIOW CETH M HalpaBlieH Ha TOCTIMTAIN3AIUIO IS J10-
00cCIe0BaHus U JICYCHHUSL.
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PesyabTarbl

B HeBposoruueckoM cratryce NpH NOCTYIUIEHNN:
CO3HAHWE SICHOE, peub He HapyIlneHa. 3pauku D = S,
(horopeaknuu xuBbie. Hucrarma Her. YyBcTBUTEIB-
HOCTb Ha JMIIE HE U3MEeHEeHa. TOUKH BbIXOJA BETBEH
TPOHHMYHOTO HepBa Oe3001e3HeHHbI. JIno cuMMme-
tpuuHo. Ciyx coxpaHeH. [mortanme, (oHarms co-
XpaHeHbl. [710TOUHBI peduiekc B HOpMe. SI3bIK 1O
cpenHei muHuKr. MblllieyHas Ciiia B HUKHUX KOHEU-
HOCTsX 4-4,5 Gama, cyXoKuiIbHBIe pediaekcrl (Ko-
JIeHHbIE) OKUBJIEHBL. [loBepXHOCTHASI YyBCTBUTEINb-
HOCTb — JIETKasl THIIECTE3Us C YPOBHS HIDKHUX pedep
¢ 00enx CTOpOH. MeHHMHTeaIbHbIX 3HAKOB HET.

Bremmonneno MPT rpynonoscHu4HOro otaena
mo3BoHouHnka (puc. 1). CocrosHME TOCHE orepa-
TUBHOTO JeueHus: oT 2020 r.: sKcTpagypaibHO pac-
MTOJIOKEHHASI OIyXOJh C TPU3HAKAMHU CTEHO3a TI0-
3BOHOYHOIO KaHaJa, C paclpocTpaHeHHeM Ha pedpa,
MeXpeOepHbIe TPOCTPAHCTBA.

[To naHHBIM MYJIBTHCIHPATIBLHON KOMIIBIOTEPHOU
tomorpadun (MCKT) romoBHoro mMosra ¢ KOHTpa-
croM (puc. 2) u MPT c napamarnetukom (puc. 3) B
JIOOHOM, TEMEHHBIX U 3aThIJIOYHOM KOCTSX OMPEIeIisi-
FOTCSI MHOYKECTBEHHBIC 00pa3oBaHus OKpyrion (hop-
Mbl MaKCUMaJIBHBIM AMAaMETPOM 10 4 CM U TOJIIH-
HOH 70 2,5 CM C HEPOBHBIMU YETKHMHU KOHTYpamu,
HEOJHOPOAHON CTPYKTYpOH, HHTEHCHUBHO HEpaBHO-
MEpHO HaKalJMBaloIlle KOHTPACTHOE BEILIECTBO.
[NepudokanabHbIi OTEK KOCTHOTO MO3ra, HHUIBTpa-
LKsl TBEPIOH MO3rOBOM OOOJIOUKHM U allOHEBPO3 HE
BH3YaJIN3HPYIOTCSI.

I[Ipu mooGcnemoBanmu 1o ganHeIM MCKT
TPYIHOM KJIETKU BBIABICHBI NEPECTPOHKA KOCTHOM
CTPYKTYpbI 1 B3ayTHE XI pedpa crpasa. [lo nanHbIM
peHTtreHorpaduu KOCTel Ta3a B IPOCKINH TeJa Mol
B3JIOIIHOM KOCTH CIIpaBa MpPOCIEKUBACTCS OTHO-
CUTEIIBHO YETKO OTTPAHUYCHHOE OCTEOIIMTHYECKOE
opakeHne OImke K oBaJbHOU (popMe ¢ MeTKosde-
HCTON CTPYKTYpPOH, CKIIEPO3UPOBAHHBIM KpaeM, pas-

Puc. 1. MPT 2pyonoeo u wetinoco omoenos nozeonoynuxa nayuenma K. na yposne noseonxoe Th5—Th7. Onpedensemcs
NPOOONHCEHHBIL POCIT ONYXONEBOU MKAHU, KOMOPAA UHDUILIMPAMUEHO NOPaAXCcaem mend i OmpoCmKY NO360H-
K08, hopmupyem Maccusnvlii napagepmedPAIbHblll KOMIOHEHM CNpasa, pacnpocmpansiemcs 6 no360HOUHbLI
Kauaz, mygmoodpaszno oxeamuvieaem OypaibHuLlL MEULOK, YMEePEeHHO cOa8ausds cnunHol mosze. Onpedensromces
CMPYKMYypHble USMEHEeHUs. KOCIHO20 MO32a 6 menax u ompocmkax nozeéonkog Thil, L2, L3 (ykazanvl cmpenxa-
Mu)

Fig. 1. MRI of the thoracic and cervical spine of patient K. at the level of Th5—Th7 vertebrae. The continued growth of
tumor tissue is determined, which infiltratively affects the bodies and processes of the vertebrae, forms a massive
paravertebral component on the right, spreads into the spinal canal, muff-like covers the dural sac, moderately
squeezing the spinal cord. Structural changes of the bone marrow in the bodies and processes of the vertebrae
Thill, L2, L3 are determined (indicated by arrows)
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Puc. 2. MCKT 2onoenoco moszea nayuenma K.
Fig. 2. MSCT of the brain of patient K.

mepamu ~ 3,5%4,1 cMm (puc. 4). [Apyrux nopaxeHuit
KOCTEM CKeJIeTa, B TOM YUCJIE BEPXHUX KOHEUHOCTEM,
HE BBISBIICHO.

B cBsi3M ¢ MHOXKECTBEHHBIM XapaKTepOM IOpa-
KEHHsI KOCTEeH 3armoi03peHo IeMaToJIOrHYeckoe 3a-
Oonesanue (miasMokieTogHas muenoma?). Ilocie
OCMOTpa remMaTosiora peKOMEHAOBaHa CTEepPHaJbHAs
MTyHKIIHSL, TI0 JJAHHBIM KOTOPOI B MUEIIOTpaMMe Tijia3-
MaTHYeCKUX KIETOK He 00Hapy»)eHo. B remorpamme
1 OMOXUMHUYECKOM TIpodHIIe IOKa3aTes I B Mpejeiax
pedepeHcHbIX 3HaueHui. PekoMeH0BaHO J1000CTIe-
JOBaHHE B 00bEME MPOBEICHUS TPENAaHOOHOIICHH.
Ilo pesympraram Tpemanoduonicuu: Mopgoaornye-
CK{, B TIpeneiax MPHUCIAHHOTO JJIS MCCIIEIOBaHUS
Marepuajia, HET HJaHHBIX 3a IOPaXE€HUC KOCTHOI'O
MO3ra OMyXoJiblo. J[OMOJIHUTENbHO TOJY4YEeHBI pe-
3yJIBTaThl UMMYHOXPOMATOrpa(UIeCcKOro aHajam3a —
B CBHIBOPOTKE KPOBHU IapanpoTenHa He oOHapyxe-
Ho. Coneprkanue B Moue obmiero 6enka 0,097 r/cyr
(Hopma), Genok benc — J»koHca OTCYTCTBYET.

VYuuTeiBas Hanuuue OObBEMHOTO 00pa30BaHUS
TEMEHHON KOCTH ClieBa C MpH3HAKAMH OOBEMHOTO
BO3JIEUCTBUA Ha TOJIOBHOM MO3T, MPUHSTO pELICHUE

CUBWPCKMIN HAYYHBIV MEOMLIMHCKUI XXYPHAT 2025; 45 (1): 184-192

00 ymameHnn o0pa3oBaHMs C PEIICHUEM O JajbHEH-
el TaKTUKe BEACHUA 110 JaHHBIM I'MCTOJIOIMYE€CKO-
ro 3axtoueHust. lHTpaonepannonHo onpenensercs
OITyXOJIb KPYIMHOTPAOCKYIIIPHOH KOCTHOW CTPYKTY-
pBI, MHTEHCHBHO KPOBOCHAOXKaromIasicss (KpoBOIIO-
teps 300 mur). Onyxonb ymaneHa B Mpeaeiiax Hew3-
MEHEHHOW KocTH. TBepaas Mo3roBas 000JOYKa HE
nopaxeHa. [1o JaHHBIM THCTOIOTHYECKOTO UCCIIEI0-
BaHUS: (parMEeHTHI KOCTHOW TKaHH, T/IE OIMpPEIeIs-
€TCsI TeCTPYKTUBHBIN POCT OIYXOJIH, 00pa30BaHHOU
IUTOTHBIMU TTpoJiUdepaTaMu COCYA0B KallJUIIPHOTO
THUIA, PACTIPOCTPAHSIIOIIMMHUCS IO KOCTHOMO3TOBBIM
naxyHaMm. Cocy/ibl IMEIOT MEJIKHA KajauOp, BhICTIIA-
HBI MBIIITHBIM YHAO0TENHEM ¢ (pOpMHUpOBaHUEM HA OT-
JeNBbHBIX YYacTKaxX ManiUIIPHBIX MponndepaTos.
MuTo3Bl M HEKpPO3bl He onpeaessitores. [1o naHHbIM
UIl'X-uccnenoBanusi: Mopdoiaorudeckas KapTHHA
COOTBETCTBYET T€MaHTHOME C BHYTPHUKOCTHBIM PO-
CTOM. HpI/IHI/IMaSI BO BHHMAHHE MHOXKECTBCHHOC
MOpaKeHUE KOCTEH pa3IMYHbIX JIOKAJIW3aUun, Aua-
THOCTHYECKAsi CUTyalusl C BBICOKOH CTENEHBIO Be-
POSTHOCTH paclieHWBaeTCs Kak aHruomaro3. He uc-
KirouaeTcst cuaapoM [opxema — CroyTa (puc. 5).
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Puc. 3. MPT 2onosnozo mosea nayuenma K. B 100HOU, mMeMeHHbIX U 3aMbLIOYHOU KOCMAX ONPeOesiomcs MHOdN Ce-
cmeenHble OKpY2ioil hopmobl 06PaA308aHUS MAKCUMALLHBIM Ouamempom 00 4 cm u monwurnou 0o 2,5 cm ¢ He-
POBHBIMU YEeMKUMU KOHMYPAMU, HEOOHOPOOHOU CMPYKMYPOU, UHMEHCUBHO HEePABHOMEPHO HAKANIUsaroujue
KOHMPACMHOe 8eujecmso

Fig. 3. MRI of the brain of patient K. In the frontal, parietal and occipital bones, multiple rounded formations with a
maximum diameter of up to 4 cm and a thickness of up to 2.5 cm with uneven clear contours, heterogeneous
structure, intensively unevenly accumulating contrast medium are determined

Puc. 4. MCKT epyonoti knemxu (a) u penmeenoepagpus kocmeti masa (0). Cmpenkamu ommeueHvl 04deu NopadiceHus
Kocmetl

Fig. 4. Chest MSCT (a) and pelvic bone radiography (6). The arrows mark the lesions of the bones
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Puc. 5. Mopghonozuueckas kapmuna 6 30He ONYX01€6020 pOCMA: A — ONPEOENAIOMCI PpasmeHmvl KOCIMHOU MKAHU C

0eCmpyKmMuHbLM POCIOM ONYXOIU, 0OPA308AHHOU NAOMHbIMU NPOIUDEPAMAMU COCYO08 KANULISPHO20 MUNA,
PACNPOCMPAHSIIOWUMUCS. NO KOCIHOMO3208bIM JAKYHAM, O — COCYObl UMEIOM MEIKUll KAIUOp, 6bICMIAHbL NbIUL-
HbIM BHOOMeENUueM ¢ (PopmMuposanuem Ha OMOENbHbIX YUACMKAX NANUIIAPHBIX NPOauepamos, 6 npocseeme
COCY008 ONPedensiomcst IPUMpoyunsl, 8 — SHOOMENUOYUMbL, GbICIMULIAIOWUE COCYOUCTbIE CIPYKIMYPbL, IKC-
npeccupytom vVWF'; 2 — axenpeccust snoomenuem cocyoos onyxonu CD34. Oxkpacka: a, 6 — 2eMamokcuiuHom u
203uHOM; 6, 2 — Ml X-uccneoosanue ¢ anmumenamu k VWF u CD34 coomeemcmeenno. Yeenuuenue: a — x100;
0 — x400; 6, 2— %200

Fig. 5. Morphological picture in the area of tumor growth: a — bone fragments with destructive tumor growth formed by

dense capillary-type vascular proliferations spreading through bone marrow lacunae are determined, 6 — vessels
are of small caliber, lined with lush endothelium with the formation of papillary proliferates in certain areas, eryth-
rocytes are detected in the lumen of the vessels; 6 — endotheliocytes lining vascular structures express vVWF; e — ex-
pression of CD34 tumor vascular endothelium. Staining: a, 6 — hematoxylin and eosin; 6, 2 — immunohistochemical
study with anti-vWF and anti-CD34 antibodies, respectively. Magnification: a — x100; 6 — X400, 6, 2— %200

[InarmpoBanoch HampaBiIeHNE MAIUeHTa B (heze-
paNbHYIO KIUHUKY JUIS aJbHEHIero JIeueHus, Of-
HAKO COBMECTHO C POIUTEIISIMU OH MIPUHSUT PEIICHIE
MOKWHYTh KJIMHUKY, HE JOXKHUIASICh PEKOMEHIAITHI.
B nanpHeliiiem Ha CBA3b HE BBIXOAWIIH, MOITOMY
cynp0a manueHTa HeM3BeCTHa.

Obcyxaenne

Kak u npexacraBieHHbII HaMHM KIMHUYECKHM
citydail, OOJBIIMHCTBO OMYOJIMKOBaHHBIX HaOIIOIe-
Huit CI'C kacaercs neteit 1 MostofsIx sroeil. Peako
CI'C pa3BuBaercs B noxkusiom Bo3zpacre. P.Y. Hong
et al. omuceiBaroT ciryvaii CI'C y Mmy»4uHbI 67 neT, y

CUBUPCKUIA HAYYHBI MEOULIMHCKUIA XKYPHAI 2025; 45 (1): 184-192

KOTOPOTO BBISIBIICHO MOPaKCHUE KOCTEH ueperna, He-
CKOJILKMX TIO3BOHKOB, pedep, 00enx JIONaToK u Tasa
[11]. B omHOIf M3 caMbIX OONBIIMX cepHil HaOIroIe-
wuii CI'C (67 manuentoB) mMyxuuH Obuio 64,2 %,
skeHIMH — 35,8 %, cpeaHuil Bo3pacT coctaBuil 28
net (ot 1,5 et go 71 roma) [8].

AHTHOMaro3 M OCTEOJM3HC, Pa3BUBAIOIIUECS Y
MaIMeHTOB ¢ cuHIpoMoM [opxama — CtoyTa, MOTYT
BOBJICKATh OJTHY HJIM HECKOJIbKUX KOCTEH pa3HbIX 00-
jactedl ckenera. [Io JaHHBIM aBTOPOB, ONMHCABILIMX
3TOT CHHJPOM, Yallle BCEro HaOIONAIoTCs Mopaske-
HUSI KOCTEH IJICYEBOTO M TA30BOT'O MMOSICOB, Yepena,
Hmwxeer yenmoctu [3]. Cormacno D.N. Kiran et al.,
HauOonbiee KomudecTBo myonmukanuid npo CIC
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CBSI3aHO C MTOPAKEHNEM YeITF0OCTHO-JINIIEBOI 00IacTi
U BepXHeH koHeuHocTH [ 12], olHaKo 10 TaHHBIM aHa-
nm3a 67 nabmronennit CI'C B Kurae nanbonee gacto
ObuTa 3aTpoHyTa OenpeHHast KocTh. [lopaxenne 6o-
Jiee Tpex KocTel Berpeyanoch B 25,4 % citydaes [8].

K.N. Schneider et al. onmmceBarot ciyuait CI'C
Yy MOJIOJION YKEHIIMHBI ¢ M30JUPOBAHHBIM JIU3UCOM
ydacTKa MMoAB3A0MTHON KocTH [2]. S.Z. Liu et al. omy-
omukoBanmm HaOmonenne CI'C y nmanmenTtkn 29 met
C o4yaramu JECTPYKIMH B ITO3BOHOYHHKE, PeOpax u
xmountie [13]. T. Aizawa et al. mpencraBunm cirydait
CI'C y manbuuka 10 et ¢ nmopaxeHueM Mo3BOHOY-
auka ot Th3- mo Th12-mo3Bonka [14], O.H. OTTeBa
U COaBT. — y nauueHTa 18 jeT ¢ MHOXECTBEHHBIMU
reperoMaMu pedep JIEBOH MOJIOBUHBI TPYIHON KIIeT-
KH ¥ TIEPEIIOMAMH TTOTIEPEYHBIX OTPOCTKOB TPYIHBIX
MO3BOHKOB [15]. MHOrHUMM aBTOpaMHu OTMEUYEHO, YTO
MTOpa)XeHNe MTO3BOHKOB U pedep 9acTo OCIOKHAETCS
pazButuem xuioropaxca [11,15-17].

IIpencraBrneHHbIl HaMU KIMHUYECKUN Cllydai
WHTEPECEH TEM, YTO BOBJIEYCHO MHOMKECTBO pa3-
JUYHBIA KOCTEH CKelleTa, a TaKKe UMEETCS MHOXKe-
CTBEHHOE TIOpakKeHHe KOCTeH depemna, Ba oJara w3
KOTOPBIX BBI3BIBAIOT MaccC-3(PQPEKT U KOMIIPECCHIO
TToJIe)KaIIel TBEPIOH MO3TOBOM 000I0YKH U TOJIOB-
HOTO Mo3ra. Takoe BbIpaXE€HHOE TIOpaKeHUE Yepera
JIOCTaTOYHO HEOOBIYHO U HE OMMCAHO B JIUTEpAType.
ITo marnaeM H. Di et al., mepsbivm nposBierrnem CI'C
B psiZIe CIy4aeB SIBIISTIOTCS CTOWKHE CEPO3UTHI, B TOM
gucie TieBputH [18]. B Hamem HaOmoneHUM, He-
CMOTps Ha BOBJICUYEHHE B TATOJIOTHYECKHHA MPOIIECC
HECKOJIbKHX TIO3BOHKOB, TTapaBepTeOpabHBIX CTPYK-
Typ ¥ pedep, TUIEBPATBHOTO BBITIOTA HE OTMEYAIIOCh.

OcHognbIe xano0s! ipu CI'C mipencTaBiaeHbI 00-
JIEBBIM CHHIPOMOM, OTEKOM KOHEYHOCTEH, a Tarxke
pa3BHUTHEM OCIIOKHEHNH Ha (POHE KOCTHON AECTPYK-
MY, B TOM YHCJI€ MATOJOTMYECKUX MEepeIoMOoB [8,
10]. IlpencraBneHHbI HAMU KIMHUYECKUU CITydai
WHTEPECEH TeM, YTO TIEPBUYHO y TAIMEHTa MOSBH-
JMCh HEBPOJIOTHYECKNE HAPYIICHNUS U3-32 PA3BUTHUS
Muenonaruy Ha (hoHe TOpaKeHUs TPYIHBIX MTO3BOH-
KOB M CIIaBJICHUS CIMHHOTO Mo3ra. s muddepen-
unanbHoil quarHoctuku CI'C oT apyrux cocTostHUM
" 3a00JIeBaHU TTIOMOTAaeT TOT (haKT, YTO OMOXUMHUE-
CKH€ M TeMaTOJIOTHYECKUE MTOKa3aTelId HaXOIITCS B
npejenax HopMel [ 15], penko MOKeT oTMeqaTbCs He-
0OJIBITIOE TTOBHIIICHHE aKTUBHOCTH IIEJIOYHOM (hoc-
(otazsl [8, 10]. B Hamem KIMHHYECKOM CiIydae BCE
OMOXMMHUYECKHE M TeMATOJIOTHIECKUE TIOKA3aTeNn Y
TaIUeHTa ObLIH B TIPE/IeIaX HOPMBL.

[To maHHBIM TUTEPATYPHI, TIPU TUCTOIOTHYECKOM
uccienosanun npu CI'C ompenensieTcs rumeprpo-
mudeparus Menkux cocynoB [19, 20]. Ilpu stom
eme B 1983 . L. Heffez et al. Beigenumm cnemyto-
mue kpurepun auardoctuku CI'C: Hanuuue aHruo-
MaTO3HOM TKaHH MPU OMOIICHHU, OTCYTCTBUE KIIETOY-
HOM aTWIUM, MUHAMAJIbHAS PEaKIUs OCTEOKIACTOB
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WIN ee OTCYTCTBHE, MPHU3HAKH IPOTPECCUPYIOIIEH
pe30pOIMH KOCTH, HESI3BEHHOE MOpakeHUE, OTCYT-
CTBHE TOpaXEHWH BHYTPEHHUX OPraHOB, pEHTTe-
HOJIOTHYECKast KapTHHA OCTEOJIN3HCa, OTCYTCTBHE
HACJIEJICTBEHHBIX, METAa0OIMIECKUX, OMYXOJIEBBIX U
nH(pexknnoHHpIX nporeccos [21]. [Ipu CI'C moryT
pa3BHUBaThCS OCIOKHEHUS, TPEOYIOIINe XUPyprude-
CKOTO JleueHus; Tak, S. Liu et al. omuceIBatoT cimyyait
YCHEIHOW IIEMEHTHOH BepTEeOpOIIACTHKH TIOpa-
KEHHOTO TISITOTO TOSICHUYHOTO ITO3BOHKA y MOJIO-
Joro MyxuuHsl [17]. B nmpencraBieHHOM HAMU KJIH-
HUYECKOM Cllydae MaIeHT MEepPBUYHO TMOTpeOoBal
OTIEPATUBHOTO JIEYEHHUSI Ha TIO3BOHOYHUKE B CBSI3H C
TeM, YTO OTMEYAJIOCh CAABIIEHHE CIIMHHOTO MO3Ta H
pa3BUIIACh MUEIOTIATHSI.

B Hacrosiiiee BpemMst OCHOBHOM (hopMO¥t JIeueHUs
CI'C sBnsieTcsl Ha3HAYeHUE MpenaparoB Ha OCHOBE
oucgochoHaTOB, UTO MPUBOAUT K CTAOMIN3AIINH CO-
CTOSTHUS M TIPEKPAIISHHUIO TPOIIECCOB OCTEOIN3NCA,
OJTHAKO YaIlle 3TO MPOUCXOANT HE paHee YeM depes
1-2 roma [2, 10, 13, 22, 23]. Taxxe umeet 3¢ dek-
TUBHOCTh Ha3Ha4deHHWe BHUTaMuWHa D u wmHTEpdepo-
Ha 0o-2b [10], B HEKOTOPBIX CITydasX MPUMEHSETCS
panuotepanus [8, 10]. K coxanenuto, B HaleM Ha-
OMIONIeHNH MAIMEeHT OTKa3aJICs OT AallbHEeHIero Ha-
OMtoNIeHNs U HATIPaBJICHUS B (eiepallbHYI0 KIIMHUKY
JUTS TIoydeHus cnenuduyaeckon Tepanun. [Iporno3
npu CI'C nocrarouno Henpeackasyem. OTmedarorcest
CIlydad CaMOCTOSITENIbHOTO TPEKPAIEHHsI OCTEOIH-
3uca. Cuuraercs, 9YTo HEOIATONMPHUATHBIMH TPOTHO-
CTHUECKHMHU (haKTopaMH SIBIIIETCS TIOpaKEHHUE I10-
3BOHOYHMKA U KOCTEH I'pyAHON KJIETKU C pa3BUTHEM
xujoropakca [10, 11, 18, 22].

3akaroueHue

MHorohokycHOe MOpaXeHHE KOCTEeH CKeyera
M 4epera B TIEpBYIO Oo4depe/nb HABOAWUT HA MBICIH O
MHUEJIOMHON OOJIE3HW M METaCTaTU4YEeCKOM IMOpaxke-
Huu. OIHAKO BO3MOXHBI U Jpyrue, Oojiee peaKue
npuuuHbl. [Ipy HaTUYMKM MHOXECTBEHHBIX OUYaroB
MOpaKeHUsI KOCTEH CKelleTa Y MOJIOABIX MAIMeHTOB
HEOOXOAMMO TIOMHHUTH 00 WJIMONATHYECKOM OCTEO-
JIU3UCE, OJHOM U3 POPM KOTOPOTO SIBJISIETCS CUHAPOM
Topxama — CroyTra, XapakTepU3yHOIIUNACS o4araMu
KOCTHOH JECTPYKIIUH Ha (OHE poTudepaIuu cocy-
JIOB KallMJUSIPHOTO THIA (reMaHruomarosa). B cumy
penKocTH 3a00JIeBaHus €ro MPOrHO3 JOCTOBEPHO HE
m3BecTeH. Hepenko koctHas mectpykius npu CI'C
BBI3BIBAET OCJIOKHEHUS, TPEOYIOIINE XUPYPrHIECKO-
ro BMeIaTenbCTBa. B psne cimyuyaeB mporecc ocTeo-
JIU3UCA 3aKAHYUBACTCS CIIOHTAHHO Y€Pe3 HECKOJIBKO
sietT. Tem He MeHee BCe MAIlMeHThI ¢ YCTaHOBJICHHBIM
quario3oM CI'C AOMKHBI TOJTy4aTh JIEKAPCTBEHHBIE
mpernaparbl Ha OCHOBe OuC(hOCHOHATOB, YTO JOKa-
3aHHO TIPUBOJUT K CTAOMIU3AIMKM COCTOSHUS U TIpe-
KpAIIEHUIO MTPOIECCOB OCTEONN3HCA.
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