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CUHAPOM MAKKbIOHA-ONIBPANTA-BPANLIEBA: ONMUCAHUE TPEX

KINMHWYECKUX CNTYYAEB, OCOBEHHOCTU ANATHOCTUKIU U TAKTUKWU JIEMEHUA
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OIbY «HaumoHanbHbIN MegULIMHCKUN NCCneaoBaTeNbCKUA LeHTP SHAOKpuHonornm» Munsgpasa Poccn, Mockea

CnHgpom MakKbtoHa-Onbpanta-bpanuesa (MOB) — pepkoe 3aboneBaHune, 06ycnoBAEHHOE CNOPAANYECKON NOCT3N-
roTuyeckon myTaumen B reHe GNAS, KoTopbln KogupyeT anbda-cybbegnHuuy Gs curHanbHoro 6eska. lNoctosaHHanA ak-
TuBaumAa Gs 6enKka NpPMBOAUT K HEKOHTPOIMPYEMOMY 06pa30BaHNI0 BHYTPUKIETOYHOIO LNKINYECKOTO afeHO3UHMOHO-
docdara, uTo BbipaxKaeTcAa B aBTOHOMHON runepdyHKLMM opraHoB-muLweHel. Npegnonaraemas pacnpocTpaHEHHOCTb
3aboneaHua — 1/100 000 n 1/1 000 000. BnepBsble cuHapom MakKbioHa-Onbpaiita 6611 onucaH B 1936 . Kak Tpuaga
cumntomoB — ¢umbpo3Haa gucnnasua (ML) KocTen, NoABNEHNE Ha KOXe MATEH LBeTa «Kkode C MOJIOKOM» U NpexAae-
BpemeHHoe nonoBoe pa3sutre. OgHaKko B HacTosALlee BPeMA N3BECTHO, YTO peHoTMN 3aboneBaHNA ropasfo CioXHee.
9T0 06YC/IOBIEHO CPOKOM BO3HWKHOBEHMA MOCT3UFOTHOW MyTaumn B reHe GNAS, uTo onpefensaeT WWPOKUWA CNEKTP
KNNHNnYyeCcKnx I'IpOFlBﬂeHI/IVI N cos3paet onpepesieHHble TPyAHOCTU B ANArHOCTMKE JAaHHOIo CMHAPOMa. Hanpvuvlep, CUH-
apom MObB moxkeT conpoBoXAaTbCA pa3BUTMEM Pa3NYHbIX SHAOKPMHOMATUI, TaKNX Kak akpoMeranus, runepTnpeos,
cuHapoMm KywuHra, runodocdaremMmnyecknii paxuT, a TakKe NMopaKeHVeM APYrMX OPraHOB U CUCTEM: MATOJIOFUEN XKe-
NYAOYHO-KNLIEYHOro TpakKTa, renatobmnnavapHom n cepieuyHo-coCyamMcTon cnctem. B HacToswwen ctaTbe NnpeacTaBiieHbl
3 N034HO AMArHOCTMPOBAHHbIX KIMHUYECKUX cilyyaa cuHapoma MODB y naumeHToB C Hanuuvem «KoperHbiX» NATEH,
®[ n MmHoroy3noBbiM 3060M; B ByX CJlyyadAx B COYETAHUUN C akpomeranmein. PacCcMOTpeHbl BO3MOXHOCT MeAnKaMeH-
TO3HOW Tepanuu akpomeranum npu cuHapome MOB, a TakKe onbIT NpYMeHeHUsA NpenapaToB rpynnbl buchocpoHaToB
ana neyeHunsa QL. 3HaHne KNUHMYECKMX NpoaBneHun cuHgpoma MOB, cBoeBpeMeHHON ANarHOCTUKN 1 BOSMOXHOCTEN
Me[AMNKaMeHTO3HOW Tepanunmn B IeYeHNY NaLMeHTOB C STUM 3aboneBaHMEM MMeEeT BaXHOe MPOrHOCTUYECKOe 3HayeHne
AnA ynyylweHna KayecTBa XU3HN NaLneHTOB.

KJTIOYEBBIE CJTOBA: ¢pnbpo3Has ancnnasms; akpomeranus; MHOroy3noBow 306; reH GNAS; 3oneapoHoBas KicioTa.

MCCUNE-ALBRIGHT SYNDROME: DESCRIPTION OF THREE CLINICAL CASES, FEATURES
OF DIAGNOSTICS AND TREATMENT.
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McCune Albright syndrome (MAS) is a rare disorder caused by a sporadic postzygotic mutation in the GNAS gene, which
encodes the alpha subunit of the Gs signaling protein.

Permanent activation of the Gs protein leads to uncontrolled production of intracellular cAMP, and autonomic hy-
perfunction of target organs. Estimated prevalence of the disease — 1\100000 to 1\1000000. For the first time, MAS
syndrome was described in 1936 as a triad of symptoms — fibrous dysplasia of bones (FD), spots on the skin of
the color of «coffee with milk» and premature sexual development. However, it is now known, that the phenotype
of the disease is much more complex. This is primarily due to the mosaic type of mutation in the GNAS gene, which
determines a wide range of clinical manifestations, and presents certain difficulties in the diagnosis of this syndrome.
Various endocrinopathies can be manifestations of MAS like an acromegaly, a hyperthyroidism, Cushing’s syndrome,
hypophospatemic osteomalacia as well as damage to other organs and systems, namely the pathology of the gastro-
intestinal tract, hepato-biliary cardiovascular systems. This article presents three late diagnosed clinical cases of MAS
in patients with coffee-milk spots and FD, multinodular goiter; in two cases in combination with acromegaly. We have
demonstrated the possibilities of drug therapy for acromegaly in MAS, as well as the experience of using bisphospho-
nate for the treatment of FD.

The knowledge of clinical manifestations of the MAS, early diagnostics and possibilities of drug therapy in the management
of these patients have the important prognostic value for improving the quality of patient’s life.
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KIMHUYECKW CITYYAW

BBEJEHUE

CuHgpom MakKbtloHa-OnbpanTta-bpaiiuesa (MOB) Bo3-
HMKaeT B pe3ynbTaTe akTMBMpYlolwen MyTaumn B reHe GNAS,
pacrnonoKeHHOM Ha g nneye 20 XpoMoCoMmbl B no3uuum 13.3.
Jlokyc reHa GNAS — 3TO C/TOXKHbI UMMPUHTUPOBAHHbIN TeH,
KOTOPbIN MCMONb3yeT HECKONbKO MPOMOTEPOB A MPOM3-
BOZCTBA NPOAYKTOB reHa, B COCTaBe KOTOPOro MMEIOTCS alib-
TEPHATVBHbIE NEPBbIE SK30HbI A1 MPOV3BOACTBA Pa3fINYHbIX
MPOAYKTOB reHa, B TOM YMC/Ie SKCMpeccupyemas BO MHOTUX
TKaHAxX anbda-cyobegnHuua Gs 6enka, rmaBHom QyHKUMeln
KOTOPOro fBNSAETCA OMNocpefoBaHHas yepe3 CBs3b FOPMO-
Ha C peuenTopoM KNEeTKM MPOAYKUMS BHYTPUKIIETOYHOIO
LUMKINYeCKoro ageHo3nHmoHopocdata (WLAMO) [1, 2]. LAMO,
B CBOIO OUepefb, aKTVBUPYET NPOTENHKUHA3Y A, KOTopas ne-
peBOAWT TPaHCKPUMNLMOHHDBIN 6enok CREB B akTnBHYI0 doc-
dopunnpoBaHHyto Gopmy, uTo ObecrneuynBaeT TPaHCKPWM-
LMIO FTeHOB U MPUBOAMWT K peanm3aummn 3¢b¢hekToB ropMoHa.
Mpouecc npepbiBaeTca camoli anbda-cydbbeauHuen Gs 6en-
Ka, KoTopasa obnagaet [MMa3HoW (rMaponv3 ryaHo3MHTPU-
docdata) aKTUBHOCTBIO Y MEPEBOAUT YKa3aHHbIA KOMIMIIEKC
B HEAKTVBHYI0 popmy [3-4].

Mpu cunHgpome MODB akTvBMpYIOLWME MUCCEHC-MyTaLMK
yallle BCEro onpefensioTcs B ABYX aMUHOKMCIIOTHBIX OCTaT-
kax — arg201 (6onee 95% myTaumn) n gnl227 (meHee 5%).
MyTtauuun npmsogat K notepe [MMasHOM aKTMBHOCTW anb-
da-cybbenmHnLbl Gs 6efika, NPOUCXOAAT MOCTOAHHAs aK-
TVBaLMA PELENTOPA KINETKM U HEKOHTPONMpyeMoe obpa3o-
BaHue LAM® BHyTpu KneTku [2, 5]. 9T cobbITUA NpuBOAAT
K rMnepnpoayKumMm ropMoHa B KJIETKaX, KIMHNYECKON MaHu-
decTauun pasnUUHbIX SHAOKPUHONATUNA C rnnepdyHKUUen
M MNOBbIWEHNEM MUIMEHTaUUn Koxu [2]. B KOCTHOWM TKaHW
MOCTOSIHHAA aKTBaUMsA peuenTtopa v n3bbiTok LAM® ycunu-
BalOT NponudepaLunio He3pesbiX CTPOMAbHbIX KIETOK C Ha-
PYLUEHHOW CNOCOBHOCTBIO AnddepeHLMpoBaTbCS B 3pesble
0CTe0b1acTbl, YTO B KOHEYHOM UTOTFE MPUBOAMT K 3aMeLLEHUI0
HOPMasibHOWM KOCTHOW CTPYKTYpbl GUOPO3HOM TKaHbio 1 06-
pa3oBaHUI0 OYaroB AeCTPYKLUMM B BuAe KNCT [6-8].

OuarHo3s ¢pubposHon gucnnasuv (OO) unu cuHgpoma MOB
YCTaHaBJIMBAIOT TOJIbKO MOC/Ie OLEHKU [iBYX KPUTEPUEB: CTe-
MeHV NOPaXeHUS KOCTHOW TKaHW U HaNMuyusi BHECKENETHbIX
npossneHun. CywectayioT ase ¢popmbl Ol — MoOHOOCCanb-
Has dopma, Korga ¢prbpo3Has TKaHb 3aMeLLAET HOPMAJIbHYHO
KOCTHYIO TKaHb B OZIHOW KOCTM, U MonnoccanbHas popma —
C NopaeHnem cpasy HecKonbKux Kocten. CuHgpom MOB —
310 O[], yalle nonunoccanbHol GOPMbI, C OAHUM UKn Gonee
BHeCKeNeTHbIX nposBneHuii [1]. KnuHnyecknmun npossneHns-
My O[] ABNAOTCA YacTble NAaTONOIMMUYECKNEe NEPENOMbl KOCTEN,
nedopmaum KocTel 1 CycTaBoB, 60/1b NOC/IE MUHMMAJIbHOW
TPaBMbl, @ TaKXKe KoMnpeccun HepBoB [5, 91.

K BHeckeneTHbIM nposaBneHnam cnHgpoma MOB oTHOCUT-
Csl oYaroBas rMMNeprnMrmeHTaLnsa Koxu B BUfe NATeH «kode
C MOJIOKOM» — CaMoe paHHee nposBsneHne cnHapoma MOB,
0byCnoBneHHOe rMNepnpogyKUmen MelaHuHa B MyTaHTHbIX
menaHouuTax [5]. Mpu cungpome MOB nATHa rMnepnurmeH-
TaLM NOABMAIOTCA C POXKAEHMS, UMEIOT HEPOBHbIe 3a3ybpeH-
Hble Kpas, HarnoMUHaT Mo dopme «nobepexbe wrata MaH»,
KaK NpaBusio, He NepeceKaloT TeNIo Mo CPeAHen NMUHMK, cre-
aytoT nuHuAM brawko. OgHako Hannume NATEH LBeTa «kode
C MOJIOKOM» He Bcerga ABNAeTcA npusHakom cuHgpoma MOB,
Heobxoaumo npoBoauTb AuddepeHLnanbHylo AUAarHoCTU-
Ky C HelpodrbpomaTo3om | Tuna, Npy KOTOPOM ovaroBas

rMNePNUrMeHTaLMs MMEeeT POBHble Kpas, oKpyryo dopmy
1 yBeNIMYMBAETCA Mo Mepe pocTa pebeHka [3].

[MNepakTVBHOCTb aAeHUNATUMKNAa3HOW CUCTEMbI MpU
cuHgpome MOB obycnaBnuBaeT fpyrve BHECKesIeTHble NPo-
aneHua MOB.

MNpenmyLiecTBeHHO y AeBouek B 85% ciiyyaeB CMHAPOM
MOB coueTaeTca ¢ roHagOTPONNHHE3ABMCMMbIM NPEXAEB-
peMeHHbIM nonoBbimM passutuem (MIMP). Mo nabopaTopHbIm
NCCeOBaHUAM BbIABAAIT MOBbILWEHHbIN YPOBEHb 3CTpa-
vona B coyeTaHuu C gonybepTaTHbIMU YPOBHAMU FOHa-
LOTPOMHbIX FTOPMOHOB rMNodU3a — NIOTEUHU3MPYIOLLErO
n donnukynoctumynupytowero (Jir u OCr), uto cBUAETENDb-
cTByeT 06 aBTOHOMHOW rUnepdyHKLMM KNeTok roHag. Mpw
Y3/ opraHOB Manoro Tasa BU3yanusmpyotca obpa3oBaHms
B ANYHUKAX — 3CTpOreHnpogyuupylowme OaHOCTOPOH-
HMe unn [BYCTOPOHHME KUCTbl [5]. KnnHnuyecknumun npo-
ABMIEHUAMU ABMAIOTCA: MOCTOAHHOE WM BOSIHOOOpPasHoe
yBENMYEHNE MOJIOYHbIX »Kenes, HeperynAapHble MaTOYHble
KpPOBOTEYEHMSA, YCKOPEHME TEMMOB POCTa U KOCTHOrO CO-
3peBaHuMA No CpaBHeHUIO o cBepcTHUKamu [1]. MHorga ro-
HagoTponuHHe3saBucumoe MNP MoXeT ObITb 4MHCTBEHHBIM
npossneHnem cuHgpoma MOB, nosToMy TakMm maumeHTam
cnepyeT NPOBECTY AONOSNHNUTENbHbIE UCCNIeOoBaHWA AnA NC-
kntoueHna Ol kocten n fpyryux sHZOKpUHonatun [3].

[MNepakTMBHOCTb afeHMNATUUKNA3HOM CUCTEMbI NpU
cnHgpome MOB obycnaBnuBaeT 1 Apyrvie BHECKeneTHble
npoasneHna MOB, kpome TP, Takue Kak rvnepTnpeos,
aKpomeranus, cmHApom KylwuHra, runodocdatemmyeckuin
paxut [7]. TupeouunTbl, cofep»<aLle MyTaHTHbIE annenu reHa
GNAS, nprobpeTaloT aBTOHOMHYIO aKTVBHOCTb, YTO NPUBOAUT
K pa3BUTMIO N3MEHEHWI LUTOBMAHOW Xesie3bl MO TUMy MHO-
roy3noBoro 306a C TMPeoTOKCMKO30M 1 6e3 Hero. funodoc-
dbaTeMuueckuin paxut oBycnoBNeH CMHTE30M paKTopa pocTa
¢dubpobnactos 23 (FGF23) He3penbiMu KneTkamu, a Takke
M3MEeHeHHbIMU OCTeobnacTamy u octeouutamu B ovarax @[,
TeM CamblM yBenuuymBaa ee nporpeccupoBaHve. CUHAPOM
KyLuvHra Bo3HUKaeT BCiieAcTBME ABYCTOPOHHErO NOPaXKeHUsA
HaAMOYEeYHNKOB U3-3a aBTOHOMHOW aKTMBHOCTW KOMIJIEKCa
G-6enok-anbda B ¢deTasibHOM Kope HaamnoyeyHukos [1, 5],
a VIHOT1a MOXET ObITb LIEHTPANIbHOIO reHesa.

Akpomeranua couetaetca ¢ cuHgpomom MOB B 10-20% cny-
yaeB. AKpomeranua B coyeTaHnm ¢ cmHgpomom MOB otnnya-
€TCA OT «KNACCUYECKOW» aKpOMErasium Nno BbIPaXKeHHOCTW CUM-
MTOMOB U BblIGOPY onTUMarnbHOro fedeHus [10]. Akpomeranus
B pakax MOB pgmarHocTupyetca B 6oniee MOnofom Bo3pacTe
(cpenHWI BO3pacT AMarHOCTMKM akpomMeranum — 24,4 roga). Kak
U3BECTHO, XUPYPrYECKOE JIEUEHNE ABAETCS METOAOM BblOOpa
Npu «KacCUYeCcKom» akpoMeranmu, TOrfa Kak Xvmpypruyeckoe
NeyeHne akpomeranmm y naumeHToB ¢ cuHgpomom MOB vacto
He NPefCTaBNAETCA BO3MOXHbIM BBUAY BbipaxxeHHon Of] kocTel
yeperna, YTo COMPSKEHO C BbICOKMMU PUCKaMU OMepPaTUBHOIO
BMELLUATENbCTBA U CHWPKEHNEM BEPOATHOCTV pPafMKanbHOro
yaaneHus ageHombl rnodusa [10]. B ces3m ¢ Yem onTiManbHbIM
BapMaHTOM JIeYeHVAl akpoMerasium y nauneHToB ¢ CUHAPOMOM
MOB sBnseTcs KOMOVHNPOBAHHAA MEAVKAMEHTO3Has Tepanms
aHafioraMn COMaToCTaTUHA Y MyNbTUAMIAHAHBIM @HTarOHUCTOM
peLenTopoB ropMOHa POCTa — Ners1comaHTom. Jlyuesas Tepa-
nvA naymeHTam ¢ cuHgpomom MOB He nokasaHa BBuZy rune-
PaKTUBHOCTW KINETOK, YTO MPY BO3ZENCTBUM NyYeBOW Tepanuim
MOKET MNPUBECTM K Pa3BUTUIO OCTeOCapKOMbl [4, 9].

B HactoAwen cratbe npeacTaBneHbl 3 KIAMHUYECKUX
cnyyas, AEMOHCTPUPYIOLWUX BaXHOCTb CBOEBPEMEHHOMN

OcTeonopos v octeonatuu. 2021;24(3):19-32

doi: https://doi.org/10.14341/0ste012932

Osteoporosis and Bone Diseases. 2021;24(3):19-32



CASE REPORT

Octeonopo3 v octeonatum / Osteoporosis and Bone Diseases | 21

AnarHocTukmn cnHgpoma MOB, a TakXe BO3MOXHOCTU Mean-
KaMeHTO3HOW Tepanuu, KOTopble MOTyT yNyYLUnTb KayecTBO
>KW3HW NaLWEHTOB C 3TUM 3a00/1eBaHNEM.

OMUCAHUE KNTUHUYECKUNX CNTYYAEB

KnuHnuecknin cnyyan N21

MauunenTKa M., 53 roga, obpaTtnnacb B OTAeNeHNE Hel-
po3aHpoKpuHonorun 1 octeonatnn OIeY «HMULL sHaoKpu-
Honorun» MuHsgpasa Poccum ¢ )Kanobamm Ha Nepuognueckin
BO3HMKaloLIMe rofoBHble 60111, 60711 B NOSCHUYHOM 06nacTy,
B CyCTaBaX HUXKHUX KOHEYHOCTEN, OHEMEHWE NanbLeB PyK.

AHamHe3 3a6os1esaHus

CunTaet ceba 6onbHOM € 6 NET, Korga BriepBble BO3HWKIIM
CibHble 6onM B neBom 6egpe. Mpy 06CnenoBaHN BbISBIEH
naTosiornyeckuin nepenom 2/3 neeoro 6eapa. BbinonHeHo KoH-
cepBaTMBHOE NeyeHne. B Bo3pacte 8 net Bnepsble BbICTaBeH
amarHos ¢pubposHon octeogncTpodurm nesoro 6egpa. C 16 ner
ctann 6ecnokouts 601 B NIEBOM FONIEHOCTOMHOM CYCTaBe,
OTeYyHOCTb. Yepes rog — ycuneHue 6onen B neBom b6egpe, npu
06cne1oBaHUM — MOBTOPHBIV MATONOMMYECKUIA NMePEioM JIEBO-
ro 6eppa. BbinonHeHbl XMpypryyeckrie BMELLATENbCTBA, B TOM
yncrie KOCTHas MyacTiKa BepTenibHOM 06nacTu neBoro begpa
TPaHCMIAHTAaTOM U3 NEBOI NOAB3AOLIHON KOCTW. B 44 ropa npo-
M3Be[EH apTPOAE3 NIEBOrO rofIEeHOCTOMNHOTO CyCTaBa.

Mpwu komnbtoTepHoi ToMmorpadum (KT) nasyx Hoca BbisiB-
neHo o6bemMHoe 06pa3oBaHMe B 06enx BepPXHEYENIOCTHBIX
na3syxax. o pesynsratam 6uoncum — O[] BepxHeYenoCcTHON
KocTn. B 48 net npoBegeHa onepauma 3aMeLleHnsa CBA30Y-
Horo fedekTa NeBOro KOJEHHOro CycTaBa OMONOrMyeckn-
MW CUHTETMYECKMMU MaTepuanamu. Mo HacToslee Bpems

XOAuT € noaaepxkon B Buge tpoctu. C 48 net naymeHTKy
Tak)Ke cTanu 6ecnokounTtb 6051 B pyKax, YyBCTBO OHEMEHUA
B ManbLax KucTten. Mo mecTy utenbcrtea Obin nocTaBneH
AVarHo3 TYHHEeNIbHOro CUHAPOMA, MPOBEAEHO UcCCceyeHune
NeBOW KapnasbHOWM CBA3KN.
B 50 net B CBA3U C a3NM304aMKM TUNEPIIINKEMUN HATOLLAK
[0 7,75 MMOnb/N NauMeHTKa obpatiiack K SHAOKPUHOMOrY
no Mecty utenbcTtea. [Mpu obcnenoBaHUM Obin YCTaHOBIEH
[VarHo3 akpoMeranmu: UHCYIMHOMOJO6HbIN dpakTop pocTa 1
(MDOP-1) — 1553 Hr/mn (87-238), COMATOTPOMHbBIN FOPMOH —
10,4 Hr/mn (0-8). Ha MPT ronoBHOro mMo3ra — MMKpOageHoMa
rmno¢usa. MNMauneHTKe NHULMMPOBAHA Tepannsa OKTPEOTUAOM
C MOBbILLIEHMEM [03bl Mpenapata A0 MaKCMManbHO paspe-
weHHon B PO — 30 Mr okTpeoTvaa BHYTPUMbIWEYHO 1 pa3
B 28 [Hel, JOMOSIHUTENIbHO Ha3HayeH Gepronak 1 TabneTka
B Heflento, 0AHAKO 3a 2 rofa NeyeHnsa PeMUCCUI0 YCTaHOBUTb
He ypanocb. Ha ¢poHe tepanuuv UOP-1 — 439 Hr/mn (87-238).
M3 aHamHe3a n3BecTHo, 4To MeHapxe ¢ 10 neT, MeHCTpy-
auunmn perynapHbl 4O HACTOSLLErO BPEMEHU, 6epeMEHHOCTM
3, poapbl 1-e. NsaTHa «Kode C MONOKOM» Ha TeNle C POXKAEHMA.
Mpn 06BbEKTMBHOM OCMOTPE B oTAeneHun: poct 171 cm,
BeC 67 Kr, HAEeKC Maccbl Tena (MMT) 22,9 kr/m2, apTepuanb-
Hoe pasneHue (A) 110/70 Mm pT. CT., YaCTOTa CepAEUHbIX
cokpalyeHmn (4CC) 85 B muHyTy. Status localis: BanbrycHas
fedopmMaLus NeBOro KOJIEHHOro CyCTaBa, JIEBOrO rose-
HOCTOMHOrO CyCTaBa, NasnbLeB NpaBon cTonbl. [ATHO LUBeTa
«Kode C MOJIOKOM» Ha KOXKe NeBol Aroaumubl (puc. 11 2).
[aHHble NabopaTopHbIX MCCNeQoBaHNI NpeacTaBeHbl
B Tabn. 1. Kpome nosbiweHna UOP-1 go 485,3 Hr/mn, gpyrmx
3HaUYMMbIX OTKJ/IOHEHUN He BbliBNeHO. [JaHHbIX 3a HapyLue-
HUue QYHKLUN WUTOBUAHON Xese3bl, HaAMOYeYHUKOB, Napa-
LMTOBMAHDBIX >Kejle3 He 0OHaPY»KeHO.

Puc. 1. BanbrycHasa gedopmaums neBoro KoseHHoro cyctaBa
1 NIeBOTO FrONIEHOCTOMHOrO CyCTaBa y naumeHTkm M.

Puc. 2. MNsaTHO LBeTa «kode C MONIOKOM» Ha KOXe JIeBOW Arogunubl
y naumeHTkn M.
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Ta6nuua 1. Pe3ynstatbl NabopaTopHbIX MCCNEAOBaHNI NaLMEeHTOB

[aHHble nabopaTopHbIX nccnegosaHuii/pedpepeHcHble 3HaUeHUA nauv'::.u'rka I1a|.|,V|I/|. eHT I'Iauvl.llil-rrxa
Buoxnmunueckunii aHanms Kposu
KpeaTnHuH, mkmonb/n (50-98) 57 64,8 68.7
XonectepuH o6ui., Mmonb/n (3,3-5,2) 7,81 4,59 58
Tpurnuuepugol, mmons/n (0,1-1,7) 0,81 1,48
XonecTtepuH NMNONpPoTeNAOB HU3KOW NAOTHOCTU, Mmonb/n (1,1-3) 3,63 3,06 4,18
XonectepuH NMNONPOTENAOB BbICOKOW NIOTHOCTU, MMonb/n (1,15-2,6) 2,89 1,21
®ocdop, mmonb/n (0,74-1,52) 1,01 1,28 0,92
AnbbymuH, r/n (35-50) 45 48
Kanbuwii ckopp. Ha anbOymMuH, mmonb/n (2,15-2,55) 2,43 2,23 2,15
MMUKNPOBaHHBIN reMornobuH, % (4-6) 6,4 52 56
LlenouHas ¢pocdatasa, Ea/n (40-150) 66 180 73
OcTteokanbuyH, Hr/mn (11-43) 57,21 211 (24-70) 20,76
C-KoHuUeBoW TenonenTug Konnareda 1 tTuna, Hr/mn (0,3-0,57) 0,74 1,76 (01-0,85) 0,38
orTT
[moko3a nnasmbl KpoBur 0 MUH, Mmonb/n (3,1-6,1) 3,07 6,16 5,64
[moko3a nnasmbl Kposu +120 MUH, MMOb/N 5,64 59 8,65

lfopmoHanbHbI aHaNn3 KPoBKn

MponaktnH, MEa/n (64-395) 329,1 501,3 189,1
TTI, MME/n (0,25-3,5) 0,37 0,74 0,91
T4 cB., nmonb/n (9-19) 12,54 9,15 13,33
®OCT, Ea/n (1,9-11,7) 11,8 6,28
NN, En/n (2,6-12,1) 10,8 1,92
cTpaaunon, nmonb/n (97-592) 144,37
TectocTepOH, HMONb/N (11-28,2) 22,5
NOP-1, Hr/mn (51-271) 483,5 379,4 (no 501) 2143
T3 c¢B., nMonb/n (2,6-5,7) 53 3,8
AKTT Beuep, nr/mn (2-25,5) 24,49
KopTtuson cntoHa Beuep, Hmonb/n (0,5-9,65) 3,19 2,8
KopTuson KpoBb Beuep, HMonb/n, (64-327) 363 (yTpo) 2994
MapatropmoH, nr/mn (15-65) 46,92 65
Mpo6a Ha nogaBneHne ypoBHsa CTI B xoge OFTT
CTr O MUH, HI/Mn 4,6 1,53 0,19
CTT 430 MuH, HI/Mmn 0,11
CTT +60 MyH, Hr/Mmn 0,11
CTT, +90 MUH, Hr/Mn 0,1
CTlr 42y, Hr/mn 0,11

AHanus moun

KopTur3on cB. CyTOUHOWM MOYM, HMOJb/CYT 282 281,6

TybynapHas peabcopbuuma docdatos, % (85-95) 52,8 82
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Puc. 3. NauneHtka M. MPT ronosHoro mo3sra. MukpoageHoma
runodusa ¢ napa-nHopacennApHbIM pacnpocTpaHeHNeM.

Onucanue. Typeukoe cefno aepopMMpoBaHO, B NpPaBoOl YacTu

[HO TypeLKKOoro ceana iokanbHo yriny6neHo. CTpykTypa ageHorun-

no¢r3a HeOAHOPOAHA 3a CYET KNCTO3HO-CONMAHOIO 06Pa3oBaHUA

B €ro npaBoy Yactu, pasmepamu 7x6 mm. ObpasoBaHue pacnpo-
CTpaHAEeTCA B Na3yxy OCHOBHOM KOCTU.

JlaHHbIe UHCMpyMeHMAnbHbIX UCC1e008aHUU

« Ha MPT ronosBHoro mosra B13yan13npoBaHa MUKpoa-
AeHoOMa ageHorunodumsa pasmepamm 7x6 mm (puc. 3)
C HbpacennApHbIM PacnpoCTPaHEHUEM, a TaKXKe npu-
3Hakn AndPy3HOro yTonLleHNa NeBoi BepXHeYenocT-
HOM U KNWHOBUAHOW NasyX, KNNHOBUAHOW KOCTW, nate-
panibHOW CTEHKW JIEBOW ra3HuULbl, 6a3unapHoli yactu
3aTbI/IOYHON KOCTV no Tuny ¢ubposHoi gucnnasumn
(punc. 4).

+ Ha peHTreHorpamme NOACHWYHOro oTAena Mo3BO-
HOYHUKA Onpeaenanvcb oyaru ¢pubposHor gucnnasum
B L3, L5.

+ Ha mynbrucnupanbHon KT (MCKT) neBoro Ta3obe-
OPEHHOIO M KONMEHHOro CYCTaBOB BU3YyanvM3UpPOBaHbI
30HbI KUCTOBUAHbIX NMEPeCcTPOeK N y4acTKOB OCTeoCKe-
po3a, NpenMyLLecTBEHHO B 06MacTu nobKoBol U cefja-
NIMLWHON KOCTEN, a TakXKe NPOKCUManbHOWN TpeTun neBoun
6efpeHHON KOCTW; NCKPUBIIEHA OCb NIEBON GeapeHHOoN
KOCTW MO TUMY «XOKKENHOW KIIOLWKN». B CTPYKTYype NpokK-
CMManbHOWM U cpefHen TpeTn 6eapeHHON KOCTM — [Be
NoJIOCTY, COAEPXKMMOE KOTOPbIX MpeAcTaBieHo conua-
HbIM COAEPKUMBIM, BEPOATHO, (GUOPO3HON TKaHbIO.
Ha ypoBHe puctanbHoro otaena 6eppeHHoOl KocTu
M NPOKCMMAnbHOro otgena 6onbliebepLoBo KOCTU —
MHOXeCTBEHHbIE YYaCTKM KNCTOBUAHOW MepecTpounKu,
dparmMeHTaUMM KOCTHOW TKaHW, MeCTaMy C HapyLlleHU-
€M LeNIOCTHOCTU N NCTOHUYEHVEM KOPTUKANIbHOrO CJ0A.
KT-kapTrHa cooTBeTcTBOBaNa O] (nonnoccanbHasa pop-
Ma) KOCTel Ta3a CleBa, neBo 6egpeHHON 1 bonbluebep-
LoBoOW KocTen (puc. 5-7).

Puc. 4. MauneHTka M. MPT. Oubpo3Has ancnniasna KIMHOBULHOW
KOCTW.

Onucanue. Cy6ToTanbHasi 06TypaLms nasyxm oCHoBow KocTu. B ne-
BOI BEpXHEYENOCTHON Masyxe, MPerMyLLeCTBEHHO MO nepeaHeit
CTeHKe, B JIEBOV KNMHOBMAHOM Na3yxe U KIIMHOBUHOW KOCTU (Tene
1 IEBOM Kpbifie), B 3afHVX AYelKax pelleTyaToro nabupuHTa, ba-
3UNSAPHOM YacTu 3aTbISIOYHON KOCTU (bosblue CrieBa), B natepasb-
HOW CTEHKe NIeBO MMa3HuLbl, B 3aTbIJIOYHON Yellye onpenenseTca
anddysHoe yTornuleHre KocTen no Tuny GrubposHon Ancnnasuu,
C HaNMureM B CTPYKTYpPE KUCTO3HbIX BKITOUEHUIA.

Puc. 5. MaymneHTtka M. Ouaru prbpo3HOI fUCniasnm B Kpbise noa-
B3[IOLUHOMN KOCTU U B MEXBEPTENIbHOWN 06n1acTu 6ejpeHHO KOCTU.
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Puc. 6. MauneHtka M. MCKT Ta3a, 3D-pekoHcTpyKuma. MNonnoc-

canbHaa ¢opma ¢nbPO3HOM Ancniasmm. 30Hbl KUCTOBUAHBIX

nepecTpoekK (CTpenKku) B KOCTAX Ta3a U NieBO befpeHHON KOCTK,

NpenMyLLeCTBEHHO PacMoNIOKEHHbIX B 06MacTV NOAB3AOLIHON,

NIO6GKOBOW KOCTel, KpecTLa C/IeBa, a TakXKe B MPOKCUMaNbHOM Tpe-
TV NeBol 6efpeHHON KOCTN.

Tabnuua 2. Pe3ynbtaTbl KOCTHOM AEHCUTOMETPUN Y NaLneHToB M.,
53 net, u W., 45 net

Pesynbratbl MNauynent M. Maywnenr L.

DXA (T-kKpuTepun) (Z-kpuTepui)
L1-L4 -0,8 1,7
Neck Right -1,3 1,8
Total hip Right -0,6 2,1
Neck Left 1,9 33
Total hip Left 1,3 3,7

+ Mo pesynbtatam pPeHTreHOBCKONM AeHCUTOMeTpuu
NOACHUYHOrO OTAeNa MO3BOHOYHMKA U MPOKCUMASIbHO-
ro otgena 6egpa CHWXKEHUs MUHEPANbHOW MOTHOCTU
KOCTHOW TKaHW He OOHapyeHo (Tabn. 2).

« Ha Y3/ wuroBuaHo xenesbl BM3yanm3npoBaHbl 06-
pa3oBaHMA HEOAHOPOAHOM CTPYKTYPbl MaKCUMasbHbIMMK
pa3mepamu go 2,6 cm (EU-TIRADS 3) — B npaBon gone,
no 1,5 cm (EU-TIRADS 2) — B neBoii gone. o pesynbtatam
nabopaTopHbIX NCCNefoBaHMI — 3yTupeos. [poBeaeHa
TOHKOMWTOJNIbHAA acnuMpaunoHHas 6uoncma obpa3oBa-
HUIN WWTOBMAHON »ene3bl. Pe3ynbraT UMTonornyeckoro
nccnefoBaHuA NyHKTaTa WUTOBUAHOM XeJie3bl COOTBET-
CTBOBaN KnaccmoukaumoHHoMy Kputepuio Bethesda |
(MaTepurian HeMHPOPMATUBHBIN).

Ha ocHoBaHUM npoBegeHHOro 06CefoBaHMA NALMEHT-

Ke BbICTaB/EeH C/iefyoLWmnii ANarHos.

OcHogHoe 3a6onesaHue

CuHgpom MakKbloHa—Onbpalita (KnuHUYeckn no Tpuage
CUMMNTOMOB): aKpoOMeranus, akTVBHas CTagnd, YaCcTuYHasa pesu-
CTEHTHOCTb K MeAMKaMEeHTO3HOW Tepanun aHasoramm Comato-

Puc. 7. Naunentka M. MCKT neBoro TazobenpeHHOro cycTtaBa, Kopo-
HanbHaa nnockocTb. MonuoccanbHaa dopma ¢Grnbpo3HoN Amcnna-
3un. Ocb neBoii 6efpPeHHON KOCTY UCKPUBMIEHA MO TUMY «XOKKen-
HOW KntowKmy». LLleeuHo-arnadusapHbin yron 97° (Hopma 125-135°).
Llenka pedopmmpoBaHa, yTosuieHa. B cTpyKType npokcrmanbHoi
N cpefHen TpeTn GeApeHHON KOCTV OnpenenaTca ABe MooCTh
(anvHHbIe cTpenku). CopepxmMmoe nosnocTeln NpeAcTaBneHo conua-
HbIM COAEPXKUMbIM MAOTHOCTbIO 65 ef. H (dnbposHaa TkaHb). Kop-
TUKaNbHbIV C/ION Ha rpaHuLe NPOKCUMANbHOW U CpefHen TPeTu He-
paBHOMEPHO YTOJLLEH C NepPUOCTaNbHbIMU KOCTHBIMU HAaCNIOEHNAMN
(KOHCONMAMPOBaHHLIN Nepenom?) (KopoTKasa CTpeska).

CTaTMHa MPOJIOHMMPOBAHHOIO AeNcTBKA. KuctosHo-conuaHas
MUKpOageHoMa rmnodusa ¢ MHPpacenapHbIM MopaKeHUeM.
MonvoccanbHasn popma OL] c BOBNEUEHEM KOCTE Yepera, BU-
COYHOW Y 3aTbIFIOYHOWN KOCTEN, C pacrnpoCTpaHeHeM Ha npuga-
TOYHbIE Ma3yxu HOCa; IeBOV 6eAPEHHON KOCTY, IEBOV TOfIEHH,
TapaHHol Koct. Ouarn ¢unbposHom aucnnasum B L3, L5. Jlo-
KaJIbHble MOPAXXEHUs KOXN (NATHa «Kode C MOSTOKOM»). MHoro-
Y3MOBOW ABYCTOPOHHWI 306 1-11 cTeneHu no BO3, syTupeos.

OcrioxHeHUe 0CHOB8HO20 3a6oieeaHus

Matonornyeckne nepenombl KoHeyHocTer. CocToAHMe
nocsie NaToNOrMYeCKMX NEPESIOMOB NIeBOI 6EPEHHON KOCTM
oT 1974 1. 1 1989 1., ocTeOCKHTe3a neBoro beapa ot 1989 .,
apTpopjesa 1eBOoro roneHocTonHoro cycrasa ot 2011 r., Kop-
pyrnpytoLien octeoToMmm 1eBon roneHn ot 2017 T.

Conymcmeyiowue 3abosegaHus

ApTepunanbHasa runepteHsuna 2 cteneHn. Jucnmnngemms.
ATtepocknepo3s 6paxmouedanbHbix apTepuii (cTeHo3 50%).

YunTbiBasi aKTMBHYIO CTAafuio akpomeranuuv, Hesdpdek-
TUBHOCTb KOMOVIHMPOBAHHOTO MEAVNKAMEHTO3HOTO JIeUeHMs
aHasioramy COMaToCTaTMHA NPOJIOHIMPOBAHHOIO AEeNCTBUA
M aroHuctamu godamurHa, naurMeHTKa Oblla KOHCYNbTUPO-
BaHa Helipoxupyprom. OgHako Hanuuue BblipaxeHHon O
KoCTen yepena NpeacTaBnAano 3HaunTeNIbHble TEXHUYeCKMe
TPYOHOCTU ANA MPOBeAEHNA ONepaTUBHOrO JleYeHus, no-
3TOMy ObIIO NMPUHATO peLleHne O NMPOAOIKEHUN NeYeHUs
aHanoramy comaTtocTaTViHa M MPUCOeAMHEHUN K Tepanuu
QHTaroHUCTa peLenTopoB ropMOHa PoCcTa — MerBrcoMaHTa
B go3e 40 Mr n/kK B nepBbl AeHb C NOCNEAYIOWMM CHIXe-
HMem fo3bl Ao 15 mr n/K exxepHeBHO. [Npy KOHTPONBHOM UC-
CnefoBaHUN KIIMHUKO-NIAB0paTOPHbIX MOKasaTenein yepes
MecsL, Noc/e Hayana KOMOUHNPOBAHHOW TePanMu YpPOBEHb
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NOP-1 cHu3unca po 179,3 Hr/mn (87-238), uTo flOKa3ano Bbl-
COKYI0 3QPeKTVBHOCTb JAaHHOW CXeMbl JIEYEHUs], NMOITOMY
nauueHTKe ObI/TI0 PEKOMEHLOBAHO NMPOAOJIKNUTDL TEPANUIO.

MpWHMMasn BO BHMMaHWNE HanMumne BblpaXKeHHOro 60/1eBo-
ro CMHAPOMA, BbICOKME MOKa3aTes MapKepPOB KOCTHOW pe-
30pOUUM 11 KOCTEOOPA30BaHNKA, MALMEHTKe Oblla Ha3HayeHa
BHYTPUBEHHAs KanenbHas uHOYy3Ms npenapaTta u3 rpynnbl
6ucdocPoHaToB — 3051eAPOHOBON KUCNIOTbI B 4o3e 5 Mr ais
nevyeHnsa GprubPO3HOMN ANCMNA3MM, TAKXKE B CBA3N C HANTMUMEM
neduunTa BUTaMmmHa D 6bi1v HazHaueHbl Hacbiwatowme (Ha 8
Heg no 7000 ME B peHb), a 3aTeM NOAAepXKUBatOLLME [03bl
(no 2000 ME B feHb) Konekanbuudepona.

KnuHunyeckuin cnyyai N22
MauumeHT U., 18 net, Habnopaetca B OIbY «<HMUL] sHpo-
KpnHonorum» MuH3gpasa Poccun ¢ Bo3pacTa 13 net.

AHamHe3 3a6onegaHus

C poxgzeHua — oOLWMpHble NATHA UBeTa «kode C Mono-
Kom». B 7 neT oTmeueH nepenom BepxHen TpeTu MpaBoro
6enpa, yepes MecsAL, NOC/e CHATUA MUNCOBON MOBA3KN — MO-
BTOPHbIA NEepenoM, HaxoOwncA Ha CKENTETHOM BbITSXKEHUN.
C 31010 e Bo3pacta — fAedopMauysa HUKHMX KOHEYHOCTEN,
CTan nprxpambiBaTb. [TOBTOPHbIN OCMOTP opTonedom B 12 net
B CBA3W C YCUIMBLLENCA XPOMOTOW, 60s1blo B MOACHWYHON 06-
nacTtu. BeinonHeHbl peHTtreHorpadua n MCKT KocTeli Tasa v be-
OpeHHbIX KocTel: gedopmauun 6enpeHHbIX KOCTel no Tvny
MacTyLIbero Nocoxa, oyarn GrbPO3HO-KNCTO3HONM aucniasmuy,
Ha CHUMKaXx BM3Yyann3npyTca KOHCONMANPOBaHHbIE Nepeno-
Mbl PaBoro 1 nesoro 6eapa. bbino npegnoxeHo onepaTnBHOE
neyeHre NoCsie KOHCYNbTaLmm SHAOKPUHOIOra.

Bnepsble B Bo3pacTe 13 feT KOHCYNbTUPOBAaH SHAOKPU-
HoJsiorom, kKorga 6bin 3anogospeH cuHapom MOB, rocnuTa-
NM3UPOBAH B MHCTUTYT AETCKOW SHZOKpUHOonorum SHLL. Mpwn
ocmotpe: pocT 152,1 cm (SDS -1,16), pacnpocTpaHeHHble
MATHa LBETa «KOpe C MONIOKOM», AepopmMaLiia HUXKHIKX KO-
HeyHocCTel Mo TMMNY NacTyLWbero Nocoxa, ykopoueHune sieBom
Horu, fepopmauma yepena.

JaxHble nabopamopHeix o6¢cnedosaHuli 8 13 iem

lfopmoHanbHbI  Npodunb:  TUPEOTPONHLIA  FOPMOH
(TTI) — 0,74 (0,53-5,27) MME/n, cBOGOAHDIN TMPOKCWH (CB. T4) —
10,04 (10-17,7) nmonb/n, CTT — 4 (0,1-12) Hr/mn, AOP-1 —
495,5 (95-460) Hr/mn, TectoctepoH — 4,42 (0,1-2,37) Hmonb/n,
nponakTiH 6unoakTnBHbIli — 436 MEa/n (N no 380), acTpagwn-
on—=63(19,7-242) nMonb/n, 6eTa XOPUOHNYECKMIA TOHAAOTPOMNMH
yenoseka— meHee 1,2 MME/mn.Mpo6a crnioko3oii Ha nogasne-
Hue CTI: 0'30'60° 90" 120": CTT, Hr/mn, 2,36-9,53-9,32-3,67-2,25
COOTBETCTBEHHO — MNOAaB/ieHUA MeHee 1 Hr/mn He 3aperu-
CTpupoBaHo. [M10K03a B X0fie OpanbHOro FOKO30ToNEePaHT-
Horo TecTta (OI'TT), mmonb/n: 4,57-7,15-7,35-6,18-5,9. bnoxu-
MuyecKuii aHanus Kposu: ¢ocdop 1,4 mmonnb/n (1,45-1,78).
SKkckpeuma pocdopa c moyoli: TRP (TpabekynspHas peabcopb-
uma dpocdopa) 83,5% (85-95), TMP/GFR (oTHOLLIEHME MaKCMMaTb-
HOI KaHarbLieBo peabcopbumm docdopa K ckopocTr KiybouKo-
Bovi ¢punbTpaumm) 1,08 (1,15-2,44).

JaHHbIe uHcmpyMeHManeHsix ucciedosaruti 8 13 1em
Y31 wmtoBuAHOM }Kenesbl: 3xorpaduyeckrie nprsHa-
K1 MHOroy3noBoro 306a. Y31 mowoHkKu: sxorpaduyeckre
NPU3HaKn MUKpOKanbLuHO3a oboux auvek. MPT ronos-
Horo mo3ra: MP-kaptuHa ®[] uepena. AgeHoma runodusa

C cynpanapacenfispHbiM pacnpoctpaHeHneM. KoHcynbra-
uuAa opTanbmonora: riasHoe gHo 6e3 naTonoruu, rpaHnLbl
nosemn 3peHns B HOpMme.

Torpa e BbIfABNEHbI NPU3HaKn runodpocdatemmyecko-
ro paxuta Ha OCHOBaHWUWN YMEePEHHOTO CHMKeHMA docdopa
B KPOBW Y MVHMMANIbHOTO CHUXKEHUSI MAaKCUMasibHOM Tyby-
nspHon peabcopbunn docdara.

YunTbiBas rOpMOHaIbHO-aKTUBHbIN XapakTep 06pa3oBaHus
rMno¢rsa (COMaTOTPONMHOMA) B COYETaHUN C GUOPO3HO-KU-
cTo3Hou aucnnasvein (DKL), 6binm HazHaueHbl aHanory cComaTo-
CTaTuHa — okTpeoTng-geno 20 mr 1 pas B 28 AHEN 1 aroHNCTOB
fodammHa: kabepronuH 0,5 mr/Heg. Mo nosogy OKI KOHCyrb-
TVPOBAH OPTONEAOM, MOKA3aAHWUI K XUPYPrMUYECKOMY JIEUEHIIIO
Ha TOT MOMEHT He 6bl1o. B cBA3m ¢ runopocdatemmueckum pa-
X1TOM Oblna pekoMeHgoBaHa pocdop-oboralleHHan gueTa.

JaHHele nabopamopHsix ucciedosaHuti 8 15 nem

FopmoHanbHbiin npodunb: CTI — 2,9 (0,1-12) Hr/mn, TTT —
0,551 (0,43-4,2) MME/n, cB. T4 — 9,75 (10,1-17,9) nmonb/n, I —
7,07 (2,5-11) Ep/n, nponaktnH — 259 (60-510) MER/n, TectocTe-
poH — 16 (0,98-38,5) Hmonb/n, UOP-1 — 400,4 (95-460) Hr/mn,
ATr — 70,9 (15-65) nr/mn, BuTammH D — 18,9 Hr/mn (30-60).
Buoxumunyecknin aHanus KpoBu: runodpocparemmna —
1,24 mmonb/n (1,45-1,78), Hopmokanbumemna — 1,1 MMOnb/I.

JlaHHble UHCMpYMeHManeHbIX uccedosaHuti 8 15 1em

+ Y3/ wmToBUAHOM XKenesbl: 3X0-NPU3HaKN ABYCTOPOH-
Hero MHOroy3noBoro 306a.

e KT ronoBbl: no CpaBHEHWIO C WCCedOBaHVEM
ot 27.09.2017 . — peHTreHonormyeckas KaptmHa 6es cy-
LecTBEHHOW AnHaMMKK. KT-npusHaku ageHombl runoduisa.
KT-kaptrHa nonuoccanbHon ®f]. CyxeHne KaHana 3pu-
TENIbHOrO HepBa C ABYX CTOPOH (HesNb3A NCKMOUNTb KOM-
Npeccuio 3puTesibHbIX HEPBOB). [lebopmaums u ymeHbLe-
HMe pa3MepOB IMa3sHNL, U OKONOHOCOBbIX Ma3yX.

B 17 neT nepeHec nepenom cpegHen TpeT NPaBon rone-

Hu. Mo nosogy K] KOHCYyNbTMPOBaH OPTONEAOM, PEKOMEH-

[JOBaHO onepaTuUBHOE fleyeHme.

Ha puc. 8 — peHTreHorpamma KocTten Ta3a B BO3pacTe

17 net: ouarn ®[1 B npaBoi 6egpeHHON KOCTW. OCTEOCUHTES

neBon 6epeHHOW KOCTW.

Puc. 8. Ouaru $ubpo3Hoi gucnnasum B npasomn 6efpeHHON KOCTH.
OcTeocunHTe3 neBoi 6epeHHO KOCTU
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Puc. 9. MNaTHa runepnurmeHTaymm «kope C MOSIOKOM» Ha CrnHe
y nauuenTa .

Puc. 10. MPT ronosHoro mo3ra naumeHta . AgeHoma runodusa
(6enan cTpenka).

Onwucanwme. [MonocTb TypeLKoro cefia flepopmmpoBaHa — Cy>KeHa

B NnepejHe3aaHeM pa3mepe. B nonoctu TypeLkoro ceana, B cynpa-

CenNAPHON UMCTepHe MeeTcA conuaHoe ob6beMHoe obpa3oBaHme

HeOAHOPOAHOW CTPYKTYpPbI, pazmepamu 9x16x9 mm. O6pasoBaHue
cMeLLaeT 1 KOMNPUMUPYET Xnasmy.

Ha ¢oHe Tepanuu aHanorammu comatoctatvHa (OKTpe-
otna) 20 Mr/28 gHel COXPaHANNCH MOBbIWEHHbIE YPOBHU
N®P-1 n CTT, B cBA3M € yem Jo3a yBenmyeHa 8o 30 mr.

lfocnutanusayma B oTaeneHne HeMPOSIHAOKPNHONO-
rumv n octeonatuii B Bospacte 19 ner.

Mpy nocTynneHny NpeabsABAAn Xanobbl Ha 6onu B ro-
neHsAxX 1 6egpeHHbIX KocTax. Monyyan Tepanuio: oKTpeoTua
NponoHrnpoBaHHoro geicteua 30 mr rnyboko B/m 1 pas
B 4 Hepll, DyTMPOKC 50 MKr/cyT.

MNpwn ocmoTpe: TenocnoxkeHne npasunbHoe. Macca Tena
53,0 Kr. PocT 163,7 cm. IHaekc maccbl Tena 19,8 Kr/m?. Kox-
Hble MOKPOBbI: OOLUMPHbIE NATHA LBETA «KOdE C MOSIOKOM»
Ha Ty/noBMLLEe, pyKax M Horax (puc. 9); akpomeranovgHboie
YyepTbl NMLA HEPE3KO BbIPAXKEHHble, HEGOSbLUOW MPOrHa-
TU3M, LUINPOKUE CTOMbI U KUCTW. [ToNnoBOE 0BONIOCEHNE MYX-
CKOe, MONOoBble OpraHbl Pa3BUTbl COOTBETCTBEHHO BO3PaCTY.
Cknepbl 06bIYHOI OKpacKK. KocTHas cuctema pas3BumTa yaoB-
NeTBOPUTENIbBHO, ABWXKEHUS B CyCTaBax B MOJIHOM oObeme
Hedopmauma Koctein 4depena. Oedopmauns OGenpeHHON
KOCTM No TUNy nacTywbero nocoxa cnpasa, YCC 62 ya/mMuH.
A0 112/85 mm pT. CT.

JaHHble UHCMpyMeHMasnbHbIX ucciedo8aHul

«  MPT ronoBHOro mosra ¢ BHyTpMBeHHbIM KOHTpacTun-
poBaHuem: AfeHoma runodusa C CynpacensipHbiM
pacnpocTtpaHeHuem. MP-kapTuHa ¢unbposHoi ocTeo-
avcnnasun. CybToTanibHOE CyXeHue HAPYXHbIX CIyXO-
BbIX MPOXOAO0B, CY>KeHNe 3pUTeNbHbIX KaHanoB Ha YPOB-
He BepXHeWn rnasHunyHom wenm (puc. 10, 11).

Puc. 11. MPT ronoBHoro mo3ra nauueHta W. Ouyaru ¢punbpo3sHoii
AVCNNasnmn B 3aTbINIOYHON KOCTU (Cepas CTpenka).

OnuvcaHne. ACUMMeTpUYHasa fedopmauns KoCTell yepera, npeu-
MyLLECTBEHHO JIMLIEBOTO Yepena, AedopmMaums KOCTell OCHOBaHUA
yepena, BblpaxkeHHasA AedopmaLins 3aTbINIOYHOMN KOCTY (cepast CTpert-
Ka), edopmaLus Tena n KpbiibeB KINMHOBUAHOWN KOCTW; UMEETCA Nost-
Has obnuTepauys NO6HbIX Nasyx, NPABO BEPXHEUEIOCTHOW Nasyxu,
Nasyx OCHOBHOW KOCTY, YaCTUYHasA 06nmTepaLms peLleTyaTon Kocty,
NeBOV BEPXHEUEMOCTHOW NasyXu, CY>KEHVE HapyKHbIX CITyXOBbIX MPO-
xofoB. CTpyKTypa KOCTeii 3MeHeHa Mo Tiny ¢$1ubposHoi ancniasuu.
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* Y3U wuTtoBugHoO }enesbl: 3xorpaduryeckue nprsHa-
KU1 ABYCTOPOHHEro MHoroysnosoro 306a TIRADS 2.
Ha ocHoOBaHVM faHHbIX aHaMHe3a 1 nocneHero obcne-
noBaHuA B DHL nayueHTy ycTaHOBNEH Crieayowmii AMarHos.

OcHogHoe 3ab6os1esaHue

CnHgpom MOB: akpomeranus, pemuccusa 3aboneBaHus
Ha ¢oHe npoBogumon Tepanuu. MNMonnoccanbHaa Grbpos-
HO-KUCTO3HaA gucnnasus. CHuKeHne TybynspHon peabcop-
6uun pocdata 6e3 runopocdaremun

OcnoxHeHue 0CHOB8HO20 3abo1esaHus

Hedopmauma kocten uepena. [Hdedopmaumsa Oe-
OPEeHHON KOCTW MO TMMy MacTylbero nocoxa Crnpaea,
COCTOAIHME MNOCNe PEeKOHCTPYKUUM MPOKCUManbHO-
ro otgena NeBo 6eApPeHHON KOCTWU, MaTONOTrnYecKui
nepenomM BepXHeN TPeTu NpaBon OedpeHHON KOoCTu
CO CMeLleHNEeM, OCTEOCHHTE3 OeJPEHHON KOCTM B Utone
2016 r., nepenom npasow roneHn B ¢pespane 2019 r.,
nepenoMm KOCTEN JNeBOro npepnsieybss C OCTEOCUH-
Te3om B MapTe 2019 r. BTOpuYHbIN rMNOTMpeEOs.
MauuneHT BbINMCaH C peKOMeHAaUunAMM NPOJOIIKNTD Te-
panuio L-TMpoKCHOM B flo3e 75 MKr/cyT.

Mo noBogy ropMOHaNIbHO-aKTMBHOW afieHOMbl rnodu-
3a MosiyyaeT Tepanuio aHanoramn coMatocTaTMHa (OKTpe-
oTUA NPONOHINPOBaHHOrO Aenctena) B gose 30 mr 1 pas
B 28 gHel, Ha GpOoHe Yero coxpaHAeTCsl KOMMEeHCcaLms akpo-
Meranuu, peleHo NPoAoIKUTb leyeHue.

YunTbiBas CHWXEHUE MaKCMManbHOM peabcopbuun
dochaTta, HEOOXOAMMOCTb aHTMPE30POTUBHONM Tepanuu
Mo MOBOAY YacTbiX MEPEeOMOB, Ha3HAUYeH Konekanbuude-
pon v npenapatbl Kanbuums.

Ona ctabunusaunn nonuoccanbHon popmbl ®KI npo-
BefeHa UHQY3UA 30/1ePOHOBON KNCIOTbl BHYTPUBEHHO Ka-
nenbHo rno 5 mr 1 pas s rog.

KnuHunyeckuin cnyyai N23

MauywmenTKa L., 45 net, o6patmnack B IHL, ¢ xxanobamu
Ha BblpakeHHble 60nu B neBom bepape B Nokoe, Npu ¢pusnye-
CKOW Harpy3ke, 60511 B NpaBOW YacTu rofioBbl.

AHamHe3 3a6onesaHus

CuunTaet cebsa 6onbHON C 44 neT, Korga npu nposeje-
Hun KT opraHoB rpyfHoW KneTku no noBoAy BUPYCHOMN
NMHEBMOHMUM OblIM OOGHAPY>KEHbl OYaroBble WM3MEHeHWA
B pebpax. MNpun obcnegoBaHMM y OHKONOra: MamMmmorpa-
¢ma — 6e3 ocobeHHOCTEWN, OCMOTP rMHekonora ¢ Y3U
OpraHoB masoro Ta3a — 6e3 ocobeHHocTeld, Y3/ opraHos
OPIOWHON NONOCTN — B NMEYEHU CoNuAHoe obpasoBaHme
C TUMO3XOreHHbIM «xano» 30x40 mm, Y3 wutoBugHom
xenesbl — 06beMm WUTOBMAHON xenesbl 13,6 Mn, y3nosble
06pa3oBaHVA MO 3afHeN NOBEPXHOCTU HUXKHEN TPETU fe-
Bon gonu 20x13x13 mm (TIRADS IV), npu TOHKOMIONibHOWM
acnupaunoHHON 6MONCUK: UUTOJNIOTUA — KOJIOMAHbBIN
306, ¢umbporacTpoayoneHOCKONUA — 3PO3UBHBIN Tra-
CcTpuT, GONAUKYNAPHBIA OYNbOUT, HELOCTAaTOYHOCTb Kap-
ann. KoHcynbTMpoBaHa remaTtoniorom: M-rpagneHT He 06-
Hapy»eH, obwunin 6enok 76, 6enok beHc-[KoHca B Mmoue
He o6Hapy»keH. Takum obpa3om, MrenomHas 60ne3Hb nc-
KJoyeHa.

Mo #aHHbIM OAHOGOTOHHOW 3MUCCUOHHOW KOMIMbIO-
TepHon Tomorpadum KT — cuuHTUrpadmnyeckue npu-

3HAKM 0YAroBOro MOpaXkeHusa KOCTHOWM cucTemsl. Mo gax-
HbIM MO3UTPOHHO-3IMUCCUOHHOIN Tomorpadum (MIT)/KT
c 18-¢Toppesokcurniokoson (PAr): KNCTO3Hble ouvaru
BEPXHEWN TPeTU NeBoi 6efpeHHON KOCTU Ao 24X23 MM
CO CKNepoTnyeckmmMm OOO0AKOM, aHanorMyHble ovyaru Je-
BOIM MOAB3AOLWHON KOCTU 24X22 MM, aHalOrnyHble uU3-
MeHeHMna 60KOBOro oTpeska 3 pebpa cneBa 36x14 mm,
6e3 nosbiweHHOW akTuBHOCTU DT, B KOCTAX Yepena 6e3
BM3YyaNnn3rpyeMbIX O4YaroBbIX U3MEHEHUN, 6e3 oyaroB ru-
nepmeTtabonusma Q.

Mo paHHbIM KT ronoBHOro Mo3ra, Kocter yepena: 4onos-
HUTeNbHble 00Pa30BaHMA KOCTel yepena crieBa (No6HON,
KnnHoBuAaHoM). KT-npr3Hakn NpaBoOCTOPOHHErO ranMopuTa
B ¢ase oTeKa.

Mo pe3ynbtatam 06CNeAOBaHUSA  KOHCYNbTMPOBAHA
B «HMWL TO um. H.H. Mprnoposa» M3 PO: npr3HakoB 35no0-
KauecTBeHHbIX 00Opa3oBaHWM He oObHapyxeHo. M3meHe-
HUA B CTPYKTYype yepena MoryT cootBetcTBoBatb Of] nnbo
NposBAeHUsM runeprnapaTmpeosa. MiameHeHus B pebpax,
noAB340LWHON, 6eipeHHON KOCTAX B MEPBYI0 ouepenb and-
depeHUMpPYOTCA MeXAY MHOXKECTBEHHbIMW KUCTaMU B Ya-
cTuyHom penapauuu u QL.

Mpu  obcnegoBaHUM MO  MECTYy  KUTENbCTBA
no pesynbraTam JlabopatopHoro wuccnegoBaHua: MTT
ot 11 go 29 nmonb/n, PINP 34,5 Hr/mn, Kanbuuii obwuin
2,41 mmonb/n, ¢ocdop 0,89 MMonb/n, Kanbuun MOHW3U-
poBaHHbIN 1,04 mmonb/n, ButamuH D 51,4 Hr/mn. Kanbuui
B CYTOYHOW Moye 4,53 Mmonb/cyT.

M3 akTMBHOro paccnpoca W3BECTHO, YTO MpPUHMMa-
eT Konekanbundepon no 5000 ME exegHeBHO B TeueHue
nocnegHnx 6 Mec, a Takxke TMpPO30na 5 mr 2 pasa B Hegenio
Mo Ha3HAYEHWIO SHOOKPUHOJIOra MO MECTY >KMTeNbCTBa
B CBf3M C [AMArHO30M CYOKJIMHWYECKOro TUPEOTOKCUMKO-
3a (No AaHHbIM NTaboPaTOPHbIX UCCIIEAO0BAHWI HA MOMEHT
KoHcynbTauuu: TTI 0,34, cB. T4 14,5 — B pedepeHCHOM
uHTepBane). [lepenomsl, TpaBMbl, MOYEKAMEHHYO 60N1e3Hb
oTpULaEeT.

MeHcTpyaumn ¢ 11 net, HeperynsapHble. bepemeHHO-
CTU: 2, B TeueHme 7 netT — 6ecrnyiogHbii 6pak, ganee uepes
6 net 6epemMeHHOCTb, 3aKOHUMBLLAACA podamu. Poabl: 1.

Mpy OOBEKTMBHOM OCMOTPE B OTAENEHMU: POCT
171 cm, Bec 103 kr, UMT=35,2 kr/m?, ALl 130/90 mm pT. CT,,
YCC 67 B muHyTy. Status localis: Ha koxe nesoro nneua, 06-
NacTu JIOKTA, NeBOW JIOMAaTKW, IEBOW MOJSIOBUHbI FPYAHON
KNeTKkn obpallaloT Ha ceb6s BHUMAHWE yYyacTKU runeprmr-
MEHTaLMV MO TUMY «MATEH LBETa KOde C MONTOKOMY», KOTOpble
HabNOAATCA C MOMEHTA POXKAEHUSA MAUNEHTKY (puc. 12).

Puc. 12. MaTHa «Kode ¢ MONOKOM» Ha pyKe y naumeHTKm LL.

OcTeonopo3s n octeonatuu. 2021;24(3):19-32

doi: https://doi.org/10.14341/0ste012932

Osteoporosis and Bone Diseases. 2021;24(3):19-32




28 | Octeonopos 1 octeonatun / Osteoporosis and Bone Diseases

KIMHUYECKW CITYYAW

Puc. 13. Maumentka L. MPT ronosbl: ¢ubpo3Hasa Aucnnasms
B JIEBOW CKYNOBOW KOCTW.

OnucaHue. AcummeTpryHaa gedopmMauus 1 yTosLEeHNe KOCTEN

yepena c pa3pacTaHuem ¢GUOPO3HON TKaHU: CKYNOBbIX KOCTEW,

6onblue CneBa, C yMepeHHol gepopmMaLinein natepanbHON CTEHKN

neBoli opbuTbl. MasHble AGNOKM BLICTOAT Knepeaw, 3aAHWUIN KOH-

TYP PacnonoXeH K3aau OT MEXCKYTOBOW JIMHWY CripaBa Ha 6,4 MM,
cneBa Ha 7,3 mm (Hopma 9,9+/-1.7 Mmm).

JlaHHbIe UHCMpyMeHMAnbHbIX UCC1e008aHUU

+ Y3U wuToBuAHOI Kenesbl: B NpaBol Jone obpaso-
BaHuA pasmepamu go 1,8 cm (EU-TITADS 3), B nepeluein-
Ke-npaBon pone pasmepamu o 1,6 cm (EU-TIRADS 4);
B neBon pone pasmepamu pgo 0,9 cm (EU-TIRADS 4);
KOHrnomepaTHoe obpa3oBaHue pasmepamu go 2,8 cm
(EU-TIRADS 3). B mecTax ux TUMMYHOIO PacrnosioXeHUs
OKOMNOLUUTOBUIHbBIX >Kene3 N 30HaX BO3MOXKHOWM 3SKTO-
nun, OCTYNHbIX Ana Y3U, ononHuTenbHbIX 06beMHbIX
0b6pa3oBaHuii He BbisiBNeHO. [TpoBeieHa TOHKOWTOJIbHas
acnvpaunoHHas 6uoncusi 06pPa3oBaHNN WUTOBUAHOM
Xenesbl. Pe3ynbTaT LMTONOrMYeckoro wucciegoBaHuA
NyHKTaTa WUTOBMAHON Xefe3bl COOTBETCTBOBAN KNaccu-
dukaumoHHomy KpuTepuio Bethesda | (matepuran HeuwH-
bopmaTuBHbIN).

« Mo pesynbtatam pPeHTreHOBCKON AeHCUTOMeTpuu
NOACHUYHOrO OTAeNa MO3BOHOYHMKA U MPOKCUMASIbHO-
ro otgena 6egpa CHWXKEHUs MUHEPANIbHOW MAOTHOCTU
KOCTHOW TKaHW He OOHapy»eHo (Tabn. 2).

«  MPT ronoBHOro mosra ¢ BHyTpMBE€HHbIM KOHTpacTu-
poBaHuem: MP-npu3Haky nonuoccanbHom ¢prubposHom
ancnnasum (CM. onucaHue). YMepeHHbIn 3K30(dTaNlbM.
YMepeHHOe pacluMpeHne KOHBEKCUTAsIbHbIX Cybapax-
HOMAANbHbIX NPOCTPaHCTB. MP — gaHHbIX 3a o4aroBble
M3MeHeHMA BeLlecTBa roflOBHOrO MO3ra He MojyyeHo
(pnc. 13, 14).

o M3T-KT, MCKT ckeneta B DHL: B neBbix oTaenax nob-
HOM KOCTU (puc. 15), B KNMHOBUAHOW KOCTW, TENE U Ne-
BOW BETBW HUKHEWN 4YentioCTu onpegendeTca pacwupe-
HUe TpaHUL KOCTW, YMJIOTHEHME CTPYKTYpbl MO Tuny

Puc. 14. NauueHTka L. MPT ronosbl. Dnubpo3Has ancnnasus tena
KNMHOBUAHOWN KOCTY € obnuTepaumeit 3afHel YacTu KIMHOBUAHBIX
nasyx.

OnucaHue. Mnodurs gepopmMupoBaH, UMeeT BOTHYTbIi BEPXHUI
KOHTYp, pa3mepbl: BepTUKalibHbil — 4,5 MM, nonepeyHbin —
16 MM, nepegHe3agHun — 12 mm. CTpyKTypa ageHormnodusa oa-
HOPOAHA, BOPOHKA Pacrosiox)eHa No cpefHen TMHNK, 3a8HAA JoNA
runodusa MMeeT TUNMYHBINA CUTHAN U IoKanu3auuio.

«MaTOBOro CTekna». TakXKe BU3Yanu3UPYHOTCA y4acTKu
pa3psKeHUs U YyroTHeHWA 3-6 pebep cnesa, rpyaHbIX
N MOACHWYHbIX NMO3BOHKOB, ST NO3BOHKA. AHaNOrNYHble
N3MeHeHMA B MPOKCMMAalbHbIX OTAENax feBon 6eapeH-
HOW KOCTW, Tese 1 rpebHe neBoli NoaB3OOWHON KOCTK
(pwnc. 16). BoiABNEHHbIE M3MEHEHNA KOCTEN COOTBETCTBY-
0T nonuoccansbHon popme O[.

Ha ocHoBaHUM npoBefeHHOro 06cnefoBaHNA NaLeHT-

Ke BblCTaB/E€H AMArHO3.

OcHosHoe 3a6os1esaHue.

CuHgpom MOB ¢ nonuoccanbHon ¢opmont Of] (c nopa-
XKeHunem KocTel yepena, pebep, neBor NOAB3AOLWHONM KO-
CTn, NneBon GefpeHHO KOCTW, TN rpyaHbIX MO3BOHKOB),
TPOPUUYECKUMU U3MEHEHVAMN KOXN B BUe KOPENHbIX Nns-
TEH U BTOPWYHBIM FMMOrOHAaAM3MOM BCNEACTBME MaccC-3¢-
dekTa GMOPO3HBIX KACT Yepena.

Conymcmeyroujue 3a60/1e8aHusl.

MHoroy3noBor iByCTOPOHHUI 306 (06beM LUNTOBULHOM
Xenesbl 19 mn), syTupeos. HapylueHune rmmkeMun HaToLlak.

Bo Bpems rocnutanusauuu nposeaeH NONCK BO3MOXHbIX
SHOOKPWHHbBIX MaTONIOTUN, BCTPEYAWUXCA MPU CUHOPO-
me MOB (1abn. 1): ucknioueHbl 6one3Hb MueHko-KylimHra,
aKpoMeranus, rmnepnposiakTUHEMUs!, MEePBUYHBINA TUnep-
napatnpeos. OTmMeyaeTca cHUxeHmne yposHa JIT npu ypoBHe
3CTpagvona B npegenax pedepeHCHOro MHTepBasa, Hanu-
yrie ONIMFOMEHOPEN KaK MPOSIB/IEHME TMMOFOHAAOTPOMHOIO
rmnoroHagnsMa BCNeACTBME BO3MOXHOIO Macc-a¢pdeKkTa
$MOPO3HBIX KNCT yepena.

OcTeonopos v octeonatuu. 2021;24(3):19-32

doi: https://doi.org/10.14341/0ste012932

Osteoporosis and Bone Diseases. 2021;24(3):19-32



CASE REPORT

Octeonopos v octeonatuu / Osteoporosis and Bone Diseases | 29

Puc. 15. MayuenTka LLL. MCKT, akcuanbHaa nnockocTb. MonnoccanbHas dopma Grbpo3Hoi ancnnasum. YninoTHeHrE CTPYKTYpPbI IEBbIX
OTAENO0B NIOO6HOW KOCTU 1 KNMHOBUAHOMN KOCTM.

Puc. 16. MaunenTtka W. MCKT, KpuBonunHenHaa peKoHCTPYKLUA.

MonuoccanbHana dopma ¢rnbposHom aucnnasun. PaspsxeHne CTpyK-

TYpbl KOCTel C COXpaHeHVeM TPabeKynAPHOro prcyHKa 6e3 necTpyk-

LN KOPTUKANIbHOTO CI10S B MPOKCMMAJIbHBIX OTAesax neBoii 6efpeH-
HOW KOCTW, Tene 1 rpe6He NeBOV NOAB3A0LIHOW KOCTU (CTPESKN).

B oToeneHunn npoBefeHa MHOY3MA NpenapaTa 301e8po-
HOBOW KMUCNOTbl 5 Mr Kak eaUHCTBEHHOE BO3MOXHOE Meau-
KameHTo3Hoe neyeHne OJ ¢ uenbio cTabunmnsaLm KOCTHbIX
N3MEHEHWI.

OBCYXAEHUE

Cungpom MOB B «knaccumyeckom» BapuaHTe NpencTaB-
nsAet cobon couetaHue Tpuagbl nprsHakos: O koctei, MNP,
HaNMuMA NOPaXeHUN KOXM B BUJE NOABNEHMA NATEH LBeTa
«Kode ¢ MOTOKOM».

HecmoTpss Ha To uTO nepBoe onucaHne MOB 6bino
B 1936 I, UMelTCA UCTOPUYECKME CBeAEHMA O MauueHTe
Tegerencee, KOTOPbIN Obia TMraHTOM PocTom 235 cm, ymep
B Bo3pacTe 25 net B 1876 I, €ro CKeneT XpaHUTCA B UHCTUTY-
Te natosiorun MIOHXeHCKOro yHUBepCuTeTa, rae 6bu10 ycTa-
HOBJEHO, YTO OH cTpagan O [8].

[MNepakTMBHOCTb afleHNNATLUMKIIA3HOW CUCTEMbI MPU CUH-
Apome MOB 00ycnaBnvBaeT pa3BUTHE PA3NINYHbIX SHOOKPUHO-
naTtvn, Takmx Kak MNP (go 85% y AeBoyek), rmnepTupeos, MHo-
roy3ioBoW 300, akpomeranus, rmneprponakTHeMUsl, CMHAPOM
KywmHra, runodocparemuyecknini paxut. Mo gaHHbIM pasnuny-
HbIX JINTEPATYPHbIX NCTOYHMKOB, NAaTONOMA LLMTOBUAHON Xe-
ne3bl BCTpeyaeTca y 2/3 naumeHToB, akpomeranua —y 20-30%.

Mpu aHanusze 112 cnyyaeB cnHgpoma MOB, coueta-
IOWKNXCA C akpoMeranven, cpefHnin BO3pacT MauneHTOB
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cocTtaBun 24,4 roga ¢ pa3bpocom oT 3 go 64 net. B Hawmx
cyvasx 31o 6binmn naumenTol 18, 47 n 53 neT, ToNbKO y Na-
uueHTa 18 net gnarHo3 MOD BbicTaBneH B 13 neT, a y »KeH-
WwnH — B 47 n 52 roaa. lNo gaHHbIM aHaMHe3a ABHbIX NPU3Ha-
koB MNP HK y koro B geTcTBe He 6b110 [9].

B cepumn 112 cnyvaes MObB 1 akpomeranuu nonnoccasnb-
Haa ¢popma Ol c nopaxeHMem KocTel yepena Habnoganach
y 109 13 112 naumeHToB, rmneptnpeos —y 21%, rmnepnponak-
TUHEMWA PA3HOW CTeneHU BblpaxxeHHOCTM — Y 81%, cnHapom
KylmrHra LeHTpanbHOro reHesa — y 4 naumeHToB. [ocKonbKy
[aHHbIe O MaLyeHTax cobrpanucb B TeUeHME MHOTUX J1ET, fiaH-
Hble 0 MPT 1 KT ronoBHoro mo3ra 6binu TonbKo y 95 yenosek.
AzleHoMbl rMNodr3a OblIM MOATBEPKAEHbI MMCTONOMMYECKN
nocne oTMeHbl y 52, B 72% cnyyaeB — 3To Obinn Makpoage-
HOMbI, 3puTeNibHble paccTponctea — Y 43%. M3-3a TexHnye-
CKMX TPYQHOCTEN HEMPOXMPYPrmyeckoe neyeHne nposeaeHo
25 60sIbHBIM C JOCTUXEHNEM PEMUCCUM TONBKO Y 3 NALMEHTOB
(12%). ABTOpbI OTMeuyaloT, uTo B pAge cnyyaeB MOB n akpome-
ranuy MOXeT HabngaTbca rmneprniasns coMatoTpodos be3
00pa3oBaHNA afeHOMbI, YTO Yy HEKOTOPbIX MaLVEHTOB MOA-
TBEPXKAANOCh MMCTONOrMYeCKU, a UHOrAa 1 Ha aytoncun. 3a ne-
pvog HabntopeHus ymepnu 11 n3 112 60nbHbIX.

B npenctaBneHHbIX HamMu Cliyyasax y BCeX MaLVEeHTOB
Habniopganucb nonvoccanbHaa dopma O ¢ nopaxkeHnem
KOCTEeN uepena, HWKHUX KOHEeUYHOCTel, pebep, NMUrMeHT-
Hble M3MEHEHUs KOXU C POXAEHUs Mo TUMNy nATeH «kode
C MOJIOKOM», MHOFOYy3510BoI 306. Y mauneHToB 1 1 2 gua-
rHoctupoBaHa CTl-npogyuupytowas ageHoma runodusa
C aKkpomeranuem MArkoro TeyeHus, KOMMEHCMPOBAHHOMN
Me[VKaMEHTO3HON Tepanuein. Y naumeHTkn 3 Ha ¢oHe
MHOFOY3/10BOro 306a Oblfl KPaTKOBPEMEHHbIV 3Mn30f4 Cy6-
KNMMHNYECKOro TMpeoToKcuKko3a [11], a Takxe NpU3HaKM
rMNOroHafoTPONHON oncomeHopeun. OTANYNUTENBHON OCO-
6EeHHOCTbIO MaureHTa 2 6blfo BbisiBNEHME MArKol Gopmbl
runodocpateMMYeckoro paxuta, TakKe OMUCbIBAEMOrO
B paMkax cuHgpoma MOB [12].

Heobxoanmo oTMeTWTb, YTO KIMHMYECKUE NPU3HaKKM 3a-
6oneBaHus, MOMMO NMUTMEHTHBIX MATEH C POXKAEHNA, Y BCEX
NaLVeHTOB HayanCb C KOCTHbIX NpoABAeHniA: y 1 1 2 nauu-
€HTOB C [eTCTBa, COMPOBOXAANMCb NEpPesioMammn HUMKHNX
KOHeYHOCTEl, Y MauMeHTKn 3 60nm B KOCTAX MOSABUNCH
TONbKO B 46 net. Oco6eHHOCTbIO Cryyan 3 ABnAeTca AOArni
nyTb K NOCTaHOBKe AnarHo3a OK/Jl, HecMOTpA Ha ApKNe peHT-
reHosIornyeckmne npoABfeHNA: Yepe3 OHKOMOMUCK, ANarHo3
runepnapaTipeosa, YTo BbI3Basio CUJIbHYIO TPEBOMHOCTb
W 3neMeHTbl fenpeccuu. Hu B ogHOM criyyae 3aboneBaHus,
Jake HeECMOTPA Ha Nepesiombl, He BbIABIEHO CHVMXEHUA MU-
HepanbHOW NIIOTHOCTU KOCTW.

Bce 3 nauueHTa 6b11n OeTanbHO 06CnenoBaHbl B OTHO-
LIEHWW Pa3NINYHbIX SHAOKPUHOMATUN, B ABYX Cly4Yasax Nof-
TBEp)KAEHa aKpomeranuA. TakTMKa BefeHMA nNauVEeHTOB
¢ cuHgpomom MOB B coyeTaHUM C SHAOKPUHOMATUAMMN He-
CKOJIbKO OT/IMYAETCs OT ObLenpuHATLIX NprHUMUNOB. Mpu
cmHgpome MOB yacTo BcTpeyvatoTca ageHOMbl CMeLaHHOro
XapaKTepa — yalle BCero COMaTtonponakTMHOMbI, MO3TOMY
BaXXHO 06paLLaTb BHUMAHVE Ha Hanmyre KIMHUYECKUX Npu-
3HAKOB rMMNepnponakTMHEMUM U aKpOMEranmu, nccneno-
BaTb NponaktuH, NOP-1 n B comHMTENbHbIX Cyyasax onpe-
fenatb yposeHb CTI B xoge MNITT [8].

Mpu cuHgpome MOB ¢ akpomeranuen criegyet paccmo-
TpeTb TaKTUKY BefeHWA B CTOPOHY KOHCEPBATUBHOIO Jie-
YeHVs, a He paauKaNibHOTO yaaneHus afeHoMbl rMnodusa,

TaK Kak B 00OUX MpedcTaBieHHbIX CJlyyasix MpOsBIEHMWs
OKJl B KOCTAX yepena co3galoT onpefeneHHble TexHUYe-
CKMe TPYQHOCTN AN1A HENPOXMPYPrmyeckoro neyeHus. Mpe-
napatamu 1-A NUHUN ABAAKOTCA aHaNorM comaTocTaTMHa
MPOMOHIMPOBAHHOIO AEWCTBUA, NPY He3PPEeKTNBHOCTN —
B KOMOMHaLUM C aHTaroHUCTOM peLienTopa ropMOHa Po-
cTa — nersucomaHTom [5, 13]. TunepnponakTmHemna npwu
cnHgpome MOB xopolo nogfaeTca feyeHno aroHNCTamm
fodamuHa — kabepronvHom [5, 14, 15]. Xupypruueckoe
yhaneHue ageHombl rmnodrsa NPUMeHSETCA TONIbKO B CITy-
yanax HedhOPEKTUBHOCTU MeAUKaMEHTO3HOW Tepanuu, mno-
CKOJIbKY MopaxeHue rnnodusa npu cuHgpome MOB moxet
umetb Andoy3HbIN xapakTep, YTo 0bycnaBAMBaeT OTCYT-
CTBUE YETKOWN Br3yanvsauum afieHombl runodusza Ha MPT.
Mosatomy npu cuHgpome MOB xupypruyeckoe neyeHue
06bIYHO NpefCTaBAeT COO0M TOTANIbHYIO TMNOMU3IKTOMUIO,
KOTOpas B NOCNeayoLLEeM CHUKAET KaueCTBO XKM3HU NaLuneH-
T0B [5, 10]. B npeacTaBneHHbIXx HaMu 1 1 2 cnyyasax mefuvka-
MEHTO3Has Tepanus okasanacb 3¢dpekTrBHoW. B 1-m cnyyae
3TO ObINM aHaNorM CoMaToCTaTMHA AJINTENBHOIO AENCTBUSA
B COYETaHMM C NErBMCOMAHTOM, BO 2-M — TOJIbKO aHasnoru
comaToCTaTMHa.

O 13 BCex KNMHUYECKNX nposAsneHuni cuHgpoma MOB
(3a ucknioueHrem cmHapoma KyluvHra) B 60sbLuein cTeneHm
CHWKAeT KauyecTBO »KM3HM NauueHToB. B nepByio ouepenb
3TO CBA3AHO C Hanmuymem 601eBOr0 CYHAPOMA, KOTOPbIN Bbl-
Hy>KAaeT NauneHToB NMOCTOAHHO MPUHMMaTb HECTePOUIHbIE
NPOTMBOBOCHANMTENbHbIE MpenapaTbl B GOMbLIOM Konuye-
CTBE, UTO MOBBILAET PUCKN BO3HUKHOBEHMS 3aboneBaHui
MKeNyaoyHO-KMLLEYHOro TpaKTa, MoyekK, cepaevyHO-COCyau-
cton cuctemsl [1]. Mpw Hanuummn HeBponaTulyeckon 6onu pe-
KOMeH[YyeTCA B KauyecTBe Tepanuu pacCMOTPETb Nprem HeTu-
MMUYHOW aHaNbreTMYeCKon NUHUN Tepanumn — aMUTPUNTUIINH,
nperabanviH, AynokcetuH [1, 16]. B nocnegHee Bpems ¢ Lenbio
YMeHbLUEHUA 6ONIEBOrO CMHAPOMA CTany paccMaTpuBaTtb UC-
nosib30BaHWe npenapaTtos rpynbl 6ucdocdoHaTtos [14, 16].
Hanpumep, npoBogunn nccnefoBaHne BO3MOXKHOCTU Mpu-
emMa aneHApoHaTa, KOTOPOe MOKas3ano HU3Kyl dpdekTus-
HOCTb Mpenapata Ans yMeHblueHus 60neBoro CMHApPOMa
npu O kocteii [17]. Mo pe3ynbraTtam AaHHOIO UCCNEA0BaHUA
B Fpynre, KOTOpas NPUHMMasa afeHgpPOoHaT, OTMEeYAINCh Mo-
noxwTenbHble 3bdeKTbl B BUAE CHUXKEHNA MapKepa KOCTHOM
pe3op6unn — N-KoHLeBOro TenonenTraa KonnareHa 1 Tuna
yepes 18 Mec, a TakXKe YBeNIMUEHUs NIIOTHOCTM KOCTel, HO 6e3
3HAUUMbIX BU3YaNM3aUMOHHbIX M3MeHeHuiA. OpgHako Obino
[lOKa3aHo, YTo MprieM afieHAPOHATa HUKaK He BIUsiET Ha 6o-
neBow cmHapom [17].

3onegpoHoBas KucsioTa — 3T0 ammHobuchocdoHat
Il noKoneHwmA, KOTOPbIM B HacTosALee BPeMA UCMOJb3yeT-
CA Yy B3POC/bIX NAaUMEHTOB C Pa3fIMYHbIML KOCTHbIMU 3a-
6oneBaHVAMU: ITOT MpenapaTt NMOAXOAUT ANA NaLVEeHTOB
C MeTacTa3aMu Mpu pake MNpPoCTaTbl UIN MONOYHON Xene-
3bl, NMPMMEHAETCA ONA NeyYeHUsa MOoCTMeHonay3aabHOro
0CTeonopo3a, a TakxKe y naumeHToB ¢ bonesHblo MepxeTa.
3onegpoHoBas KncnioTa obnagaet aHTUPe30pOTMBHON aK-
TUBHOCTBIO, T.€. UHTMOUPYET aKTUBHOCTb OCTEOKIIACTOB KakK
HanpAmylo, Tak 1 ONOCPEe[OBaHHO, TEM CaMbIM ynyuyulas
KOCTHbII MeTabonusm. Mo JaHHbIM FMCTONOMMYECKUX KC-
cnepoBaHuin, npy OfI B Nopa)keHHbIX KOCTsAX npeobnaga-
0T OCTEOKNIACTbI, YTO OOYCNABAUBAET BbICOKYID CKOPOCTb
pe3opbumm Kocteir [18]. MpuumHa 6GoneBoro CUHAPO-
Ma npu Ol He yCcTaHOBMIeHa, OQHAKO NMOKa3aHa BblCOKas
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3 EeKTNBHOCTb NMPUMEHEHWA 3011€4POHOBON KNCNOTbI A
yMeHblueHua 6oneBoro cuHapoma [19]. OnucaHbl ciydan
YCMEeLWHOro NpMMeHeHnA 301eJpOHOBOW KUCNOTbI B Neaun-
aTpUYeCcKon MpakTuKe AnsA nedyeHus 6ONEBOro CMHApPOMa
npu KpaHuodacumanoHon dopme O [19], a Takxke 3dpdpek-
TMBHOCTU 1 6e30MacHOCTU MPUMEHEHUs 30/1eLPOHOBOW
KMUCNOTbl B TeyeHue 4 neT y nayueHTa C NnosnmoccanbHom
dopmon O] — noparkeHnem KocTten yepena, pebep [20].
YuntbiBas 3T JaHHbIe, BCEM HALIMM NaLMeHTaM Ha3HaueHo
neyeHue 5 Mr 30negpoHOBON KUCNOTbl 1 pa3 B rog C ganb-
HerWM ANHAMUYECKNM HAbMoAeHEM 1 onpefeneHnem
ONUTENbHOCTY NleyeHus.

3AKNIOYEHUE

CvHgpom MOB — pepkoe reHeTnyeckoe 3aboneBaHue,
XapakTepu3yiolleecss MHOroobpasnem KIMHUYECKMX MpPO-
ABMEHUN C MOPaXXeHNem KOCTHOWN CUCTEMbI, KOXKU W SHIOO-
KpvHonatuii. [MpepncTaBnieHHble KAUMHUYECKUE MpUMepbI
OEeMOHCTPYPYIOT AMAarHoCTMyeckne TPYAHOCTM M B pAge
CJlyyaeB — no3aHee BbiABNeHMe 3aboneBaHmsA. [1na paHHen
NMOCTaHOBKU AMarHo3a HeobXxoAMMO PacNpPOCTPaHEHME 3Ha-
HUI 06 3TOM 3aboNeBaHNN CPean PEHTIEHONOroB, TPaBMa-
TONIOroOB, OPTONEeAOoB, SHAOKPUHOMOIOB, NeaMaTpoB (NATHa
«Kode C MOJIOKOM», KaK MPaBuUio BbIABAIOTCA C POXKAEHUS),

PEBMATONOrOB, HEMPOXMPYProB. TakTUKa feyeHna nogom-
paeTca MHAVMBUAYANbHO, B 3aBMCUMOCTA OT MPOSBIEHWI
3aboneBaHus. JleueHne O[] paspaboTtaHo cnabo, npumeHe-
Hue 6ncdochoHaTOB, B YaCTHOCTM 30/1€4POHOBOW KUCOTDI,
NPUMEHAETCA MO UHAVBKAYaSIbHbIM MOKa3aHUAM, Npeumy-
LECTBEHHO Y MALMEHTOB C BblpaXKeHHbIM 60NeBbIM CHAPO-
MOM U BbICOKMMMU NMOKa3aTesiMy KOCTHOrO o6MeHa.

AONOJIHUTENIbHAA UHOOPMALINA

@OuHaHcnpoBaHme. PaboTta onybnnkoBaHa nNpu NoaaepKke rocypap-
cTBeHHoro 3agaHuns AAAA-A20-120011690202-4.

KoHpnuKT mHTepecoB. ABTOpbI AEKNapUPYIOT OTCYTCTBME ABHbIX
1 NOTeHLMasbHbIX KOHGIMKTOB MHTEPECOB, CBA3aHHbIX C My6nvKaLumen Ha-
cToALWEen cTaTbu.

YyacTme aBTOpOB. BCe yKasaHHble aBTOPbI CTaTbW B PaBHON CTeneHu
MPUHUMAIN y4acTre B MOArOTOBKE CTaTby COMMAacHO MeXAYHapPOAHbIM Kpu-
Tepuam aBTopcTsa 1, 2, 3, 4.

Bce aBTOpbI 0806pMNM drHANbHYIO BEpCHIio CTaTb Nepes, nybnvKaumen,
BbIPa3WNM COrnacyie HeCTy OTBETCTBEHHOCTb 3a BCe acneKTbl paboTbl, nogpa-
3yMeBaloOLLYIO HaAIeXallee 13yYeHre 1 pelleHne BOMPOCOB, CBA3AHHbIX C TOY-
HOCTBIO NN AOBPOCOBECTHOCTBIO 11060 YacTy PaboTbl.

Cornacne nauyueHTa. [auveHTbl Aann NUCbMeEHHble UHPOPMUPO-
BaHHble JOOPOBOJIbHbIE COrNacKA Ha NyO6NMKaLMio MeAULIMHCKNX JaHHbIX
B paMKax HacTosALLen CTaTby.
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