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CNYYAN NO3QHEN ANATHOCTUKU TMTAHTCKON ABEHOMDI
OKONOLWUTOBUAHOW XKEJIE3bl B COYETAHUU C ®UBPO3HO-KUCTO3HbIM

OCTEUTOM U BYPOW OMYXOJ1bl0 BEPXHEW YENOCTU: KTIMHUYECKOE
HABJIIOAEHUE

© E.A. Unbnuesa', I'A. bepceHeB'*, E.I. Tpuropbes’~

"MIPKYTCKMIA HayUHbI LEHTP XMpYyprum 1 TpasmaTonoruu, MpkyTck, Poccua
2/pKYTCKMI rocyfapCTBEHHbI MEeAULIMHCKII YHUBepcuTeT, MpKyTcK, Poccua

O6cyxpaeTca NO3QHAA ANArHOCTUKa FMraHTCKOM aeHOMbl oKonowmToBugHow »enesbl (OLLK) ¢ nepBrYHbIM rnnepnapatu-
peo3om (MITIT) n pa3suTrem GMOPO3HO-KMCTO3HOIO OCTenTa C «BypPOo» ONyXOnblo BepXHel YentocTu. B TeueHune 8 net nauu-
eHTKa Habnoganacb y SHAOKPUHOMOra No MeCTY »KUTefbCTBa Mo NOBOAY caxapHoro AnabeTa 2 TMna u MHOroy3noBoro 3o6a.
MNMocnepHue 5 neT npucyTcTBoBana KnuHmyeckasa kaptuHa MNITIT, ogHako gmarHo3 6bin ycTaHOB/IEH OHKONOTOM MOCHe Bbl-
ABneHNa «bypor» onyxonu BepxHen Yyentoctu. Mo gaHHbIM MynbTUCNNPaNbHON KOMMbIOTEPHON TOMOrpadumm 1 CUUHTUrpa-
dun c 99mTc-MUBU obHapyxeHbl ouaroBoe obpa3oBaHme B BEPXHeN YenioCcTy CnpaBga, IMTUYECKMe oYarn B KOCTAX CBOAA
yepena, Ta3a, HUXHNX KOHeUYHOCTel, pebpax cnpaBga, a TakxKe ruraHTckaa ageHoma OLLPK cnpaBa. YumTbiBas NOBbILLEHHBIN
PUCK Hannumna y NaumeHTKN 3510KavecTBeHHOro HoBoobpasosaHua OLLK, npoBefeHo pacluMpeHHoe XUpypruyeckoe neve-
Hue MIMT B o6beme enblock ¢ poctnxkeHnem pemuccun MITIT. JaHHOe KNMHUYecKoe HabnogeHre UNNICTPUPYeT BapuaHT
TAxenoro TeyeHua MIMT ¢ pa3BUTMEM TaKOro peaKoro 0CIOXKHEeHWs, Kak GUOPO3HO-KUCTO3HbIN OCTENT, U 4EMOHCTPUPYET
BaXXHOCTb CBOEBPEMEHHOW AMarHOCTUKM.

KJTKOYEBbIE CJ/IOBA: 2ueaHmckas adeHoma oKo/ouumosudHoU Xesesbl; nep8uYyHelli 2unepnapamupeos; pubPO3HO-KUCMO3HbIU ocmeum;
«bypas» onyxoJsib; Xupypauyeckoe sieyeHue; NapaadeHoMIKMOMUS; KNUHUYeckoe Habo0eHue.

THE CASE OF LATE DIAGNOSIS OF GIANT PARATHYROID ADENOMA IN COMBINATION WITH
FIBROCYSTIC OSTEITIS AND BROWN TUMOR OF THE UPPER JAW: A CASE REPORT
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In this case report the authors inform about late diagnosis of giant adenoma of the parathyroid gland with primary
hyperparathyroidism (PHPT) and the development of fibrocystic osteitis with a «brown» tumor of the upper jaw. The
patient has been under the care endocrinologist with type 2 diabetes mellitus and multinodular goiter for 8 years.
The last 5 years there was a clinical manifestation of PHPT, but the diagnosis was made by an oncologist after the de-
tection of a «brown» tumor of the upper jaw. According to multispiral computed tomography and scintigraphy with
99mTc-MIBI, a focal lesion was found in the upper jaw on the right, lytic foci in the bones of the cranial vault, pelvis,
lower extremities, ribs on the right, as well as a giant parathyroid adenoma on the right. According to the increased risk
of the patient having a malignant neoplasm of the parathyroid gland, an extended surgical treatment of PHPT in the
enblock volume was carried out with the achievement of remission of the PHPT. This clinical case illustrates a variant of
the severe course of PHPT with the development of such a rare complication as fibrocystic osteitis and demonstrates
the importance of timely diagnosis.

KEYWORDS: primary hyperparathyroidism; giant parathyroid adenoma; fibrocystic osteitis; brown tumor; surgical treatment; parathyroid ad-
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AKTYAJIbHOCTb afleHoMbl 1 MeHee 1% — pak OWPK [2]. TuraHTckan ape-
Homa OLLXK (Bec 6onee 3,5 r) ABNAETCA peAKoW MaTonoru-

CornacHo AaHHbIM Poccuickoro peructpa mauyMeHToB  eil. B HEKOTOpbIX COOOLUEHMAX OMUCHIBAIOT BEC OMyXOsu

C nepBUYHbIM rmnepnapatupeosom (MNITIT), BbIABNAEMOCTb
3Toro 3aboneBaHus B Poccuiickoin Mepepaumm coctaBns-
eT 1,3 Ha 100 TbIC. HaceneHus [1]. B 80-90% HabniogeHMN
npuunHon cnopaguyeckoro MNITIT ABnAaeTca ageHOMa efuH-
CTBEHHOW oKkonowmToBuaHon xenesbl (OLLPK), B 10-15% —
runepnnasua yetbipex OUPK, B 5% — MHOXeCTBEHHble
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ot 110 go 145 r [3, 4]. OHa ABNAeTCA NPUYNHON Pa3BUTUA
MIMT ¢ BbICOKAM YPOBHEM MapaTUPeOVHOro rOpPMOHa
B KPOBW U TAXKENIOM rmnepKanbumnemmen [5].
OnOPO3HO-KNCTO3HbIV OCTEUT — PeAKOoe U TAXKenoe oc-
noxHenue [ITIT, KOTopoe NpPoABAAETCA NATONOMMYECKUMU
nepenomamy, pepopmauyvein ckeneta ¢ GbopmMupoBaHuemM
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KuUcT («6ypbix» onyxonew) [6]. NocnenHue BcTpeyatotca Npu
MNIMT HeyvacTo (4,5%) [7], npyyem B KauecTBe aebloTa 3a60-
neBaHWA BbIABNATCA KpaliHe pegko [8, 9].

MpuBoanM HabnogeHve naumeHTKW, y kotopow MIMT
C ryraHTckon ageHomow OLLXK amnarHocTMpoBaH nocne o6-
HapyxeHus «Oypoi» Onyxonn BepxHen YeniocTu.

OMUCAHUE CNYYAA

MauuneHTKa 56 net B TeueHue 8 neT Habnoganacb y 3H-
[OKPVHOMOra rno MecTy X1TefibCTBa NO NOBOAY CaxapHOro
avabeta 2 TMNa u MHOroy3noBoro 306a. Bnepsbie anobbl
Ha 60NN B KOCTAX 1 KPYMHbIX CYCTaBax, MbILLEYHYIO Clla-
60CTb noaABUAUCb 5 neT Hasagd. O6cnenoBaHVie Mo 3TOMY
noBoJy He NMPOBOAUNOCH. 3a NocnefHWe nonroga noxy-
gena Ha 20 Kr, UHTEHCMBHOCTb Gonu yBenuuunacb, 4to
OFPaHUYUIIO CaMOCTOATENbHOE MepeaBuXeHne, MNOosABU-
Nacb SMOUMOHaNbHas NabunbHOCTb (pa3apaxUTeNnbHOCTb,
NNakCcMBOCTb). B cBA3M c 3TUM B flekabpe 2019 1. npoxoanna
ob6cnieloBaHMe y OHKOJOra Mo MecTy »utenbctea. ObHapy-
KeHO 06beMHOe 0bpa3oBaHUE BEPXHEN YeoCTU CrpaBa.
Mo AaHHbIM MYNbTUCANPANbHOW KOMMNbIOTEPHOW TOMOTpa-
¢ (MCKT) yepena v WwenHOro otaena Mo3BOHOYHMKA
(03.01.2020) onyxonb BepHen YenCTU MOATBEepPXKAeHa.
30Ha nopaXeHWsa PaCnNpPOCTPAHAETCA Ha BEPXHeYeniocT-
Hble Ma3yxu, pelleTyaTyo KOCTb, allbBEONAPHbBIN OTPOCTOK
M nonocTb Hoca (puc. 1). BoiaBneHa guctpodus KocTei
yepena, WENHOro oTaena MO3BOHOUYHMKA C JINTUYECKUM
oyarom B No6HoN KocTu cripasa. MNpoeegeHa MCKT opra-
HOB rpygHoOM KneTku u xusota (03.01.2020). YcTaHOBNEHO
TOTaJ/IbHOE OCTEONINTUYECKOE MOPAXKeHMe pebep, rPyAHOro
OTAeNna MNO3BOHOYHMKA, XPOHUYECKUN KUCTO3HO-KalbKy-
Ne3Hbl NAaHKPeaTUT C BHYTPUNPOTOKOBbIMU KOHKPEMEHTa-
Mun. Kpome TOro, onpeneneHo ToTasibHOe OCTEONUTUYECKOE
nopaeHue NOACHNYHOrO OTAEeNa NO3BOHOYHMKA. [aTono-
rMYEeCKNX N3MEHEHMNI CO CTOPOHbI MNOYEK M MATKM NO faH-
HbiM MCKT HeT. lNo pe3ynbTataM NyHKUWOHHOWN 6roncuu
BepXHeyvetocTHoM nasyxu (17.01.2020) BbifBneHbl 60nb-
LLIOE KOIMYECTBO MHOIOALEPHbIX TMFAHTCKNX KNETOK, a TaK-
e edUHNYHble OBaJibHble OQHOSAEPHbIE KIETKN 6e3 npu-
3HaAKOB aTUNWWU, SPUTPOLIUTBI.

B aHBape 2020 r. BNepBble nccnefoBaH NHTAKTHbIW Napa-
TUpeongHbii ropMoH (ullTT), ypoBeHb KOTOPOro COCTaBui
2285,1 nr/mn. CemMenHbIi aHaMHe3 NaLNeHTKN He OTArOLLEeH.
PekomeHp0OBaHa KOHCYNbTaLMA SHAOKPUHONOra.

Ta6nuua. Pesynbtatbl nabopatopHoro o6cnefoBaHnaA

KNUHUYECKIMI CNYYAW
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PucyHok 1. KomnbloTepHas Tomorpadua niueBoro yepena: CTpenkon rno-
Ka3aHo 06beMHOe 06pa3oBaHVie BEPXHEUENIOCTHON Masyxum C pacnpocTpa-
HeHVEeM B OCHOBHYIO Ma3yxy.

Pe3ynbratbl pusmuKanbHoro, nabopatopHoro

N NHCTPYMEHTaJZIbHOro nccniefoBaHna

MNpn ocMOTpe NaumeHTKa KaxekcmyHa — pocT 166 cm, BeC
40 Kr, HAEKC maccbl Tena 14,5 kr/m2. MNepeasrraeTcs ¢ NoMo-
b0 TPOCTU U COMPOBOXAEHNA POACTBEHHNLbI. KoXka 6neg-
HO-P030Bas, MOAKOXKHAA XKMPOBas KneTyaTka ciabo pas3suTa.
LWmTtoBraHas xene3a (LK) He yBennyeHa. B npoekunn npa-
BOV JONM NanbnmpyeTca NnoTHoe, 6e36onesHeHHOe 0bpaso-
BaHVe Ao 4 cm. YacToTa AbIxaTenbHbIX ABUKEHN 16 B MURHYTY.
B nerkumx gbixaHne Be3uUKynApHoe, XpUnoB HeT. ToHbl cepaua
NPUryLWeHbl, PUTMUYHbIE. YNCNO cepaeyHbIX COKpaLleHui
1 nynbc 97 B MUHYTY. ApTepuranbHoe faBnieHne Ha obeunx nine-
yeBbIx apTepuAx 160/80 Mm pT.cT. Pe3ynbTaTbl 1abopaTopHo-
ro obcnepoBanus ot 20.02.2020 npeacTaBeHbl B Tabnuue.

locnutanu3mMpoBaHa B 3SHAOKPUHOMOIMYECKOe OThese-
Hue (20.02.2020). CyTouHaA 3KCKpeuusa Kanbuma C MOYOW
(25.02.2020) coctaBuna 4,16 mmonb/cyT (2,5-6,25). YnbT-
pa3BykoBoe nccnegosaHue (Y3U1) LXK n OLLX (21.02.2020)

Pe¢depeHcHble

MNokasarenb Pesynbrar EpnHMLbI N3MmepeHnsa SHaYeHNs
TupeoTponHbIi ropmoH (TTT) 0,41 MKME/mn 0,4-4,00
CBOGOAHDIN TUPOKCUH (CB. T) 11,5 nmonb/n 9,00-22,20
ButamnH D 5 Hr/mMn >30
WHTaKTHbIM NapaTpeonaHbi FropmoH (ulTT) 1931,26 nr/mn 15,0-68,3
AnbOYMUH-CKOPPEKTUPOBAHHDI KaNbLni 4,12 MMOJTb/N 2,1-2,6
NoHM3MpoBaHHbIV Kanbuumn 1,63 MMOJb/N 1,15-1,27
KanbynMTOHWH <2 nr/mn <9,52
KpeaTuHuH 60 MKMOJb/N 50,0-120,0
pCK® no dopmyne CKD-EPI (2011) 98 MIN/MUH/1,73 m? >60
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nokasarsno, YTo 06bem NpaBou fonun coctaBnsaeT 17,8 cv?, ne-
Boli — 3,7 cm3, o6wuin oobem — 21,5 cm>. B cpepHein n Hux-
Heil TpeTn npason gonu WX onpepensetca KoHrnomepart
rMMNO3XOreHHbIX 06PAa30BaHUN C KaNbLMHATaMM U KUOKOCT-
HbIMM BKJIlOUEHUAMY 06WwMM pasmepom 45x30x20 mm.
Kpome Toro, 6nvixe K nepeluenky B npason gone LXK obHa-
PY>KEHO OfHOPOJHOE MMMO3XOreHHoe 06pa3oBaHNe pa3me-
pamu 12X8X7 MM, aHanormyHoe obpasoBaHme YCTaHOBIIEHO
B HWKHeWn TpeTn neson gonu WK pasmepamu 3xX3X2 mm.
OWPK B TMNUYHOM MecTe He ObOHapykeHbl. [onyuyeHHble
[aHHble COOTBETCTBYIOT KaTteropuu TI-RADS 4 B moandmka-
uum J.Y Kwak n coaBr. (2011). PermoHapHble numdatmyeckme
y3bl pasMmepamn 5-7 MM C Backynapusauunemn; KNCTO3Hble
N3MEHEHNA, TUMEPIXOreHHble BKJIOYEHUA OTCYTCTBYIOT.
MNpoBeaeHa TOHKOWIObHAasA acnunpaLloHHasa ruoncus (TAB).
Lutonoruyeckoe 3akntoueHne nyHKTatoB (24.02.2020) Bcex
y3nos WK guametpom >1 cMm: y3n0BOW KOMMOMAHbBIA 306,
yTo cooTBeTCTBYeT Il AnarHocTnyeckom Kateropmm No Knac-
cnourKkaumm Bethesda (2017).

Mo paHHbiIM MCKT wen (28.02.2020) BbiABNEeHO 06b-
eMHoe obpa3oBaHue npaBon BepxHein OLLUXK pasmepamu
46x23%28 MM, HenpasuiibHOWM GOPMbl C HEUETKAMU KOHTY-
pamu, HEOQHOPOAHOE MO CTPYKTYPE C BKIIOYEHVAMMN Kaflb-
uus. Mocne BHYTPMBEHHOIO yCcuiieHns obpa3oBaHve Haka-
NYBaeT KOHTPACT M BEHTPaNbHOW NOBEPXHOCTbIO MHTUMHO
npunexxnT 1 caasnusaeT npasyto gonto LMK, a natepanb-
HOM — MPUNEXNUT K NPaBOMY COCYAMNCTO-HEPBHOMY MyuKy
wewm (puc. 2). locToBepHOW MHBa3Mu 0bpa3oBaHnA B 6nm3-
nexative TKaHn He 0bHapy»XeHo.
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Mo paHHbIM cumHTUrpadumm OLLXK ¢ *"Tc-TexHeTprnom
B COYETaHWUM C OJHOPOTOHHOWN SMUCCUOHHOWN KOMMbIOTEp-
Hol Tomorpaduein (02.03.2020): B NpoeKLUMM NpaBoi 4onu
LK Bm3yanusupyetcs ouar runepoukcaumm paguodapm-
npenapata (PO), KpyrnHbIX pa3MepoB, HenpasuiibHoW Gop-
Mbl C HEPOBHbIMUW KOHTYpamu (puc. 3).

Mo HJaHHBIM OCTEOCUUHTUTPAdUM C UCMONIb30BaAHKEM
POM — *"Tc-nupdoTtex (03.03.2020) BbIABNEHbI MHOXe-
CTBEHHble y4yacTKM HakonsieHun POl B KocCTAX, COOTBET-
cteytowme no MCKT (uepena, opraHOB rpyfHON KNEeTKM
n 6ptowHon nonoctu ot 03.01.2020) nokanbHOW NUTHYeE-
ckon pectpykumun. OBHapyxeHbl: oyaroBoe obpa3oBaHue
B BEPXHEW YenoCTM CNpaBa, NoBbIWeHHOoe HakonneHne POTT
U NMIUTUYECKME oYaru B KOCTAX CBOJA Yepena, pebpax crpa-
Ba, B KOCTAX Ta3a N HUXKHUX KOHeUYHOCTel (puc. 4). XapakTep
MopaeHus CKesieTa COOTBETCTBYET NPOABeHUAM Grbpo3-
HO-KMCTO3HOro OCTenTa Uy meTactasam paka OLLXK.

YunTbiBasi NPOSBNEHUSA XU3HEYrPOXKalOLLEN rmnepKasb-
LUMeMnn C BbICOKUM PUCKOM FMepPKaNbLEMNYECKOTO Kpu-
3a, MaHudecTHyo GopMy runeprnapaTMpeosa C TAXKeNbIMM
KOCTHBIMW NPOABAEHUAMU 1 Pa3BmTrEM GPUOPO3HO-KUCTO3-
HOrO OCTENTA, 3aMIAHMPOBAHO CPOYHOE OMEPATUBHOE Nleye-
Hue IITIT. B kauecTBe npegonepaLOHHON MOArOTOBKW NPO-
BOAWIACh KOPPEKUMA runepkanbunemmn G¢opcmpoBaHHbIM
amypesom (p-p NaCl 0,9% 2000,0 mn B/B + p-p dypocemuga
60 mMr B/B B TeueHue 2 cyT) n bucpocpoHatom (p-p 3onegpo-
HoBoW KncnoTbl 4 Mr + p-p NaCl 0,9% 200,0 mn B/B ogHOKpaT-
HO), UTO MPMVBENIO K CHUXKEHUIO YPOBHA MOHU3MPOBAHHOMO
Kanbuma — 1,51 mmonb/n (09.03.2020). Ana ganbHenwero

PucyHok 2. KomnbloTepHas Tomorpadus Len ¢ aHrmorpadumein: 2a — ppoHTanbHaa npoekuyus; 2b — akcranbHas npoeKums; 2¢ — carnTtasbHas NPoeKUus.
CTpenkamu yKasaHbl aHaTOMMYeCKMe CTPYKTYpbl: 1 — npaBas BepXHAA OKONOWMTOBUAHAA Kenesa; 2 — npaBas obluas coOHHaA apTepus; 3 — Tpaxes;
4 — neBas obLiasA COHHasA apTepuA.
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PricyHoK 3. CUMHTUrpadma OKONOLWMTOBUAHDIX »Kenes: 3a — TupeongHas ¢asa; 3b — napatvpeonaHas dasa. B npoekuum npasoi JOAW WMTOBUAHON
Xenesbl BU3yanmsupyetcsa ouar runepdukcauum paguodapmnpenapara, KpynHbiX pa3smepoB, HeNpasuabHON GOPMbl C HEPOBHBIMW KOHTYpamm.

PrcyHok 4. OcTeocumHTUrpadua: 4a — cuMHTUrpadusa KOCTEN B pexXnMe «BCe TeNo»: CTPeNikaMiu yKasaHbl 04aroBoe 06pa3oBaHe BepXHEN YentocTu Crnpasa,
a Takxke oyaroBble 06pa3oBaHuA B 06nacTu pebep cnpasa, HUKHUX KOHEYHOCTAX; 4b — cLumHTUrpaduna KocTel Tasa: CTPenKaMm yKkadaHbl MHOXKECTBEHHbIe
NUTUYECKME OYarn B KOCTAX Tasa.
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PucyHok 5. WHTpaonepauvioHHas ¢otorpadua. CTpenkamm yKasaHbl

aHaToMMuecKme CTPYKTypbl: 1 — npaBas [ONA WUTOBUAHOIA »Kenesbl; 2 —

npaBas BEPXHAS OKONOWMTOBUAHAA Xenesa; 3 — MpaBblii BO3BPATHbIN
ropTaHHbI HepB; 4 — NpaBas obLas CoHHasA apTepus.

nevyenua 10.03.2020 naumeHTKa nepeBefeHa B OTAeNEeHNe
TOpaKanbHOWN XMPYPruu.

Onepauua coctosanack 11.03.2020. JopcanbHO MO OTHO-
LIEHMIO K MPaBOMYy BO3BPaTHOMY ropTaHHomy Hepsy (BI'H)
HalileHa WHKancynMpoBaHHaA npaBaA BepxHAA OLUXK
TEMHO-KOPMYHEBOro LUBeTa, pasmepamn 6,0x5,0x4,0 cm,
3aHMMaloLWana BCe MPOCTPAHCTBO MeXJy MpaBoli HeyBe-
nnyeHHon gonen WX (MHTMMHO C Hel cBA3aHa), Tpaxeewn,
NULLEBOAOM MeAuanbHO U MpPaBbiM COCYANCTO-HEPBHbIM
nyykom — naTepanbHo (puc. 5). BeHTpanbHO no oTHoLWe-
Huio K npaBomy BI'H Ha ypoBHe HWKHel TpeTu npasown
ponu WK KayganbHee HUXXHero nosntca BbisiBfieHa npasas
HXHAA OWMK pasmepamn 0,6x0,5%0,3 cM Ccepo-KenToro
uBeTa. YUMTbIBasA, YTO 3HAYNTENbHO yBeNIMYeHHaa npasBas
BepxHAa OUWPK nnoTHo npunexnt K npaBon gone LK,
BbINOJIHEHA MpaBasd BepXHAA MapaafeHOMIKTOMUA, Mpa-
BOCTOPOHHAA reMUTUpPenoasKTomua. [JMHamuKa ypoBHA
MHTpaonepauynoHHoro MoHutopuHra wullTl: go yganeHuA
OWM — 2500 nr/mn; cnycta 10 MMH nocnie yganeHua —
65,2 nr/mn. WNHTpaonepaunoHHaa npoba no Kputepuio
Miami — nonoxutenbHas [10]. O6wwnii BeC yganeHHOro
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PucyHok 6. Makponpenapar. YaaneHHas eAnHbIM 6T0KOM NpaBas BEPXHAA
OKOJIOLMTOBUAHASA Xene3a C NpaBou AONeN WMTOBUAHON Xenesbl.

MakpornpenapaTa coctaBun 50 r, afeHOMbl NPaBON Bepx-
Hen OLLPK — 30 r (puc. 6).

CornacHo npoBeAeHHOMY FMCTONIONMYECKOMY UCCNeno-
BaHMio, npaBasA BepxHAA OLUXK npeactaBneHa ageHomowm
13 aKTVBHbIX MaBHbIX KNETOK C eANHUYHBIMU CKOMAEHUAMN
OKCUPUIBbHDBIX KNETOK. Xenesa nmena cCoOGCTBEHHYIO Kancy-
Ny 1 y4aCTOK HEN3MEHEHHOW TKaHM U3 HEAKTUBHbIX MTaBHbIX
Knetok no nepudepun (puc. 7). NMpasas gons LK npeacras-
NeHa KapTuvHOW y3noBow runepnnasmm. OCHOBHaA TKaHb
MUMeeT HOPMODONUKYNIAPHOE CTPOEHME. Y3/bl MpenmMyLie-
CTBEHHO HOPMOGQONNNKYNAPHOrO CTPOEHUSA C YMEPEHHOM
nponudepavment TMPEOUZHOrO SNUTENNA.

B nocneonepauyuoHHOM nepuoge nNpoBefeHa NapuHro-
CKOMMA — YCTaHOBNIEHa CMMMETPUYHAA MOABUMKHOCTb FO-
NOCOBbIX CKMaAoK. Ha 1-e cyTKu nocne onepaunn ypoBeHb
ulTl coctaBun 26,0 nr/mn, ypoBeHb anbbyMUH-CKOpPPeKTU-
pOBaHHOro Kanbuma — 1,8 MMOnb/N, ypOBEHb NOHU3UPO-
BaHHOro Kanbumsa — 0,63 MMONb/N, YTO CONPOBOXAANOCH
KNUHNYECKON KapTUHOW runokanbuMemMmn B BuAe occar-
ruun. HasHaueHbl BHyTprIBeHHas MHOY31A pacTBoOpa rIOKo-
HaTa Kanbuma 100 mr/mn — 30,0 mn 3 pa3a B AeHb, a TakxKe

PucyHok 7. MukpodoTtorpadua onepaumoHHoro Matepuana. OKpacka reMaToKCUIMHOM-303MHOM. YBenuyeHue 10x0,25. TkaHb npaBovi BepxHem
OKOJIOLMTOBUAHON »Kene3bl. YYacTOK TKaHW afileHOMbl M3 FMaBHbIX TEMHbIX KNeTOK (1), y4acTOK COeAMHUTENbHOTKaHHONW Kancynbl (2), yyacToK KneTok
Hen3MeHeHHOW TKaHW CO CBET/IbIMM FNIaBHbIMU KneTKamu (3).
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TabneTkn KapboHaTa Kanbuua 8 I B CyTKM 1 Kancysbl anbda-
Kanbumugona 4 MKr B CyTKM, YTO MO3BONIMIIO KOMMEHCMPO-
BaTb rmnokasnbLumemmio. BoinncaHa B ygoBneTBoOpuTEIbHOM
COCTOAHMN Ha 14-e CyTKM rocsie onepauumn C HasHayeHnem
TabneTPOBaHHOIO KapboHaTa KanbLus 4 1 B CyTKM, Kancyn
anbdakanbLuuaona 2 MKr B CyTKM C Nocsiefyolein Koppek-
uuer [o3bl SHAOKPUHOMOIOM MO YPOBHIO KaibLMA KPOBU.
C uenbto Koppekuun geduryuta ButamrHa D Ha3HaueH Kone-
kanbuudepon no 7000 ME B cyTKku B TeueHuie 8 Hef, € nocsie-
Jylowum nepexogomM Ha nogaeprkmsatolyto gosy 2000 ME
B CYTKW.

MNaumeHTKa ocMOTpeHa 4yepe3 6 MecC nocsie onepaTmB-
HOro BMeLLaTeNbCTBa: Xanob He NpeabsBseT, NPUHMMaeT
3aMeCTUTENIbHYI0 Tepanuio B 0b6beme TabneTMpoBaHHOMO
KapboHaTa Kanbuus 1o 3 T B CyTKW, Kancyn anbdakanbLmgo-
na 2 MKr B CyTKK, Konekanbuudepona no 2000 ME B cyTKu.

OBCYXXAEHUE

Boissnaemoctb MMIMT B Poccum ¢ Kaxgbim rogom pac-
TeT [1], 0O4HAKO HeJoCTaTOUYHAA HAaCTOPOXKEHHOCTb Bpayen
NepBMYHOIO 3BEHA U aMOYNaTOPHbIX SHAOKPUHOJIOFOB B OT-
HoweHun cumntomoB MIMT no-npexHemy obycnosnusaet
HEeCBOEBPEMEHHYIO AMArHOCTUKY U NeyeHne 3aboneBaHus
B OCJIOKHEHHOW (OpMe, UTO UIINIOCTPUPYET NprBefeHHoe
KNUHUYeCcKoe HabnogeHue. MauneHTKa B TeueHue Onuv-
TeNIbHOrO BPeMeHV Habnoganach y y4yaCcTKOBOroO Tepanes-
Ta W 3SHAOKPUHONOra MO MeCTy XUTeNbCTBa, NpeabABnana
cneundunyeckmne ana MIMT xkanobbl, 0gHAaKO AMArHO3 Obin
YCTaHOBJIEH NULLb OHKONIOTOM, Koraa 3aboneBaHvie OC/ox-
HUNOCb PUOPO3HO-KNCTO3HBIM OCTEUTOM 1 «OYpPO» OMnyxo-
b0 BEPXHEeW YesioCTy.

®UOPO3HO-KUCTO3HBIN OCTEUT C popMUpPOBaHMEM «OY-
pbix» Onyxonen ABAETCA KOHEYHOW CcTaguert KOCTHOro
pemogenvpoBaHua npu gnutensHom [T [11]. «bypblie»
OnNyXonu NPefCTaBNAlT COOO rMraHTOKETOYHYO penapa-
TUBHYIO rpaHynemMy, B KOTOPOW OCTeOKIacThyYeCcKas AeMmHe-
panu3auus npeobnagaeTr Hag MUHepanu3auuern rybyaton
koctu [6, 11]. MNopg BO3AENCTBMEM OCTEOKIACTOB MMMepco-
cyouctaa [OemMuHepanv3oBaHHasA CTpOMa npeTeprneBaeT
reMopparmyeckylo fereHepauuio C OTIOXKEHMEM TeMOCK-
[epuvHa, YTo NpUAaeT en KopuyHesbin uBeT [7]. B npouecc
BOBJ/IEKAIOTCS, KaK NpaBuio, ANIMHHbIE TPpybyaTble, MOCK/e
N MenKne KOCTW 3anAcTbs, pebpa, Kouuubl, KOCTU Tas3a
1 yepena [6], Npuyem HKHAA YentoCTb NOpaXkaeTcs B ABa
pa3a valle, yem BepxHsAA [12]. MopakeHnA KOCTen N rnraHT-
ckana apeHoma OULK yBennumBaloT pucK pasBuTUA Mocne-
onepauMoHHOWN TMNOKanbUMeMUn U CUHAPOMA «rONOLHOWN
KocTtw» [13].

OnucaHHyl0 HaMy KIVHUYECKYI CuTyauuio cnepyet
anddepeHumpoBaTh C HacneacTBeHHon ¢opmoi 3abo-
NeBaHUA — CUHAPOMOM runepnapaTMpeosa C OMnyxosbio
yentoctn (HPT-JT). CuHgpom HPT-JT — 370 pepkoe ayTo-
COMHO-IOMWHaHTHOEe 3abo0neBaHMe, KOTOpOe XapakTe-
pusyetca passutrem [MIMT, occnbumuympyowmux ¢ubpom
HUXHEN W/UNN BepXHEN 4entocTel, KACTO3HbIMU U Heo-
NAacTUYECKMUN MOPAXKEHUAMN MOYEK, a TaKXe runep-
NNacTUYECKNMN U HEOMACTUUYECKMMU  MOpPaKeHUAMUN
MaTKu [6, 14]. B ocHOBe AaHHOrO CMHAPOMA neXkaT repmu-
HanbHble MyTaLii B reHe-Cynpeccope onyxosieBoro pocra
CDC73 (cell division cycle protein 73 homolog), koTopsbiii
pacrnonoXxeH Ha QJIMHHOM nnieye xpomocombl 1 (1931.2)
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U KogupyeT siepHbIn 6enok napadrnbpomuH. bonee 80%
myTauun CDC73 ABNAIOTCA HOHCEHC-MYTaLUAMM, KOTopble
NPUBOAAT K MNOJIHOMY CHVXXEHMIO SKcrpeccun napadubpo-
MWHA B KNIeTKax TKaHen, accoummpoBaHHbix ¢ HPT-JT [15].
CornacHo KoHceHcycHoMmy oTuyeTy EBponeinckoro obuye-
CTBa 3HAOKPUHHbIX xmpypros (ESES) o HacneacTBeHHbIX
dopmMax runepnapatMpeosa, reHeTUYeCKUn CKPUHUHT
Ha MyTauum reHa CDC73 nokasaH npv HanuumMmM NPU3Hakos
CceMelnHoro runepnapaTnpeosa: 1eboT 3aboneBaHnsA B MO-
nogom Bo3pacTte (<40 neT), MHOXECTBEHHOE MOpakeHne
OLLUMK, KMcTo3HOoe/aTunnyHoe/3n0KayeCcTBEHHOE Mopaxe-
Huve OLLX unn npu Hanuuum occnourumpyowein pubpomsl
YenicTy, ONyxoNnu Nnoyek unm maTtku [16]. B onucaHHom
KIMUHUYECKOM HAbMIOAeHNN Y NaLMeHTKM OblIn KnnHuYe-
CKue npusHaku cnHgpoma HPT-JT, ogHako BBMAy No3gHero
feblota 3aboneBaHusA, OTCYTCTBUS OTATOLEHHOTO Cemell-
HOrO aHaMHe3a, MHOXKeCTBEHHOrO nopaxeHusa OLLXK n no-
paXKeHnA Noyek N MaTKM MOJIEKYNIAPHO-TeHeTNYeCcKoe 1c-
cnepoBaHue reHa CDC73 He NpOBOAUNOCh.

MpencTaBneHHbIN HaMU KITMHUYECKII ClyYyaid Heobxoau-
MO Takxe anddepeHLmpoBaTh ¢ KapunHomon OLLXK. YcTa-
HOBJIEHO, YTO MPW COYETAHUN TAXKENON rmnepKanbuueMmm
(ypoBeHb MOHN3NPOBAHHOTO Kanbuua >1,6 MMOsb/N), ypoB-
Ha ulTT B KpoBm >600 nr/mn n o6bema obpasoBaHus >6 cvm?
cnepyet paccmaTpuBatb onyxonb OLUMXK nogosputenbHom
B OTHOLUEHUWN 3/T0KaYeCTBEHHOro HoBOOOGpaszoBaHusa [17].
CornacHo JaHHOMY KpUTEpPUIO, OMMCaHHAA HaMK CUTYyauma
OEeNCTBUTENbHO MMeNa BbICOKUA PUCK 3/10KaYeCTBEHHOIO
HoBooGpa3oBaHus OLLK, HecmMoTps Ha OTCYTCTBME NPU3Ha-
KOB MECTHOW WHBA3MM 1 OTAANIEHHbIX METACTa3oB MO AaH-
HbIM 06CnefoBaHMA. B nprBegeHHOM HabnogeHUN paclum-
peHue obbema onepauuu SO yAaNeHUs MPaBOW BEepXHeN
OLLX eavHbiM 6r1okom ¢ npasowt gonew LXK BbibpaHo ¢ yye-
TOM VMHTVMHOIO B3aUMOOTHOLLEHNA aHAaTOMNYECKNX CTPYK-
TYP U BbICOKOTO PKCKa 3/I0KaYeCTBEHHOCTN.

OcnoxHeHHoe TeyeHue MITIT c pa3BUTUEM TAXKENbIX
KOCTHbIX MOpaXXeHWn ”n ¢GUBPO3HO-KUCTO3HOTO OCTenTa
ABNAETCA MOKa3aHUEM K XMPYpPruyeckomy feyeHuio. Yaa-
neHne ageHombl OLLXK ABnAeTcA nepBbiM 3TarNnoM fleyeHns
$HMOPO3HO-KMCTO3HOIO OCTENTA, UTO MPUBOANT K CHUMKEHUIO
ulTl, nocteneHHOMY yBeANYEHUIO MUHEPanbHON MAOTHO-
CTV KOCTW C nogasneHnem ¢ubpo3HO-KUCTO3HbIX M3MeHe-
HWIA, paclumpeHnem Gr3NYECKON aKTUBHOCTY 1 CHUXKEHUEM
puvcka nepenomos [18].

Oxunpasa B nocreonepalyiOHHOM Nepuope BblpaXKeH-
HOW rnunoKanbumemuu, ¢ 1-x CyTok nocsne onepauum 6ui10
Ha3HayeHO BHYTPUBEHHOE BBeeHNe pacTBOpa MoKOHaTa
Kanbuua ¢ nocsegywowmm npuemMmom npenapaToB BUTamMu-
Ha D v Kanbuus, 4TO NO3BOJINIIO JOCTAaTOYHO ObICTPO KOM-
neHcMpoBaTb 3TO cocTosaHue. [locneonepaynoHHas runo-
Kanbumemms O6bina oOycC/iOBieHa pas3BUTEM CUHAPOMA
«rONIOQHbIX KOCTEMY, a TaKXKe ANNTENIbHOW TAXKENon runep-
Kanbuuemmen n cynpeccmen HopmanbHbix OLLK akTnBHOM
ageHomol. CMHOPOM «roflofHbIX KOCTel» HabnogaeTcs
y 13% naumneHTOB, KOTOpble NepeHecan napaTupeoungsk-
Tomuto no nosopgy MMIMTIT. B ocHOBe feXWUT pe3koe CHUXe-
Hue pe30opOL MM KOCTHOW TKaHW, akTuaLuma pnbpobnactos
¢ dopmMMpoBaHUEM KOCTHOWM TKaHu. lposBnsetca gnu-
TENbHOW ruMMnoKanbuMeMren C pPasBUTMEM KIMHUYECKMX
CYMMTOMOB (NapecTe3umn 1 CyaopoXKHaa akTMBHOCTDL) [13].
QakTopaMn puUcKa pasBUTMA OAHHOTO CMHAPOMA ABAA-
I0TCA: MOpaXeHue cKeneta C TAXKEeNbIM OCTEONOpPO30M,

Problems of Endocrinology. 2021;67(2):49-56



CASE REPORT

rMraHTckne pasmepbl ageHombl OLLUXK, ogHomomeHTHasA
onepauus Ha OLLX un LXK, 6onee BbicOKne npegonepaum-
OHHble ypoBHU UITTT [19, 20]. Y Halwen nauMeHTKN raBHyIo
ponb B pasBUTUMN MOC/eoNepaLOHHON rMnoKanbuneMmm
CbIrPano TsAXeNioe MopaxkeHune cKeneTta C pas3sutmem ¢ou-
O6PO3HO-KMCTO3HOro ocTenTa. K coxaneHuio, BBUAY Hanu-
UnMA CPOYHbIX MOKa3aHN K ONepaTMBHOMY BMeLIaTeIbCTBY
0CTeoAeHCUTOMETPUA NaLNEHTKe He NpoBoAUNach.

3AKNIOYEHUE

HecmoTps Ha xopolwuo n3yyeHHyto ponb OLLRK B perynauum
dochopHO-KanbUmMeBoro ooMeHa 1 nogaepKaHnun M1MHepaJsib-
HOW NIOTHOCTM KOCTeW, 4O CUX MOP HACTOPOXKEHHOCTb Bpayen
MepPBNYHOIO 3BEHA, B TOM YMCiie amBynaToOpPHbIX SHAOKPUHO-
noros, B oTHoweHun cumntomoB MIMTIT HegocTaTtouHa. Kpome
TOrO, 3TY HO30JSIOTMYECKYI0 efuHULY CnegyeT UMeTb B BUAY
Npuv BCeX HEOOBACHVMBIX OMyXOJNIEBbIX MOPAMKEHUAX YENIOCTU.
Mpy NogoO6GHOM COYETaHNM OCNIOXKHEHWI CriegyeT NPOBOANTD
anddepeHUmanbHyo AMarHOCTUKY C HacsieacTBeHHou ¢op-
moti MIIT n pakom OLLPK. MpepctaBneHHoe HabniogeHve un-
TIOCTPUPYET pe3ynbTaT MNO3AHEeN ANArHOCTUKN — MaLMeHTKa
npakTNyeckn nepecrasa CaMOCTOATENIbHO MNepeaBuraTbCs,
Obl BbICOKUIA PUCK TUMEPKaNbLMEMMYECKOTO KpK3a.
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UcTtouHuk ¢puHaHcmpoBaHua. ViccnefoBaHune u nybnvkauma cratbu
OCYLLeCTB/IEHbI Ha JINYHblE CPEACTBA aBTOPCKOrO KOJIEKTUBA.

Cornacue nayumenTa. iHpopmmpoBaHHOe cornacve nauyeHTa Ha ny-
6NMKauUMI0 NePCOHaNbHON MeAMUMHCKON MHPopMaLMn B 06e3NnNYeHHO
dopme 6b1110 NonyyeHo.

KoH)nuKT nHTepecoB. ABTOpPbI AEKNAPUPYIOT OTCYTCTBME ABHbIX
1 NOTeHLMasIbHbIX KOHGJIMKTOB MHTEPECOB, CBA3aHHbIX C My6nvKaLumen Ha-
cToALWen cTaTby

BnaropapHocTu. KonnektiB aBTOpOB BblpaxkaeT 6GrarofapHOCTb
MaxyTtoBy Banepuio HukonaeBnyy — K.M.H., 3aBefyloLiemy TopakanbHbIM
xupypruyeckum otgeneHunem NbY3 MOKB 3a nomolpb Ha Bcex 3Tanax noa-
rotoBku pykonwucu; daHunoson EkatepnHe AHppeeBHe — 3aBepyioLleit
SHAOKpVHonornyeckum otgeneHnem Y3 MOKDB 3a nomollb B KOHCepBa-
TUBHOM JleyeHmun naumeHTky; bonko TaTbAHe HukonaeBHe — Bpauy-peHT-
reHONory OTAeNeHNA PEHTTEHOBCKOWM KOMMbIOTEPHOW M MarHUTHO-pe3o-
HaHcHol Tomorpadum '6Y3 MOKB 3a nomMoLLbto B Br3yanbHOW ANArHOCTMKe
n nogrotoBke MCKT-rpamm; Kynuk Onbre AipocnaBoBHe — Bpauy-peHTre-
Honory I'bY3 IOKB 3a nomolyb B npoBeAeHU, MHTepripeTaLmm 1 NoAroToBs-
KN cumHTMrpamm; benbix [lnaHe BnagnummpoBHe — Bpauy-naTtonoroaHaTo-
My, 3aBeflyloLLiel naTonoroaHaTommnyeckum otaenervem NbY3 «Mpkytckoe
obnacTHoe naTtonoroaHaTomMmyeckoe 610pPO» 3a MOMOLb B MPOBEAEHUN,
MHTepnpeTaunm U NoAroToBKe MUKpodoTorpadui.
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