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Pesiome. BaxHbIM acTIeKTOM KJIMHUYECKOW KapTUHBI CUHAPOMAa MHOXXECTBEHHBIX SHAOKPUHHBIX Heor1azuit (MOH) 1 tuna siBisieTcst
COCTOSIHME KOCTHOTO MeTabo1M3Ma U MU3MEHEeHUE MUHEepaibHOI moTHOCTU KocTu (MITK). OnucaHue KIMHAYECKOTO ciyyast: Ipe-
cTaB/sieM KJIMHMYECKUiA ciydail mepsuuyHoro rumneprnapatupeosa (I1ITIT) y maueHTa ¢ cemeiiHoit hopmoit cunapoma MOH 1 tuna
TSIKEJIOTO T€YEHUs, 1e0I0TUPOBABIIEr0 B MOJOJAOM BO3pacTe M COIMPOBOXKIAIOIIETOCS BbIPAXEHHBIMU M3MEHEHUSIMU KOCTHOM
TKaHu. B 16 et mocrasiieH auarHo3 «6oje3Hb Miienko- KymHra». BoisBiieH BbipaxkeHHbI 0cTeotopo3 (-12% oT BO3pacTHOI HOPMBbI)
Ha (hoHe TMINEPKOPTULIM3MA U Je(UIIMTA TTOJOBBIX ropMOHOB . Habmonanack noioxutenbHas nuHamuka MITK (+7% o Z-kputepuio)
MPY PEMHUCCHU TUTIEPKOPTUIIM3MA TI0CTIe IBYX KyPCOB MPOTOHOTepanuy U 3(GheKTUBHOM 3aMeCTUTEIbHOM TOPMOHAILHOM Teparnuu
runioronaausma. B 19 ner BoisisieH II'TIT ¢ BeipaxxeHHbIM cHikeHrueM MITK B Tpex otnenax. Yepes ron rmocie achGeKTUBHOTO X1~
PYPTrUYECKOro JIeYeHUs M Ha3HAYeHUsT aHTMOCTEONIOPOTHYECKOM Tepany HabIoaaaach pe3ko MojIoXuTe bHas auHaMuka MITK.
TakuMm 06pa3oM, IPUBEASHHBINA KITMHUIYECKUIA CITydail JeMOHCTPUPYET COYeTaHHOE BIMSHUE Pa3TUIHBIX (haKTOPOB Ha KOCTHBIN Me-
Tabosu3M npu cuHapome MOH 1 Thna v KOMIUIEKCHBIN MOAXO K MX KOppeKUuU. Karouesvie cnosa: MOH 1, nepeuunuiii eunepnapamu-
peo3, MIIK, eunepkopmuyusm.

Resume. Bone metabolism and changes in bone mineral density (BMD) are very important in patients with multiple endocrine neoplasia
(MEN) type 1 syndrome. Case report: we present a clinical case of primary hyperparathyroidism (PHPT) in a patient with a familal MEN
1 syndrome and severe PHPT debuted at a young age w. Pituitary Cushing syndrome was diagnosed in 16 years old patient. He had marked
osteoporosis due to hypercorticism and deficiency of sex hormones (-12% from the age norm). There was significant positive dynamics
in BMD (+7% by Z-score) after remission of hypercorticism by two courses of radiation treatment and effective hormone replacement ther-
apy of hypogonadism. PHPT with marked decrease in BMD at three sites was revealed at age of 19 years. Obvious increase in BMD was ob-
served during a year after effective surgical treatment and antiosteoporotic therapy. In conclusion, this clinical case demonstrates the combined
influence of various factors on bone metabolism in patients with MEN type 1 syndrome, which requires integrated approach to successful
therapy. Key words: MEN 1, primary hyperparathyroidism, BMD, hypercortisolism, bone.

WHAPOM MHOKECTBEHHBIX SHIOKPUHHBIX HEOIIIa-
3uii (MDH) 1 Tuma o0ycIoBIeH MyTalleii TeHa Cy-
Ipeccopa OITyXO0JIEBOTO poCcTa — MEHIHA M XapaK-

Tepu3yeTcsT  COYeTaHHMEM  OITyXOJIeli  HECKOJBKMX

SHIOKPUHHBIX XeJie3 (OKOJOIIUTOBUIHBIX XKeJle3, THIIO-

¢u3a 1 MOIKETyIOIHOI 3KeJIe3bl), B OCHOBHOM C UX TUTIEP-

CeKpelmeit, a TaKkKe HeOHIOKPUHHBIX OPTaHOB (JTUTIOMBI,

aHTHO(PUOPOMBI KOXHM, MCHUHTHOMEI) [1, 3, 7, 14, 19].

[Tpu 5TOM M30BITOK ITPOXYKIINY TOPMOHOB IIPUBOINUT K CO-

OTBETCTBYIOIINM METAa0OIMICCKIM HaPYIIICHHSIM C pPa3BU-

THEM XapaKTePHBIX CUMIITOMOB 1 OcJIOXXHeHU. OmHAKO,

B OTJINYME OT CIIOPATUICCKMX CIyIaeB OTACIbHBIX SHIIO-

KpMHONAaTUiA, 111 nanmeHToB ¢ MOH 1 tuma xapaktepHo

OTHOBPEMEHHOE BO3IEICTBHE HECKOIBKIX (DAKTOPOB Ha

BCE BUIBI METa0OIM3Ma ((KHPOBOTO, YIJICBOTHOTO, OCIIKO-

BOTO, MHUHEPAJIbHOTO), UYTO HEOOXOAWMO YYUTHIBATH

MPpU KOPPEKIMU UX ArcOanaHca.

BaskHBIM acITeKTOM KIMHWYIECKON KapTUHBI CHHIPOMA
MDBH 1 Turma gBasgeTcs COCTOSTHIE KOCTHOTO MeTaboIm3Ma
1 UBMEHEHUE MUHEPaTIbHOU MI0THOCTU KocTu (MIIK).

KocTHast TkaHb SIBSIETCSl AMHAMMYHOM CTPYKTYpPOIA, B KO-
TOPOI TTOCTOSTHHO TTPOMCXOIST IIPOLIECCH e¢ OOHOBIICHMSI.

B ocHOBe MMOCTOSTHHO TIPOTEKAIOIINX ITPOIIECCOB KOCTHOM
TePECTPOKHI (PeMOIECTMPOBAHNST) JISKUT aKTUBHOCTH KOCT-
HBIX KJIETOK — OCTe00J1aCTOB 1 OCTCOKIacTOB. OCTE00IaCTHI,
XOHIPOLIMTHI 1 MUOOJIACTHI SIBJISTIOTCS IepUBAaTAMU MYJIBTH-
TMOTEHTHBIX ME3¢HXUMAJTBHBIX CTPOMAIBHBIX KJIETOK-TIPEI-
mecTBeHHNKOB [19]. duddepeHnpoBKa cTpOMalIbHOMN
KJIETKM B OCTE00J1aCT U €€ NaJIbHEUIINI poCT — Mociea0Ba-
TETbHBIC TIPOLIECCHI, KOTOPBIC PETYIMPYIOTCS PSIIOM TOPMO-
HOB, POCTOBBIX (PaKTOPOB, IIMTOKWMHOB 1 HEKOTOPBIMU (DaK-
TOpaMU TPAHCKPUIILNN, MOTYIUPYIOIINMU 3KCIIPECCHIO
0CTe00JIaCT-CIIeIn(pIIeCKIX TeHOB [19].

Kaxk y >keHIIH, TaK 1 Y My>KIIMH Macca KOCTH IOCTUTaeT
nuKa B Bo3pacte okosio 20 et [12]. B ¢cBsa3m ¢ Hacuen-
CTBEHHOI pUponoii cuHapoma MBOH 1 MomoasM Bo3pac-
TOM Hayasa MaToJIOTMYECKUX MPOLECCOB HAPYILIEHUS KOCT-
HOTO MeTabojam3Ma y 9STOH KaTeropud TalMeHTOB
MIPOMCXOIAT Ha CaMBIX paHHUX 3Tamnax (popMHPOBaHUSI
CKeJieTa M B IIEPHOJ HAKOIICHUS KOCTHOM MacCCHI.

OCHOBHBIMM TIPUIMHAMH TTOPAXKCHMUS KOCTHOM CH-
creMsl Ipr MOH 1 THma MOTyT cTaTh: ICPBUYHBIN TUTIEP-
mapatupeo3 (III'TIT) — Hanbonee yacToe MPoOsSIBICHNE JaH-
HOTO crHApoMa [8], TUIIepKOPTUIIN3M U TUIIOTOHAIN3M



[4, 8,9, 13, 15]. ¥ maumenToB ¢ MOH 1 tuma omHoBpe-
MEHHO IIPUCYTCTBYET HECKOIBKO (DaKTOPOB, BIMSIOIINX
Ha COCTOSTHME KOCTHOI TKaHM, M HanboJiee BEIpaXKeHHOE
BoccraHoeHre MITK Bo3MOXHO ITpy KOMITEHCAITNT BCEX
HapYyIICHUA.

IMpencrasnsem kiuHudeckuii caydvai II'TIT y mauu-
eHTa ¢ cmHapoMoM MOH 1 Tma TsKenoro TedeHus, JIe-
OIOTHPOBABIIIETO B MOJIOZIOM BO3pacTe M COITPOBOKIAIONIC-
rocs BEIpaXKeHHBIMU N3MEHEHUSIMA KOCTHOM TKaHM.

Boapnoii K. B 2002 roay B 16-1€THEM Bo3pacTe BIlep-
BBl 00paTuUjICs K Bpady C XajJobaMHW Ha HU3KUI POCT,
M30BITOYHBIN Bec, 0OJM B ITO3BOHOYHMKE, TOJIOBHBIC
6ommm. [1pu 00cIemoOBaHUM BEISIBIICHEI TUIICPKOPTHIIN3M,
MuUKpoaaeHoMma runodusa (6 MM), OCTABJIEH AUATHO3
«0one3nb Muenko-Kymunura» (bBUK). IlpoBoaunach
JIydeBas Tepamus (IBa ceaHca MPOTOHOTEPAITUM C IIPO-
MEXYTKOM B 18 MecsI11eB) ¢ TTOCIeAYIOIIMM Ha3HaYCHIEM
610kaTopoB crepounmorerHesa (Huzopam 300 mr/cyt.).
Bbrura mocTUTHYTA KIMHUKO-JTabOpaTOpHaAsl PEeMUCCHSI
runepkoptunmu3Ma (ypoBeHb AKTI 1 kopTr3oina B mipe-
nenax pedepeHCHBIX 3HAUYCHUI, PUTM MX CEKPEIINH CO-
XpaHeH).

ITpu nepBoM oOpaleHrU, MO JTaHHBIM PEHTIEHOBCKOM
IEHCUTOMETPUH, B TIOSCHUIHOM OTIEJIe TT03BOHOYHMKA
BBISIBJIEH BBIPaXKEHHbINM 0cTe0nopo3 (-12% oT Bo3pacTHOI
HOPMBI), 9TO OBUIO pacIeHEeHO KaK CIIEACTBHE THIIEPKOP-
THULM3Ma ¥ HEIOCTaTOYHOTO Habopa KOCTHOM MaccChHl
Ha ¢oHe 3a001¢BaHUsI. CTOUT OTMETHUTH, YTO B TTEAUATPH -
YeCKOi1 IpaKTUKe (10 TIeproaa TOCTYDKSHIS KA KOCTHOM
MAacChl) IUaTHOCTUICCKOE 3HAUYCHUE MIJIsI BBISIBJICHUS OC-
Teornopo3a (OCTEOTICHNN) UMeeT Z-KPUTEePHid, IT0 KOTO-
pOMY 1 MPOBOAMIACH OLIEHKA KOCTHOM MIJIOTHOCTU B IMHA-
MHKe y Hallero manueHTa. I[IporpaMMHoe obecreueHme
MpUoOOpa UIST OCTEOACHCUTOMETPUI CHAOXKEHO JTOMOJIHH -
TeJbHBIMU pe(epeHTHBIMU Oa3aMU — HOPMATUBHBIMU T10-
KazaTeJISIMU 10 TIOJTY U BO3PACTY, TaK Ha3bIBAGMBIMU TICIH-
aTpUYeCKMMHU  IIporpaMMaMM, HaJIMIue  KOTOPBIX
MTO3BOJIMIIO OOBEKTUBHO CPaBHUBATh (DAKTUIECKIE TTOKA-
3atesiu MITK ¢ cooTBeTCTBYIOIIMMU 3HAYEHUSIMM J1JTS1 KOH-
KPETHOTO T10JIa ¥ BO3pacTa.

[Tocne moCTIKeHUSI peMUCCHY TUIICPKOPTHUII3MA Yepe3
IIBa rojia Ha0JIr0IajIach MOJIOKUTEIbHAS TMHAMIKA COCTOSI-
HUSI KOCTHOM TKaHu (+7% 10 Z-KpUTEPUIO), YTO IOATBEP-
IIVJIO TeHE3 BRISIBJICHHBIX HAPYIIICHUH, TaK KaK aHTHIOCTCO-
IMMOPOTUYECKON Tepaliy Ha3HAYeHO He OBbLIO, W IMAIllueHT
JINIIB TIEPUOAMICCKN TIPUHUMAI TIpeTlapaThl KaJIbIIHs.
MIIK B apyrux oTnejiax ckejera He UcciieoBalach.

CHCTEeMHBIN OCTEOTIOPO3 IIPEICTABIISICT COOO0I pacIpo-
CTpaHEHHOE 1 HEPEIKO TSKEJIO IIPOTEKAoIee OCIOXKHEe-
Hue runepkoprunuzMa npu bUMK B nmo6om Bo3spacrte.
OcTeorropo3 SBIsIeTCs IIPUINHOM 00JIeil B TO3BOHOUYHUKE,
YacTO MPUBOIUT K CHIKCHHUIO BBICOTHI TeJ ITO3BOHKOB
U TIepeIoMaM.

[TaToreHes NIIOKOKOPTUKOUIHOTO OCTEOIIOPO3a CBI3aH
¢ broormaecKuMu 3pdexTaMu M30bITKA CTEPOUIOB ITyTEM
B3aMMOICHCTBUS MX C TIIIOKOKOPTUKOUIHBIMHU PEIICIITO-
paMu, KOTOPBIE SKCIIPECCUPYIOTCS Ha OCTeo0IacTax M OC-
TeokyacTax [18]. B mepByro ouepenb CHUKAeTCsS KAIIIeTHast
abcopOuns Kanpiust. OMHOBPEMEHHO C 3TUM YMEHBIITACTCS
TMoYevYHasi KaHaJIbIieBast peadbcopOIIs W YCUIMBAETCsI T10-
Tepst Kbl ¢ MOJOii. Bee 310 mpuBomuT K hopMmpoBa-
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HUIO OTpUIATEJIbHOrOo OajlaHca KalbliMg B OpraHHU3Me,
YTO KOMIICHCATOPHO CTUMYJIMPYET KOCTHYIO PE30POIIHIO.
KpoMe Toro, mpsimoe BO3ICHCTBUE TIIIOKOKOPTUKOWIOB
Ha 0CcTe00IaCTHI IMPUBOANT K CHIZKCHUTO MX (DYHKIIMOHAITb-
HOW aKTUBHOCTU U nuddepeHpoBku [1].

Elte omHUM TTOTEHIIMATBHBIM MEXaHU3MOM CHIDKCHUS
MIIK 11py TUTIEPKOPTULIN3ME SBIISICTCS BIUSHHE TTIOKO-
KOPTUKOMIOB Ha CHHTE3 ITOJIOBEIX TOPMOHOB, UYTO CBSI3aHO
KaK ¢ TIo#aBJICHWEM BBIOCICHUS TOHATOTPOIIMHOB,
TaK ¥ TIPSMBIM MOIABJISIONINM BIUSHUEM Ha ITOJIOBEIC XKe-
Jie3bl y MY>XXKUMH U XeHIIuH [1]. B cBoto ouepenb nepuur
3TUX TOPMOHOB, OOJIAHAIOIINX AHAOOJIMYCCKONM AKTHB-
HOCTBIO, CO3JaeT MPEAITOCHIIKA TSI pa3BUTHSI OCTCOIIO-
po3a. M3BecTHO, YTO TUIIOTOHAAN3M — OIHA M3 Hauboee
YaCTHIX IPUINH ITOTePh KOCTHOI MAacCHl ¥ HAPYIIICHUS ap-
XUTEKTOHMKH KOCTH Y My>K4rH. Kpome Toro, y JaHHBIX Ta-
IIMEHTOB OTMEYaeTCsI CHIDKCHHE MBIIMICYHOM MAacChl,
YTO TAKKE IIPUBOANT K YBEITMICHUIO PHCKA IIEPEIOMOB KO-
creit [12].

Tak, y Hamrero mammeHTa Ha (DOHE TUTIEPKOPTUIIN3MA,
110 TaHHBIM TOPMOHAILHOTO aHAJI3a KPOBH, HAOIIOMAIICS
HEOOJNBION me(UINT aHAPOTEHOB, B CBSI3M C 4YeM
B 2006 roay Oblla Ha3HaYeHa 3aMECTUTEIbHAS TepaIlus
OwmHagpeHoM B TeueHHe 12 Mecsies. ITocae oTMeHBI TIpe-
mapaTta oTMe4ajicss HOpMaJIbHBIM YPOBEHb TECTOCTEPOHA
(22,4 aMonb/1M) M TIOOYINHA, CBSI3BIBAIOIICTO ITOJIOBEIC
crepouns (50,3 HMOIB/T).

AHIIPOTCHBI HEOOXOOUMBI IIJIsI JOCTUKCHUS ITUKOBOM
MIIK u nopaepkaHusi KOCTHOM MacChbl B T€YEHUE KU3HU.
Y My>X91H MOJIOIOTO BO3pacTa ¢ TUIIOTOHAIN3MOM HaOITI0-
TMACTCST YeTKAsT KOPPEJISIIIS MEXKIY CHIDKCHHEM YPOBHSI TC-
croctepoHa 1 MIIK, a 3aMecTuTeTbHAS TEPAITHSI TECTOCTE-
POHOM NPUBOIUT K YBEJIMYCHUIO KOCTHOI MacchI [11].

Kpome Toro, B HEKOTOPBIX CIIydasiX IIpH HAJTUYWAM afie-
HOMBI THITo¢n3a (MaKpoageHOMBI) MOXET TOBBICUTHCS
BBIPA0OTKA MPOJAKTUHA ¥ CHU3UTHCS CEKPEINs COMATOT-
POITHOTO TOPMOHA, YTO TaKKE HEITOCPEICTBEHHO MOXKET
OKa3bIBaTh BJIMSHHNEC HA COCTOSIHHE KOCTHOTO OOMEHa.
OmHako ypoBeHb IIPOJaKTHHA Y TTallieHTa He ObUT TTOBHI-
meH u ypoBeHb MP®-1 ObUI B mpenenax BO3pacTHOM
HOPMBI.

B 2006 romy npu o6cieq0BaHUMI B CBSI3U C IPUCTYIIOM
MMOYECYHON KOJUKM BH3YaIU3UPOBAHBI KOHKPEMEHTHI
00euX IMOYEK IT0 JaHHBIM YIBTPa3BYKOBOTO MCCIICIOBAHUS.
BriepBrie OBITO BBISIBJICHO TIOBHIIIICHIE YPOBHS ITapaTHUpe-
ounHoro ropmoHa (I1TT) — 99 ir/mit (Hopma — 1o 65), 00-
mero Kampliust — g0 3,19 mmone/n (Hopma — mo 2,55)
W WOHU3WPOBAHHOTO Kaimbuusi — nao0 1,55 mMmomb/n
(Hopma — 1o 1,29). OgHako manpHEUIIIeTo 00CIeIOBAHMS
OKOJIOIINTOBUIHEIX XKeJie3 He IIPOBOIMIIOCH.

B 2007 romy (B 19 neT) B DHIOKPUHOJIOTHYECKOM Ha-
YYHOM IICHTpE BIICPBBIC ITOCTABICH AUATHO3 «IICPBUIHEIN
TUTIepIIapaTHpe03, KOCTHO-BUCIIepaIbHas hopma». Ha Mo-
MEHT 00CJIemOBaHMS ObLTa BBHISIBIICHA TUTICPKAIBIIICMUS
n nioBeImreHne ypoBHS [1TT (Ta6m. 1). [1pu yasrpa3ByKoBOM
HCCIICIOBAHNH, MYJIBTUCITPATHHON KOMITBIOTEPHOIT TOMO-
rpaduM ¥ CUMHTUTPA(PUH OKOJIOITATOBUIHEIX XKeJle3 C TeX-
HETpUJIOM OOHapy:KeHa ajeHoMa IIPaBOil BEpXHEU OKOJIO-
IIUTOBUIHOM JKEeIe3HI.

[To maHHBIM PEHTTeHOBCKOI IEHCUTOMETPHH, BEISIBICH
BBIPAXXCHHBIN OCTEONMOPO3 ¢ HAMOOIBIINM CHIKCHUEM
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Tabauuya 1
[JHamuka nabopatopHbIx nokasateneit o v nocne nevenms MIMT

nTr Ca 001wuit Ca++ P LD Kp. OK CTx
- [0 onepauum 100,6 2,91 1,55 0,8 427 54 39,7 0,8
- Yepe3 14 mecsues

25 2,33 0,99 2,09 279 67 17,1 0,5
nocne onepaumm
Ho 15-65 2,15-2,55 1,03-1,29 0,87 — 1,45 <270 62 — 108 14— 46 0,01 — 0,06

Mbl
8 nr/mn MMOb/N MMONb/N MMONb/N en/n MKMOAb/N en/mn Hr/Mn

Ca 06wuit — kansbumin 061wmin, Ca++ — KanbLuii MOHM3MPOBaHHLIY, P — docdop, LD — wenodHas dpocdatada, Kp. — kpeatvHuH, OK — ocTeokanbUyH,

CTx — C-KoHLLeBOV TENONENTUA KOANareHa 1 Tvna

MIIK B 001acT Ty4eBOM KOCTH (Ta0JI. 2) TP OTCYTCTBUMN
3HAYNTETHHBIX U3MEHEHU MapKepoB KOCTHOM pe30pOInn
M KocTeoOpa3zoBaHus B KpoBu (Tad. 1) .

CHmxkenne MITK gBisieTcs BaxXHBIM (haKTOPOM pHCKa
pa3Butus nepeaomon. M3BectHo, uto I1I'TIT — ocHOBHast
MPUINHA BTOPUIHOTO OCTEOIIOP03a B OOIICH TOIYJIISIIAN
[8]. BoMBIIMHCTBO MCCIEMOBAHNUIA, ITOCBSIIICHHBIX M3yUe-
HUIO COCTOSTHUSI KOCTHOTO METaboIM3Ma IPH CIIopaamye-
ckoM IIT'TIT, mpoBomguTcs cpeau XEHIIUH B MOCTMEHO-
mayse, y KOTOPBIX YacTO HaOIIomaeTcs BBIpaXKCHHOE
cHrxkeHre MITK. Bbuto mokaszaHo, 4YTO XMPYypTUYECKOe
neuenue [1I'TIT, mpakTuyecku Bcerma NpuBoOAsIee K U3-
JIEUEHUIO, COMPOBOXAAETCS y HUX yBeaumueHuem MITK
10 20% B TeueHMe IIePBOro roja rnocjie onepamuu [8].

IITTIT B pamkax cuagpoma MOH 1| Tuna otimuaercs
Oosiee MITKUM TeueHueM, ypoBeHb I1TI moBbllIaetcs yme-
perHo [10]. Ocobennoctamu teueHus I[I'TIT npu MOH
1 TrTIa IBIIIOTCSA MEHee BEIpaXKeHHOE MOopakeHNE CKeIeTa
u 60Jiee peaKoe pa3BuTHe (UOPO3HO-KUCTO3HOTO OCTEUTa
[7]. Ipumepro B 60% HaGiogeHUII TUIIEpIAPATUPEO3
npu MOH 1 tima nmporekaeT 6€CCUMMITTOMHO 1 Paclo3Ha-
eTCcsl Ha dTalle Pa3BUTHUSA €ro OCIOXHCHHUN, TTO3TOMY
KpaifHe BaxXHa CBOEBpEeMEHHas JabopaTopHasl IMArHO-
CTHUKA HapylleHUs (GYHKIIUU OKOJOIIUTOBUIHBIX XKeEe3.

B cBs131u ¢ HalMYMeM y nalMeHTa CoueTaHHOTO mopaxe-
HUS IBYX SHIOKPUHHBIX KeJTe3 (ageHoMa rurmodu3a 1 azie-
HOMa OKOJIOIIUTOBUIHOM Xejae3bl), COOTBETCTBYIOIIETO
KJIMHWYECKOM KapTnHe cuHapoma MBOH 1 tumna, mpoBo-
IIUJICST TUaTHOCTUIECCKUI TIONCK [UIST BBISIBJICHUSI HE TOJTBKO
BO3MOXKHBIX OCJIOKHCHHI TUTICPIIapaTUpeo3a, HO U OITy-
XOJICH IPYTUX SHIOKPUHHBIX KeJIe3 M TeHETUIECKOTO IO -
TBepXKIeHus cuHapoma MOH.

JaHHBIX 32 HAIWYME y IMAllCHTA MOPaXCHUS KEITy-
TOYHO-KHIICIHOTO TpaKTa, a TAKKe HaNIIOYCIHNKOB, TIPU
00cJIe10BaHUM TTOJYYEHO HE ObLIO.

[Ipyn aHamm3e HYKJICOTUOHON II0CIEIOBATCILHOCTH
OHK (u3 mepudepudeckoir KpoBu) wmeromom IILIP
C TIOCJICIYIOIINM CeKBeHUpOBaHMEM 2-10 3K30HOB U IPH-
JIeXalluX y4acTKoB MHTpoHOB reHa MEN1 oOHapyxeHa
reTepo3urotHast mytanus (W188Rhet).

[Tpu cKkpuHWHTE cpean POACTBEHHUKOB MEPBOI JIMHIHI
pPOICTBA y MaTepH MALIMCHTA BEISIBJICHA TaKasl XKe MyTaIus
B reHe MEN1 (npu nanbHeiileM o0cjiefoBaHUN TTOCTaB-
JICH TUaTHO3 «IIePBUIHBII TUIIepIIapaTUpe03, KOCTHO-BHC-
nepaixbHas hopMa» U MPOBEACHO XUPYpPTrAUECKOe Jieue-
HUE).

Hecmotps Ha Hammuue y manueHTa ceMeitHoi (hopMbl
cuaapomMa MBOH 1 tua, eMy OBLIO TIPOBEACHO yIAJICHUE

TOTBKO TIPaBOM BEepXHEW OKOJIOIIUTOBUIHON KeJIe3bl
(IT0 JAaHHBIM TUCTOJIOTUYECKOTO MCCICAOBAaHMS, afcHOMA
MIPENMYIICCTBEHHO M3 IJIABHBIX KJICTOK), TaK KaK IPH MH-
TPaoIEePALMOHHON PEBU3UU IPYIe OKOJIOIIMTOBUIHBIE
KeJe3bl He ObLTu M3MeHeHbl. YpoBeHb [1TT uepe3 15 MunyT
Toclie yoaJeHUs ameHOMBI CHM3WICSI 10 4,95 mr/mi.
ITocneorepallmOHHBIN TTEPUOL ITPOTEKAJ C BEIPAXKECHHBIMH
SIBJICHUSIMU TUMOKAJbLIUEMUHU, B CBI3U C YeM ObLIM Ha-
3HAYCHEBI TTpernaparhl Kanbus (1o 1500 MT B IeHb) 1 aKTUB-
HBIe MeTaboauTHl BUTamMmHa D (Brtambda 2 MKT/CYT.).
B nmampHetimmeM (TIpy BBITIMCKE) C IIETBIO BOCCTAHOBIICHUS
MIIK pgomosHurenpHO Obul  HasHaueH PDocamaxc
(70 mr/HE™.).

CiemyeT OTMETHTB, YTO Uepe3 IOl IMOociIe yIaJIeHUs Ta-
paTUPOMBI y TAIICHTA IIPOMU30IIIE]T TPaBMATUICCKUI TTepe-
JIOM BEpXHEH TpeTH MpaBoil OOJbIIEOEPIIOBON KOCTHU,
¥ XOTSI TIPY IMHAMUYECKOM OOCJICIOBAaHWMU, IO TaHHBIM
OCTOIICHCUTOMETPUHU, OTMEYAIaCh PE3KO TTOJIOXKUTEIIbHAS
nuHamuka MITK Bo Bcex oTaenax ckeyiera Ha POHE OTCYT-
CTBUSI pelIMIrBa TUIIepIIapaTupeosa (Tadi. 1), KITMHUKO-
JTaboPaTOPHOM PEMUCCUU TUTIEPKOPTUILIM3MA M HOpMaJTh-
HOTO YPOBHSI TECTOCTEpOHA, ITOJTHOTO BOCCTaHOBIICHUS
HapyIIeHWIT KOCTHOTO MeTa0oIM3Ma He OBLITO.

[To nanHbIM TUTEepaTyphl, y 90% HOcHUTeIet MyTaluu
B reHe MENI1 IIT'TIT aBasercs Hauboee paHHUM IIPO-
SIBJIICHHEM 3a00JICBAaHUSI W TMATHOCTUPYETCS B BO3pacTe
okozo 30 net [1, 3, 8]. V¥ Hamrero manneHTa ¢ ceMeiHOI
dopmoit cuaagpoma MOH 1 Tuna runepKopTUIIA3M CTal
TePBHIM KIMHUICCKUM IIPOSIBIICHNEM, a B TTOCIICAYIOIIEM
uyepe3 Tpu roga 6w BeisBieH [II'TIT. B HacTosiee BpemMst
MMoKa3aHo, YTO OCCCUMIITOMHAS JieTKas WA YMEPeHHas
TUTICPKAJIBIIIEMUs] OOBIYHO TIPUCYTCTBYET Y TAKMX ITAIll-
€HTOB YK€ B TTIOIPOCTKOBOM Bo3pacrte [8].

Tsaxectb ciopagunueckoro IIT'TIT yacTo oueHuBaeTcs
B 3aBUCHMOCTH OT BBIPAKEHHOCTH THIICPKATbIINEMUN
[8]. Omnako, mo manHBEIM Burgess J.R. 1 coaBT., pazButne
0OCTEOIIopo3a y MaMeHTOB ¢ cuHaApoMoM MOH 1 tuma
HE CBS3aHO C BBIPAXXCHHOCTBHIO THUITCPKAIbIIMEMUN.
VYmenbmenue MITK moxeTt HaOI0IaThCS AaXe TIPU JIer-

Tabauya 2
[OuHamuka MITK go n nocne nedenus MITIT (no Z-kputeputo)

L1-12 Neck Total Hip Radius Total
- [0 onepauymn -3,7SD -3,55D -3,08D -4,3SD
- yepe3 14 mecsiues

-1,7SD -2,28D -1,9SD -3,3SD
riocsie orepaLym

+31% +19,5% +17,8% +13%

SD - cTaHaapTHOE OTKNOHEHe



KOl 1 OGeCCUMIITOMHOM ruIiepKagbiueMun. [1osaToMy
MaACHTHl IaXe ¢ YMEPEHHBIM ITOBBIIICHUEM YPOBHS
KaJIbIIMs B KPOBU JOJIKHBI OBITH OTIPeAeICHEI B TPYIIITY
pHCKa pa3BUTHS OCTEOIIOPO3a, 0COOCHHO IIPH TOBBIIIIE-
Huun y Hux I1TI Gosiee, yeMm B ABa pasa OT BepXHei rpa-
HUILIBI HOPMBI [8].

IIporpeccuBnoe cumxenue MIIK mpoucxonut ¢ paH-
HETO BO3pacTa ¢ pa3BUTHEM BBIPAXXEHHOI OCTCOIICHUU
y 44% nanuenToB mnocie 35 ner [8].

B 6onbmnHceTBe ciyvyaeB criopaaundeckoro II'TIT uzme-
Hennst MITK xapakTepn3yroTcst moTepeil KOCTHOI MacChl
MIPEUMYIIIECTBEHHO B KOMITAKTHBIX KOCTSIX (IUCTabHAS
TPEeTh MPEAIICYbsl), YMEPECHHOM ITOTEpEeil B KOCTSIX CMe-
IIaHHOTO CTpOeHUS (IIeiika Oempa) M OTHOCUTCIBHBIM
MPOTEKTUBHBIM 3(h(HEKTOM Ha TpabeKyJIsIpHbIe KOCTH (T10-
3BOHOYHUK) |5, 8].

OTHOCHUTETLHOE TIPOTEKTUBHOE JIeICTBIE HA KOCTHYIO
TKaHb (IT03BOHKM) M3Y4YeHO pu criopagmdeckom [ITTIT
npu ypoBHe I1TT B gBa-Tpu pasa BhIIIE BepXHEI TPaHUIIBI
HopMHI [8]. Tak, moTepss KOCTHOM MacChl B IMO3BOHKAX
BCTpeyaeTcst TOJIbKO B 15% cnopaguueckoro ITTTIT [17].

Benenctsue INT'TIT npu cuaapome MOH 1 tTnmna Takke,
Kak 1 npu cnopaaundyeckoM II'TIT, mpeumytiecTBe HHO TIpO-
ucxoaut cHkeHre MITK kopTukanbHbIX KOCTeH (11cTalb-
Hasl TpeThb npearuieubs) [17], Hanbosee moaBepKEHHBIX Ka-
TabommaeckoMy 3 deKTy moBbieHHoro ypoBHs 11T [5, 8,
17]. OmHako y 3THX MAIlMEeHTOB aHA0OIMICCKUU 3 PEeKT
yMepeHHo ToBbllieHHoro [TTT Ha TpaGeKyIsIpHYI0 KOCTb
HE TIOATBEPXKIACTCS, W YACTO OCTCOIOPO3 BBISBIISCTCS
TaK:Ke B ITO3BOHOYHUKE U 1IeliKe 6eapa [8, 17].

Takoe cHuxkenue MITK B Tpex OCHOBHBIX OTaEIax CKe-
JIeTa, BKJIIOYass OTCYTCTBHE IIPOTEKTHMBHOTO ICHCTBUS
Ha TpabeKyIsIpHbIC KOCTH, Y manueHToB ¢ MOH 1 tuma
cBsi3aHO otyactu ¢ paHHuM pasputuem III'TIT, To ecth
B TIpollecce MOCTIDKCHMSI THMKa KOCTHOM Macchl [8§],
4TO B JaJIbHEWIIIEM IOBBbIIIAET pUCK CHUXeHus MITK
y JaHHOM TPYIIIIbI MalMeHTOB [16].

Ha kynpType TKaHel ObIIO M3yU4eHO BIMSTHAEC MEHUHA
Ha mU(dEpeHIINPOBKY ITOJUITOTEHTHOM CTpOMaIbHOM
KJICTKHM B OCT€00IaCT MMyTeM B3aMMOICHCTBHS €To ¢ HEKO-
TopbIMH (hakTOopamu TpaHckpunuuu (Smadl m Smad5).
TakuM obpazom, mpssMoe meiicTBre AeduIMTa MECHHHA
TaKKe MOXKET OKa3bIBaTh BIMSHNIE Ha pa3BUTHE KOCTHOM
TKaHu npu cuaapome MOH 1 tuma [17, 19].

HpyruMu  OCHOBHBIMHM (PaKTOpaMH, BIUSIOIMINMU
Ha KOCTHBIN MeTabonm3M, y nmammeHToB ¢ MOH 1 Tumna,
nomumo [II'TIT, gaBasiroTcst TMITOrOHAAOTPOITHBINA TUITOTO-
HaIN3M, N30BITOK TTIOKOKOPTUKOUIOB MIPU HAIMIUU SH-
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JIOTEHHOTO TMMEPKOPTULIM3Ma UKW HealeKBaTHOU 3amMe-
CTUTEJIBHOM Tepanmu, BHEITHUE (aKTOPHI (IeDUIIUT BU-
tamuHa D 1 mpoune).

B cBs131 ¢ HaIMUMeM pa3IMyHbIX (PAaKTOPOB, BAUSIOLINX
Ha KOCTHBIN MeTabonu3m, uamepenue MIIK pekomenmno-
BaHO TIPOBOAUTH BCeM MallMeHTaM ¢ cuHapomMoM MOH 1
tumna, ocooeHHo npu BeisiBieHuu [1I'TIT, B Tom umcie ajst
OIpeeeHNsT MOKa3aHU K XUPYPruuyecKomy JIeUeHUIO
[7, 20].

HecMotps Ha mpoBeeHre apaTupeouI3KTOMUM B «OTI-
TUMaIbHOM» 00beMe, perauBsl IITTIT BosHMKaoTy 25%
nmaureHToB ¢ MOH 1 Tmma B TedeHHMEe YeTBIpEX JET
uny 6oisee 60% maurentros ¢ MOH 1 Tuma B TeueHue necsatu
JieT mocire onepanud [8]. 1o 3Toit mpuamHe 1eaecoodpas-
HOCTb MPOBEIECHUS TTAPATUPEOUIIKTOMUN TIPU OECCUMIT-
ToMHOM IITTIT y MosoabIX MAlIMEHTOB U MPU JIETKON Irr-
MepKaablIMEMUU TUCKYTUPYETCSI.

Xupyprudeckoe JiedeHNe ocTaeTcs Hamboee apdek-
TUBHBIM 111 coxpaHeHuss MIIK y maumentos ¢ IIT'TIT.
ITostoMy wuccnenoBanue MIIK wurpaetr BaxHyl0 poJib
B OIpeeICHUN TToKa3aHUI K MPOBEIESHUIO TTapaTUPEOU -
ngokTomuu v ipu MOH 1 tuna [8, 16].

Her manHbIX 00 3 (HEKTUBHOCTY Ha3HAUYEHUSI KOHCEP-
BaTHMBHOU Tepanvu B COYETAHUU C MAPATUPEOUAIKTOMUEN
wim 6e3 Hee y manueHToB ¢ [ITTIT mpu MBOH 1 Ttuma.
Ho y Takux maiyeHTOoB MocJie MpoBeASHHOM MapaTupeou-
JNOKTOMUM AOTOJTHUTEIbHOE Ha3HAUYEHE MEINKAMEHTO3-
HOTO JIeYEHHSI TI0 TIOBOAY OCTEONOpOo3a BIOJHE 00OCHO-
BaHO.

B psine ccnenoBaHuii ObLI0 TOKa3aHO, YTO MTPUMEHEHUE
KaJIbLIUTPUOJIa, 3aMECTUTEJIbHOI TOPMOHAIBLHOM Teparuu,
CeJIEKTUBHBIX MOIYJSITOPOB 3CTPOTEHOBBIX PELIENITOPOB
u oucdocdonaToB a3 dekTuBHO yBeanmunBaeT MITK y ma-
IUEHTOB ¢ ocTeonopo3oM [8]. CormacHo MeXIyHapOTHBIM
KJIMHUYECKUM PEeKOMEHIALMSIM T10 JICYEHUIO MallMeHTOB
¢ I[II'TIT, B kauecTBe KOHCEPBATUBHOI Tepariii BO3MOXKHO
NpUMEHeHHUe TpenapaToB BUTaMrMHa D 1151 BOCOJHEHUS
ero neuunTa, ajeHaApoHarta 1Sl Je4eHUsI KOCTHBIX U3Me-
HEHMIA, a TaKKe KaTbIIUMUMETHUKOB [6, 8].

Takum oOpa3om, NpUBEAEHHbBIN KIMHUYECKUN ciydait
WLTIOCTPUPYET COUETAHHOE BIUSIHME PA3IMYHbIX (haKTOPOB
Ha KOCTHBIN MeTabonm3M npu cuHapome MOH 1 tuma
1 KOMIJIEKCHBIN MOAX0J K uX Koppekuuu. Ha ¢pone a¢-
(beKTUBHOTO JIeUeHUS] KIMHUYCCKMUX TIPOSBICHUN CUH-
npoma MBOH 1 Tuta B coueTaHN ¢ KOHCEPBATUBHOM Tepa-
el aHTUOCTEOTIOPOTUYECKUMU TIperiapaTaMu y NalueHTa
OblIa TOCTUTHYTA BhIpaXKeHHasI TTOJI0XUTEIbHAsI AMHAMUKA
MIIK B KOMOAKTHBIX U TPYOUAThIX KOCTSIX.
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