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Mvnonapatnpeos cBA3aH C HeLOCTaTOYHbIM * XMpypruyeckne ornepaumy Ha WMTOBUA-
CUHTE30M OKOOLUMTOBMOHBIMU Xene3amm 61o- HOW Xenese N OKONMOLWUTOBUOHBIX Xe-
JIOrM4EeCKM aKTMBHOIO NapaTupeonaHoOro ropmMo- nesax;

Ha (NposBageTcs rmnokansumemMmen, runepoc- * pagmnonoatTepanus 3aboneBaHUn LLNTO-

daremMmen n pesknM CHUXEHUEM MapaTtupeo- BUOHOMN Xeneasbl;

naHoro ropmoHa (MNTI) B CbIBOPOTKE KPOBU) UK * MOPaxXeHne OKONOLWMNTOBUAHBLIX Xened

C PEe3UCTEHTHOCTbIO TKaHen-muwieHen K MTC Mnpu 3/10Ka4eCTBEHHbLIX WU FpaHynema-

(runokanbumemMmud, runeppocoaremMus, npu TO3HbIX 3a60NEeBaAHUSIX.

3TOM ypoBeHb [Tl B CbIBOPOTKE NOBLILLEH). 4. lereHepaTvBHblE MNPOLLECCHI OKOJOLLN-
TOBUIOHbIX Xenes:

KAACCUDUKALINSA * ayTOMMMYHHOE MNOopaxeHue: U30/MpPOBaH-

(M.U. Bana6oAkuH, E.M. Kne6aHosa, HOE U KaK MPOsIBNIEHNE ayTOMMMYHHOIO

B.M. KpemuHckas) [1] nonvrnaHaynapHoro cuHapoma (AMC);

1. MWanonatuyeckuin runonapatnpeons: crno- * NOpaxeHne OKONOLWUTOBUOHbIX Xenes3
pagnyeckuin M CeMewHbI (ayTOCOMHO-O0MU- NMpU CUCTEMHbIX 3a00NEBAHUSIX: FEMOXPO-
HaHTHbIA, ayTOCOMHO-PELLECCUBHbLINM U CLLen- MaTo3e, TanaccemMuu;

JIEHHbIN C X-XPOMOCOMOM). + ©6one3Hb YnnbcoHa.

2. HapylieHne passnTns OKONOWUTOBUAHBIX 5. HepoctaTtoyHOCTL Cekpeuun napatrop-
xenes: MOHa:

* N30JIMPOBAHHbIV areHe3 1 ANCTreHe3 OKO- * HeOCTATO4YHOCTb reHa KasbLUN4yBCTBU-

JIOLLINTOBUAHbBIX Xenes; TENbHOIro peLenTopa;
« cnHgpom Oun Jxxopoxu. * HAPYLUEHHbIN CMHTE3 1N Cekpeums napart-
3. HapylleHne aHaTOMUYECKOW CTPYKTYpPbI roOpMOHa;
OKOJIOLLIMTOBUAHbBIX Xenes: * rMnomMarHe3neMus;
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* TUNOKaNbLMEMNA HOBOPOXAEHHbIX: pe-
OEHOK, POXAEHHbIN OT MaTtepu C rmnep-
KanbuMemMmen BO BpemMsi 6epeMeHHOCTU
(XpoHu4yeckoe nogassieHme GyHKLUM OKO-
NOWUTOBUAHbIX XEnes).

6. CuHgpowmbl pe3ucteHTHoCTU K MNTT (nces-

oorvnonapatnpeos).

NATOTEHE3

OCHOBHbIM NPOSBNIEHMEM TMNonapaTuUpeo-
3a 9BNSETCH rmnokanbUeMms, KoTopas cBa3a-
Ha ¢ Tem, 4yto aepuumnt MTI NnpuBOAUT K HEOO-
cTaToO4HON MOOUIM3aLnn KanbLMs U3 KOCTEW,
CHUXXEeHUIo peadbcopbuun KanbLys B KaHabLLAX
noyek, a TakXe K YMeHblUeHnio abcopbunm
KasnbLNS B KULLEYHMKE.

YpoBEHb CbIBOPOTOYHOIO MOHU3UPOBAHHO-
ro Kanbuus HaxoamMTcsa B NPSIMOWN 3aBUCUMOCTH
ot MNTI n 1,25(0OH),D;. Temnbl 1 MacwTabbl 13-
MEHEHUIN KOHLUEHTPaLWM CbIBOPOTOYHOIO MOHU-
3MPOBAHHOIO KasnbLMSA ONpeaensTcs BHEKNe-
TOYHBLIMU HYYBCTBUTENbHBIMU K KanbLUMIO peLen-
Topamu (CaSRs), nmewowmmm HanbONbLUYIO
NJOTHOCTb B TKAQHW OKOMOLUMTOBUOHbIX Xenes.
Mpn NOHMXEHUN YPOBHS CbIBOPOTOYHOIO Kaslb-
uma cpabaTbiBaET MEXAHU3M MOAAEPXKAHUSA TO-
MeoCTasa, NPOoSBAAILMNCS B YCUEHNN Cekpe-
umm MTI. M HaoOopOoT, Koraa YpPoBEHb KasbLIMS
nosblwaeTcs, cekpeumna MNTI nogasngaetca. MTI
CTUMYNMPYET pe3opOumio KOCTHOW TKaHU, KO-
TOpag rnocTaBnseT B KPOBOTOK Kanbuuii N Hoc-
dop. B nouke MTI ctumynmpyeT peabcopbuuio
KanbLMsa 1 criocodbcTByeT BblaeneHmnio pocoa-
ToB. IMTI Takke akTUBMPYET 1-rnapoKmMcnnpo-
BaHune 25(0OH)D, 1.e. o6pasyetca 1,25(0OH),D; —
aKTUBHbIN MeTabonNuT BUTaMuH D, KOTOpPbIN, Kak
v MTT, BNnseT Ha abcopOLuMIO KanbLINA B KULLIEY-
Huke. CornacoBaHHO 3TU ¢GakTOpPbl BOCCTAHaB-
AMBAOT rOMeoCTas Kasbuys OO0 HOPMasbHOro
onanazoHa. lNpu HapyweHun pencteua [T,
CBSAI3aHHOM /MO0 C HeaaekBaTHbIM €ro YPOBHEM,
MO0 CO CHUXEHWEM YYBCTBUTENIbHOCTU Mepu-
depnyecknx KneTok-MuLLeHen, HapyllaeTcs
OYHKLUMOHMPOBAHME BCEX 3BEHLEB LIEMOYKMU
noaaep>XXaHusi romeocTasa KanbLmsa B OpraHmns-
Me, 4TO NMPUBOANT K BO3HUKHOBEHUIO rMNoKasb-
unemMmun, rmnepdocdaremMmm u rmnepkanbLmy-
pun [1].

OCHOBHOE MECTO cpeau NpUYnH PasBUTUS
rmnonapaTtmpeo3a (oo 95%) 3aHnmaeT nocne-
ONEPAaLMOHHbLIV rMnonapaTmMpeons, YTo HepeaKo
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00OYyCNOBMEHO MOBPEXAEHVNEM WA yAANEHNEM
OKOJIOLLMTOBUAHbIX XENEe3 B X04e XMPYypruyec-
KOro BMELUaTEeNbCTBA, a TaKKe KPOBOUIJUAHM-
€M B HUX 1NN pasBUTUEM PpUBPO3HbIX NMpoLLec-
COB B MECTe ornepaumy B OTOAaJIEHHbIE CPOKM
[24].

YacTtoTta nocneonepaumoHHOro runonapa-
TUpeo3a, CBA3AHHOro C paamkalbHbIMU BME-
aTenbCTBaMM Ha LWAUTOBUOHOWN Xenese, no
JaHHbIM pa3HbIX aBTOPOB, cocTaBnsaeT oT 0,5 o
50% [5, 27]. MHOorue ¢gakTopbl BAUSAIOT HA Yac-
TOTY NOCfieonepaumMoHHOro rmnonapaTtupeosa:
OonbIT Xupypra, o6bLEM OnepaTrBHOrO BMeELLA-
TeNbCTBa, OOLLNI 0ObEM LUNTOBUOHOW XENeshbl,
MOBTOPHAas onepauus, a Takke HEBO3MOXHOCTb
onpenennTb BCE YeTbipe OKOMOWMTOBUOHbIE
>Kenesbl BO BPEMS Onepaumu.

PaznuyaloT TPaH3UTOPHYIO 1 CTOMKYIO (6 Mec
n 6onee nocne ornepauum) rnocneonepalmoH-
HYIO runokanbumemmio. PacnpocTpaHEeHHOCTb
TPAH3UTOPHOW TUMOKaNbLUUEMUN, NO AAHHbIM
pa3Hbix aBTOpPOB, cocTaBnsetr 20-40%, cton-
konm — 5-7% [18, 27].

XapakTepHO pasBUTUE TrUnoKaabLMeMnun
rnocne onepaumin Ha OKONOLLMTOBUAOHBIX Xerne-
3ax NO noBoay runepnapartmpeosa. B Takumx
cny4qasix rmnonapaTtmpens CBA3aH C yaareHUeEM
Hanbonee akTUBHOM TKaHW OMyxosnun, Npu 3TOM
rnoaaBsieHHas akTUBHOCTb OCTaBLUUXCH OKOJIO-
LUMTOBUOHBIX Xene3 NpMBOAUT K pe3KOMy nepe-
nagy ypoBHs MTI n kanbums B cbiBOpoTKE. CO-
nMyTCTBYlOLWAA MNATONIOrNS KOCTHOW CUCTEMBbI
CNnocoOCTBYET Pa3BUTUIO CUHAPOMA “rONOAHbIX
KOCTEN”, YTO BEAET K YCUIIEHHOMY MNOMNOLLEHUNIO
Kanbuusa n pocdara KOCTAMU, YTO AAXKE NHTAKT-
HbI1 OCTATOK OKOJIOLMTOBUAHBIX XENe3 He B CO-
CTOSIHMM KOMMEHcKupoBaTtb aTu casurm [17, 19].

Takke CUHOPOM “roNnoAHbIX KOCTEW” He-
peaKko BO3HMKAET y OG0NbHbIX C ANPDY3HbIM
TOKCHYeckm 3000M nocrne TUPEOUAIKTOMUN,
YTO CBSAA3AHO C YCUJIEHHbLIM MOMOLLEHMEM KaJlb-
LM KOCTSIMM CKeNeTa, rnocne Toro Kak ncyesa-
€T N30bITOK TUPEOUAHbLIX FOPMOHOB, OKa3bIBalo-
LWMX KOCTHO-pe30opbTmBHOE aencTeue [5].

K peoknm ¢opmam runonapatmpeosa OT-
HOCUTCA maunonatudeckun. M3onmpoBaHHbIN
nanonaTnyeckuin rmnonapaTnpeos 0ObI4HO Obl-
BaeT crnopaguyeckum (0OyCnoBfieH MyTaumen
reHa KanbuuinyyBCTBUTENBHOIO peuenTopa), pe-
Xe — cemMelHbiM 3aboneBaHnemM ¢ ayTOCOMHO-
PELECCUBHBIM UM ayTOCOMHO-AO0MUHAHTHbLIM
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HacnepoBaHueMm. MNpn aTtom aytoaHTutTena k M1
OTCYTCTBYIOT, rmnonapatupeo3 obycroBfeH ae-
dexTamm cmHTesda nnm cekpeuun MNTI [2, 9].

Vononatnyeckmii rmnonapaTtnpeos MoxeTt
Takxe OblTb COCTABHOM 4YacTbiO psaa HAcNeacT-
BEHHbIX cuHapomoB: AlNC tuna 1, KupHca—Cein-
pa, KeHHn-Kapow, An xopoxm n psaaa opyrmux.

B cooTBETCTBUM C KJIIMHMYECKOW KapTUHOMN
AlC nogpasgensioT Ha Tunbl: 1, 2, 3 (a,b,c), 4.
Tonbko AINC-1 co4yeTaeTcs ¢ rmnonapaTtupeo-
30M, ApYyrne OCHOBHbIE KOMMOHEHTbl — XPOHW-
4YeCKNIn reHepann3oBaHHbIN rpaHynemMaTo3HbIN
KaHOMO03 (KaHOMOO03 KOXWM U CIU3UCTLIX)
N NepBuYHas HaAano4yeyHMKoBasi HeOOCTaTOu-
HOCTb. Pexe BCTpeyaloTCa NeEPBUYHbIA TNMMNOTU-
pPeo3s, NEPBUYHbLIN FTMMNOrOHAAN3M, XPOHNYECKNI
aKTUBHbLIA renaTtuT, CUHOPOM HapPYLUEHHOrOo
BCACbIBAHUSA, BUTUINIO, ayTOMMMYHHBbIW racT-
puT, anoneuus, cteatopes [23].

BonbWMHCTBO onuncaHHbIX cnydaeB AllC-1
ABNAIOTCA CEMeMHbIMW CUHOPOMAaMU C ayTo-
COMHO-PELLeCCUBHbIM TUMNOM HaceagoBaHUSA
1 obycnoeBneHbl MyTaumamm reHa AIRE (autoim-
mune regulator). AytoaHtutena k MNTI o6Hapy-
Xmpatotca npmmepHo B 30% cny4daes [3,6].

Mpu cuHopome KupHca—-Celpa runonapa-
TUPEO3 COYETAETCH C MUTMEHTHBLIM PETUHUTOM,
odTanbMonaernen, atakcmen, aTPMOBEHTPUKY-
NapHOM 6nokagon, MmmonaTtunen.

Ona cnHppoma KeHHu-Kapopu xapakrtep-
Hbl FTUMonapaTnpeo3 C 3aaepXKon pocTta, Ccy-
XEHMEM KOCTHOMO3rOBbIX MONOCTEN ONINHHbIX
Tpyb4yaTbix KOCTEN, 3aaepxka 3akpbliTnsa 60b-
LLOro poAHMYKa Yepena, rmnepToHUs, HapyLle-
HVe 3peHuns. lmnonapaTrpeos BcTpeyaeTcs 60-
nee yem y 50% 60nbHbIX. B HEKOTOPbLIX CAy4Yasx
He OoOHapyXuBaeTcs Kakon-nmbo TKaHW OKOO-
LWNTOBNOHbIX Xefne3, 4TO CBUOETENLCTBYET
0 nedekTe nx pa3BuUTUa B 9MOPUMOHATbHOM MNe-
punogae [1].

MMnonapatnpeos npu cuHgpome u Ixop-
kn (amcmMopdus, Nopokm cepaua, UMMyHoae-
dMUNT) CcBF3aH C BPOXAEHHOW AUCreHe3unen
OKOJIOLLMTOBUAHLIX Xene3. Annasnsa uanm auc-
nnasva napawmToBUAHbBIX Xenes, aucnnasus
TMyCa Npu 3TOM CUHAPOME OOYCNOBJEHbI HA-
PYLLEHUSAMU BMOPMOreHesa TPETbEro N YETBEP-
TOr0 MIOTOYHbIX KapMaHOB. BofbHble 0ObIYHO
nornodatoT B JeTckoM Bo3pacTe [13].

Penkne HabnwgeHus runonapartvupeosa
CBSI3aHbl C OTNIOXEHUSIMM Xene3a Npu reMoxXpo-

MaTo3€e UM Npm 3aBMCUMON OT NepenmBaHus
KpoBu Tanaccemun [4, 20, 22], OTNOXEHUAMU
Meau npu 6onesHn BunbcoHa—KoHoBanosa [8],
a Takke, B peakmx ciydasx, ¢ 3aMeLleHUEM
MHOPOAOHOW TKaHbIO MPU NOPaXEHNN OKOJSOLLM-
TOBUAOHbIX Xene3, CBA3aHHOM C rpaHysiemMaTo-
30M 1 MeTacTasnpoBaHmem [11].

LLinpokoe npumMeHeHne pagmoakTUBHOIO
rnoga ons nevyeHnsa anddysHoro TOKCUY4ECKOro
300a v paka WUTOBUOHOW Xenesbl cBuae-
TEeNbCTBYET O TOM, 4YTO OKOJIOWMTOBUAHbIE
Xenesbl 00blMHO PE3UCTEHTHbI K 0By4EHMIO,
HO Y HEKOTOPbIX BOJIbHbIX YEPE3 ONpeaeneHHoe
BPEMS MOC/E TaKOW Tepanmu BO3HUKAET FUMo-
napatupeos [26].

CHMxXeHne nnm mn3bbITOK MarHus MoXeT
MPUBECTU K TMMOKaNbLUNEMUM U KaK CNeacTBue
K GYHKUMOHANbHOMY runonapatmpeoasy [7, 21].
MarHunin Heobxoamm ona cekpeunm MNTI 1 akTn-
Bauun peuentopos MNTI amrangom. MNMpu rvuno-
MarHuemum yposeHb MTIT HU3KMIA nAan HaxoamTCs
Ha HMXXHEN rpaHnue HOpPMasibHOro Ananas3oHa,
MPU HanMyMn HEe3HaAYUTENbHON runokKasnbure-
MUN. MarHuim, kak 1 KanbLyii, MOXET akTUBMNPO-
BaTb BHEKJ/IETOYHbIE KaNbLMAYYBCTBUTESbHbIE
peuentopbl M nogaBuTb cekpeumto MNTE [21].
MoTeps marHus HabnogaeTca BCNeacTBme Xe-
JIYOOYHO-KMNLLEYHbIX PACCTPOMNCTB, a Takke npu
ankoronname. locne Koppekumn ypoBHA Mar-
HUSA CNOCOOHOCTb K cekpeumn MTI okonowm-
TOBUOHBIMU XeNne3aMu U YyBCTBUTEJNIbHOCTb
K HEMY BOCCTaHaBMBAOTCS.

Mpn Bcex cuHOpOMax Pe3UCTEHTHOCTU
K MNTI Ha ¢doHe noBbileHHOro ypoBHa MTI Ha-
onogaeTca rmnokanbumeMust n runepdocoa-
TeMUs, CBSI3aHHAs C PE3NCTEHTHOCTbIO TKaHEN-
MuLeHen K gencteunto IMNTT.

MoatomMy Mx 00O03Ha4aloT OOLWMM TEpPMU-
HOM “nceBporunonapatupeos”. Hopmannia-
LM YPOBHS KanbLMsa Npu ncesoorunonapaTum-
peo3e 00blMHO MPUBOAMUT K CHUXEHWUIO YPOBHS
IMTT, HO He yCTpaHAeT Pe3nCTEHTHOCTb TKaHen-
MuieHen k MNTT.

KAUHNYECKWUE NMPOSABAEHNS
n AMATHOCTUKA

BONbWNHCTBO CMMMNTOMOB WU MPU3HAKOB
rmnokanbuyieMmnn Kak nposiBNeHUs runonapa-
TUpeo3a CBS3aHO C MOBbLILLEHHOMN HEPBHO-MbI-
LLIeYHO BO30OYANMOCTbIO (TETaHUS, MapecTesnu,
CYyLO0pPOrn, opraHNYeckun NCUXOCUHOPOM) UIn
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3abonesaHus, conpoBoxpaatowmecs geduumtom MTI

3a60oeBanme MaTonorus ConytcTByloLme 3aboneBaHus,
OKONOLUMTOBUAHBIX Xene3 aHaMHEeCTUYeCcKre NPU3HaKu, TUN HacneaoBaHus
Mpexogawmmn MNopasneHne cekpeunn MNTI MnepkanbumemMuns y matepmu
rmnonapaTrMpeos
HOBOPOXAEHHbIX
M30n1poBaHHbI LedekT cuHTesa, O6bI4HO crnopaauyeckuii. CemeiHble GopMmbl
namonaTnyeckumin npoLueccuHra HacneayloTCs Mo ayTOCOMHO-PELECCUBHOMY,
runonaparMpeos nnun cekpeumn MTI ayTOCOMHO-00MWUHAHTHOMY WS CLIENSIEHHOMY
¢ X-XpOMOCOMOW Tuny
Cunagpom Oun Ixopaxun AreHesuns nnum gucreHesuns AreHesus nnn gUcreHesns Tumyca, TSXesblia
NMMYHOAEDULNT, BDOXAEHHbIE NOPOKN CEPALA.
BonbWNHCTBO Cyyaes criopagnyeckume,
obycnosneHbl geneunsamn 22q11
AMNC tmna 1 AyTOMMMYHHOE MNepBrYHasa HaaNO4YeYHMKOBAsS HEAOCTATOYHOCTD,
paspyLieHme XPOHUYECKUI FreHepann3oBaHHbIN rpaHynema-
TO3HbIV KaHAMA03 KOXW 1N CAU3NCTbIX, TMNOTMPEOS,
NepBUYHBIV rMNoroHaan3mM. 3aboneBanve umeet
CeMeliHbI xapakTep 1 nopaxaeT 60IbLUNHCTBO
OpaTbeB 1 cecTep. lfeHeTuyeckas npeapacnoso-
XEHHOCTb 00YCNIOBIEHA MYTaLMSIMUN FEHOB
Ha 21-11 xpoMocome
[emoxpomaTtos OTnoxeHue xenesa Tanaccemun
MocneonepaumoHHsbIit MNoBpexaeHune nnu TupeongakTomus
rmnonaparMpeos NLEMUYECKNIA HEKPO3
mnomarHvemuns MNMopasneHwe cekpeunu MNTM XPOHNYECKMI NOHOC, BPOXAEHHbIE
N PE3NCTEHTHOCTL K [T N NPUoBPETEHHbIE 3a00N1EBAHUS XENYA04HO-
KMLLEYHOro TpakTa uiv noyvek

OT/IOXKEHMEM KanbUUs B MAMKUX TKaHaX (kaTa-
pakTa, 0ObI3BecTBNeHMe 6a3anbHbix aep) [10].

MpucTyn TeTaHMM BO3HMKAET CMOHTAHHO
nMB0 NPOBOLMPYETCA MEXAHNYECKMM NN aKyC-
TUYECKM pPa3fpakeHMeM Mnn rmnepBeHTUIS -
umen. 9iBHOM TeTaHUM YacTo NPenLecTBYIOT na-
pecTes3un B nasnbLax pyk 1 BOKpYr pta. Henpons-
BOJIbHbIE MbILLIEYHbIE COKPALLLEHNS BONIE3HEHHBI.
TeTaHus pa3BMBaETCS HE TOJIbKO NPW rMnoKasb-
LMEMUU, HO U MPU TMNOMarHMeMnn n metTabo-
JINYecKoM ankasnose.

He3HauynTenbHass HEpPBHO-MbILLIEYHAs BO3-
OyOMMOCTb XapakTepu3yeTCsa CKPbITON TeTaHN-
e, 0 KOTOPOW CBUAETENLCTBYIOT MNOJIOXNTESb-
Hble CMMMTOMbI XBOCTeka 1 Tpycco. CumnTom
XBOCTEKA BO3HMKAET MNpu NOCTYKMBAHUKM Nasib-
LLeM B MEeCTe BbIXxO4a NMLUEBOro Hepea (Ha pac-
CTOSIHMK 2 CM OT MOYKM yXa HUXe CKYJTOBOro OT-
poCTKa) U MPOSIBASETCH COKpalleHVUeM numue-
BbIX MbIlL, (MogepruBaHne BepXHen ryobbl,
yronka pta). Cumntom Tpycco (ToHM4eckas cy-
[opora K1NCTW) BbI3blBAETCS NYyTEM COABMEHUS
nJe4eBOro Hepsa PyKOW Bpadva WM HagyTom
MaHXeTOoWn TOHOMETpa B TedeHne 3 MuH. Nono-
XXNTENbHbLIM MPU3HAKOM SABNSIETCH BO3HUKHOBE-
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HMe OO0NIe3HEHHbIX CNa3MOB 3ansacTbs (“pyka
akywepa”).

Hepegko pasBuBaeTcs ceppedyHas Hepno-
CTaTO4YHOCTb, PE3UCTEHTHAsa K Tepanum cep-
JedyHbiMn muko3mpgamun. Ha SKI BbigBnaoTcH
yanuHeHve wuHtepBana Q-T wn Hecneundwu-
yeckme uameHeHmsa 3ybua T. OnmcaHa Takxe
apTepuanbHas rmnoToOHUS, HE KOppuUrnpyemas
MHPY3NOHHOW Tepanuen n BBEeOEHWEM Ba30-
npeccopHbIx cpeacTs [16].

Mpun XPOHNYECKON rmnokanbLumemMmm, obyc-
JIOBJIEHHOW rmMnonapaTtmpeo3oM, BO3HUKAKOT
9K30CTO3bl N o4arn 0ObI3BBECTBNEHUS B MAKNX
TkaHax. OKonocycTaBHble OTNOXEHUS CONen
KanbumMs Hepenoko COMpOBOXAAKTCH XOHOPO-
KasbLUMHO30M 1 ncesaononarpon [7].

Mpwn ocmoTpe nauneHTa HeobXoANMO Yyuu-
TbiBaTb MCTOPUIO 3ab0SIEBAHUSA U CEMENHbIN
aHaMHe3, MO KOTOPbIM MOXHO MNpPeanonoXmTb
MPUYNHBbI BO3HUKHOBEHUSA TUMOKaNbLNEMUN.
KO>Hble MOKPOBbLI A0KHbI ObITb TLLATENBHO OC-
MOTPEHbI /151 BbIABAEHNS KaHOMA03a U BUTUAUIO
(KoTOpble B COYETAHMM C HAOAMNOYEYHUKOBOMN He-
[J0CTaTO4HOCTbIO MOryT yKasbiBaTb Ha AlC-1),
a Takxe Ha rmneprnurMeHTaumio KOXv 1 npuaHa-
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kn 3abofieBaHUS Me4vyeHu (KOTopble Npenno-
naraloT reMmoxpomartos). Bo3MOXHO Hanu4dune
LUpaMOB Ha Llee, 4TO MOXET CBUAETENbCTBO-
BaTb O MOC/EONEePaLUNOHHON MPUYNHE TUMNO-
kanbuuemmn. HeobXoaMMO OLEHUTb HEPBHO-
MbILLIEYHYIO BO3OYAMMOCTb MyTEM UCCrenoBa-
HMS cMMNTOMOB XBOocTeka 1 Tpycco. Takme oco-
6EeHHOCTH, KaK HapyLLeHMe pocTa, BPOXAEHHbIe
aHoManmu, noTepsa cnyxa Uianm yMCcTBEeHHasa OT-
CTaNIoCTb, YKa3bIBAOT HA BO3BMOXHOCTb reHeTu-
yeckoro 3abonesaHus [19].

JlabopaTopHble UCCNeaoBaHUSA OO0JIKHbI
BKJIlOYATb OMNpeaeneHne ypoBHEN CbIBOPOTOY-
HOro 0oOWEro U WOHU3MPOBAHHOIO KaNbLWS,
anbbymnHa, ¢ocdopa, MarHus, KpeaTtmHUHa,
MNTr n 25(0OH)ButammnHa D, a Takke ypOBHS
KasbLMA B CYTOYHOM MoYe. [Ina runonapartumpe-
03a xapakTepHa Tpuaga: runokanbunemMmnst, ri-
nepdocdhateMms 1 rmnokanbLNypus.

MaymeHTbl C nceBaoorMnonapaTnpeos3om
MMELIOT NabopaTopHbIi NPpodub, KOTOPbIA Ha-
nomMmHaeT Npodub NALMEHTOB C runonapaTu-
PEO030M (HanpumMep, HA3KOE coaepXaHme Kasb-
LIS 1 BbICOKWI YpOBEHb (pocdopa), HO B TO Xe
BpeMSA Yy HuX yBenu4deH yposeHb [Tl NHorpa
TPYAHO UCKITIOUYUTL MMNOMarHMeMuto Kak npmym-
HY rMnoKanbUUEMMN, B CBS3WN C TEM UYTO YPOBEHb
CbIBOPOTOYHOI0 MarHmst MoxXxeT ObITb HOpMasb-
HbIM, OaXe KOorga BHYTPUKIeTOYHasA KOHLEHTpa-
LuMs ero cHmxaeTtca. Npn NporpecCMBHOM CHU-
>XEHNN YPOBHSA MarHMs CbIBOPOTOYHbIE YPOBHM
CHMXXaIOTCA A0 cyOHOpManbHbIX. B uenom, ecnm
OCHOBHbIM PaCCTPONCTBOM SAABNSETCS rmnomar-
HMEeMUS, CbIBOPOTOYHbIE YPOBHU KanbLMSA CHU-
XalTCA HE3HAYUTENbHO, a ypoBeHb Tl yacTo
ObIBaAET YPE3MEPHO HUIKUM [21].

Mpn namepennn yposHsa 25(0OH)BuTtammnHa
D Heob6x0aMMO UCKIIOYNTBL Ero B kayecTBe ¢ak-
TOpa WA NPUYKUHBLI rMnokansunemmn. Mpu ge-
dununte ButammnHa [, yposeHb [Tl noBbIlwEH,
a YPOBEHb CbIBOPOTOYHOro ¢ocoopa HUIKUN
WM HAXOOMUTCS HA HUXKHEN rpaHuue pedepeHc-
HbIX 3HQYEHWI, B OT/INYNE OT BbICOKOIrO YPOBHS
npu runonapartupeo3e. MamepeHne ypoBHS
1,25(0OH).ButamuHa D 06bIYHO He aBNsSieTCS He-
06XoaMMbIM B MepBOHAYasibHOM oueHKe 00/b-
HbIX rMnonapaTupeo3om [15].

Hn3knin ypoBEHb KanbLMS B MOYE MOXET
BbIIBAATLCS KaK Mpu TSXENON rmnokanbumeMmn
BCNeacTBME rvnonapatmpeonsa, Tak U npu ge-
drnumTe BUuTamMmmnHa D.

AEYHEHUE

Llenbio Tepanun rmnokansumMeMun sBnsieT-
Csl KOHTPOJIb CUMIMTOMOB U MUHUMM3ALNS OC-
JNIOXHEHUN,

OcTpaga runokanbuUMeMns C pasBUTUEM
TAXENbIX CUMATOMOB (Hanpumep, cynooporu,
napuHrocnasmbl, OpPOHXxOCcHa3Mbl, cepaeyHas
HEOOCTaTO4HOCTb 1 U3MEHEHUSA MCUXUYECKOTO
COCTOSIHUS1) CNYXXUT OCHOBAHMEM OJ11 BHYTPU-
BEHHOW Tepanuu KanbUWEM, OaXe eCnn ypo-
BEHb CbIBOPOTOYHOrO KanbUWUs NUWb Cherka
CHWXeH (Hanpumep, ¢ 1,75 oo 2 mmonb/n).
BrHyTpmBeHHo BBOaAT 10% pactBOp xnopuga
Kanbums UnM raKoHaTa kanbuud. [MokoHaT
KanbLums He BbI3blBAET pasgpaxeHne cocyamnc-
TOV CTEHKM M HEKPO3a Npun CllyyariHOM ero BBe-
OEHNN B OKOJIOCOCYOAMUCTblE TKaHW, HO cogep-
XUT Ha 50% MeHbLUE MOHU3NPOBAHHOIO Kaslb-
umsa Ha eamHuly obbema 10% pacTteopa. B 1 mn
10% pacTBOpa rMoKOHaTa KanbLMS COOEPXUT-
cs 9 Mr kanbums. 3a HECKONbKO MUHYT BBOOAT
okono 200 mMr rokoHaTa Kanbums. MNpenaparthl
KanbLUMs BBOOAT MEOEHHO, NPU STOM HEOOX0-
oM koHTponb OKI n AL. lNMpu HenpepbIBHbIX
MHPY3USX 00 AOCTMXKEHUSA Be30MacHoOro 1 cTa-
OUNBHOTO YPOBHS MOHM3MPOBAHHOIO KasbLVS
(kak NnpaBwuno, Bbille 1 MMONb/N) U cTabunmsa-
LN COCTOSAHUSA NaymeHTa KOHTPOJIb OCYLLLECTB-
naetca kaxable 1-2 4, 3atem kaxaple 4-6 4
[7,15].

Mpu XpoHMYECKOW rMNoKanbLMeMmMm OCHOB-
HOM LENbl0 JIeYEeHUs G9BNFETCA yCTpaHeHue
CUMMTOMOB U NoOAAep)XaHue KOHLEeHTpauuun
o0LIEero kKanbuUns B CbIBOPOTKE B npeaenax
2,1-2,4 MMOnb/N Npu 39KCKPeuun KanbLus
C Mo4oi MeHblle 10 MMonb/cyT. MpubnuxeHne
YPOBHS KanbUUA K BEepXHeW rpaHuue pede-
PEHCHbIX 3Ha4YeHUN MOXET COMNpPOBOXOATbCS
BblpaXXEHHOW Kaslbuuypuen u3-3a BbliNageHust
apdekTa MNTI, CHMXaLWEro aKCKPELMIO Kasb-
uns. B pesynbtate BO3HUMKAET PUCK Hedppo-
nmTtnasa, HedpokanbLMHO3A U XPOHNYECKOW
noyeyHom HepocTatoyHocTu. Kpome TOro,
B TakuMx YyCJ/I0OBMSAX BO3HMKAET OMacHOCTb nepe-
[O3NPOBKN Ne4yebHbIX CPpeacTB U MossBNeHus
CMMNTOMOB runepkanbLMeMnN.

OCHOBHOE MECTO B JIe4YEHUM runonapaTtum-
peosa npuHagnexmT Butammuy D B codyeTaHnun
C npenaparamu Kanbuus.

MeTtabonutbl BUTammHa D 1 umx aHanorm
HEeobX0aMMbI /151 KOPPEKLUMM NPOSIBNEHUI TMMNO-
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napatupeo3da [7, 14]. OCHOBHbIM OCNOXHEHU-
€M, KOTOPOro crneayeT n3beratb, BASETCS UH-
ToKkcukauma smtamMuHom D (rmnepkanbumemMmns
M rmnepkanbLuuypust) ¢ ero No6oYHbLIM BO34EN-
CTBMEM Ha MOYKU N LEHTPASIbHYIO HEPBHYIO CUC-
Temy. Kanbumtpuon mn anbdakanbumgon aBns-
loTca Ooniee npennoyTUTENIbHbIMU, HEXEenu
xonekanbundepon, aprokansundepon, 6naro-
napsa nx adPeKTUBHOCTU 1 BLICTPOMY Hayany
nenctema. TnasugHble ONYPEeTUKN MOryT ObiTb
MCNOJIb30BaHbl /151 YMEHbLUEHUS (UM NpenoT-
BpaLLeHus) runepkanbumypun, BbI3BAHHON Te-
panuen kanbumem n sutammHom D. Mpobnema
runepdocdaTeMmm MOXET ObiTb PELLIEHA MYTEM
cBeOeHns K MMHMMYMY KonunyecTtea docdartos
B paUMOHe nauyeHTa (HanpMMep, orpaHnyeHmne
noTpeodneHns mMsaca, AnL, MOJOYHbIX MPOAYK-
TOB, ra3vpoBaHHbIX HAaNMTKoB) [12].

YPOBHU CbIBOPOTOYHOro Kasnbuus, ¢oceo-
pa 1 KpeatuHnHa cnemyeT onpeaensaTb exeme-
CSIH4HO MNpU MepBOHaYasbHbIX KOPPEKTUPOBKax
103, C KOHTPOJIbHOW OLIEHKOW 2 pasa B rog no-
cnie TOro, Kak pexum oynet cTabunmsnpoBaH.
Kanbuuini B MOYe 1 YPOBEHb KpeaTuHuHa Tpeby-
eTcs onpenensTtb 2 pasa B rog ans obHapyxe-
HUS NIOObIX MOYEYHbIX TOKCUYECKUX 3P PEKTOB
rmnepkanbuuypumn. PEKOMEHAYIOTCS exerogHble
obcnenoBaHna C NMOMOLLLIO LLENeBOM NaMmnbl,
a Takke opTasbMOCKONMYECKOE nccnenoBaHme
ON9 CNeXeHna 3a pa3BuTUEM KaTapakTbl y BCEX
NaLuneHTOoB.

MnonapaTtmpeos3 gBAgeTCs OOHOW U3 He-
MHOIMX SHAOKPUHOMNATUI, NS KOTOPbIX FTOPMOH-
3aMecTuTenbHaa Tepanus noka HegoCTyrHa.
JInwib B HECKOJIbKNX HEOOJbLUMX BbIOOPOYHbIX
nccnenoBaHmax npoBoanniach ougeHka adpoek-
TUBHOCTM UCMOJSIb30BaHUSA NHBEKLIMOHHbIX YESO-
Beveckmx MNTI 1-34 y naumeHTOB C rmnonapa-
Tnpeo3om [24, 25]. B 3-neTtHemM nccnegoBaHmn
n3yyanacb adpdekTuBHoCTb Tepanum MNTI 1-34
B CPaBHEHUUN C KabLIUTPUOSIOM, C BBEOEHNEM
OOMNOSHUTENBHOIO Kanbuma kaxgblie 12 4. Mpu
MCMOJIb30BaHMN 0O0MX METOA0B JIe4eHUs Mof-
[EepXnBasiCa CbIBOPOTOYHbIN YPOBEHb KasbLUS
B npegenax HOpPMbl UAM 4YyTb HUXE HOPMbI
(1,9-2,2 mmonb/n), HO uHbekumn MTIC 1-34
NPUBEAN K YMEHbLUEHUIO 3KCKPELMN KasbLUS.
Xota Tepanus MTI cnocobcTBOBaNa 3HAYUTENb-
HOMY YBEJIMYEHMNIO OUMOXMMMYECKNX MAPKEPOB
KOCTHOro obmeHa (Mo cpaBHEHUIO C OTCYTCTBU-
€M CYLUECTBEHHbIX U3MEHEHU MPU NEYEHUN
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KanbUUTPUOSIOM), Pasininm B MUHEpPasSIbHOWN
MJOTHOCTU KOCTHOM TKaHW Mexay rpynnamm He
Habnopanocb. KnupeHc kpeaTuHMHA CYLLECT-
BEHHO HE pasnuyasncs Mexay rpynnamm n B Xo-
ne vccnenoBaHus Obll cTabuibHbIM B 00enx
rpynnax. [24].

Y 6ONbLUMHCTBA MAUMEHTOB C MyTauUMAMU
BO BHEKNETOYHOM KallbLWN-4YBCTBUTEIbHOM
peuenTope MMeeTCst MArkasi rmrnokanbLuuemMums,
KoTopas He TpebyeT MeanKamMeHTO3HOW KOp-
pekunm. HekoTopble M3 HUX CTpajaloT TaXe-
JION, CUMMTOMATUYECKOW TrunokKaabLMemMmnen
M HYXXOaKTCs B Tepanuu.

[MOoCKONbKY Nle4eHMEe KanbUWMEM U BUTaAMMU-
HOM D y 3Tnx nauyeHToB MOXET YyCyryouTb 1UC-
XOOHbI YPOBEHb rMnepKanbumnypum v npuBecTr
K HepPOKanbLUMHO3Y M NOYEYHON HegocTaTou-
HOCTU, UM MOXeT nomoyb Tepanus MNTI. Y He-
cKkonbkmx naumeHToB Tepanua MTI okasanacb
YCMELLHOW, NpyY 3TOM yOanocb NpenoTBpaTuTb
rmnepkanbunypuio N HapyLeHnsa GYHKUUA No-
yek [24]. Kak 6bl TO HK BbINO, Nepen PEKOMEH-
Jauyen K NCrnonb30BaHMIO TakOro JIEYEHUS Ha
npakTuke Tpebyetcs noaydyeHne 60bLIEro Ko-
nnyecTBa AaHHbIX. [penapaTbl, KOTOPbLIE MPO-
TUBOOENCTBYIOT BHEKJIETOYHOMY KasibLMNYyB-
CTBUTENbHOMY peuenTopy (T.e. KalbUUAINTN-
yeckme areHThbl), HaxoOsaTCsa B CTaaum paspa-
00TKkM. B Byayuiem nx MoxHo 6yaeT ncrnonb3o-
BaTb 011 CTUMYNMPOBAHUA 3HAOreHHoro M1
y TakmMX MauyeHToB.

BbiBOABI

1. NMepBoHavyanbHoOe 06cnefoBaHnE NAUNEH-
Ta C rmnokanbuyeMmnein OMKHO BKlOYaTb B ce0s
NnoapoOHbI CO0P Kak CEMENHOIro aHaMHe3a (4TO
NO3BOJISIET MPEANONOXUTb FMEHETUYECKYIO MPU-
4ynHy 3aboneBaHus), Tak N aHamHe3a 3aboneBa-
HUS (B HACTHOCTU, OTHOCUTENIBHO OnepaLni Ha
opraHax Lew v ayToOMMMYHHbIX 3a001eBaHN).

2. JlabopaTopHble nccnenoBaHUs OOXKHbI
BK/lO4aTb B cebs onpeneneHne ypoBHS CbiBO-
POTOYHOro OOLLEro M MOHM3VMPOBAHHOIO Kaslb-
umd, anbbymmnHa, pocdopa, MarHUs U NCxon-
HOro yposHs MTT.

3. Ecnm y naumeHTa MeroTCs TaXenble npu-
3HaKN rMnoKanbUUEMUMN, NTIEYEHNE A0KHO ObITh
Ha4yaToO HEMeOIEHHO C 06s3aTeNlbHbIM BHYTPU-
BEHHbIM BBEOEHMEM MpenapaTtoB KanbLug,
a AmarHos omkeH OblTb MOCTABNEH NOC/E CTa-
OMnn3aLmMmn COCTOSHNUS NaumeHTa.



mnonaparupeos

H.C. Ky3HeL0B 1 COQBT.

10.

1.

12.

13.

CnUCOK AUTEPATYPbI

Bbana6onkuH M.U., KnebaHoBa E.M., KpemuHckasi B.M.
OnbdepeHumnansHas anarHoctTuka v eveHne 3HLOKPUHHBIX
3abonesanwii: PykoBoactso. — M.: MeauumHckoe nHdopma-
LMOHHOEe areHcTBO. 2008; 324-341.

Ahn T.G., Antonarakis S.E., Kronenberg H.M. et al. Familial
isolated hypoparathyroidism: a molecular genetic analysis of
8 families with 23 affected per-sons. Medicine (Baltimore).
1986; 65: 73-81.

Ahonen P., Myllarniemi S., Sipila I., Perheentupa J. Clinical
variation of autoimmune polyendocrinopathy-candidiasis-
ectodermal dystrophy (APECED) in a series of 68 patients.
N. Engl. J. Med. 1990; 322: 1829-1836.

Angelopoulos N.G., Goula A., Rombopoulos G. et al. Hypo-
parathyroidism inf-thalassemia. J. Bone. Miner. Metab.
2006; 24: 138-145.

Asari R., Passler C., Kaczirek K. et al. Hypoparathyroidism
after total thy-roidectomy: a prospective study. Arch. Surg.
2008; 143: 132-137.

Betterle C., Greggio N.A., Volpato M. Clinical review 93:
autoimmune polyglandular syndrome type 1. J. Clin.
Endocrinol. Metab. 1998; 83: 1049-1055.

Cooper M.S., Gottoes N.J. Diagnosis and management of
hypocalcemia. Brit. med. J. 2008; 336: 1298-302.
Carpenter T.0., Carnes D.L. Jr, Anast C.S. Hypoparathyroi-
dism in Wilson’s disease. N. Engl. J. Med. 1983; 309:
873-877.

De Campo C., Piscopello L., Noacco C. et al. Primary familial
hypoparathyroidism with an autosomal dominant mode of
inheritance. J. Endocrinol. Invest. 1988; 11: 91-96.

Gardner D., Shoback D. Basic and Clinical Endocrinology.
Medical. 2011; 413-419.

Goddard C.J., Mbewu A., Evanson J.M. Symptomatic hypo-
calcaemia associated with metastatic invasion of the parathy-
roid glands. Br. J. Hosp. Med. 1990; 43: 72.

Goltzman D., Cole D.E.C. Hypoparathyroidism. In: Favus MJ,
ed. Primer on the metabolic bone diseases and disorders of
mineral metabolism. 6th ed. Washington, DC: American
Society for Bone and Mineral Research, 2006: 216-219.
Goldmuntz E. DiGeorge syndrome: new insights. Clin.
Perinatol. 2005; 32: 963-978.

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

24,

25.

26.

27.

Halabe A., Arie R., Mimran D. et al. Hypoparathyroidism -
along-term follow-up experience with 1o-vitamin D3 therapy.
Clin. Endocrinol. (Oxf.) 1994; 40: 303-307.

Hypocalcemia and hypoparathyroidism. Curr. Ther. Endocrinol.
Metab. 1997; 6: 546-51.

Lavin N. Manual of Endocrinology and Metabolism. Little,
Brown and Company, 1994, 439-453.

Marx S.J. Hyperparathyroid and hypoparathyroid disorders.
N. Engl. J. Med. 2000; 343: 1863-1875 [Errata, N. Engl. J.
Med. 2001;344:240, 696].

Page C., Strunski V. Parathyroid risk in total thyroidectomy for
bilateral, benign, multinodular goitre: report of 351 surgical
cases. J. Laryngol. Otol. 2007; 121: 237-241.

Shoback D. Clinical practice. Hypoparathyroidism. N. Engl. J.
Med. 2008; 359: 391-403.

Séze S., Solnica J., Mitrovic D. et al. Joint and bone disorders
and hypoparathyroidism in hemochromatosis. Semin.
Arthritis. Rheum. 1972; 2: 71-94.

Tong G.M., Rude R.K. Magnesium deficiency in critical ill-
ness. J. Intensive Care Med. 2005; 20: 3-17.

Toumba M., Sergis A., Kanaris C., Skordis N. Endocrine com-
plications in patients with thalassaemia major. Pediatr.
Endocrinol. Rev. 2007; 5: 642-648.

Thakker R.V. Genetics of endocrine and metabolic disorders:
parathy-roid. Rev. Endocr. Metab. Disord. 2004; 5: 37-51.
Winer K.K., Ko C.W., Reynolds J.C. et al. Long-term treat-
ment of hypoparathyroidism: a randomized controlled study
comparing parathyroid hormone (1-34) versus calcitriol and
calcium. J. Clin. Endocrinol. Metab. 2003; 88: 4214-4220.
Winer K.K., Yanovski J.A., Cutler G.B. Jr. Synthetic human
parathyroid hormone 1-34 vs calcitriol and calcium in the
treatment of hypoparathyroidism. J.A.M.A. 1996; 276:
631-636.

Winslow C.P., Meyers A.D. Hypocalcemia as a complication of
radioiodine therapy. Am. J. Otolaryngol. 1998; 19: 401-4083.
Zarnegar R., Brunaud L., Clark O.H. Prevention, evaluation,
and management of complications following thyroidectomy
for thyroid carcinoma. Endocrinol. Metab. Clin. North. Am.
2003; 32: 483-502.

53



