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3TANbI AUODEPEHLUANIbHON ANATHOCTUKU NPU UAUONMATUYECKOM

TMMNONMAPATUPEO3E: CEPUA KITIMHUYECKUX CJTYYHAEB

© T.M. ApoHacbeBa, E.B. Kosanesa*, A.K. EpemKkunHa, H.I. MokpbliweBsa

HaunoHanbHbIN MegULUMHCKUIA MCCNefoBaTeNbCKUA LEHTP SHAOKPUHoNorum, Mocksa, Poccua

Mpanonatnueckui rmnonapaTnpeos — peakoe sSHOAOKPUHHOE 3abonesaHue, YCTaHaBIMBaeMOe Npu NCKITIDYEHNN BCEX BO3-
MOHbIX MPUYNH Pa3BUTUA TMNonapaTnpeo3a.

Ha cerogHAWHWI geHb gaHHble O PacnpoCTPaHEHHOCTN NanonaTn4eCKoro rmnonapaTtnpeosa orpaHNYMBaTCA PAAOM NO-
KaNbHbIX NCCNefoBaHNi cpean HaceneHnA oTaeNibHbIX CTPaH. Pa3Hoo6pa3V|e KINNHN4YeCKnX I'IpOFlBJ'IeHI/II7I rmnonapatnpeonsa,
CXOXKeCTb C NPOoABJSIEHNAMU PAfa JPYTrUX NaToNOrnin, B YaCTHOCTU, SNNIENCUM, 3HAUNMO YONUHAKT NyTb NayMeHTa A0 NocTa-
HOBKW NMpPaBuU/IbHOIo AgnarHo3a 1 HadHavyeHnA naToreHeTnYeCcKomn Tepanun.

YuntbiBas 0CBELOMIEHHOCTb KINHULMCTOB Pa3nnyHoOro I'IpO(I)VIJ'IH O Xnpyprmyeckom rmnonapatnpeose n pegkocTtb nano-
naTnyeckom d)OprI B KNMHNYECKON NPaKTnKe, CTaHOBUTCA NOHATHDbIM, YTO OTCYTCTBUE XNPYPrnyeckoro BMewatenbCTtBa Ha
OopraHax wewn B aHaMHe3e NpakTU4yeCKn NCKNIYaeT rmnonapaTtnpeos 13 ,D,VI(I)(I)EDEHLI,VIaﬂbHOI'O NOoncKa.

I'IpV| noATBEPXKAEHUN TnonapaTnpeo3a HEXVIpypI'I/I‘-IECKOVI aTmonornn HeO6XO,D,VIMO npnMmeHeHne BCeX U3BECTHbIX Ha Ce-
rOQHAWHUN AeHb ANAarHOCTUYECKNX pecypcoB AnAa yTo4yHeHUA 3Tnonornn 3aboneBaHuA.

B cratbe npeacTtaBneHa cepua KNMHUYECKNX ciydaeB, OTpaXalowWwmnx CJIOXKHOCTb ANArHOCTUKN U 0COBEHHOCTN TeueHuA
mnanonaTtnyeckoro rmnonapatnpeosa. PaCCMOTPEHbI nMewuwmeca B Hactodlee BpemMa MeToabl ANarHOCTUKN, B YaCTHOCTN,
onpepeneHmne ypoBHA VlHTepd)epOHa-omera npn NoAO03PEHNN Ha ayTOVIMMyHHbIVI ﬂOﬂVIFﬂaHﬂynﬂprlVl CMHOpPOM 1 Tna Kak
Hambonee PacnpoCTPpaHEeHHYI0 NPUYNHY HEXNPYPIrnyeckoro rmnonapatnpeosa.

KJIIOYEBBIE CJIOBA: uduonamudeckuli 2unonapamupeo3s; aymouMMyHHbIU Nou21aHOyIApHeIt CUHOPOM 1 mund; NOc/1IeonepayuoHHbIG 2u-
nonapamupeos; ougpepeHyuabHAs OUA2HOCMUKA.

DIFFERENTIAL DIAGNOSIS OF IDIOPATHIC HYPOPARATHYROIDISM: A CASE SERIES

© Tatiana M. Afonasyeva, Elena V. Kovaleva*, Anna K. Eremkina, Natalia G. Mokrysheva

Endocrinology Research Centre, Moscow, Russia

Idiopathic hypoparathyroidism is a rare endocrine disease diagnosed when all possible causes of hypoparathyroidism are
excluded.

Data on the prevalence of idiopathic hypoparathyroidism is limited, there are several local studies in some countries.
The variety and non-specificity of the hypoparathyroidism symptoms, similarity to other diseases (eg. epilepsy), causes
the misdiagnosis and delay in pathogenetic therapy.

Idiopathic hypoparathyroidism is rare. Therefore, the absence of neck surgery in the anamnesis practically excludes
hypoparathyroidism from the diagnostic search. Moreover, it is necessary to rule out all known causes of decreased PTH
hypoparathyroidism to determine the form of non-surgical hypoparathyroidism.

We present a case series of idiopathic hypoparathyroidism, which demonstrates the difficulty in diagnosis, and the clinical
features of the disease. The article covers also the problem of modern diagnostic approaches including the determination of
the interferon-omega for patients with suspected autoimmune polyglandular syndrome type 1 as the most common cause
of nonsurgical hypoparathyroidism.

KEYWORDS: idiopathic hypoparathyroidism; autoimmune polyglandular syndrome type I; postsurgical hypoparathyroidism; differential
diagnostics.

AKTYAJIbHOCTb IOLLMI MOCIIE XUPYPrMYECKMX BMELIATENIbCTB Ha OpraHax Lew.

OcTaBwmecs 25% npuxopaTcs Ha MHble Gopmbl [2], Npu 3ToM

lMnonapatnpeo3 npencTaBnseT cobor peakoe 3HOO-
KpUHHOe 3abonieBaHVe, XapaKTepusylolleeca HefoCTaTou-
HOCTblO napatmpeongHoro ropmoHa ([MTT) 1 HapyweHnem
docdpopHO-KanbLMeBOro obMeHa C pa3BUTUEM TMMOKaNbLU-
emun 1 runepdocdatemmn. PacnpocTpaHeHHOCTb B 06LEN
nonynayum coctasnaet nopagka 0,2-0,3% [1]. Cpeaun ocHoB-
Hbix popm 3aboneBaHMsA NepBoe MecTo (0Komo 75% cryyaes)
3aHMMAET MOC/IeONnePaLMOHHBIN MMNOMNapaTnpeos, BO3HMKa-

WCTUHHAA pacnpoCTPaHEeHHOCTb HEXUPYPrMYeCKoro rmnona-
paTupeo3a OCTaeTcs HeM3BeCTHOW. IHpopmauuma orpaHnum-
BaeTcA pesy/ibTaTaMy HEMHOTOUYMCIIEHHbIX WCCefOoBaHNN,
NPOBEeAEHHbIX B pAde CTPaH C BKIYEHEM Pa3fINYHbIX STHU-
yeckunx rpynn. Tak, pacnpoCTpaHEHHOCTb HEXNPYPINYECKOro
runonapatupeosa B AnoHun coctasnseT 0,7 Ha 100 000 ye-
nosek, B Kopee — 1,1 Ha 100 000, B fJlaHnn — 2,3 Ha 100 000,
8 CLLA — 4,8 Ha 100 000 [3].
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PucyHok 1. [luarHocTnyeckmin Nnouck npu nanonaTnyeckom runonapatmpeose [4].

Hexupypruyecknn runonapatnpeos, Kak Mpasuno,
accouumpoBaH C ayTOMMMYHHbBIMU WAWN FEHETUYECKUMMU
npuunHamn (puc. 1) [4]. AyTOMMMYHHbIA FMnonapaTupeos
B OCHOBHOM Pa3BMBaETCA B COCTaBe ayTOMMMYHHOIO Nonu-
rnaHgynapHoro cuHgpoma 1 tuna (AMNC 1 tmna) [5, 6]. Cpe-
OV Hanbonee YacTblX reHETUYECKUX NPUUNH 3aboneBaHus
TakXe MOXHO BblAeNUTb ayTOCOMHO-AOMWHAHTHYIO TUMo-
KanbLMemMuio, BbI3BaHHYIO aKTUBMPYIOLEN MyTaLuen B reHe
Kanbuumi-yyBcTBUTENBHOTO peuenTtopa (CASR) [7].

[rarHo3 nanonaTMyeckoro rmnonapaTnpeosa ycTaHaBs-
NINBAETCA MOC/e UCKOUYEHNSA OCHOBHbIX MPUYMH Pa3BUTUSA
3aboneBaHnA, B TOM 4KCie C MOMOLLbI0 MeAuKO-reHeTu-
Yyeckoro KOHCynbTMpoBaHuA. o AaHHbIM psAga aBTOPOB,
PacnpOCTPAHEHHOCTb MANOMATUYECKOrO TMMnoMnapaTMpeo-
3a cocTaBnfAeT oT 5,5-9 cnyyaeB Ha 1 MaH yenosek [8-12].
Mo pe3synbratam 3SMNMAEMUONOTMYECKOrO UCCeAoBaHMA
HOPBEXCKOW NONYNALUK, OKOJIO TPETU C/TyYaeB HEXUPYPTU-
YeCKOro rmnonapaTupeonsa OCTalTCcA nanonatTnyeckumm [3],
a B [laHnn n Kopee nx yactota MmoxeT gocturatb 47 n 95,9%
COOTBETCTBEHHO [2,9].

B cTaTbe npeacTaBneH paf KNMHMYECKMX CJTyYaeB, oTpa-
YKAOLWNX CNIOKHOCTb AANArHOCTUKIM Y1 OCOOEHHOCTU KNHKYe-
CKOW KapTWHbI namnonaTnyeckoro rmnonapaTnpeosa.

OMUCAHUE KNUHUYECKNX CNTYYAEB

KnuHunueckun cnyvan 1.

MauwnenT M., 37 net. 13 aHamHe3a n3BecTHO, UTo B 21 rop,
BMepBble OTMETWN MOABJIEHNE NapecTe3nii U 6onein B HUX-
HUX KOHEYHOCTAX NPV ANUTENIbHOM BbIHYXAEHHOM MONO-
XeHum (puc. 2). B TeyeHne nocnepyowmnx HECKONbKUX NeT
aBax<abl (B Bo3pacTte 23 n 26 neT) BO3HUKaNN reHepanun3o-
BaHHble TOHVKO-KNOHUYecKkue cygoporu. lNocne noBTopHO-
ro CyZOPOXKHOrO 3MM304a MauMeHT Obln rocnuTanmanpo-
BaH B TepaneBTNYECKOe OTAeNIeHNe No MeCTy XKUTeNbCTBa.
Mpn o6cnepgoBaHMKM BriepBble BbiABIEHA TMMOKaNbLUueMums
(kanbuwnin obwmin 1,66-1,9 MMonb/N, pedpepeHCHbIN NHTEpP-
Ban (PW) 2,15-2,55), KoTopas 6blia KynMpoBaHa napeHTe-
panbHbIM BBEAEHMEM NpenapaToB Kanbums. [lanbHenwero
OMarHoCTMYECKOro Nomncka He nNpoBoannoch. YposeHb MNTT

6bin onpeneneH TONMbKO MPW MOBTOPHOWN rocnuTansauum
C CMMMNTOMamMK OCTPOW rMnoKanbuuemmn u coctasun 0,4
nmonb/n (PN 1,6-6,9). B Brioxnmmnyeckom aHanmse KpoBu Co-
XPAHANIOCb 3HAYMMOE CHUXKEHUE YPOBHSA 06LLero Kanbums
(1,88 mmonb/n), 3apmKkcmpoBaHbl runepdocdaremma (1,98
mmonb/n, PU 0,74-1,52) n runokansunypus (0,4 mmonb/cyT,
PW 2,5-6,2). bbin gnarHoCTMpoBaH rMnonapaTnpeos, HasHa-
YeHa Me[MKaMeHTO3HasA Tepanusa npenapatamu Kanbuua
(kanbuus kapboHaTtoM 1000 Mr/CyT) U aKTUBHBIM MeTabonu-
ToM BUTamuHa D (anbdakanbuugonom 2 mkr/cyT). B nocne-
Zyouiem nogobpaHHoe neyeHre NauyeHT NPUHUMan 3nu-
30[MYeCKN, MPUCTYNOB TOHUKO-KIIOHWYECKUX Cymopor
He MOBTOPANOCH.

B ¢deBpane 2020 r. nocTynun B OTAENEHME MATONOIMUU
okonowmuToBuaHblx xenes (OMNOWMXK) OreY «HMUL, 3H-
JokpuHonoruw» MuH3gpaBa Poccnn ¢ xanobamu Ha «my-
paLlKu», NapecTe3un, Nepuognyeckn Bo3HMKaKLWMe cyao-
poru B pyKax 1 HoOrax, obuii Cnasm mbiLL, NOBbILLEHHYO
YTOMJIAEMOCTb U CHUXeHue paboTtocnocobHocTn. Mpu du-
3MKa/IbHOM OCMOTPE KOXHble MOKPOBbI 1 BUAVMbIE CIN3U-
cTble 060M10UYKN 6NefHO-PO30Bble, NPOSABIEHNA KaHAMA03a
He obHapyxeHo. [emognHaMuuyecKmne nokasatenu cTabunb-
Hbl (@apTepuanbHoe aasneHne 125/70 mm pT. T.,; nynbc 68 ya/
MUH). CumnTombl XBoCTeKa 1 Tpycco c/1labomnonoXnTesibHble.
Ha ¢oHe npumema noctosHHOW Tepanuun (anbdakanbuu-
fon 3 MKr/cyT, KapboHat Kanbuua 1500 mr/cyT, Konekanb-
undepon 600 ME/cyT) Obina BbisiBAIeHa rMnokKaabuuemus
(anbbyMMH-CKOPPEKTUPOBaHHBIN Kanbunii 1,78 mmonb/n)
B coueTaHuu ¢ runepdocatemuenn (1,55 mmonb/n) n Hop-
MoKanbunypuen (3,86 MMONb/CYT), CHUXEHMEM YPOBHSA
MNTr go 3,2 nr/mn (PU 15-65), uTo NOATBEPXKAANO ANArHO3
runonapatnpeosa.  Kanbuui-KpeaTUHMHOBbLIN  MHAOEKC
(calcium:creatinine ratio, CCR) — 0,03 (HopmanbHbili PU
<0,14; runepkanbuunypua npmn CCR >0,20) [13]. TmnomarHue-
MuA ncknoyanacb (Mardum 0,7 mmonb/n, PX 0,7-1,05).

YunTbiBasi OTCYTCTBUE XUPYPIMYECKOrO BMELIATENIbCTBA
Ha opraHax Weu B aHaMHe3e, BOJIHOOOpa3Hoe TeueHue 3abo-
NeBaHMA C YyepefoBaHNEM NEPUOAOB AEKOMMEHCALNN 1 OT-
HOCMTENbHOrO 6/1aronosyyus, a TakKe OTHOCUTENIbHO MOJIO-
[oN BO3pacT MaHudecTaumy runonapatupeosa (8 21 rog),
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PucyHoK 2. [lInHamriKa M3MeHeHM KIIMHWYECKOW 1 TabopaTOPHOI KapTUHbI.
PedepeHcHbIN nHTepBan ana napatnpeongHoro ropmoHa (MTr) 15-65 nr/mn, gna kanbuma obwero — 2,15-2,55 mmonb/n.

npoBeneHo obcnenoBaHue Ha Hanmume AMNC 1 Tuna. Wc-
K/loyeHa nepBUYHAsA HaAMOYeYHMKOBAsA HeLOCTaTOYHOCTb
(kopTr3on KpoBu yTpom 564 Hmonb/n, PU 171-536), aHTnTe-
na K nHtepdepoHy-w (IFN-w) oTpuuatenbHble, NPy NOIHOM
CeKkBeHUpoBaHUM reHa AIRE myTauuin He obHapyxeHo. MNpu-
HUMasA BO BHMMaHMe OTCYTCTBME OTATOLEHHOrO CEMENHOro
aHaMHe3a M rMnepKanbunypuu, ayToCOMHO-4OMUHAHTHAA
runokanbuvemusa Obiia ncknoyeHa u3 auddepeHumans-
HO-ANArHOCTUYECKOro nouncka. Takum o6pa3om, BbisiBNIEH-
Hble U3MEHEHUA ObiNn KnaccudruMpoBaHbl Kak nanonatu-
YeCKN rmnonapaTtnpeos C pekoMeHpaumen ganbHenwero
OVHAaMNYeCKoro HabnogeHnsa n obcnefoBaHus. B pamkax
rocnuTanusaummn NpoBefeHa KoppeKLa Tepanun: ysenmye-
Ha fo3a anbdakanbumaona 8o 3,5 MKr/cyT, KapboHaTa Kanb-
uua go 2000 Mr/cyT, C NONIOKMTENBHON AUHAMUKON nabopa-
TOPHbIX NOKa3aTtenemn.

KnuHuuyeckuni cnyvanm 2.

MauwenTKka b., 21 roa. 13 aHamHe3a N3BECTHO, YTO B MNa-
[eHYecTBe OTMeYanucb CyAopory, pacueHMBaemble Kak
¢bebpunbHble, KOTOpble B AaNbHeNLIEM, OQHAKO, BO3HUKa-
N1 1 Ha poHe HOPMANbHOWN TemnepaTypbl Tefa C YacTOTOMN
2-3 pasa B rog U HOCUNN TOHUKO-KIIOHNYECKWI XapakTep.
Mo paHHbIM 3nekTposHuedanorpadum (33I) HeogHOKpaT-
HO BbIABANACL INUAenTndOopMHas akTMBHOCTb. Monyyana
NPOTMBOCYAOPOXKHYIO Tepanuio npenapaTtamu Banbnpoe-
BOW KUCNOTbI 1 TONMpamaTa.

B Bo3pacTe 15 neT 6b1v BNEpPBble OLIEHEHbI NoKasaTenu
docdopHo-KanbLmeBOoro obMeHa: BbisiIBIEHbI 3HaUMMas M-
nokanbumemus (Kanbumii obwmin 1,79 mmonb/n), runepdoc-
datemuia (2,32 mmonb/n), HU3KKIA ypoBeHb MTT (9 nr/mn), uto
NO3BONINIIO YCTAaHOBUTb AMArHoO3 runonapartupeosa. Nogo-
6paHa Tepanua Kanbuutpuonom 1,75 mkr/cyt. MNpoBegeHa
MyJIBTUCNIMPAJIbHAA KOMMbIOTEPHAA TOMOrpadusa rosIoBHOrO
MO3ra: AnarHoCTMpoBaH cmHgpom Papa.

C 16 neT nauueHTKa Habnopaetcsa B OrbY «<HMUL sHao-
KpyHonoruu» Mun3gpaBa Poccun. Ona mncknoveHna AMC

1 TMNa NnpoBeAeHO NOJIHOe CceKBeHMpoBaHue reHa AIRE —
myTauun He BbiaBneHo, IFN-w oTpuuatenbHbin. [Topokos
pa3BUTUA HE OTMEUEHO, TaK »Ke KaK 1 APYrMX BO3MOXHbIX CO-
MyTCTBYIOLUX NMATONIOTMIA B paMKaxX CMHAPOMAsbHbIX Gopm
rmnonapaTtnpeosa. ¥ KpoBHbIX POACTBEHHVKOB HapyLUeHWI
byHKummn OLLXK He obHapy»xeHo.

Mocnepnsia rocnutanusauus B ONOLLXK B okTabpe 2019 T.
MocTtynuna ¢ xanobamu Ha CyfopOry B MKPOHOMXHbIX MbILL-
Lax, BO3HMKalOWME MPU Pe3KMX OBUKEHUAX, BO3OENCTBUN
XONofa 1 B HOYHOE BpeMsA CYTOK C MepuoanyHOCTbIO 0 4 pa3
B HeOeno; Ha ANCKOMPOPT B 06/1aCT Cepaua, CHUPKEHME
MamMATK, rONIOBHble 60K, HapyLUEHVE MEHCTPYanbHOW GyHK-
unK, 3afiepXKy cTyna fo 3-4 gHei. MNpu ¢usrkanbHOM oc-
MOTPE: KO>KHble MOKPOBbI 1 BUAMMbIE CIN3NCTbIE 0OO0NIOUKM
61enHO-pO30Bble, NPOABNEHNI KaHAVA03a HE OOHAPYXKEHO.
l[emoaVHamMmMyecKre nokasaTtesny cTabusibHbl (@pTeprianbHoe
fgasneHvie 110/70 Mmm pT. CT; nynbC 72 ya/muH). CUMNTOMBI
XBocTeka u Tpycco oTpuuatenbHble. MNpy o6cnegoBaHn Bbi-
sIBJ/IeHa Nerkas runokanbuvemms (2,03 MMosb/n) B coyeTaHUn
C BblpaXXeHHoW runepdocdatemueit (2,09 Mmonb/n), HOPMO-
Kanbuuypusa (5,78 mmonb/cyT). CCR 0,0275. MNpu npoBeeHnn
[OMOJHMTENBHOrO 06CNefoBaHMA UCKIOUYEHbI COUYETaHHbIe
SHOOKPUMHHAA 1 coMaTyeckas natonoruu. B ucxope rocnura-
Nn3auum JOCTUNHYTA KIIMHUYECKas 1 TabopaTopHas KOMMeH-
cauuna 3aboneBaHva Ha GOHe fleueHUs: Kanbuua KapboHat
1500 mr/cyT, kKanbumtpuon 1,75 MKr/cyT.

KnuHnueckun cnyuan 3.

MauweHT B., 51 roa. N3 aHamHe3a 1M3BeCTHO, YTO B 9-neT-
Hem BO3pacTe NPOBELEHO yAaNieHre KUCTbl B 0651acTu Wweun
(MeanMuMHCKOM AOKyMeHTaumMm He npepocTaBsieHo). 1o Bbl-
nMcKam u3 ambynatopHow kapTbl oT 2012 1. (Bo3pacT 43 roga)
YPOBEHb KaJibLA 6bln Ha HVXKHEN FPaHuLIe HOPMBI.

C KoHua AHBapA 2020 r. poACTBEHHUKA OTMETUAN U3-
MEHEeHNA MoBeAeHUA MO TUMYy arpeccun, Ae3opueHTauun
B NPOCTpaHCTBe. Hepenell paHbLie Habnioganacb runeprep-
Munsa go 39°C, conpoBOXK4aBLIASACA MOABIEHNEM BbICbIMAHWUN
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Ha pyKax 1 BHYyTpeHHel noBepxHocTy begep. 01.02.2020 r.
6puragoit CMI naumeHT 6bi1 FOCNUTANM3MPOBaH C BNepBble
BO3HVKLUVIM CYOOPOXHbIM Npuctynom. Mpu obcnegoBaHmm
B WH}EKLMOHHOM CTauMOHape AMAarHoCTMpOBaHa TAXenas
dopma reHepann3oBaHHON HGakTepranbHON UHEKUNN, He-
YTOUHEHHOW 3STUOMOMNKY; TOKCMKO-AUCLIMPKYNATOPHAA 3H-
uedanonaTusa; motopHas dbdepeHTHas adasus; TeTaHuWs.
WccnepoBaHue ypoBHS KasbLus KPOBU HE MPOBOAMIIOCD.
Mo pesynsbtatam MPT ronosHoro mosra ot 09.02.2020 r. Bu-
3yann3npoBaHbl MeNKMe eAUHNYHbBIE OYaru B MOJyLLapuraX
60nbLLIOro Mo3ra, BEpOATHO, COCYANCTOro reHesa. lMposoau-
nacb MacCMBHas aHTMOaKTepuanbHaa Tepanus. MNocne BbI-
MUCKM N3 CTalroHapa Cyaopory BO30OGHOBUIINCD.

29.02.2020 r. — 3nm30p4 nNoTepur CO3HAHUA, B CBA3M C YEM
MOBTOPHO OblN rOCMWTANIM3NPOBAH YXXe B HEBPOJOruye-
cKoe oTgeneHue. NpoBoanIOCh pacluMpPeHHOe UHCTPYMEH-
TanbHOe o6cnefoBaHve. OcTpas MAToONOrMA WCKIIOYEHA
no aaHHbIM KT ronoBHoro mosra. Mpu 331 natonornyeckom
OUO3NEKTPUYECKON aKTUBHOCTU He GUKCUpOBanoch. B cea-
31 C BNepBble BbISBNEHHBIMU FMOKanbLnemMmuen (Kanbuui
obwwmin 1,03 mmonb/n) U cHXKeHnem yposHa MTT (meHee
3 nr/mn) nauuveHT 6bin NepeBefeH B SHAOKPUHOMOMMYECKoe
otaeneHve. [ns KynupoBaHUs OCTPOW TMMOKanbLMeMMU
npoeogunacb MHQY3MOHHAA Tepanus TNKOHATOM Kalb-
uuMa, C nocnegywwyUM Ha3HayeHWem anbdakanbuupona
1 MKr/cyT, KapboHaTa Kanbuua 1000 Mr/cyT, ogHaKo HeCMo-
TPA Ha OTCYTCTBUE OOCTVXKEHUA LiefieBbIX 3HAYEHWI Kab-
uvemun [03bl MepopasibHbIX MPEnapaToB B CTauMOHape
He MeHAnMcb. HecmoTps Ha 370, y naumeHTa Obin OTMEYeEH
perpecc HeBPONOrMYeCKON CMMMTOMATUKN B BUAE BOCCTa-
HOBJIEHNA KOTHUTUBHBIX OYHKUMIA, SMOLMOHANIBHOIO CTa-
TyCa, TEM He MeHee CyfopOorv 1 NapecTe3numn COXPaHANMCh.
Tepanua rmnonapatvpeosa B JajibHenlweM KOppPeKTNpoBa-
nacb Ha ambynaTopHoOM 3Tane.

Brnepsble noctynun B OMOLLPK B mae 2020 r. ¢ »anoba-
MW Ha Nerkre napecTtesny B o6acTv nniua, nepuognyeckue
ronoBHble 6onu, obwyio cnaboctb. CumnTombl XBOCTE-
Ka n Tpycco oTpuuatenbHble. Tepanua Npu NOCTynaeHun
no cxeme: anbdakanbUMaon 3 MKr/cyT, KapOoHaT Kanbuus
2000 mr/cyT, Konekanbumdpepon 1500 ME/cyT. Mo pesynbTa-
Tam 1abopaTOPHbIX aHANM30B NOATBEPKAEHA KOMMEHcaL s
3ab0neBaHNA C JOCTMXKEHMEM LIeNIEBbIX 3HauyeHWi: anboy-
MWH-CKOPPEKTNPOBaHHbIN Kanbuuii 2,17 mmonb/n, pochop
1,52 MMonb/n, Kanbuum B CYyTOYHOM Moue 5,86 Mmonb/cyT
(PW 2,5-7,5). CCR 0,0423. YunTblBaA NO3AHUIN BO3PACT MaHW-
decTaumm 1 oTCyTCTBME APYrUX KIUHUYECKUX CUMMTOMOB,
accoUMMPOBAHHbIX C HAacNeACTBEHHBIMU pOpPMaMK rinona-
paTrpeo3a, reHeTMYeCcKoe TECTUPOBaHMNE HE MPOBOAUIIOCH.

OBCYXXAEHUE

MpepncTaBneHHble KNMHUYECKNE CyYyan AeMOHCTPUPY-
0T CJIO)KHOCTU B CBOEBPEMEHHOW MOCTAHOBKE AMarHosa
HeXMpypruyeckoro runonapatMpeosa. Beugy 6onbioro
KonmyecTBa Hecrneuyndrnyecknux CMMMNTOMOB AMArHOCTUKA
JaHHOro 3aboneBaHUsi HaMpPAMYO 3aBMCUT OT MEepPBOHa-
UanbHOro onpeaeneHns ypoBHs KanbLus cbiBOPOTKU. K co-
YKaneHuto, JaHHbIA SNEKTPOJINT HE BXOAMWT B CTAHAAPTHbIN
OUOXUMMNYECKNIA aHann3 KPOBW, YTO 3HAYMMO YAJUHSET
nyTb NaLVeHTa O NPaBWUbHOIO AMarHo3a v feyenus. 37o,
B CBOIO OYepefib, CyLeCTBEHHO YXYALAET MPOrHO3 1 Kave-
CTBO XKWN3HU OONbHbIX.

MpuHMMaa BO BHMMaHWe TOT aKT, YTo Mnocneonepa-
LUMOHHBIA TMMONApPaTUPEO03 ABMAETCA Havbonee pacnpo-
CTpaHeHHol ¢GopMoN 3aboneBaHUs, CTAaHOBUTCS MOHAT-
HbIM, MOYEMY OTCYTCTBME XMPYPrMyeckoro BMellaTenbCTBa
Ha opraHax Leu B aHaMHe3e 3a4acTyl WCKIIYaeT runo-
napatupeos un3 anddepeHUnanbHO-AUArHOCTUYECKOro
MonCKa U «HamnpaBiseT» KIAVHULUCTOB B CTOPOHY APYrux
NaToNOrnin CO CXOQHOM KIIMHNYECKOW KapTnHOW. B Kntae va-
CTOTa OWMNOOYHO BbICTABNEHHbIX MArHO30B, COXPaHABLLMX-
€A 3a NauveHTaMm C UANOMNaTUYECKUM TMNOoNapPaTUPEO30M
B TeUeHMe HeCKOSbKUX NeT, cocTaBuna 29,5% (nepuop Ha-
6nogeHnsa ¢ 1994 no 2013 rr.). Hanbonee yacto ycraHaBnu-
Banucb anunencus (60%), fanee cnegoBann HEBPO3bl U NCK-
XMYecKue paccTporicTaa (6,64%). Pexe anddepeHumanbHas
[AMarHocTuKa npoBoAMach C Takumy 3aboneBaHMAMY, Kak
MOSIMMUNO3UT, TYOepKynesHblii MEHUHIUT, GebpunbHble cy-
Zoporu, napa3utossbl, AepuunT ButammHa K n gpyrue [14].

B mepBbix ABYX KMUHUYECKMX CIy4Yasx B BUAY OTHOCU-
TeSIbHO MOJIOAOro BO3pacTa MaHudecTaumy 3aboneBaHums
NPOBOAMIIOCh UCKIIIOYEHNE ayTOMMMYHHOrO runonapaTu-
peosa B pamkax AlC 1 tmna (BTopasa no yactoTe NpuUYu-
Ha rvnonapatupeosa). HecmoTpa Ha To, UTO MposABlEHWe
«Knaccunyeckmx» komnoHeHToB AMNC 1 Tvna vale Habnio-
JaetcA B TeyeHue nepsBbix 10 neT XM3HuW, B nutepatype
BCTPEYaeTCca onuvcaHue n bGornee nosgHer maHudpectauuu
cmHgpoma [15]. NMomumo TpagnUMOHHOrO CeKBEHUPOBaHNA
reHa AIRE, pna yctaHoBneHua guarHosa AlC 1 tnna B Poc-
CMM 1N MUpe MCnonb3yetca onpegenerHne antuten K IFN-w
[16-18]. B npeacTaBneHHbIX KNMMHNYECKUX Cly4Yasax npume-
HANUCb oba MeTofa AMAarHoCTUKKM, npu 3tom AMNC 1 TMna
He Obl/1 MOATBEPXKAEH.

Bo 2 knnHuuyeckom cniyyae CMMNTOMbI ruMnonapaTtu-
peo3a MacKUMPOBaNNCb MPOABIEHUAMN SMNUAENCAN, YTO
He NOo3BOJIANIO BOBPEMsA AMArHOCTMPOBATb rMMOKanbLue-
MMIO U HayaTb MATOreHeTuYeckoe NieyeHre. B paHHoM cry-
Yae obpaljaeT Ha cebs BHUMaAHKE OTCYTCTBME HACTOPO-
MKEHHOCTW CMEeUrannucToB B MOWCKE PeaKux SHOOKPUHHBIX
3aboneBaHwui.

B 3 KNMHUYeCKOM Ciyyae runoKanbLmeMmyeckne cyno-
poru U3HavyasibHO OblNN MAEHTUPULMPOBAHDBI Kak Gpebpunb-
Hble Ha pOHe TAXKESIoro TeYeHNa reHepanm3oBaHHol b6akTe-
puanbHoi nHobekumm. CnyumnBlLasnca B fanbHellemM noteps
CO3HaHMA, C YYeTOoM BO3pacTa NaLMeHTa, pacueHeHa Kak
0OCTpasn HeBposornyeckas natonorvs. Jinwb npu ncknoye-
HUW NocCNefHeN, NaumeHT Obll HanpaBeH B SHAOKPUHOSO-
rMUYECKMIN CTaumMoHap, rae 6bu1 yCTaHOBMIEH AMArHO3 1 Hava-
Ta afileKBaTHasA Tepanua. BaxHo, uTo Ha GOHe JOCTMKEHMS
OKOJIOLENEBbIX 3HAUYEeHW KaNbLMeMU/ HEBPOJNIOrmyeckas
CMMMTOMATVKa MOSIHOCTbIO perpeccrpoBana. pkas KnvHu-
yeckas KapTiHa Ha ¢poHe MHEKLMOHHOrO NpoLecca, OTCyT-
cTBUE Y6eamMTenbHbIX aHAMHECTUYECKUX AaHHBIX (Onepauus
B 06nacTu wewn B 9-neTHeM BO3PaACTe), 3aCTaBWIN KIUHULIA-
CTOB VCK/IOUNTD, B MEPBYIO oUepeb, 00LEenN3BECTHbIE XKI3-
HeyrpoxatoLme COCTOAHNA CO CXOOQHOW KIMHUYECKOW Kap-
TUHOW, He NPUHMMAA BO BHYMAHMWE rMnonapaTupeos.

[MnokanbumemMna ABNAETCA LUMPOKO PacrnpoOCTPaHeH-
HbIM siBNeHueM (0o 88%) y TAXesbiX O0SIbHbIX U3 OTAENEHUN
WHTEHCVBHON Tepannm, B TOM Ynciie No NpuUYnHe nHbekum-
OHHbIX 3a6051eBaHNN. Tem He MeHee, MeXaHN3Mbl ee Pa3BuU-
TUA 0O KOHLA He M3yYeHbl, OCHOBHbIE TMMOTE3bl BKIOYAOT
B ceba peduunt 1,25-gurngpokcreutammHa D3, noBbiweH-
Hbll YPOBEHb KanbUWTOHMHA MPU CUHOPOME CUCTEMHOW
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KNUHUYECKIMI CNYYAW

BOCMANMTENbHOWN peakumm nnv n3bbITOYHOM CeKpeLun npo-
BOCMaNUTENbHbIX LUTOKMHOB (B TOM Y/Cie NHTEPNENKNHDI 1
1 6 TMNOB, paKTOp HeKpo3a onyxonu anbda). Tem He MeHee,
rMMNoKanbLeMUA B TaKUX Cllyyasx obpaTriMa 1 CBsizaHa C Ky-
NMpoBaHNEM OCHOBHOrO 3aboneBaHus [19]. B nutepatype
HeT NpAMbIX AoKaszaTenbCcTB nospexxaeHna OLLXK Ha doHe
cencuca. bonee Toro, B nunotHom nccneposaHun Carlstedt
et al. 6bI510 NOKA3aHO, UTO Cpean NaunMeHToB U3 6JI0Ka VH-
TEHCUBHOW Tepanuu (B TOM yumcne rocnyTann3mpoBaHHbIX
no noBofy cerncurca) yalle Habnoganach runokanbuemms
1 NOBbILWeHHbIN YpoBeHb [TT, nocnegHee accounnpoBaHo
C MAIOXNM He6MaronpUsATHbIM ncxogom [20].

B nutepatype, onucaHbl Cilydyan OTCPOYEHHOrO pas-
BUTUA MNOC/TEONEepPaLuoHHOro runonapaTnpeosa Cnycrd
3,5 [21], 10,15 [22], 19 [23] neT 1 33 ropa [24]. Makcumanb-
HbI ONUCAHHBIN Nepuog OTCPOYEHHOTO Pa3BUTUA NOC/EO-
nepaumroHHOro rmnonapaTMpensa B UCXoe XUpypruyecko-
ro BMellaTeNbCTBa Ha OpraHax Leun coctaBun 36 net [25].
JaHHbIN peHOMeH 06bACHAETCA BO3PACTHBIM HAPYLLUEHVEM
KpoBOCHabxeHnA ocTaBenca TkaHyu OLLK, uyto npusoant
K gekomneHcaumm ¢ocdopHo-KanbLmeBoro obmeHa n ma-
HudecTauum 3aboneBaHnA. YuutbiBas OTCYTCTBME [OKa3a-
TeNbHbIX AaHHbIX 00 accouuauum CenTumyeckoro Bocnase-
HuA ¢ noBpexaeHnem OLLXK n Kak cneactBme pasBuUTUEM
rMnonapaTtupeosa, OTCPOYEHHbIM MocseonepaumnoHHbIN
rMrnonapaTMpeo3 npefcTaBiseTcd Hanbonee BepOSTHON
NPUYNHOW Pa3BUTKA 3ab0NEBaHNA B Hallem HabnoaeHuw,
npu 3ToM MaHndecTauus npovsoLna yepes 42 roga nocse
onepauuu.

3AKNIOYEHUE

HecmoTpA Ha HaKOMMEHHbIN OMbIT NO BEAEHUID Mauu-
€HTOB C rMMnonapaTtnpeosom 1 MMeLmnecsa AMarHoCTu-
yecKre pecypchbl A ero BbisiBIeHUA, 60MbLUOW NPOLEHT
YCTaHOBJIEHHbIX CJlyyaeB 3abosieBaHMA OCTalOTCA nanona-
TUYECKNUMMU.

MHoOXecCTBeHHble KNMHNYeCKne NpoABeHUA rmrnonapa-
TUPeOo3a 3aYacTylo CKpbIBAlOT 3abofieBaHue Mog mMackamu
ApYrvx NaTtonorum, YTo YA IMHAET BPpemMA NOCTaHOBKM OKOH-
YyaTesIbHOro ArnarHo3a v otganseT Ha3HavyeHue naToreHeTu-
yeckowm Tepanunu.

MNpw nogTeBepxaeHUN rmnonapaTMpeosa Hexmpypruye-
CKOW 3TMOJIOTMN HEOOXOANMO MPVIMEHEHE BCEX U3BECTHbIX
Ha CerofHAWHWA AeHb ANArHOCTUYECKUX WMHCTPYMEHTOB
INA YTOYHEHUSA STOMOrY 3ab0neBaHus.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcmpoBaHua. [laHHOe nccnefoBaHye BbiMOIHEHO
B paMKax rocyjapCcTBeHHOr0 3aflaHnA «Bcepoccuinckuin peectp nayneHToB
C XPOHMYECKUM rnonapaTnpeo3omM Kak OCHOBa ONMTUMU3aLUK 1 BHeApe-
HVIA NepCOHanV3MpPOBaHHOIO NOAXOAA [N1A YNyULIEHNA KauyecTBa OKasaHuns
MeAULMHCKOM nomolym HaceneHuio Poccniickon Qepepauunmy, perncrpa-
LMOHHbIN Homep HNOKTPAAAA-A20-120011790168-2.

KoH}nuKT nHTepecoB. ABTOpPbI AEKNApUPYIOT OTCYTCTBME ABHbIX
N MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacTosALWEN CTaTbM.

Yyactue aBTOopoB. ApoHacbeBa T.M. — nonyuyeHue, aHanu3 JaHHbIX
N MHTeprpeTauma pesynbraToB, HanmncaHue ctatbu; Koeanesa E.B. — no-
nyyeHWe, aHanNM3 JaHHbIX U VHTeprpeTaLysa pe3ynbTaToB, BHECEHNE B PY-
KOMWCb CYLLECTBEHHON NPaBKU C Liebio MOBbIWEHNA HAayYHOW LIEHHOCTN
cTatby; EpemkuHa A.K. — nonyuyeHue, aHanu3 gaHHbIX U MHTeprpeTauua
pe3ynbTaToB, BHECEHME B PYKOMUCh CYLLECTBEHHOW MpPaBKW C Lefblo Mo-
BbILLEHWA HAaYy4YHOWN LeHHOCTK cTaTby; Mokpbiwesa H.I. — cylecTBeHHbI
BKJ1afi B KOHLIENUMIO N AV3aliH NCCNIeAOBaHNA, BHECEHNE B PYKOMUCH Cy-
LLeCTBEHHOW MPaBKM C Le/blo MOBbILIEHNA Hay4YHOW LIEHHOCTW CTaTbu.
Bce aBTOpbl 0f06pYnv GUHaNbHY0 BepCuio CTaTbl nepep nybnukaumen,
BbIPA3WIN COrflacne HeCTV OTBETCTBEHHOCTb 3a BCe acneKTbl paboTbl, nog-
pasymeBaloLLyto Haanexallee nsyyeHue 1 pelleHne BoNpoCoB, CBA3aHHbIX
C TOYHOCTbIO UM AOBPOCOBECTHOCTbLIO NOOON YacTn PaboTbl.

Cornacue naumeHTa. MauyeHTbl JO6POBOIBHO MOANMCANN UHPOPMU-
poBaHHOe corniacue Ha Ny6avKaLmio nepcoHanbHON MeaNLIMHCKON MHbop-
Mauum B o6e3nmueHHon popme.
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