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PekomMOMHAHTHBIN mapaTropMoH (1—34) 114 JeyeHus runonapaTupeo3a
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'OIBY «HaumoHaAbHbIN MEAULIMHCKWMIA MCCAEAOBATEABCKUIA LIEHTP IHAOKPUHOAOrMM» MuH3apasa Poccumn, Mocksa, Poccus; 2OTAOY
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[MnonapaTnpeos sBASIETCS OAHUM M3 OCHOBHBIX MPOSIBA@HWI ayTOUMMYHHOIO MOAMIAQHAYASIPHOTO cMHApoma 1-ro Tuna. lMpe-
napatamu BbIOOpa AASI AeHeHMe runonapaTnpeosa AlobON 3TMOAOTMM Ha CETOAHSIHWUA A€Hb SIBASIOTCS FTMAPOKCMAMPOBAHHbIE
npenapatbl BUTammHa D. Aedenne npenapaTamu BuTammnHa D no3BOASIET HOPMAAM30BaTb M MOAAEPXKMBATHL HOPMAAbHbIA YPOBEHb
KaAbLIMSt AOCTAaTOYHO 3(PheKTUBHO. ONbIT NPUMEHEHNS PEKOMOMHAHTHOIO NapaTropMoHa AASt A@HEeHMs FTrnonapaTMpeosa B Mupe
O4eHb OrpaHMyeH, NoKa3aHWs AASl €ro NPUMEHEHNS He onpeaeAeHbl. OAHAKO B MOCAEAHee Bpems MOSIBASIETCS BCe BOoAbLIe MyOAn-
Kaumii, B KOTOPbIX OTPa)KaeTCsl OMbIT A@HeHMsl NapaTropMOHOM MALMEHTOB C FMNONapaTMPEO30M.

Mpu ayTOUMMYHHOM MOAMFAQHAYASIDHOM CMHAPOME 1-rO T1na BBUAY MHOFOOBPa3ns ero KAMHUHYECKMX MPOSIBAEHUI 3aMEeCTUTEAb-
Hasi Tepanusi HePEeAKO MPUBOAWT K TPYAHOCTSIM B AOCTMXKEHMM KOMMEHCaUunMn. YacTo pa3BmMBaeTCst ayTOMMMYyHHasi SHTeponaTus,
KOTOpast MPUBOAMUT K TSXKEAbIM HapyLEeHUSIM BCACbIBAHWUS HYTPUEHTOB M A€KAPCTBEHHbIX CPEACTB B KMLWeEYHUKE U HeahdeKTHB-
HOCTM 3aMeCTUTEAbLHOM Tepanuu, YTo TpebyeT 0CoBOoro NOAXOAA M AOMOAHUTEAbHbIX PEKOMEHAALIMI MO A@HEHMIO 3TUX MaLMneH-
TOB C COYETAHHOM NaTOAOrMel HECKOAbKMX OPraHOB M cuCTeM. B AaHHOWM cTaTbe onucaH nepsbliit B POccun onbIT NnpumMeHeHns
TepunapaTuaa B pexxmme NOMMNOBOM Tepanmu y NauMeHTKM C rnonapaTMpeo3om B pamkax ayTOMMMYHHOTO MOAUTAQHAYASIPHOFO
CMHAPOMA TSKEAOTO TeYeHusI.

Katoyesble croBa: ayTOMMMYHHBIA MOAMIAAQHAYASIPHBIA CMHAPOM 1-ro Tuna, rurnonapatmMpeos, marbabcobums, napaTropmoH,
MTri—34.

Treatment of hypoparathyroidism with the recombinant parathyroid hormone (1—34) in a female
patient with type 1 autoimmune polyglandular syndrome: the first experience in the Russian

Federation
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Hypoparathyroidism is one of the major symptoms of type 1 autoimmune polyglandular syndrome. Currently, vitamin D prepara-
tions are the treatment of choice for hypoparathyroidism of any etiology. The treatment with these medications is quite effective
to normalize and maintain calcium level. The world experience in application of the recombinant parathyroid hormone for the
treatment of hypoparathyroidism is very limited and indications for its use are not determined. However, there are increasingly
more publications reflecting the experience in treatment of patients with hypoparathyroidism with the parathyroid hormone.
Type 1 autoimmune polyglandular syndrome is characterized by multiform clinical manifestations and for this reason it is often
difficult to achieve compensation using replacement therapy. Autoimmune enteropathy often develops, which leads to severe
malabsorption of nutrients and drugs in the intestine and inefficient replacement therapy, which necessitates a special approach
and additional recommendations for the treatment of these patients with combined pathology of several organs and systems. This
article describes the first Russian experience in the use of teriparatide pump therapy in a female patients with hypoparathyroidism
as a part of severe autoimmune polyglandular syndrome.

Keywords: type 1 autoimmune polyglandular syndrome, hypoparathyroidism, malabsorption, parathyroid hormone, PTH1—34.

AYTOMMMYHHBI ~ TOJUTIAHAYISIPHBIA ~ CHHIPOM

JIAaHHOTO 3a00JIeBaHUSI He pa3pa60TaH0, a IJId JICYCHUA

1-ro tuna (AIIC 1-To TMIIa) — peaKoe MOHOTEHHOE 3a-
OosieBaHMe, XapaKTepusylolleecsl TpeMs OCHOBHBIMU
KOMIIOHEHTAMU: XPOHMUYECKUM  KOXHO-CITU3UCTHIM
KaHIUI030M, TUTIOTIaPaTUPEO30M U TIEPBUIHON HAIIO-
YEUHUKOBOM HEIOCTATOUHOCTHIO, KOTOPBIEC Pa3BUBAIOT-
¢y OOJIBIIMHCTBA TAIIMEHTOB B JETCKOM BO3pacTe.
Taksxe pa3BuBaeTCsl ayTOMMMYHHOE IMTOpakeHUE APYTUX
SHIOKPUHHBIX (CaxapHbIi 11abeT, TMIIOTUPEO3, TUIO-
TOHAIM3M) U HEIHIOKPUHHBIX OPTaHOB (ayTOMMMYH-
Hasl SHTePOTaTHsI C CHHIPOMOM MajibabCOpOIINM, ayTO-
WMMYHHBII TeTIaTUT, ayTOUMMYHHBI WHTePCTUIINAIb-
HBI HEPPUT U [Ip.), YTO 3aUACTYIO OCTOXKHSIET JICUSHMUE.
B HacTosiMit MOMEHT TAaTOreHETUYECKOW TePATTUK JIJIsT

SHIOKPUHHOM HEZOCTaTOYHOCTU MCITOIB3YEeTCS 3aMe-
ctutelibHas Tepanus [1].

I'mmomapaTtrpeo3 SIBISICTCS OTHUM M3 OCHOBHBIX
kommioHeHTOB AIIC 1-ro TMma u pasBuBaeTcsa y 75—
80% mnauuenroB [2]. s jedeHUs rMIoIapaTUpeo3a
IpernapaTaMy BEIOOpa, B COOTBETCTBUM CO BCEMH MEX-
TYHAPOIHBIMU PEKOMEHIAIIMSIMHU, SIBIISIOTCS THIPOK-
CWJIMpOBaHHEBIe TIpenapaThl ButamuHa D [3]. B HacTos-
T MOMEHT TIpeIapaThl MapaTropMoHa He 3aHUMAIOT
BEIyIIEro MeCTa B JICUCHUU THUIIOIIapaTUpeo3a 000t
STHOJIOTHH TI0 PSIIy IPUINH (HEOOXOIMMOCTD eXKeTHEB-
HBIX WHBEKIWI, BHICOKASI CTOMMOCTh JICUYCHUS, BO3-
MOKHOE OTPUIIATSIFHOE BIMSIHIE Ha KOCTHBII MeTa0o-
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KomrioHeHT 3a00sieBaHUs
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Tepanus
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I'uapoxopTusoH, GayIpoKOPTU30H
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OTUHUIICTPAAUON+Ee30recTpel,
3CTPaANOI+IUTUAPOTreCTEPOH,
STUHWISCTPALUOI+IPOCIIEPUHOH

JIN3M, TIOBBIIIIEHNE KOCTHOM Pe30pOIINH TIPH TTOCTOSTH-
HOM HCITOJTb30BaHNH, a TAKXKE BO3MOXHOCTb HOpMaJI-
3allMU ¥ TOAAep>KaHUsI HOPMAJIBHOTO YPOBHS KaJIbIIHS
npenaparamu ButamuHa D). OmHaKo B ImociieqHee Bpe-
MsI TIOSIBIISICTCST BCe OOJIbIIe IMyOJIMKAIIMii, B KOTOPBIX
OTpPaKaeTCsl OIBIT JICUCHUS TAlIMEHTOB C TUIIONapaT-
peo3oM TapaTropMoHOM [4]. OcoGEeHHO 3TO aKTyaJIbHO
B TeX CJIydJasx, KoTma JIeueHHUe IperapaTaMi BUTaMU-
Ha D 1o kakum-To npuuyrHaM Hea(PEeKTUBHO UJIU CO-
MPSKEHO CO CIIOXHOCTSIMU B TTog0ope 103bl. OTHUM U3
TaKUX OCJOXHSIOMMUX (PaKTOPOB SBISICTCS CHHIPOM
MajibabCcopOLMK, KOTOPbIi BeTpeuaeTcs y 25% naLueH-
ToB ¢ AIIC 1-TO THIIA ¥ CITY>KUT MIPUINHOK HapYIICHUS
BCACBhIBAaHUSI JICKAPCTBEHHBIX ITPEIIApaTOB M3 KETyI0U-
HO-KUIIIEYHOro TpakTa [5].

B maHHOIT cTaThe MpencTaBlICH IEePBBIA KIMHUYC-
CKUIi1 OIBIT MPUMEHEHNST peKOMOMHAHTHOTO 1—34 ma-
patropMoHa (Tepumapatun) B Poccum y TalimeHTKH ¢
ATIC 1-ro Tuma u TSKEJBIM CUHIPOMOM MaJibabcopo-
WU,

Onucanume cayyas

IManmenTtka N, 28 ner, Hadmoxaizacs B DHII M3
P® ¢ 13 ner mo nosoxy AIIC 1-ro Tna, KOTOPHIA OBLT
YCTaHOBJICH HAa OCHOBAHMU KJIMHUYECKUX MPU3HAKOB
(coyeTaHue XpOHUYECKOI MEPBUYHOI HAAMOUYESUHUKO-
BOIl HENOCTAaTOYHOCTH, TMITONapaThpeo3a U XPOHUYE-
CKOTO KOXHO-CJIM3UCTOro KaHaumo3a) (CM. Taoauiy) 1
TMOATBEPXKIECH pe3yabTaTaMU MOJIEKYJISIPHO-TEHETUYEe-
ckoro uccnenoBanus reHa A/RE (BbisiBieHa TOMO3UTOT-
Hasg myTtanus R257X). ITameHTKa OT HEPOICTBEHHOTO
Opaka M3 MOHOXOPHAJIbHOM JBOWHU, Yy CECTPhI TAKXKe
ycraHoBjeH nuarHo3 AIIC 1-ro tumna.

Y neBouku B Bo3pacTe 4 JeT BIEpPBbIC IMOSBUINCH
MpU3HAKW TPUOKOBOTO MOpaXKeHUsT HOTTei U KOXHU, HO
CIIeIIMaJIbHOTO MTOIOJHUTEIBHOTO OOCIeIOBaHUSI HE
npoBoauiaock. B Bo3pacte 10 et oHa Oblia rocIIUTaIN-
31pOBaHa B COCTOSIHUM KpHU3a HAATIOYEUHUKOBOI HEI0-
CTaTOYHOCTH (TUMIOTOHUSI, OOJU B XKUBOTE, TUTIEPKAJIH-

eMust 6,9 MMOJIb/J1, TUIIOHATpUEMUS 96 MMOJIb/J1); B TO
JKe BpeMs Obljla BBISIBJICHA THUITOKATbIIMEMUs (KaIbLIi
obmmii 1,2 mmons/m). bein 3armogo3pen AIIC 1-ro tuma
W Ha3HaueHa Tepamusl mpeaHusojoHoM (10 Mr/cyT),
daynpokoptnzoHoMm (koptuHedd, 0,025 mr/cyr), Xo-
nekanbiudeponom (Burantoi, 9000 En/cyr) u npemna-
patamu Kaibuus (450 mr/cyt). B ODHILI neBouka BIep-
BBIC TIOCTYITIJIA B Bo3pacTe 13 J1eT: TOMUMO TpeX OCHOB-
HBIX KITMHIIecKnX KoMrmoHeHToB AIIC 1-to tuma (xpo-
HUYECKU KOXHO-CIIM3UCTBIM KaHIWI03, IepBUYIHAS
HaIMOYECYHNKOBAS HEAOCTATOYHOCTh W THITOITapaTHpe-
03), IPYIuX IPOSIBIICHUI 3a00jieBaHUS HAa TOT MOMEHT
BBISIBJICHO He ObI10. OOHapyXeHa OCJIOXKHEHHas KaTa-
pakTa, KOoTopas SBJISIach CJICICTBUEM IJIUTEIBHO CY-
IIECTBOBABIICH TMITOKaIbleMut. OTMeYaInch IprU3Ha-
KJ TEePeao3uPOBKU TTIOKOKOPTUKOUIOB [BhIpasKeHHAsI
3agepxkka pocta — SDS pocra —4,36), MAaTpOHU3M, -
MepTPUX03 Ha JINIIE U CITMHE, OCTEOTIOPO3 IMTOSICHIIHOTO
OT/IeJ1a TO3BOHOYHUKA (Z-score = —4.,6)), BhIpaxKeHHasI
runokanburemust (0,6 Mmojib/i1) u runepdocharemust
(3,61 mmomb/n)]. JeBouka Oblia IepeBeieHa Ha THU-
JIPOKCUIMPpOBaHHBIC (popMbl BUTaMuHa D (aimbgakaib-
oumoi, 2,25 Mr/cyr), IpemHu30J0H ObUI 3aMEHEH Ha
TUAPOKOPTU30H (KopTed) B 3aMECTUTENIBHON 03¢
10 mr/m?/cyT.

[ManuenTtka peryisipHo 1 pa3 B 6—12 Mec mpoxonu-
na obcnenosanue B DHIL. Kannnno3Hasa nHbeKus ya-
CTO pelUAMBUPOBAJIA C IIOPAKEHNEM He TOJIbKO CIIU3H-
CTOH TTOJIOCTH pTa M HOTTEH, HO U KOXHBIX TIOKPOBOB,
yTo y mauueHToB ¢ AIIC 1-To THIIa BCTpedyaeTcsT peaKo.
Taksxe ObLI BBISIBIIEH TpUOKOBBIM 330(arut. [eBouka
bostee 3 pa3 B TOI TMOJIyYajia KypChl CUCTEMHOM IIPOTH-
BOTpUOKOBOIT Tepanmuu (PIyKOHA30JI0M, a TAaKXKe MeCT-
HOI TPOTMBOrPUOKOBOK Tepanuu (pazHooOpasHbie
IIPOTUBOTPUOKOBEIC KpeMbl, Ma3H, jJaK). s JedeHust
KOXU TIPUMEHSUTACh TaKKe MECTHas Tepaltsl TIIFOKO-
KOPTUKOMTHBIMUA Ma3sIMU C XOPOIITUM 3(D(HEKTOM.

B 21 ron 6bu10 BriepBble 3apUKCUPOBAHO TTOBLIIIIE-
Hue nedeHoYHBIX depmeHToB: AJIT mo 158 EIN/n, ACT
mo 185,3 Ell/n, ITTII mo 153 EJ/n. Crneunduyeckux
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AHTUTEJ K aHTUTeHaM MeYeHU BbISIBIEHO He ObL10. Of-
HaKoO, YYMTbIBasi HEOJHOKPATHOE MOBBIILIEHUE YPOBHS
TpaHCaMUHAa3, UCKIIOYEHUE BUPYCHBIX TEMaTUTOB, a TaK-
Ke Hanuuue noarBepxaeHHoro AIIC 1-ro tuma, ObL1O
3aI10I03PEHO CTePTOe TeUeHe ayTOMMMYHHOTI'O TeraTu-
Ta. B 9TOM ke Bo3pacTe Ha OCHOBaHUY HapyLIeHUS] MEH-
CTPYaJIBHOTO LIMKJIA, IToBbIIeHNs ypoBHel JIT 1 ®CT u
CHUXEHUS YPOBHSI 3CTpaauosia MauueHTKe ObUl ycTa-
HOBJICH IMarHO3 «[IEPBUYHbBIN TUTIOTOHATN3M» Y MHUIIU -
MpOBaHa 3aMeCTUTEIbHAsI Teparusl MOJOBbIMU CTEPOU-
gamu. C 20 jgeT y nauMeHTKU MOSIBUIMCh MTPU3HAKKU oYa-
roBoii ajorennu. B Bo3pacTe 26 JieT mociie Xupypruye-
CKOTO JIeUeHUsI OCJIOKHEHHOU KaTapakKThl Ha JIEBOM TJla-
3y ObLJ1 0OHAPY>KEH MUTMEHTHBIN PETUHUT CO 3HAYUTEIb-
HOI1 moTepeit 3peHus1 (10 3TOro HaJIMYKMe KaTapakThbl He
MO3BOJISIO TTPOBECTU OCMOTP IJIa3HOTO JHA U OLIEHUTh
COCTOSIHME ceTyaTku). Takke y malMeHTKU UMEeeTCs Th-
nonaausus 3yoHoil amanu. B TeueHue mocieqHux He-
CKOJIbKHUX JIET OTMeYaeTcsl CMHycoBasi Taxukapaus (120—
130 ya/MuH), reHe3 KOTopoii octaeTcsl HesicHbIM. Hapy-
IIEeHUN (PYHKLUMU IIUTOBUAHON >Kesie3bl BBISIBIEHO HE
obu10. Ilo moBomy TaxukapAuyd Ha3HayeHa Tepamnus
[-0610KaTOpaMu € MOJOXUTENbHBIM 3 (PEKTOM.

C 18 n1eT y nmaiyeHTKU MOSIBUIKCH XKaJlo0bl Ha 3a10-
pbl, 00U B XKMBOTE, B CBSI3U C YeM ObUIM MPOBEICHbI
racTpo- M KOJOHOCKOMHWSI W BBISIBJIEHBl MErakoJiOH,
JNVICKWUHE3Us XKeIYEeBbIBOAALIMX TyTeH, aHTPaJIbHBI ra-
crput. Tepanus ciaOUTeNbHBIMU CpeacTBaMU, dep-
MEHTaMM MOIKETYIOYHOMI Kese3bl, Ca3MOJIUTUKAMU,
npoduoTukamu 6e3 3HauuMoro 3¢ gexkra. OT™Meuanach
TEHIEHLMS K TUITOKAJBLIMEMUSIM, YTO TPEOOBAIO MOBBI-
1eHus1 103 albpakaiabuuaoaa. Ha oHe nepeno3upos-
K1 anbdakanbuugoaa (3,5 MKr) oTMedyajach TUmep-
KabLIMeMMs (Kbt MIOHU3UPOBaHHBIN 1,39 MMOJTb/1T),
C YeM MOXHO ObLIO CBSI3aTh OOCTUMAIIMIO, HO Jajiee 3a-
MOPbl COXPaHSIUCh U Ha (hOHEe HOpMOKaibLueMuu. B
3TOM e Bo3pacTte y naunueHTku npu KT obHapykeHO
0OBI3BECTBJIEHNE TTOAKOPKOBBIX siIep TOJIOBHOTO MO3ra
(cuanpom @Dapa). C 20 j1eT MOSIBUIIMCH XKaJ100bI Ha XKW -
KW CTYJI, B3IYTHE XKUBOTA, yXyALIEHUE CAMOYYBCTBUS,
cJ1aboCTh, MapecTe3uy B 00JacTU Juua. Kuakuii cTya
COXpaHSJICS U NP HOPMAJIM3allMU YPOBHS KaJIbLIUs U
HE KyMUPOBaJCsl OOJbIIMMHU J03aMU (PEPMEHTOB MOM-
JKeJyIOouHOU xeye3bl. bbula mpoBeaeHa 33o¢arora-
CTPOIYOJAEHOCKOITMS C OMOTCUEN TOHKON KMIITIKU U BbI-
siBJIeHa aTpodUsl CIM3UCTON TOHKOW KUIIKU, MOpPdo-
Jlormyeckasi KapTuHa cyoaTpoduu Cau3ucToi TOHKOM
KUIIKU. YPOBEHb aHTUTEJ K IJIMaAUHY COOTBETCTBOBAJ
Hopme [4,19 ME/mn (1—12)], yTo TakKe MO3BOJISLIO
HUCKJIIOUUTD LIEJIMAKUIO.

OTMeuanoch CHUXKEHME YPOBHS KaJblIMs B KPOBU, B
CBSI3W C YeM IIOCTENEeHHO IOBbIIIAJach A03a albbha-
KaJpliMIoJIa U MpenapaToB Kajblivs, HO 0€3 MOJIOXH-
TenbHOro 3¢ gekra. IMombiTka 3amMeHbl anbdakaabLiv-
J0J1a Ha KaJbLMTPUOJ — Takxke 0e3 MOJOXUTEIbHOIO
addekTa. [ToTepst KajabliMs ¢ MOUOil OblIa UCKITIOYEHA
Ha OCHOBAHMM CHVIKEHHOM 3KCKpEeIWM Kbl Ha
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¢oHe runokaiblueMun. OO0bsicHeHeM Hed(dEeKTUB-
HOCTH Tepanuu IpenapataMy BUTaMMHA D B BHICOKOM
o3¢ ObLIO Hajduyue CUHApOMa MajibaOCOpOLMUU, U
IJIOXOTO BCAChIBaHUs IIperapaToB M3 KUIIEUYHMUKA.
CuMITOMBI MajbabCOPOLIMKU HE KYNMUPOBAJIUCH BbICO-
KUMM 103aMU (hePMEHTOB MOKETYI0YHOM KeJIe3bl.

B Bo3pacte 24 nieT, B CBSI3U C HEBO3MOXKHOCTBIO 10~
CTUKEHUsI HOPMOKATbLUEMHUU, YaCTO MOBTOPSIIOIIUM-
Csl CyIOPOXKHBIM CUHIPOMOM (CIIaCTUYECKUEe CYI0pOTH
HOT, pyK 1 MUMUYECKMX MBIIIII) Ha (h)OHE OUEHb BHICO-
KOIt no3bl anbdakaabuunona (20 MKr/cyT), NoTpedHO-
CTBIO B YaCThIX BHYTPUBEHHBIX MH(MY3MSIX IperapaToB
KaJIbLIMsI, ObLIO MPUHSITO pellieHrue O TPOOHOM Ha3Ha-
YeHUM TeHHO-MHXXEHEePHOTI'0 ITapaTropMoHa (Tepurapa-
taaa). Ha ¢oHe BBeneHUs1 Tepumnapatuaa B CTapTOBOM
no3e 20 MI/cyT OTMEUaaoCh MOBBIIIEHUE YPOBHS Kajlb-
LIS B TIEpBbIE HECKOJIBKO JHEN Moc)ie Havyajla Teparum.
Ha 18-ii geHb y MauMeHTKU BO3HUKJIIU CUJIbHBIE OOJIU B
KOCTSIX, KYITUPYEeMble HeCTEPOUTHBIMU MPOTUBOBOCIIA-
JINTEIbHBIMU TIperiapaTaMu, HO yepe3 3 JHsS 3TU 00Ju
CaMOCTOSITEJIbHO MCYE3IM M He BO30OHOBJISIMCH Ha
MPOTSDKEHUM BCero mnepuona HabmoneHus. Hopmaiu-
3all1sl YPOBHSI KaJIbLIMS ObUTa TOCTUTHYTA IIPU ABYKpAT-
HOM BBEIE€HUU TepUIlapaTuaa B CyTKU (CyMMapHas 103a
40 mxr/cyt). B mangpHeiinieM mjis moamepxkaHusi HOP-
MaJIbHOT'O YPOBHSI KaJIbLIMSI B KPOBU MallMEHTKE TOTPe-
OoBaJIOCh TPU MHBEKLMU Tepunaparuaa (60—80 mxr/
cyt). TeM He MeHee OTMEUalIMCh TUITOKAJIbIIUEMUU B
paHHME YTPEHHUE YaChl, YTO ObIJIO CBSI3aHO C KPAaTKOBpE-
MeHHOCTbIO 3(dekTa mpenapata. o3a TepunapaTuaa
rmonoupasach SMIMPUYECKU 10 KOHTPOJIEM YPOBHSI
MOHM3UPOBAHHOI'O KAJIbIIMS B TeUYeHUE CYTOK. B cBsi3M ¢
5TUM OBUIO PEIICHO ITOCTOSIHHO BBOAMTD IIperapar o -
KOKHO IMPY TTOMOIIY WHCYJIMHOBOM momIibl. [Ipu aToM
yIaJI0Ch JOOUTHCS ITOCTOSIHHOM HOPMOKAJIBLIMEMHU B
TeueHue cyTok (puc. 1, 2). [Ipenapathbl anbghakaabLUI0-
JIbI OBUIM TIOCTETNIEHHO IMOJTHOCTBIO OTMEHEHBI, M 3TO He
TTOBJIMSUIO Ha YPOBEHB KaJIbLIMSI. DIMU30/IbI TUITOKAIbIII -
eMUIi B TeYeHUE TIOCISTHUX 2 JIET ObLIN CBSI3aHbI UCKITIO-
YUTEJBHO C YMEHbBIIIEHUEM JI03 TepuIiapatuaa (B CBSI3U C
OTCYTCTBMEM Tipernapara). Ha ¢pooHe HopMoKableMuu
YPOBEHb KalbLUYpPUM COOTBETCTBOBal Hopme [4,08—
5,8 MMOJIb/CyT (2,8—8 MMOJIB/CYT)].

CunapoM MaibabCoOpOLMKM TPUBOAWI K Hapylle-
HUIO BCAachIBaHUs IPENapaToB U JEKTPOJIMTOB U3 KH-
mevHuKa. Tak, Hanmpumep, Py JICYSHUM TUTIOTOHATU3-
Ma HEOIHOKpaTHO IPOBOIMJIACH 3aMeHa IIperapaToB
MOJIOBBIX CTEPOUIOB, CBsI3aHHAsI ¢ UX He3(D(hEKTUBHO-
CThIO (COXpaHEHUE HEeperyJIsIpHOrO IIMKJIa, MEXMEH-
cTpyajibHble KpoBoTeueHwus1). [lanmeHTka B pa3Hble Tie-
pyoAbl TOJIydasia pa3jiuyHblie KOMOWHALIMM ITI0JIOBBIX
CTEpOUIOB (3TUHUIICTPAAMO + JIe30recTpest, 3CTpa-
IUOJ + IUTUAPOTECTEPOH, STUHWIICTPAIUOA + NIpo-
criupuHoH). [Ipy NpUMEHEHUM OTHUX M TeX Xe 103
[JIIOKO- ¥ MUHEPAJIOKOPTUKOMUIOB CIYYaIrCh 3TU30bI
KaK KPM30B HaAITOYEYHMKOBOM HENOCTAaTOYHOCTH, TaK
U MepeT03UPOBKHU MPEIapaToB, MPOSIBIISIONIEICS apTe-

PROBLEMS of ENDOCRINOLOGY 2017;63(6):379-384

381



KAMHUYECKMI CAYYAM
1,4
=
2.8 1.2
z 3
58 1}
(=]
)§ g- ‘.eE 08
1
2 06
g gg
Tepanus
AnbharanbIHI0N

20 MET/cyT
\ A
Y

w o A

ITTT(1—34) 40 MEr/cyT B BHIE
HHBEKLHIT

v

Puc. 1. YpoBeHb MOHU3UPOBAHHOTO KaAbLIMSI B KPOBM Y NALMEHTKU Ha (pOHe pa3AMuHOl Tepanuu.

DOI: http://dx.doi.org/10.14341/probl2017636379-384

ITTT(1—34) 80 MET/cYT B BHIE ITTT 1-34

AT AT
Y ¥

=)

=

: - \‘\.’__._\.

o & 1
= % g L
S5 o
2= m ;
s 58 0 12 24 12 24
R Bpems

\ITIT (1-34) 80 MKr/cyT B Biijle HHBEKITHIT A ITTT 1-34 no nomrte j

¥

Y

Puc. 2. KOHUEHTpaums MOHN3UPOBAHHOTO KaAbLIMSI B KPOBM Y MALIMEHTKN B TeueHne AHs Ha Tepanun MTI 1—34 B BuAe uHbekumii (a) u Ha

nomne (0).

pUAIbHOM TUNEPTEH3UEH, MOBBIIIEHUEM MACChl TEa,
TUTMTOKATUEMUEN.

B Bo3pacte 27 neT BO3HUK BIU30[, TSKEJIOM TUTIO-
kanuemuu. [Ipy oTMeHEe MUHEPaIOKOPTUKOUAOB B CO-
yeTaHUM ¢ MH(PY3MOHHOU Teparnueil mpernapaTtaMm Ka-
s (a B JaTbHEMIIEM TIepopabHOM TOTAIlUM MpeTapa-
TOB KaJiisl) ObUT BOCCTAHOBJIGH HOPMaJIbHBIN YPOBEHBb
KaJiusi KpOBHU, a 3aTe€M BHOBb Ha3HAuU€Ha Teparusi MUHe-
PaJIOKOPTUKOUIAMHM. DTIN30 TUITOKATUEMHUHU COTIPOBO-
JKIAJICsl TOBBILLIEHUEM apTepUaibHOTO NaBJIEHUs, Tpe-
O0oBaBIIMM HasHadyeHUs uHruouropos AIID (sHana-
MPUJ), YTO TIO3BOJIMJIO 3aMOAO03PUTh TUTTOKAIUEMUIO,
00YCJIOBJIEHHYIO TIEPEN03UPOBKOI MUHEPATOKOPTUKO-
nnoB. OgHako no3a (ayIpOKOPTM30HA OblIa MUHU-
MasbHO# (0,025 Mr/CcyT), a BO30OHOBJIIEHNE Tepanuu B
TOM X€ 103€ HE MPUBEJIO K MOBTOPHOM TMIOKATUEMUN.
MEI ipearioaaraeM, 4To TUIOKaJIMEMHUST ObLTa CBSI3aHa C
CUHAPOMOM MaJjibabcopOuuu. Ha MOMeHT 1ocieaHero
HaOIOAEHUS MAMEHTKA HAXOAUTCS Ha Teparuu Tepu-
rmapatuaoM B 103¢ 40 MKT/CyT B pexKUMe ITOCTOSTHHOTO
MOJKOXHOTO BBEAEHUSI TPU MOMOILM WHCYJIMHOBOM
TTOMITBI, TUIPOKOPTU30HOM, (IIYAPOKOPTU30HOM, IIO-
JIOBBIMM CTEpOMAAMHU (STUHUIACTPATNON 1 IPOCTIPU-
HOH), OucormnposonoM. Tepanusi TMAPOKOPTU30HOM U

GaYyIpOKOPTU30HOM TpeOyeT yacToit Koppekunu. [1pnu
MPOSIBJICHUM MPU3HAKOB KAaHIMI03a MallMeHTKa T0J1y-
YyaeT Teparuio IPOTMBOIPMOKOBBIMU IIperapaTaMu.
CocrosiHue MalUeHTKU YIOBJISTBOPUTEIbHOE, OHA pa-
0oTaeT, aKTHUBHO 3aHUMAETCSI CIIOPTOM.

Oo6cyxaenue

AIIC I-ro Tmna — penkoe HacJeACTBEHHOE 3a00J1e-
BaHUE, XapaKTepU3ylolleecss ayTOUMMYHHbBIM MOpaXKe-
HUEM psiia CUCTeM U opraHoB. [Ipu aToM 3a0osieBaHUU
HauboJiee 4acTO BCTpEYaroTCs TPU KOMITOHEHTa: Xpo-
HUYECKUI KOXHO-CAU3UCTBI KaHAUI03, TUTIONapaT-
peo3 1 IepBUYHAsI XpOHUYECKash HaNIOYeUHUKOBasI He-
noctaTouyHocTs [1, 5]. Pexe y maumneHntoB ¢ AIIC 1-ro
TUIIa MOTYT HaOIIOAAThCS ayTOMMMYHHBIA TUPEOUINT,
ayTOMMMYHHBII TEMaTUT, ayTOMMMYHHasi 3HTepoIa-
THSI, TUTIOTOHAIU3M, ajonelys, BUTwinro. [IpuuanHoit
3a00J1eBaHUS SBJIETCS HapylleHue MYHKIIMU ayTOUM-
MYHHOTO PpEryjasiTopa, KOTOPbIA KOIUPYETCS TE€HOM
AIRE. DTOT 6€JI0K KOHTPOJIUPYET pa3BUTUE UMMYHOJIO-
TUYECKOU TOJEPAHTHOCTU K COOCTBEHHBIM ayTOAHTUTe-
HaM, a HapylleHue ero yHKIMU TPUBOIUT K pacipo-
CTpaHEHHOMY ayTOUMMYHHOMY Tipoleccy. TeueHue 3a-
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0oJIeBaHUS BapbUPYET; IIUTEIbHOE BPEMSI MOXET MpO-
SIBJIATHCSI JIMIIb OJWMH €ro KOMIIOHEHT WIU Cpa3y pa3BU-
BaTbCsl MHOXECTBO KOMIIOHEHTOB [2, 5].

Hanuyue y maimeHTa HECKOJbKHUX KOMITOHEHTOB
3aTPYAHAET TePAIUIo 3a00eBaHusd. TPyIHOCTU B ITOMI-
Oope Tepanuu YacTO BO3HUKAIOT y MallMeHTOB, UMEIO-
XX CUHAPOM MajibabCoOpOIIMU 13-3a HApYLIEHUsT Bca-
ChIBaHUS JIEKAPCTBEHHBIX IPENapaToB U3 XXeJyIO0YHO-
KUIlIeyHoro Tpakrta. IIpuuuHoi MaabadcopOLUu Mpu
ATIIC 1-ro Tuma MoryT ObITh HapyllIeHHe 3K30KPUHHOI
GYHKIMY TOIKETYI0YHOM XKee3bl U BOCTAIUTEIbHbII
Mpoliecc B CTeHKe KullleyHuka. [TanueHTsl, uMerolme
CUHIPOM MajibabcopOLMu, TpeOyIOT O0Jiee TIaTeIbHO-
ro HaOJIIOACHUS 1S CBOEBPEMEHHOI KOPPEKIIMU J03bI
IJIIOKO- U MUHEPAJIOKOPTUKOUIOB, a TaKXke H03bl I'M-
JPOKCUIMPOBAHHBIX MpenapaToB BUTaMMHA D U Kajib-
us [5].

Hama nmanueHTka cTpagaja CUHAPOMOM Majibald-
copouuu B TeyeHue 10 JjieT, a B TeyeHUE MOCIETHUX
6—8 J1eT y Hee oTMevasiach Pe3MCTEHTHOCTD K Teparuu
npernapaTaMu  ajb(akajJbliUI0Na W KaJbLIUTPUOIA.
YuuThiBas KIMHUYECKYIO KapTUHY MajibaOCcopOLuu,
MaKpoO- U MUKPOCKOMUYECKOE IMOATBEPXKIECHUE aTpo-
GbuUM CIU3UCTON TOHKOTO KUIIEYHUKA, (DIIOKTyauuu
MOTPEOHOCTU B IJIIOKO- U MUHEPAJTOKOPTUKOMAAX, a
TakKe MepeMeHHbI 3 heKT Tepanru MoJOBbIMU CTe-
pouIaMM, MbI IPEINOJOXWIN HapyllIeHUe BCaChlBaHUS
JIEKAPCTBEHHBIX CPEJCTB B KUIIIEYHUKE, B TOM YUCIIE U
npenapaToB ButamuHa D. B cBsI3u ¢ HEBO3MOXXHOCTBIO
JOCTUKEHMSI KOMITEHCALIMW TUIoNapaTupeo3a MaKCH-
MaJbHBIMU J03aMU ajbpakaibluunoia (4To TpedoBaao
MOCTOSIHHBIX BHYTPUBEHHbBIX BBEICHU I KablIWs U CHU-
JKaJIo KaueCTBO XXU3HU MalMEHTKN) ObLIO MPUHSTO pe-
IIeHWe O Tepanuud TeHHO-WHXXEHEPHBIM IperapaToM
naparropMoHa. HecTaOuabHBII YpoBeHb KaJbllUs B
KPOBU B TeUEHUE IHSI, CBI3aHHBIN C MMKAMU U MaJAeHU-
SIMM KOHLEHTpallMU TepurapaTuaa Mpu IBYKPAaTHOM
€ro MOAKOXXHOM BBEIEHUU, O0YCITOBUI HEOOXONUMOCTh
MOCTOSIHHOTO TOAKOXHOTO BBEIEHUs Ipernapara mpu
TMOMOIIY UHCYJIMHOBOM MOMIIbI, YTO MPUBEJIO K MOCTO-
SIHHOM HOpMaJlM3alluy YPOBHS KaJIbIMsl B KPOBU B Te-
YEHUE CYTOK.

Tepanus runomnapaTupeo3a ButamuHoM D u mpe-
napaTaMu KaJibLIMs OPOM SIBJSIETCS 3aTPYAHUTEIbHOM
B CBSI31 CO CJIOKHOCTSIMU B OA0OPE A03bI MperapaToB.
OMMOKM MOTYT MPUBOAUTH K TMITOKATbLUMEMUMN U THU-
nepdochaTypuu WIK TUNIEPKATbLIUEMUU U TUTIEPKATb-
LIMYPUM, YpeBaTOi OTI0XeHUeM (ochopHO-Kalblye-
BBIX KOMIUIEKCOB B MSITKMX TKaHSIX, He(pOKaJbILIMHO-
30M U XPOHUYECKON IMOYEYHON HEeIOCTaTOUHOCThIO
[6, 7]. DTO ompaBABIBACT MOIBITKY 3aMECTUTEILHOM Te-
panuu napaTropMOHOM.

B HacTosiMit MOMEHT UMEIOTCsI iBe (DOPMbI TEHHO-
nHxeHepHoro naparropmoHa: I[1TI 1—34 u ITTT 1—84.
VYxkopouennsiii [TTT" 1—34 (Tepunaparua) npeacTapisi-
eT coboii HaumboJsiee aKTMBHYIO YacThb 4YeJOBEYECKOIo
naparropmoHa. OH 3aperucTpupoBaH IJisl Teparuu Ts-

CASE REPORT

XKenblx popm octeomnopo3sa. ITTIN 1—84 Takke onodpeH
Il Tepanuu TuIonapatupeo3sa [3].

OIBIT NPUMEHEHUsI PEKOMOMHAHTHOIO MapaTrop-
MOHa 7151 JIeUeHUs TUIoIapaTipeo3a Noka orpaHu4eH,
oaHako B juTepatype [4, 8—10] ecTb coobiieHust 00
YCIEIIHOM MCIOJb30BaHUM COOTBETCTBYIOIIMX ITperia-
paTOB y HEOOJIBIIMX IPYIII MAIlUEHTOB.

B TOKCHKOJIOrMUECKMX MCCASIOBAaHUSIX Ha MbIIIAX
ObLT YCTAaHOBJIEH PUCK PAa3BUTHUSI OCTEOCAPKOMBI IpHU
npuMmeHeHuun ITT 1—34 u IITT 1—84. XoTts Mbllnam
BBOIWJIM 03Bl MpenapaToB, B HECKOJIbKO pa3 IPEBbI-
HIalole TepareBTUYECKUe, ITOJHOCTBIO WCKIIIOUMTh
PMCK pa3BUTUSI CApKOMBI y yenoBeka Heab3d [11]. TTo-
9TOMY JaHHbIE MpernapaTbl HEe PEKOMEHIOBAHBI IS
MPUMEHEeHHUs B AeTCKOM Bo3pacTte. OmgHako 3a 10-yet-
Huii nepron ucnoyib3osanus ITTT 1—34 u 6-reTHUIT —
IITI 1—84 He ObLIO COOOIIEHMIT O pa3BUTUU OCTEOCaAP-
KOMBI y JIIOJei, MpUMEHSBILIMX 3TU Mpernapath [12].

B psane pao6or [10, 13] cpaBHUBaIU 2 (HEKTUBHOCTD
IBYKpaTHoro noakoxHoro BeeaeHus I1TI 1—34 ¢ ero
BBEIEHWEM IPU MTOMOIIU WHCYJIMHOBOMN MoMIIbl. bblio
IOKa3aHo, YTO MIOMIIOBOE BBElEHME TIpernapara IpuBO-
AT K MUHUMAaJIbHBIM KOJIEOAHMSIM YPOBHSI KaJbLIMs
KpoBU. Y Hallleil MalMeHTKX Ha (OHE IMOCTOSIHHOIO
MOJKOXHOTO BBEIACHUS TepuIlapaThia IpU MOMOIIU
MOMIIbI YPOBEHb KaJblLMs JOCTUT HOPMaJIbHBIX 3Haye-
HUIi, ero KoyiebaHus B TeUYeHUEe OHS ObLIM HE3HAYM-
TEJIbHBIMU, YTO ITO3BOJIMJIO MOJTHOCTBIO OTKA3aThCs OT
Tepanuu ajbhakaabliUI0I0M U 3HAYUTEIbHO YIyYLI-
JIO Ka4eCTBO KM3HM MallUEHTKU.

3akAoueHue

ATIIC 1-ro Tuma sBAgeTCd PeIKUM HaCJIeICTBEH-
HBIM MHOTOKOMITOHEHTHBIM 3a00JIeBaHUEM, OTHUM U3
OCHOBHBIX KOMIIOHEHTOB KOTOPOTO SIBJISICTCS TUITOTIA-
patupeos. [Ipemaparamu BeIOOpa IJIST JICUCHUS THUITO-
rmapaTupeo3a SIBISIOTCS TUAPOKCUINPOBAHHEIE (Op-
Mmbl BuTamuHa D. Hepenko Ha ¢doHe 31Ol Tepanuu
CJIOXXHO ITOCTUYb HOPMOKAJIBIIMEMUHN 0e3 KoJieOaHUit
YPOBHS KaJIbLIMS B CTOPOHY THIIO- W THIIEPKAJIbIINE-
muii. Ocobast CIIOKHOCTb BO3HUKAET IIPH JICYUSHUH T1a-
meHToB ¢ AITC 1-ro Tuma, KOTOpBIil XapaKTepu3yeTcs
MaylbabcopOIMeit, 3aTpyIHSIONICH BCachIBaHHUE IIpe-
napatoB M3 KulleyHukKa. B ciyyae HeapdeKTuBHOCTU
IIperapaToB BUTaMuHa D 11 monaepkaHus HOpMalb-
HOTO YPOBHS KaJIbIINSI B KPOBU MOXKET OBITh PEKOMEH-
IOBaHAa 3aMECTUTEJbHAsl Tepamnus TeHHO-WHKEHEp-
HBIM T1apatropMoHoM. O4eBUIHBI IPEUMYIIECTBA UC-
ITOJIb30BAHUSI WMHCYJIMHOBBIX IIOMII, TTO3BOJISTFOIINX
6osiee GU3MOIOTUYHO MMUTUPOBATH CEKPEIIIO TTapaT-
TOMOHA ¥ 00eCIIeYnBaTh JOCTUKEHIEe HOPMOKaJIbIIIe-
MUY 0e3 3HAUMMBIX KOJICOAHWIT YPOBHS KaJIbIIUS KPO-
BU B TCUCHUE THS.

JOIIOJTHUTEJ/IIbHASI UTHOOPMALIU S
Wcrounuk dunancupoBanus. VccienoBaHue BBITIOJHEHO Ha
cpenctBa rpaHTa Poccuiickoro HayyHoro cdonma Ne 17-75-30035
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«AyTOMMMYHHbIE SHIOKPUHONATUHU C ITOJMOPTAHHBIMU MOPAXEHUS - Coriacue nanudeHTa. ABTOPBI TTOJIYYWIM TTUCbMEHHOE corjlacue
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Yyeckoe MPOTHO3MPOBAHUE PUCKOB, MOHUTOPUHT, pAaHHUE MPEIAUKTO-  [aHHOW CTaTbU.

PbI, MEPCOHAIM3UPOBAHHAsI KOPPEKLIMS U PeadWIUTALIUSI». ABTOpBI 325BJISIOT 00 OTCYTCTBMM KOH(IMKTA HHTEPECOB.
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