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AeyeHre ayTOMMMYHHOIO
MOAMIAQHAYASIDHOTO CMHApPOMa 1 TMna
y Aeten. [Mnonaparupeos:
TPAAMLIMOHHDbIE MOAXOADI
U NMepCrneKTUBbI

A. B. CoaHueBa', H. B. BoAkoBa?

" beAopyccKmii rOCyAQPCTBEHHbIN MEAMLIMHCKUIA
yHUBepcuTeT, MUHCK

2 BTopas ropoACcKas AeTCKasi KAMHMYeckast 60AbHMLA,
Munck, Pecnybamka beaapycb

AyroummynHbIi nosmraanayasipabiii cuaapom (AIIC) 1 Tuna — 970 MOHOTEHHOE HACJIEACTBEHHOE 3a00/IeBaHue, KIMHUYECKH
XapaKTepu3yeMoe HaJMIieM JIByX U3 TPeX OCHOBHBLIX KOMIIOHEHTOB (THIIONApaTHpeos, IepBUYHas HaIIOYeTHNKOBas He0cTa-
TOUHOCTD M KOKHO-CJMBUCTHIN KaHa1/103). Beero onmcano Gosiee 30 npossaenuit ATIC 1 Tuna, npu 9TOM HAlMEHT MOKET UMETh
10 20 ayronmMyHHbBIX 3aboseBanuil. [loaTomy Benenne manmentos ¢ AIIC 1 tuma TpebyeT MyJIBTHANCIIHIUIITHAPHOTO MOIXO/IA.
B crarbe 1pejcTasieH 0630p JUTEPATyPhI 0 JIEYEHUIO OHON U3 OCHOBHBIX aHA0KpuHonaTuii ATIC 1 Tuia — rumnonapaTupeosa.
KiaccudyecknM MeTOZOM TEPANiK TUIONAPaTHPeo3a sIBJISIETCs TIPUMEHeHNe MPENapaTtoB KaJdblnsd M aKTHBHBIX META00JINTOB
putamuta D. Dyukuuu u 0OMeH IaparropMoHa, BuTaMuHa D, Kajblusi 1 MarHusi TeCHO B3aMMOCBsi3aHbl. KajbluTpuos He
BOCIIPOM3BOANUT Bee (HYHKIMNN MapaTropMoHa. TpagnIinoHHbIN TOIX0 UMEET PSIT HEOCTATKOB: PUCK HEOOPATHMOTO TTOBPEXKIE-
HUSL TI04eK; coxpaHenue rurnepdocdaremnn, 4To crocoO6CTBYeT (HOPMUPOBAHMIO KAJABIHATOB B MSTKUX TKAHSX; HApyIIEHHe
PEMOJIETTNPOBAHNS U MUKPOAPXUTEKTOHUKHI KoCTeil. [[almeHTsl ¢ codeTaHneM THIIONAPATHPEO3a U CHHAPOMA MaIbabcopoIm,
xotopas yacto Bcrpeuaercst pu AIIC 1 tumna, Xyske 0TBeUaloT Ha TPAAULMOHHYIO TEPAIINIO, TAK KaK OHA 110/pa3yMeBaeT HopMa-
JIM3aIUI0 YPOBHS KalbIMs B KPOBH B OCHOBHOM 32 CUeT YBEJMUEHUS €ro MOCTYIUIeHWs Yepe3 KeIy[0YHO-KUIIeYHBIH TPaKT.
B niocsiesiiue fecATUICTHST B KIMHUYECKYIO MPAKTUKY YCIENIHO BHEAPSIOTCS IPENapaThl PeKOMOMHAHTHOTO MApaTrOPMOHA.
Oc0beHHO TIEPCIIEKTUBHBIM CIIOCOOOM €r0 BBEIEHHNST SIBJISIETCST NCIOIb30BAHIE TTOMITBL. [[OMITOBasT Teparist mokasaua XOpoIme
PE3YJIbTaThl B JIEYUEHUH BPOKIEHHOTO 1 TPHOOPETEHHOTO THIIONAPATUPEO3a Y B3POCIbIX 1 JeTeil. PazpaboTka 1 BHEIpeHNe HOBBIX
TEXHOJIOTMIT BBEJEHNUS IPETAPATOB TO3BOJIUT MPHOIN3UTH 3aMecTuTenbHyI0 Tepanuio mpu AIIC 1 tuma x dusnomornaeckomy
XapakTepy CeKpeluy apaTropMOHa, IOBBICUTD Ka4eCTBO JKU3HU MAIlUEHTOB.

KmoueBble coBa: ayTONMMYHHBIH HOINTIAHAYISPHBIN CHHAPOM 1 THIIa, THIIONAapaTHpeos, BUTaMnH D, mapaTtropMoH, JeTh.

AyTOHMMyHHbe/’I MOJIUTJTAHYISIPHBIH  CUHIPOM
(AIIC) 1 tuna — 910 MOHOTEHHOE 3a60/1eBaHKE C
ayTOCOMHO-PEIECCUBHBIM TUIIOM HACJIEOBAHUS, JIJIST
KOTOPOTO XapaKTePHO HaJW4Ke JBYX U3 TPEX OcC-
HOBHBIX KOMIIOHEHTOB (TUITOTIAPATUPEO3, TIEPBUYHAST
HAJIOYEUHUKOBAST HEJOCTATOYHOCTh M KOXKHO-CJIU-
3uCTBII Kauauao3). [3]. Passurue 3abosieBaHust CBs-
3aHO C MyTallUSIMU B FeHe Ay TOUMMYHHOTO PETYJISITO-
pa (AIRE). Ien AIRE kogupyert akrop Tpanckpur-

IIH, KOTOPBIH 9KCIPECCUPYETCs B MeAYJISIPHBIX
KJIETKaX TUMYyCa U WTPaeT BAKHYIO DPOJIb B OTPHU-
[[ATEJIBHON CEJIEeKINH ayTOPEaKTUBHBIX T-KJIETOK U
MO/I/IePKAaHNH TMMYHOJIOTHYECKOHN TOJIEPAaHTHOCTH K
co6crBeHHbIM TKaHsM. Ortceyrersue AIRE npusomur
K BBUKMBAHWIO ayTOPEAKTUBHBIX KJIOHOB, KOTOPBIE
BBIXO/SIT B MepudepiuecKuii KpOBOTOK U 3aITyCKAIOT
ayTOMMMYHHBIN 1ipotiecc B opranax [12]. [laa AIIC
1 THma XapakTepHO HaJIM4Yle aHTUTeJ K Pa3HBIM TKa-
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* AYTOMMMYHHbII renatut

* CaxapHbin amaber
1 TMna

* XpoHuueckue 3anopbl
* XpoHuueckast amapest
* AYTOMMMYHHbI 3HTEPUT

* KaHAMAO3 HOITEBbIX MAQCTUHOK

* Aroneums

* Aepmumt ropmoHa pocra
* MHo>ecTBeHHas runodgmsapHas
HEAOCTaTOUHOCTb

¢ [Mnonapatnpeo3s
* [Mnotupeo3s

* AYTOMMMYHHbI MHEBMOHUT

* AYTOMMMYHHbIX racTpuT
* [epHMUMO3Has aHemms
 KapunHoma »xeayaka

* AcriAeHust

* HaanoueyHwkoBas
HEeAOCTaTOUHOCTb
* Ty6yAOMHTEPCTULMAABHBIN

HedpuT
* HedbpokaabLmHO3

* [epBUYHBIN TMMOrOHAAM3M
(oBapuaAbHas

VAW TECTUKYASIPHas
HEeAOCTaTOYHOCTb)

Puc. 1. MNMposiBaenns AINC 1 Tuna [6]

HSIM UM HeopraHocuelu@uuHbiX anTuresa (K UHTep-
depony-1 a n w, uarepieiikunam 22 u 17) [16].
Pacrpocrpanennocts AIIC 1 tuna HauboJiee BbICOKa
B QOunnsgnauyu, CapauHuy ¥ Cpelii MPAHCKUX eBpeeB
(1:9000—1 : 25 000). B takux crpanax, kak Hopserus,
HIsenns, Cnosenust, CinoBaxust, Poccusa u Ilosibiia,
3abosieBanue Berpedaercs ¢ yacroroir 1 : 90000—1 :
250 000 [8]. VY eBporeiilieB 3abosieBaHue Yalle MaHU-
(ecTupyer ¢ OIHOTO M3 KOMIIOHEHTOB KJIACCUYECKOI
Tpuaibl: Kanauaosa (60—90 % ciyuae), runonaparu-
peosa (32 %) wim HAIOYEIHUKOBON HEJOCTATOYHOCTH
(5%). B 23 % cayqaes AIIC 1 Tura nepBbiMu MposiBJie-
HUSIMU SIBJISTIOTCSI IPyTHE HEDHIOKPUHHBIE TIOPASKEHIS
[19]. B amepukaHCKoii MOMyIANY, HAPOTUB, y 20 %
MAIIMEHTOB KOMITOHEHTBI OCHOBHOM TPUA/IbI OTMEYEHBI
cpemu BYX niepBbix mposisienuii ATIC 1 tuma. B 80 %
CJIy4aeB PETUCTPUPYETCSI Pa3BUTHE B CPEIHEM TIO TPU
HEKJTACCUIECKUX TTIOPASKEHMS JI0 BBISIBJICHUS JIBYX KOM-
rmoHenToB Tpuazsl. Ilamument ¢ AIIC 1 twma mosker
umerb 10 20 ayTOMMMYHHBIX 3a00JI€BaHMH, a BCEro
omcato 6osiee 30 posisiienuii curapoma (puc. 1) [6].

Junarnoctuka AIIC 1 Tuma

[unarnoctnueckue kputepun AIIC 1 tuma:

1. Hanmure MUHUMYM JIBYX KOMIIOHEHTOB M3 KJIac-
CUYecKOl Tpuaibl (KOKHO-CAN3UCTBIN KaH/IU03, TH-
MoTIapaTUpe0s, HaMOYEUHUKOBAsi HEJIOCTATOYHOCTD ).

2. IIposBeHMEe OTHOTO M3 KOMIIOHEHTOB TPHUA/IBI
npu Hammuuu cubea ¢ AIIC 1 tuna.

3. BeisiBiienne Mmyrtanuii o6oux ajiejseil reHa
AIRE [4].

Eme omHUM 4YyBCTBUTETBHBIM W CHEIM(MUIHBIM
(> 95 %) meropom auarnoctuku AIIC 1 tumna sBs-
eTcs OmpefieJieHre aHTUTeN K MHTephepoHy-w, KO-
TOPBIE MOTYT BBISBJISITHCS B TIEPBBIE MECSIIBI JKI3HU 1
IIPEAIIIIECTBOBATH MOSBIEHUIO OPTaHOCTIEIINMDITIECKITX
anturesn [6]. Vccrnenmosanue anTtuten k uHTepde-
poHy-w siBisieTcst 6osiee GBICTPBIM, TIPOCTBIM U Jie-
IIEBBIM THATHOCTUYECKUM METO/IOM IT0 CPaBHEHUIO C
MOJIEKYJISIPHO-TEHETUYeCKUM aHammn3oM. 1lesecoo6-
Pa3HO MPOBEPSITh YPOBEHDb AHTHUTEN K NHTEP(PEPOHY-w
Yy MOJIOABIX MAIMEHTOB C PEIKNMHU TIPOSBIEHUSMU
AIIC 1 tuma: ayTOMMMYHHBIM TelaTUTOM, KepaTorna-
THEH, TeEPUOANIECKON CBITTBIO C TUXOPAIKOH, XPOHU-
YecKOIl auapeeii, TSUKeTBIMI 3aTI0PaMy, ePHUIII03-
HOl anemuent u p. [17].

Jleuenne AIIC 1 tuma

Benenne nanuentos ¢ AIIC 1 tuna tpebyer myJib-
TUUCITUTIIIMHAPHOTO TOJX0/Ia C YYacTUEM CIIerua-
JIICTOB B 00GJIACTH MMMYHOJIOTHU, HMH(PEKIMOHHBIX
6oJie3Hel, 9HAOKPUHOIOTHH, 11yJIbMOHOJIOTHH, Tela-
TOJIOTUHU, TACTPOIHTEPOJIOTUH, IEPMATOJIOTHH, Hehpo-
Joruu, cromatosiornu [6].
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Puc. 2. Moaekyaa napatropmoHa [10]

Tunonaparupeos

TpaanuIMOHHBIM METO/IOM TE€PATIIH THITONIapaTHPeo-
3a SIBJISIETCS TepopasibHOe IPUMEHeHNe TIPerapaToB
KaJIbLIsT U aKTHBHBIX MeTaboguToB BuTamuHa D [7].
[Tpexxe yeM paccMOTpPeTh NMPUHIIUIBI JIEYEHUS Jie-
¢durra mapaTropMoHa, HEOOXOAUMO TMPEACTABUTD
yHKIIMHN 3TOTO TOPMOHA 1 BUTaMuHa D B opranusme.

QDynruyuu napamezopmona

[Tapatropmon (IITT) — aTo mosumenTu, cocTosi-
mmit u3 84 amuuokuciaor (puc. 2). [nsa npelictBus
ropMoHa HeoOXOAUMbBI TOJILKO 1epsble 34 N-KoHIe-
Bble AMUHOKHCJIOTBI, XOTSI MPEAI0JaraeTcsi, 4To Ha
C-KOHIIEBOM (hparMeHTe MOJIEKYJIbI MOTYT HAXOJUTh-
CsT IOTIOJTHUTEJIbHBIE CANTBI JIJIs1 CBSI3BIBAHUS C KJIET-
KaM# KOCTHOI TKaH¥ U MoYedHbIX TpyOouek. ITepros
MOJIY’KM3HU TapaTUPEOUIHOTO TOPMOHA B KPOBH
cocrasisieT 1—2 muH [10].

Opranamu-mutiersivu 1T gBasgiores moyku u
koctu (puc. 3) [10].

1. BinsHue Ha KOCTHYIO TKaHb

ITapaTupeonIHbIii TOPMOH OKa3biBaeT aHaboInuec-
KO€ 1 KaTtaboJINuecKoe AeiiCTBIE Ha KOCTHYIO TKaHb.

Anabosmmueckuii adekT 00yCIoBIIeH CIenyoIu-
MU MeXaHU3MaMU:

1) IIpu npepeiBUCTOM (MHTEPMUTTUPYIOIIEM) Xa-
paktepe cekpernu [ITT BeicTymaer B kayecTBe aro-
HUCTA KaHOHMYECKOro curHaibHoro umyru Wnt/p-
katenus. Ha nmosepxuoctu ocreobmacta Wnt-suras
obpasyeT KOMILIEKC ¢ TpaHCMeMOpaHHBIM PELelTo-
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pom Frizzled u kopenentopom LRP5/6 (Genkom,
CBSI3aHHBIM C PEIEeNTOPOM JIMIIOTIPOTENHOB HU3KOIA
moTHOCTH 5 1 6 TUmoB). /luMepu3aIus 9TUX perer-
TOPOB IPUBOAMT K IMOJABJIEHUIO IPOTEO/N3a OesKa
B-KaTeHMHA W CIIOCOOCTBYET HAKOTIEHUTO MOCETHE-
TO BHYTPH KJIETOYHOTO sA7pa. B sape p-kareHUH CBS-
3prBaetrcs ¢ pakropamu Tpanckpunuuu TCF u LEF n
AKTUBUPYET IKCIPECCUIo TeHOB Wnt-crennpuaHbx
dakTopoB nposmdepanun 1 1udepeHITuaIi 0CTe0-
6sacros (puc. 4) [18].

2) IITT nopaBjser 9KCIPeccuio OEIKOB CKIEPOC-
tuHa 1 DkKk1 — aHTaroHHMCTOB CHUTHAJIBHOTO IIyTH
Wnt/B-kareHun W, cJIef0BaTETbHO, WHTHOUTOPOB
octeorenesa [23].

3) Mosbimraer npoaykuuto EphrinB2 — npoaykra
OCTEOKJIACTOB M 0CTE00JIACTOB, PEILENTOpP KOTOPOro
EphB4 naxoaurcsa na ocreobiacrax. Baaumopeiict-
Bue EphrinB2/EphB4 crnocobcTByer Koolepamnuu
0cTe00JIaCTOB ¥ OCTeOreHesy, mopasiser auddepeH-
IAAIIIO OCTEOKIACTOB [23].

B ycaoBuax runokambimemun [ITT mpossisier
pesopbupyoliee JAeiicTBie Ha KOCTHYIO TKaHb JJIst
HOpMAaJIU3alluKi YPOBHS KaJbllusl B kpoBu. [Ipono-
JKUTEJIbHOE JIeMCTBYE TOPMOHA CTUMYJIUPYET BbIpa-
6otky ocreobsmacramu RANKL (suranga perenropa
aktuBatopa saaepaoro ¢gaxropa kappa-B) u npusogur
K 1peobJiaganuio ero naj ocreonpororepurom. RANKL
CBSI3BIBAETCS C PeEIeNnTopaMu aKTUBAaTOPa SIIEPHOTO
dakropa kappa-B (RANK), pacrosnoskeHHbIME Ha
[PEeAIIEeCTBEHHUKAX 0CTe061acTOB. AKTUBALIUS SIIEP-
noro ¢akropa kappa-B npusoaut k guddepennna-
IIUU KJIETOK-TIPE/IIIECTBEHHUKOB B 3peJIble OCTEOKJIac-
Tbl. OCTEONPOTOreprH — 3TO OEJIOK, KOTOPBIN CeKpe-
TUPYETCs KJIETKaMU CTPOMBI, CJIYKUT CBOEOOPasHOM
soBymikoit st RANKL u, takum o6pasom, HHIHOH-
pyer pesop0buuto KoctHoi TkaHu (puc. 5) [18].

2. AddekTpl B mOUKax

B nedpone IT'TT BoimosiHsieT Tpy OCHOBHBIE (DYHKITUH:

1) cTuMyIpyeT ruIpOKCUIMPOBaHUE 25-THIPOK-
cusutamuta D (250HD) B 1,25-auruapoxcuBura-
mun D (1,25(OH)2D);

Hwuskuin yposeHb Ca?*

Bbicokuin
ypoBeHb Ca?*

\) HOCTyn/\eHme B KPOBOTOK

_ T peabcop6umn KaAbLMS
/ T npoaykupn 1,25(OH)2D

J peabcop6umn chocdopa

IKCKpeumst
C MOYOM

T BcacbiBaHus
KaAbLMS

Puc. 3. Opranbl-muwienm MNTT [10]
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Puc. 4. CxeMa KaHOHMYECKOTO CUTHAALHOTO MyTH
Wnt/B-katenuH [13]

ﬂpeAUJeCTBeHHI/IKI/I
OCTEeOKAaCTOB
Ryl RANKL \@
“ 3 RANK
— —}
>>

Ocreobaact
OCTeonpOTOFepVIH Ocreoknact

Puc. 5. Cxema pe3op6upytowero aevicteus MTI
Ha KOCTHYIO TKaHb

2) obGecrieunBaeT peabcopOIIio Kbl U MarHust B
JIMCTAJIbHBIX TPyOOUKax. B 06paTHOM BcachlBaHUM KaJlb-
MsI YYaCTBYIOT Takue OeJIKH, KaK HaTpUii-KalblHeBbIid
obmennnk, Ca-AT®aza, kansounmun, TRPVS5 u TRPVEG;

3) moBbITIaeT sKCKpenuio ¢pocdaTos, M3MEHS KO-
JmaectBo HaTpuii-ochopubix TpancroprepoB (NpT2a,
NpT2c u PiT1). Harpuii-pocdopusie TpancrmopTepbl
PACIOJIOKEHbI Ha allMKaJbHBIX MeMOpaHaX KJIETOK
IPOKCUMAaJIbHBIX TPYOOUEK ¥ OTBEYAIOT 3a peabcopo-
o docdopa. [laparnpeoniHelii TOPMOH CTUMYJIAPY-
€T HHJIOIUTO3 TPaHCTIOPTEPOB (hochopa, B pesybraTe
UX KOJIMYECTBO HA MMOBEPXHOCTH KJIETOK YMEHBIIIAeT-
csd, u ocdaTsr BeIBOzISITCA ¢ Mouoii (puc. 6) [10, 20].

Qynryuu sumamuna D

B orHoleHnn MuHepasbHOro o6MeHa BUTaMuH D
MMEeEeT TPU OpTaHa-MUIIEHW: KUIIEYHWK, KOCTU W
nouku [10]:

1. TmaBuBIM ero apdekToM SIBISETCS MOBBIIIIEHNE
BCacbhIBaHMS Kayblius U pocopa B TOHKOM KUIIIeU-
HUKE BCJIE/ICTBUE YCUJIEHHS 9KCIIPECCUU HA AalTUKAJIb-
HBIX 9PUTPOIHUTAX TPaHCIOPTePOB Kaibiinsd TRPV6 n
KaJIbOMHIMHA.

2. BuramuH D crioco6eTByeT peabcopOuuu Kaiib-
IIUST B TIOYKax. B 9TOM mporiecce y4acTBYIOT TPOTENHBI
TRPV5, kampounann-D28k, kanpounann-D9k, NCX1,
HATpUI-KaJIbIMeBblli 00MeHHUK. XOTs M [apaTrop-
MOH OKa3bIBaeT M0A00HOe [IeHCTBIE Ha 9TH Ke OeJIKH,
npeamnonaraercs, uto addexrsr IITT B moukax He
onocpenyiores BaustareM 1,25(OH)2D.

3. KajbiuTprosi okasbiBaeT aHabOJIMYecKoe Jeii-
CTBME Ha KOCTHYIO TKaHb IIyTeM aKTUBU3AIUU B
ocreobsactax (akTOPOB TPAHCKPUIIIUU TaKUX Oeji-
KOB, KaK OCTEOKAJbI[UH, OCTEOIMOHTHUH, IEJ0YHAs
docdaraza. B To ke Bpems Buramud D, ctumysnupys
BbipaboTky RANKL 1 momaBJisist IPOAYKIMIO OCTEO-
[IPOTOrepHHA, CIIOCOOCTBYET CO3PEBAHUIO OCTEOKIAC-
TOB ¥ pe30opOIKu KocTHOI TKaHu [10].

4. Xorst 1,25(0OH)2D He obaagaer npsmbiM (oc-
darypuueckum JieificTBUEM, OH MOKET KOCBEHHO
peryampoBaTh KcKperuio dochaToB. YcTaHOBIEHO,
4TO KaJBIIUTPUOJ CTUMYJIHMPYET BHIPAOOTKY OCTEO-
muTaMu U ocreobjactamu akrTopa pocra Gudpo-
6amacros-23 (FGF23). FGF23 gasiserca ogHuM us
Haubosee usydeHHbIX <«bocdoroHuHos». FGF23
cBs3biBaeTcs ¢ nomonipio 6enka KLOTHO c peren-
TopoM dakTopos pocrta ¢ubpobiacros (FGFR1) u
MHTUOUPYET 9KCIPECCUI0 HATpHii-(hochOpPHOTo KOT-
paHcrioprepa-2 B ETOYHON KaeMKe TTPOKCUMATbHBIX
KaHaJbleB B IOYKaX. TakuM 00pasoM, BO3MELIEHMe
negocratka 1,25(OH)2D crioco6eTByeT CHUMKEHUIO
KoHIleHTpanuu ¢hocopa B KPOBU MOCPEACTBOM YCH-
snenust akenpeccun FGF23 [10, 11].

Jleuenune rumoIiapatTapeo3a

1. Jleuenue ocmpoii eunoxaivyueMuu

B ciyuae cuMmTOMaTHYECKON THIIOKAJIbIIUEMUN
(KaprioneaabHbIi CrIa3M, CyI0POTH, JJAPUHTOCTIA3M )
HEOOXOANMO BHYTPUBEHHOE BBeJEHME IpernapaToB
kaubiusa. Haubosiee NPEANOYTUTEIHBHO HCIOJB30-
BaTh IVIIOKOHAT KaJbIUs, TaK KaK 9TO COEJMHEHUE
o0J1aziaeT HaUMEHbIINM HEKPOTUZUPYIOIIUM U CKJIe-
pO3UpPYIONIUM JlelicTBHeM Ha BeHbl. HenormycTumo
OBICTPOE TIOBBIIIEHNE KOHIIEHTPAILMU KaJbIlUs B
KPOBU M3-32 PUCKA CEPJAECYHON AUChYHKIIUN U acuC-
TOJIMU. PeKOMeHIyeTCsl Mpe/iBapUTENbHO Pa3BeCTH
10 Mt 10 % pacTtBOpa TJIIOKOHATAa Kaubiius B 50—
100 Mot 5 % mexcTposbl. PacTBOp BBOAAT MeJICHHO,
B Teuenne 20 muH B 103e 5—20 mut o 10 % pactBOpy
[JIIOKOHATa Kajblnst, HeoOX0[uM MOHUTOPUHT CKO-
poctu cepaeunsix cokpartennii u DKI. [Tocsie Hop-
MaJIM3aI[iY KOHIIEHTPAIUU KaJIbIIUs B KPOBU Tiepe-
XO[AT Ha OoJjiee MeJJIEHHOE TUTPOBAHKE Ipernapara.
[lst aToro 110 M 10 % pacTBopa IIIOKOHATA KaJlb-
[UsST Pa3BOJAT 5 % PacTBOPOM IJIFOKO3BI A0 OOIIEro
obbema 1000 mu. Kak npaBujio, onTuMaabHas CKO-
POCTh BBEJEHMS TAKOTO pa30aBJIEHHOTO IIperapara
JUIST TIOJIIePKAHUST HOPMOKAJIBITUEMUU COCTABJISIET
0,5—1,5 mur/xr/4ac [7].

2. llonzoepemennoe neuenue

Tpaduyuonnas mepanus

3ajiaueil JIeueHust SIBJISIETCST IOCTUKEHNE 11eJIEBBIX
3HaueHMIi JTabOPATOPHBIX MMOKa3aTe el

1) KoHIeHTpaluu 00LIero Kajblus Ha HUKHEN
rpaHuile HOPMBbI;

2) OTCYTCTBUS TUTIEPKATBITUEMU;

3) ypoBHs chiBOpoTOYHOTO (hochopa HA BepxHei
rpaHuile HOPMBbI;
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Puc. 6. Mexannam dpocparypuueckoro aericteus MTI
n FGF-23 [20]

4) 9KCKpEIY KaJIbIHsI C MOYOil MeHee 7,5 MMOJIb/
CyT;

5) Kanbiuii-GpochOPHOrO MPOU3BENEHUsS MeEHee
4,4 mmouib? /%> (TIpou3BejieHre KOHIIEHTPAIMil KaJlb-
s 1 dhocdopa B KpoBn);

6) HOpMaJIBHOI KOHIIEHTPAIUY MarHus B KPOBH;

7) ajieKBaTHOTO cofiepKanus BuTaMuHa D B KpoBH
[7, 14].

IIpenapamuot karvuus

Pexomenjiyemast cyTouHasi 1032 KaJbllusl JUJIST Jie-
teii cocraBisier 30—75 MI/KT IO 3JIEMEHTAPHOMY
KaJIbLIMIO B Buje coueil kapGoHata (comepxkut 40 %
KaJibIust) i rurpata (copepsxkut 21 % snementa).
[IpemapaTsl ycBauBaloTCsI JIydllie IPU IPUeMe BMeCTe
¢ muIIei B Mabix 103upoBkax (10 500 Mr ogHOKpaT-
Ho). CyTrouHas no3a pasjessieTcd Ha 2—4 mpuema.
YcBoenue 1uTpaTa KajblMs HE 3aBUCUT OT MpHeMa
nunm [7].

Ipenapamovt eumamuna D

[list JledeHust MAINMEHTOB C TUIIONAPATUPEO30M
HEOOXOIMMO KCIOJIb30BaTh IpernapaThl aKTHBHOTO
ButamMuta D, Tak Kak B HOpMe T'MJIPOKCUIMPOBAHUE
25(OH)D mo 1,25-(OH)2D B moYkax MpOUCXOIUT
nozn spevictBueM IITT. Tloatomy y meteii ¢ rumonapa-
Tpeo3oM (popmupyetcs 1euIuT Kaapiutpuosa [7].

1,25-(OH)2D HaumHaer AelicTBOBaTH OBICTPO
(B TeueHHE HECKOJBKUX YacoB). IToaToMy OH ya06eH
W JUIs TTPUMEHEHUSI B KavyeCTBe JONOJHUTEIBHOTO
CPE/ICTBA JIeYeHUsI OCTPOH TUIOKaIbIteMun. Cpean
IpernapaToB BUTaMuHa D KaJibIIUTPUOJ IMEET CaMblii
MaJIblil Tlepuo moayBbiBegenus — 4—15 4. C atum
CBSI3aH MEHBLIMU PUCK TUIEPKaJblieMun U GoJiee
CKOPOE CHUKEHME KOHIIEHTPAIIUU KaJIbINs B CJydae
BO3HUKHOBEHUsT 9TOT0 cocTosnust (1,5 cyT 1o cpaBHe-
Huto ¢ 3,4 cyr y l-ampdaranbimanona). Pexomen-
JyeMasi J103a KaJbIIUTPUOJIA JIJISI JI€TEH COCTABJISIET
20—60 ur/xr/cyt 3a 2—4 npuema, HaUMHAs C MUHU-
MaJIbHOM /10361 [7].

Butamun D He BocpousBoaut Bce HyHKIINM T1a-
parropmona. CpaBHUTEJbHAST XaPAKTEPUCTUKA ITUX
JIBYX TOPMOHOB TIpHBe/IeHa B TabJIMIIE.

Puc. 7. MartoreHe3 HecppoAnTHaA3a B NoUKax Ha cpoHe
runepkaabumypum [20]

Takum 00pasoM, TpaAWIIMOHHAS TEpaIis HMeeT
pAIl HeAOCTaTKOB, Haubojiee CyI[eCTBEHHbIE W3
KOTOPBIX:

1) Bricoknii puck rurepkagbIinypun, HedhpoJInTH-
aza, He(POKANBIMHO3a ¥ HEOOPATUMOTO MOBPEXkK/IE-
HUS TOYEK. YBeJWYeHUe KOHIEHTPAIUU KaJblUs B
MIPOCBETE HUCXOSIIEN BETBU NeT/I [eHsie TpuBOaAnT
K M3MEHEHWIO JIEKTPOCTATHUECKOTO MOTEHIINaMa Ha
MyKoOTIoJIMcaxapuaax 6asajibHO MeMOPaHbl BbICTH-
JIAIONIUX KJETOK. IJTO BbBI3bIBAET TPUTSIKEHUE K
MeMOpaHe MOHOB KaJiblius U ocopa U MHUIHALITIO
kpuctasmsanuu. Kpucranaer docdarta n okcamaTa
KaJIbIIMsI IlepeMelialnTcss 13 0asaJbHOil MeMOPaHbI
netsiv [eHsie B TKaHb IOYEUHOTO COCOUKa U (hopMupy-
1oT Tam Kamuan (puc. 7) [20].

2) AxTtuBHbBIE MeTaGOJNUTBHI BUTaMuHa D He 110J-
HOCTBIO BOCIIPOU3BOJAT (hocdaTypuueckoe JeiicTBre
naparropmMoHa, 6ojiee Toro, CocoGCTBYIOT TTOBbBIIIE-
HUIO yPOBHS (hocopa IyTeM yCUIEeHUST BCACBIBAHUST
€r0 B KUINEYHUKE. YBeJTUueHue KoHleHTpamnun (oc-
(haToB B CHIBOPOTKE MIPUBOUT K POCTY KaJbIinii-hoc-
(opHoro npoussesenus, YTO BbI3bIBAET (HOPMHUPOBA-
HUE KaJIbIIMHATOB B COCY/IaX, FOJIOBHOM MO3T€, JIETKUX
u noukax. I[losToMy npy ruronapaTupeose cjaeayer
orpaHnunBaTh HorpedieHue docdopa ¢ mumiei [5].

3) B pesymnsrare peburnura IITT napymaercs
GaJlaHC MEJK/y ITPOIleccaMy OCTEOTeHe3a 1 0CTeope-
30pOLUHI, CHUKAETCS CKOPOCTh «<KOCTHOTO 060POTas.
XapakrepHble THCTOMOPMOJIOTHYECKE U3MEHEHUST
KOCTHOU TKaHW Yy TAIMEHTOB C TUIIONAPATUPEO30M
BKJIIOUAIOT POCT 0ObeMa rybuyaTtoro BeIecTBa, yToJ-
IIEHIEe KOCTHBIX TPa0eKy/Jl U KOPTUKAJIBHOIO CJIOSL.
OIHAKO TaKoe yBeJTMYeHne KOCTHON MacChl He sIBJISI-
ercst GJIArONPUSITHBIM, MOCKOJBKY ISl IPOYHOCTH
KocTeil Heo6X0UMO MOCTOSTHHOe 0OHOBJIEHUE U pe-
MOJIeJIMPOBaHie TKaHU, YTO obecriednBaer ObICTPOe
BOCCTAHOBJIEHNE MHUKPOIOBPEKIECHUN W MOIEPKa-
HUe OINTUMAJbHOW MUKPOApXUTEKTOHUKHU. Koctu
[IPU TUTIONIAPATHPEO3€e CTAHOBSITCS KECTKUMU, TEPsi-
10T THOKOCTD U 1OTOMY GoJiee MOABEPIKEHBI [IEPEo-
MaMm [22].
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CpaBHMTeAbHast XapakTepUCTUKa AMCTBUS KaAbLIMTPUOAQ U napatropmoa [10]

DyHKuMS Kaabuutpuon nir CaeacTBHE

1. MNoBblweHWe ypoBHS

KaAbLMS B KPOBM:

- YCUAEHWe BCaCbIBaHUS + + Puck runepkasbLmemmm, runepkasbLmypmm
B KMLUEYHWKe

- noyeyvHas peabcopbums + ++ lMnepkaAbLMypusi, o6pa3oBaHMe KaAbLMHATOB

B MouykKax, HapyLleHue yHKUMM novex

- pe3op6LMs KOCTHOWM TKaHu + + + HapyLueHne pemoaeAnpoBaHms KOCTHOM TKaHM
2. Ikekpeumst choccopa + (4epe3 akTMBM3aALMIO ++ [oBblweHne KaabLMIi-(poCHOPHOro NPOmM3BEAEHMS,

skcnpeccumn FGF23)

hopMMpPOBaHME KAABLIMHATOB B MSITKMX TKaHSX

3. MNoaaeprkaHne ypoBHS
MarHus B KpOBU:

- YCMAeHne BCaCblBaHUA +
B KMLUEeYHUKe

- noveyHas peabcopbums —

[MnomarHnemus

4) IlanmmeHTHl ¢ coYeTaHWEM TUIIOMapaTHUPeo3a U
CHH/IpOMa MaJibabCoOPOIIMU XysKe OTBEYAIOT Ha TPajIU-
IIMOHHYIO TEPAIHIO, TAK KaK OHA I0/I[pa3yMeBaeT HOp-
MaJIU3alUI0 YPOBHSI KaJbIlUsl B KPOBH B OCHOBHOM
3a CUET YBEJUYEHUS €ro MOCTYIJIEHUS] Yyepe3 Key-
nouno-kumiednbiii Tpakt (FKKT) [6].

IIpenapamoL maznus

Maruwii BcachlBaeTcsi B TOHKOM KHUIIEUHUKE TTyTeM
MacCUBHON maparesumossgpraoit muddysun (Ha 80—
90 %) 1 B MeHbIIEH CTEIeHN C TIOMOIIBIO TPAHCIIOPT-
HbIx Oesko TRPM6 u TRPM7 [1]. Tlomuepskatue
GajlaHca MarHusl B OpPraHM3Me TECHO CBsI3aHO ¢ 00-
menoM sButamuna D, xamenua u IITI. Ussecrno,
gro 1,25(OH)2D crumyipyer BcachlBaHUe MarHusi B
JKKT myrem BimsHus Ha KiuayauHel 2 u 12 — kowm-
MOHEHTBI TIIOTHBIX (3aMBIKAIOIIMX) KOHTAKTOB, yda-
CTBYIOIIME B TTAPAIEJUIIOJISIPHOM TPAHCIIOPTE MarHUs B
kumeyHuke. [TapaTropMoH CTUMYJIUpPYeT abcopOIIio
MAarHus B KUIIEYHUKE, TIOUKAX ¥ BBIXO/I €T0 U3 KOCTHOM
TKaHW. B cBoio ouepenpb MarHuii UTpaeT poJib Kodaxk-
TOpa NpucoeInHennst BUTaMuHa D K ero TpaHcIopTHO-
My GeJIKy — BUTaMHUH D-CBSI3BIBAIOLIEMY IIPOTEHHY
(BACII). Bosee Toro, 25-TupOKCUIMPOBAHUE B TI€YE-
HU ¥ 1a-TUIPOKCHIMPOBAHUE SIBJISTIOTCS MarHUii-
3aBUCUMBIM 1porieccoM [9]. O6MeH Kasibliys 1 MaTHUsT
TaKKe 3aBUCSIT JIPYT OT JApyra. B psizie uccienoBanmii
YCTaHOBJIEHO, 4TO 0OJIblIIOE TOTpebJeHne KasIblust
(60J1ee 1800 Mr/cyT) MOKET IIPUBOAUTD K OTPULATEb-
HOMY OaJlaHCy MarHus 3a cueT ocsiabieHus: peabcopo-
1M1 TIOCTIeZTHETO B rmoukax [21].

[Ipy runomMarHueMuu TTPUMEHSIOT IpernapaThl
MarHus. PekoMmeHIyeMoe cyTodHOe IoTpedsieHue
Maraus cocrasisier 80 mr/cyt amus mereit 1—3 Jer,
130 mr — mus gereir 4—8 ger, 240 Mr gag pereit
9—13 seT u gasee 320 MT /g JIUIL JKEHCKOIO 10JIa 1
420 Mr — g Mmyskckoro. [IurieBbie MCTOYHUKY 3J1e-
MEHTa BKJTIOYAIOT MUHJIJIb, COIO, CEMEHA, 3aPOIBIIIH
HIIEHNI[bI, IIIeHnYHble OTPYyOH, MPOCO, TEMHO-3€-
JieHble OBOINM, (GPYKTHI U MOpenpoaykTsl. Heob-
XOJIMMO YYUTHIBATh, UTO YCBOSIEMOCTH MarHUS U3
MIPOJIyKTOB W TMPENapaToB BapbUPyeT B Ipejesiax
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24—T76 % B 3aBUCUMOCTH OT 00eCIIEYeHHOCTH Opra-
HU3Ma 3TUM 3JeMeHTOM [9].

O6c¢yxaass ocobeHHOCTH 0OMEHa MarHusi B paMKax
AIIC 1 Tuma, HEOOXOAUMO OTMETHUTH TECHOE B3au-
MOBJTMSTHUE TOMEOCTA3a 3TOTO AJIEKTPOJIUTA U KAJIHSI.
M3BeCTHO, YTO MMITOKAJIMEMUS YACTO OOHAPY KUBAET-
¢ IIPU HUBKOM YPOBHE MarHusi B KpOBU U Ha00OOPOT.
Hwskas KoHIleHTpaIust Kajiusl B KDOBY HE TIOJ/IaeTCs
KOPPEKITNH, TIOKa He HOPMAJIM30BaH ITOKa3aTe b Mar-
Hus. TOYHBIN MeXaHU3M Pa3BUTHUS TUIOKATHEMUH
npu gedunute Maruus He ycranonien. IIpenmosia-
raeTcst 3aBUCUMOCTb OT MarHusi MOYEUHBIX TTepeHOC-
ynkoB Kannsg: Na+ K+-AT®aser u Na+,K+-Cl-xo-
TpaHcoprepa [24]. DTy 0coOeHHOCTh HEOOXOAUMO
YUUTHIBATH MPU TIEPBUYHON JMArHOCTUKE HAIOYey-
HUKOBOH HEJOCTATOYHOCTH M MOHWTOPWHTE YPOBHSI
anektposuToB y nanuenToB ¢ AIIC 1 Tuna, mockosb-
Ky Ha (hOoHe IMIIOMarHueMUn YPOBEHb KaJlusl MOXKET
OBITh TAPAIOKCAJBHO CHUKEH BMECTO XapaKTEePHO
BBICOKOT'O €r0 YPOBHS TIpH JiepuiiuTe MUHEPAIOKOP-
Tukon0B [27].

ITpumenenue npenapamos pexombunanmmozo IITT

B mocnemnune nBa recaATUNIETHS B KIMHUYECKYTO
[PAaKTUKY BHEIAPSIOTCS Iperaparbhl peKOMOWMHAHT-
HOTO IapaTroOpMOHA: MOJHOIENOUEeYHbI TenTHI —
[TTT(1-84) u ero N-kontesoii pparment — ITTT(1-34).
Mesk1yHapo/IHble AKCIIEPTHI 110 BEJEHUIO TAITMEHTOB
¢ runonaparupeoszom (2016) mpenyoxunu cie-
JIyIOIIe MOKA3aHUs K MCIOJb30BAHUIO TIPENIapaToB
ITT:

1) BbIcOKast BapuaGeIbHOCTh KOHIIEHTPAIIMY KaJlb-
1Ml B KPOBHU, YaCTble AMU30/bI TUIIO- U TUIIEPKAJIb-
1nueMun Ha oHe TPAJAUIIMOHHO TepaIny;

2) Hay4IMe OCJIOKHEHUIT CO CTOPOHBI TIOUeK (KaMHHU,
He(POKAJIBITUHO3, HAPYIIIEHUE BBIIETUTENHHON (PYHK-
11N TI0YEK);

3) BBICOKas TOTPEOHOCTH MEPOPAIBHOTO IIpHeMa
kaubiust (6osee 2500 Mr/cyT) MM KaJblUTPHOJIA
(6osee 1,5 MKr/cyT);

4) sabosesanust JKKT, Hapyaolue BcachlBaHue
KaJbiug 1 Butamuna D [2].
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IMocrexHee 0COOEHHO aKTYaIbHO JIJISI ITAIUEHTOB C
ATIC 1 Tuma, Tak Kak CHHAPOM MaababcopOuuu
SIBJISIETCSI YaCThIM KOMIIOHEHTOM 3ab0JieBanust [6].

B cBsI3u ¢ KOPOTKMM TEPHUOIOM TOJTYBbIBEIEHUS
I[ITT(1-34) (1 yac npu MOAKOKHOM BBEJIEHUN) TIpe-
napar HeoOXOJMMO BBOJWTDH He MeHee 2 pa3 B CYTKIL.
IITT(1-84) umeer GoJsiee INJIUTENbHBII TIEPUOL TIO-
JYKU3HU — 2 4, TIO9TOMY OH TpuMeHsiercst 1 pas
B 11etb [15]. B paGore K. Winer (2018) 6biia mokasa-
Ha addexTuBHOCTH JymTesnbpHOrO (6,9 + 3,1) roma)
npumenenns IITT (1-34) y nereit ¢ runomnaparupeo-
30M TIPU JIBYX- U TPEXKPATHOM €ro BBEIEHUH IOJI-
koskHO. Cpennsist cyrouHast no3a cocrasuia (0,75 +
0,15) mkr/kr [26]. IlepcrieKTHBHBIM TPEICTABIISIETCST
ncrnob3oBanne momibl st BBegeruss 1ITT. TTowm-
MOBasl Teparusl I0Ka3aja XOPOIIUe pPe3yJbTaThl B
JIeYeHUH BPOKAEHHOTO 1 IIPHOOPETEHHOTO IUIonapa-
TUPeo3a y JeTeil: Gosiee poBHbIE MPOGUIN KOHIIEHT-
paluu KaJabIUsi B KPOBU M MOUE, yJIyullleHre TIoKa3a-
Tesieit 0OMeHa KOCTHOM TKaHU, CHUKEHUE CyTOYHOM
norpebroctu B ITTT [25].

Ne¢ 3 2019

BbiBO1BI

AIIC 1 tuna npezacrasiser coO0N CIOKHOE MHO-
FOKOMIIOHEHTHOEe 3a00JieBaHUE € OJHOBPEMEHHbIM
HapylieHueM (YHKIIMM HECKOJbKUX CHCTEM B Op-
ranusMme. [Ipu BersaBaenun AIIC 1 tuma 4mciao KoMm-
MMOHEHTOB CHHJPOMAa U CTENEeHb TSIKECTH TOpaske-
HUiT IUpoKo Bapbupyer. HeoOX0AMMO KOMILIEKCHOE
o0bcJieloBaHNe TAIMEHTOB JIJIsE MCKJIIOUYEeHUSs 1aTOJI0-
run opraHoB-MuineHeil. CoueTaHHBIN XapaKTep Tia-
TOJIOTUM B COBOKYITHOCTH C HEOGXOAMMOCTHIO IIOC-
TOSTHHOTO KOMILJIEKCHOTO JIeYEeHUsI W PEryJspPHOTO
MOHHWTOPHMHTA Tepaluy 3HAYUTENBHO YXYIIIAeT Ka-
YeCcTBO JKUBHM TIallMEeHTOB. B mocriennue rompr 1mo-
siBJisiercsl Bee GOJIble JAHHBIX O 3HAYeHUH (DU3HO-
JIOTUYECKOTO XapaKTepa CEKpeluu TOpMOHOB. Pas-
paboTKa U BHEAPEHHE HOBBIX TEXHOJOIUH BBEIEHUS
[IPEIapaToB MO3BOJUT MPUOIUZUTH 3aMECTUTEBHY O
TEpaIuIo K eCTECTBEHHOMY PUTMY BbIPaOOTKI TOPMO-
HOB, HUBEJINPOBATh BBIPAKEHHOCTh OOMEHHBIX Hapy-
HIEHWH, MMOBBICUTh KAauecTBO JKU3HM TAIlUEHTOB C
MTOJIUTJIAH/YJIIPHOM HEZIOCTATOYHOCTHIO.

KOHAMKT HTepecoB OTCyTCTBYeT. YyacTue aBTOPOB: KOHLENUMS M AM3akiH MCCAEAOBaHMS, peAakTupoBaHme — A. B. CoaHueBa;

cbop matepmana, obpabotka, HarmcaHme Tekcta — H. B. Boakosa.
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AIKyBaHHSl aBTOIMYHHOIO MOAIFAQHAYASIDHOTO CMHAPOMY 1 Tuny y aiTei.
lNnonapaTupeo3s: TpaAULLiMHI MIAXOAM Ta NepPCrneKTUBK

A. B. CoaHuesa', H. B. BoakoBa?
" BiAnOpyCbKUIT Aep>KaBHUI MEAMYHMIA YHIBEpCUTET, MiHCbK
2 Apyra Micbka AMTSIYa KAIHIUHA AikapHs, MiHcbk, Pecnyfaika Biaopych

Aptoimynuuit nomirnanayaspauii cunagpom (AIIC) 1 tummy — 1ie MOHOTEHHe CHaKOBe 3aXBOPIOBAHHS, IO KJIIHIYHO XapakTe-
PHU3YETHCS HASABHICTIO /[BOX i3 TPHOX OCHOBHUX KOMIIOHEHTIB (TilonapaTupeos, NepBUHHA HAJHUPKOBA HEJJOCTATHICTD 1 IIKIPHO-
CMB0BUIA KaH1/103). 3arajoM onucano Oiibine 30 npossis AIIC 1 Tuity, npu 1bOMY HaiieHT Moxe MaTh 110 20 aBTOIMYHHUX
3axBopioBanb. Tomy BezeHH: narientis 3 AIIC 1 tumy BuMarae MyJIBTHINCIAIITIHAPHOTO MIAXOAY. Y CTAaTTi MPECTaBICHO OIS/
JliTepaTypu Moo JiKyBaHHs ofHi€i 3 ocHoBHUX eHnokpuHonariit AIIC 1 tuny — rimonaparupeosy. Kinacuunum MeTo10M Tepartii
rironapaTupeosy € 3aCTOCYBaHHS IPeNapaTiB KaJbIliio it akTuBHUX MeTaboJitiB Bitaminy D. DyHKIil Ta 06MIH TapaTrOpMOHY,
Bitaminy D, kasbiiio i MarHito TicHO B3aeMoroB'si3ani. Kanbiutpios He BiTBOpIoE Bei dyHKITT maparropmony. Tpaautiitamii miz-
XiJl Ma€ HU3KY HEOJIKIB: PUBUK HE3BOPOTHOTO YHIKOKEHHsT HUPOK; 30epeskents rinepdocdaremii, 1o crpusie GopmyBaHHIO
KaJIBIITHATIB Y M'IKUX TKAHWHAX; TIOPYIIIEHHS PEMO/IETIOBAHHS i MikpoapXiTeKToHiku KicTok. [larienTn 3 moenanHsM Tinomnapa-
THPEO3y Ta CUHIPOMY MasibabcopOitil, sika yacto Bunukae pu AIIC 1 Tuiry, ripiie BiANOBIIAI0TH HA TPAAUIIIHHY TePaIiio, OCKiIb-
KK BOHA Tepenbayae HOpMaJlizallilo PiBHSI KaJbllil0 B KPOBi BIEPEBaKHO 3a PAXYHOK 30iJIbIIEHHS HOr0 HAJIXO/KEHHs yepes
HLTYHKOBO-KHUIIKOBUIT TPAKT. B OCTaHHI I€CSTHIITTS B KIIHIYHY MPAKTUKY YCIIIITHO BIPOBA/KYIOTHCS MPEapaTi PeKOMOIHAHT-
HOTO TIapatropMony. Ocob6JMBO MEPCIIEKTUBHUM CTIOCOOOM HOr0 BBEJICHHST € BUKOPUCTaHHs HoMITH. [ToMIoBa Teparrist okasasa
BMCOKI Pe3yJIbTaTy B JIIKYBaHHI BPOUKEHOTO 1 HAGYTOTO Tilonaparupeosy y A0pocuX i fiteil. Po3apobka i BIpoBa/KeHHsI HOBHUX
TEXHOJIOTIN BBEJEHHsI MpenapariB gacth 3mory Habmausurn 3amicay tepariio mpu ATIC 1 tumy mo disionoriunoro xapaxkrepy
CeKpellii mapaTropMony, MiZIBUMIATH SKICTb KUTTS HAIIEHTIB.

KrouoBi cioBa: aBToiMyHHUIT MOJITIaHAYISIPHUAN cuHapoM 1 Tumy, rinonapaTupeos, Bitamin D, mapatropmMoH, miTH.

Treatment of autoimmune polyglandular syndrome pre 1 in children.
Hypoparathyroidism: traditional approaches and perspectives

A. V. Solntsava’, N. V. Volkava?
' Belarusian State Medical University, Minsk
22nd City Children’s Clinical Hospital, Minsk, Republic Belarus

Autoimmune polyendocrine syndrome type 1 (APS1) is a monogenic disease, defined by the presence of two of the three major
components: hypoparathyroidism, primary adrenocortical insufficiency and chronic mucocutaneous candidiasis. In total, more
than 30 manifestations of APS1 are described, while the patient can have up to 20 autoimmune diseases. Therefore, the
management of patients with APS1 requires a multidisciplinary approach. The article presents a literature review on the
treatment of one of APS1 classic endocrinopathy — hypoparathyroidism. Standard therapy of hypoparathyroidism is oral calcium
and active vitamin D supplementation.

Biological effects and metabolism of parathyroid hormone, vitamin D, calcium and magnesium are closely linked. Calcitriol
doesn’t produce all the functions of the parathyroid hormone. Conventional treatment has several disadvantages: kidney damage;
hyperphosphatemia that contributes to calcification in tissues; impaired bone remodeling. Patients with coexisting
hypoparathyroidism and malabsorption syndrome are less responsive to conventional therapy, since it contributes to the
normalization of calcium levels in the blood mainly by increasing of its absorption in the gastrointestinal tract. In recent decades,
recombinant parathyroid hormone drugs have been successfully introduced into clinical practice. Use of a pump devicesis a
particularly promising way of its delivery. Pump therapy has shown good results in the treatment of congenital and acquired
hypoparathyroidism in adults and children. Development of new technologies of drug administrationwill make replacement
therapy in APS1 closer to the physiological hormone secretion and improve the quality of life of patients.

Key words: autoimmune polyendocrine syndrome type 1, hypoparathyroidism, vitamin D, parathyroid hormone, children.
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