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MMnonapaTtnpeos — 3HAOKPUHHOE 3ab0N1EBaHIE, XapaKTepU3yIoLLeecs CHUXEHHOW NpoayKLueln napaTnpeonaHoro ropmo-
Ha OKOMOLLMTOBUIHbBIMY »efle3amMy UM PE3UCTEHTHOCTBIO TKAHEN K ero AencTButo, YTo COMPOBOXAAETCA HapPYLUEHUAMU
¢dochopHo-KanbLneBoro obmeHa.

OCHOBHOI 3TUONOrMEN FMNoNapaTMpeo3a ABNAETCA MOBPEXAeHMEe UK YAANIEHNE OKONMOWMTOBUAHbBIX »Kefe3 BO Bpems
XMPYPryeckoro BMeLlaTeNbcTBa Ha opraHax wWen. Beugy pacnpocTpaHeHHOCTU paka LWMTOBULHOW Xenesbl, NepBUYHOro
runepnapaTMpeosa 1 Apyrux naToNiornin OpraHoB Lew, pagnKanbHOe NeyeHne KOTOPbIX MOXKET MPUBECTU K Pa3BUTHIO M-
nonapaTupeosa, NPOrHO3UPYETCA HEYKIOHHbIA POCT U yBeNMYeHne yncna 60nbHbIX C 3TOW naTonornein. AyToMMMYHHbI
rmnonapaTMpeos — BTOpPas Mo pacnpocTpaHeHHOCT! Gopma 3aboneBaHMs, BCTPeYatowasncs, Kak NpaBuio, B pamMKax ay-
TOVIMMYHHOFO NMONUINaHZYNAPHOro cMHgpoma 1 Tna. [MnonapaTMpeos B pamkax 3TOro CMHAPOMa BO3HUKAET B JETCKOM
BO3pacTe U, KaK MpaBWIIO, XapaKTepusyetcsa bonee TaXesbIM TeUEHUMEM, OCOOEHHO B Clyyae COMYTCTBYIOLLErO CUHAPOMA
Manbabcopbumm.

Pa3BuUTne XpoHUYECKOro runonapaTtnpeosa oboi 3Tnonoruy TpebyeT NOXU3HEHHOTO Ha3HaYeHWA MHOTOKOMMNOHEHTHOW
Tepanuu, a Tak»Ke TLaTeNIbHOro MOHWUTOPUHIa U MHAMBMAYANbHOTO NoAxofa K BefeHuto 3abonesaHus. B oTcyTcTBrE apek-
BaTHOrO AMHAMUYECKOrO HabntofeHWs pPa3BUBaIOTCA MHOXECTBEHHbIE OCJIOKHEHNA CO CTOPOHbI KU3HEHHO BaXkHbIX opra-
HOB, B YaCTHOCTY KanbLudUKaLma MOYEBbIGENUTENBHOW CUCTEMBI (HedpOoKanbLUHO3, HedpPoNMTMa3s C pa3BUTUEM NOYEYHOW
HeOCTaTOYHOCTH), MAFKMX TKaHeW 1 roOBHOIO MO3ra; CepAeUYHO-COCYAUCTbIE HapYLIEHWS; 3puTeNibHbIe PacCTPONCTBA; Na-
TONOINA KOCTHO-MbILIEYHOI CUCTEMbI CO CHUMKEHMEM KOCTHOFO PEMOLENNPOBAHUSA 1 MOTEHLMANBbHBIM PUCKOM NEPENOMOB,
a TaKkXKe pa3BUTNEM HENPOKOTHUTUBHBIX PACCTPONCTB U PE3KUM CHUXKEHMEM KauecTBa XKM3HMW NaLueHTOoB.

CBoeBpeMeHHas AMarHoCTrKa, pauuoHanbHO NofobpaHHas IeKapCcTBeHHAA Tepanus 1 rpaMoTHOE BefieHre nauyeHTa no-
3BONAT CHU3UTb PUCKN PA3BUTUA OCIIOXKHEHWIA, MO3BONAT YNYYLLIUTL MPOrHO3, CHA3UTb YacTOTY roCnUTanv3aumin u NHBanwu-
[M3aLMin NaLMEHTOB C AaHHbIM 3a60neBaHNEM.

B cTaTbe 13N10’KeHbl OCHOBHbIE TE3UCHI KIMHUYECKUX PEKOMEHALNI MO BeAEeHWIO NaLMEHTOB C F’MNonapaTipeo3om, yTBEepX-
ZeHHbIX MuH3gpaBom Poccum B 2021 1. M3noXKeHbl anroputMbl ANArHOCTUKM, TEUeHNsA Y JUHAMUYECKOTO HabniogeHnA 3a
nauveHTamn ¢ AaHHOW Ho3onorvein. OTaeNbHble pa3aesibl MOCBALEHbI KYNUMPOBaHMIO OCTPON FMNOKanbLuemMnm, a Takxe
BEAEHUNIO 6epPeMEeHHOCTU Y NaLMEHTOK C T’MNonapaTupeo3om.

KJTITOYEBBIE CJTIOBA: 3nudemuosioaus; 2unonapamupeos; NapamupeoudHsili 20pMOH; Kanbyut, sumamuH D, mepanus.

REVIEW OF CLINICAL PRACTICE GUIDELINES FOR HYPOPARATHYROIDISM
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Hypoparathyroidism is a rare disorder characterized by the absent or inappropriately decreased serum parathyroid hormone
in the parathyroid glands, which is accompanied by impaired calcium-phosphorus metabolism.

The main etiology of hypoparathyroidism remains damage or removal of the parathyroid glands during neck surgery. In view
of the incidence of thyroid cancer, primary hyperparathyroidism and other pathologies of the neck organs, which radical
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treatment can lead to the parathyroid gland impairment, an increased number of patients with hypoparathyroidism is ex-
pected. Autoimmune hypoparathyroidism is the second most common form of the disease, usually occurring as part of type
1 autoimmune polyglandular syndrome. Autoimmune hypoparathyroidism usually occurs in childhood and is characterized
by a severe course of the disease, especially in the case of concomitant malabsorption syndrome.

Chronic hypoparathyroidism of any etiology requires lifelong multicomponent therapy, as well as careful monitoring and an
individual approach to choose the optimal treatment strategy. In the absence of adequate follow-up, the risks of long-term
complications significantly increase, particularly in the renal, cardiovascular systems; in the soft tissues and in the brain, it
could lead to visual disturbances; pathology of the musculoskeletal system with a decreased bone remodeling and a poten-
tial risk of fractures, as well as to the neurocognitive disorders and an impaired health-related quality of life.

Timely diagnosis, rational medical therapy and management strategy may reduce the risks of short-term and long-term
complications, frequency of hospitalizations and disability of patients, as well as improve the prognosis.

This review covers the main issues of Russian guidelines for the management of chronic hypoparathyroidism, approved in
2021, including laboratory and instrumental evaluation, treatment approaches and follow-up. This guidelines also include

the recommendations for special groups of patients: with acute hypocalcemia, hypoparathyroidism during pregnancy.

KEYWORDS: epidemiology; hypoparathyroidism; parathyroid hormone; calcium, vitamin D, therapy.

BBEJEHUE

lMnonapaTnpeo3s — COCTOAHME, XapaKTepusymolleecs
CHUXKEHHOW npoAayKumen napaTtnpeongHoro ropmoHa (MTr)
okonowutoBuaHoiMn xenesdamu (OLLPK) nnn pes3ncteHTHo-
CTblO TKaHeWN K ero JencTBuio, YTO COMPOBOXAALTCA Hapy-
weHusamMu ¢pochopHO-KanbLMEBOro 06MeHa.

Mpu rvnonapatTupeose OTCYTCTBME WM HEROCTaTOY-
HocTb MTI Hen36eXHO CONPOBOXAAETCA Pa3BUTMEM TUMO-
Kanbuuemun. K OCHOBHbIM NATOreHEeTUYECKM MeXaH3MaMm
OTHOCATCSA: CHUXKEHUE aKTVBHOCTU OCTEOKIACTOB C YMEHb-
LIeHMEeM BbICBOOOXAEHUA KanbLMsA U3 KOCTEN; NOBbILWEHKE
3KCKpeLn KanbLys C MOYOW; MoAaBNeHNe CMHTE3a KanbLim-
TpUOMa B MOYKAX U CHUXKeHVe abcopbuum Kanbumsa 13 Ku-
weyHuKa. Jeduunt NTT npuBoguT K runepdocdatemmm Kak
HanpAMyl0 MOCPEeACTBOM YBENIMYEHNA MOoYeyHon Tyby-
napHomn peabcopbuumn pochaToB, Tak M KOCBEHHO 3a CYET
runokanbuvemnm. XpoHuyeckas runepgocdatemma y na-
LMEHTOB C rMNonapaTupeo3om, Kak Obliio NokKasaHo, acco-
LUMMpOBaHa C NOBbILLEHMEM B KPOBU YPOBHSA dakTopa pocTa
¢unbpobnacrtos 23.

aTnonorua

Xnpypruuyeckoe BMeLLATENbCTBO Ha OpraHax Len — ca-
Mas pacnpocTpaHeHHasA NpUYMHa Pa3BUTUA rMnonapaTupe-
03a, obycnaenuBatoLas okono 75% Bcex C/lyyaeB AaHHOrO
3aboneBaHuA. [ocneonepaumoHHbI rMNONapaTupeos3 Mo-
XeT OblTb 0OYCNOBMIEH KaK HEMOCPEACTBEHHbBIM YAaneHreM,
TaK 1 UIHTPaoNepauMoOHHON TPaBMOW UK HapyLUEHNEM Kpo-
BOCHaGxeHnA OLLK. Prck xpoHryeckoro runonapaTtnpeosa
TECHO CBfA3aH C KOIMYECTBOM OCTaBLUMXCA in Situ GYHKLMOHN-
pytowmx OLLK Bo Bpema onepaumm: 16% npu COXpaHEeHHbIX
1-2 xene3ax, 6% — npu 3 xenesax n 2,5% — npn 4[1,2].

AyTOMMMYHHbIN rMnonapaTnpeos — BTopas No pacnpo-
CTpaHeHHOCTM dopMa runonapaTupeosa, 06ycnoBieHHas
MMMYHOOMNOCPEeAO0BaHHbIM pa3spylieHnem knetok OLLXK [3].
OH MOXeT ObITb U30/IMPOBaHHbLIM 3ab60NIeBaHNEM, OHAKO
3HAUUTENbHO Yallle BCTPeYaeTCA B paMKax Hac/ieACTBEHHO-
ro ayToMMMYyHHOrO nonurnaHgynapHoro cuHgpoma (AlC)
1-ro Tuna [4]. ANC 1-ro TMNna — MOHOreHHOe ayTOCOMHO-pe-
LeccrBHOe 3abosieBaHME, B OCHOBE KOTOPOTO NIEXMUT Hapy-
LIeHne CTPYKTypbl reHa ayToumMmmMmyHHoro perynaTtopa (AIRE).
B ocHoBe maTtoreHesa 3aboneBaHUA NEXUT ayTOMMMYHHas
OeCTPYKUMA PasnUYHbIX SHOOKPUHHbBIX efes3, BKJYas
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OUWRK. Ona AMNC 1-ro TMna xapakTepHa Knaccuuyeckasa Tpu-
afa: CNU3KCTO-KOXKHbIV KaHAMAO3, TMMonapaTupeos, XPOoHU-
yeckasl HafiNMoOYeYHNKOBas HE[OCTAaTOYHOCTb. 3aboneBaHne
LebloTupyeT, Kak MpaBuso, B 4EeTCKOM BO3pacTe.

Lpyrve 6onee pefKre HacneacTBeHHbIe GOPMbI FMMona-
paTMpeo3a BCTPEYAIOTCA KaK B U30JIMPOBAaHHOM BapUuaHTe,
TaK M B COCTaBe MOJIMKOMMOHEHTHbIX reHeTUYecKux 3abo-
nesaHuii (cnHppom Oullxopgxu, bapakata, KeHHn-Kadpdun
n gp.) [5-10].

B cnyuae HapyLweHuna obmeHa marHua passusaetca GpyHk-
LMOHANbHBIN TMMOMNAPATUPEO3, KOTOPLIN ABASETCA obpaTu-
MoOW popMoi 3aboneBaHUs C BOCCTAHOB/EHVEM GYHKLMM
OLLX nocne Koppekuuu runo-/runepmarHemun [5, 11].

B pegkmx ciyyasax npuyYnMHOM rmnonapaTtMpeosa mMoryT
CTaTb UHOUNBTPaTMBHbIE 3ab0NeBaHNA, TakMe Kak CapKo-
ngo3, amuionaos, TmpeonanT Pugena u meTactatuyeckoe
nopaxkeHne OLLPK [12-15]. TkaHb OLLPK oTHocMTenbHO
He BOCMPUMMUMBA K JTyYeBOMY MOBPEXAEHWIO, TEM HE Me-
Hee B NUTepaType onncaHbl OYeHb PeaKue cilyyaun pagraum-
OHHO-MHAYLMPOBaHHOro runonapaTtnpeosa [16-19]. Otno-
XeHuA MnHepanoB B TKaHu OUK — Hanpumep, megn npwu
6one3Hn BunbcoHa 1 Xenesa npy remoxpomMaTose — fB-
NATCA PeAKMMU NPUYMHAMU Pa3BUTKA rMNonapaTipeosa.
OnucaHbl criyyan pasBuTWA FUnonapaTMpeosa BCeAcTBue
MaCCUBHBIX MOBTOPSIOWNXCA TPAHCPY3UI Y NaLMEHTOB C Ta-
naccemwuen [20-24].

aNMAaeEmmonoruna

lMnonapaTnpeos — 3To pefKoe 3abosieBaHve C pacnpo-
cTpaHeHHocTblo 0,25 Ha 1000 HaceneHusA. metowmeca gaH-
Hble O PacNPOCTPAHEHHOCTM FMNonapaTupeo3a OCHOBAHbI
Ha KpYMHbIX 3NUAEMMNONIOrMYEeCKNX NCCNefoBaHUsAX, NpoBe-
ZdenHbix B CLUA, JaHwmm, Hopserum n Utanuu. MNMonyyeHHble
pe3ynbTaTbl OTHOCMTENIbHO CXOAHbI WM CBUAETENbCTBYIOT
O PacnpOCTPAHEHHOCTX runonapaTnpeosa B AManasoHe
23-37 Ha 100 000 HaceneHuA [3, 25-28].

MNocneonepauynoHHbIN rMNonapaTnMpeos valle BCTpeya-
€TCs Cpeau XeHLLVH, YTO CBA3aHO ¢ 6oree YacTon naTtonoru-
el WNTOBMAHOW »ene3sbl 1, C/iefoBaTesibHO, TUPEOUAIKTO-
mueii [29, 30]. PacnpocTpaHeHHOCTb HacIe4CTBEHHbIX popm
runonapaTMpeosa He PasfINyaeTca Yy MY>KUMH U >KEHLIMH
[27]. B poccuiicko nonynaumnm KpynHbiX sNngemMmnonormye-
CKUX UCCNe[oBaHNM C LieNbio OLLEeHKW PacnpOCTPaHEHHOCTH
rmnonapaTupeosa He NPOBOAMNOCh.

Problems of Endocrinology. 2021;67(4):68-83



70 | MNpo6nembl 3HAOKPMHONOrMM / Problems of Endocrinology

Knaccudpukauma runonapartvpeosa [31].

1. MocneonepaynoHHbIl rMNonapaTupeos:

+  TPaH3UTOPHbIA rMNonapaTnpeos;

+  XPOHWYECKUI (CTOMKNIA) rmnonapaTtupeos.

2. AyTOMMMYHHbI runonaparmpeos®:

+  AyTOMIMMYHHbIA MOAUMMAHAYNAPHbIA cuHApoM 1 Tuna
(ANC 1 Tvna);

¢ AyTOMMMYHHbIA MOAUINAHAYNAAPHbIA CUHAPOM 3 TMMa
(AMNC 3 Tmna);

+  AyTOMIMMYHHbIA MOAUMMAHAYNAPHBIA CMHAPOM 4 TUNa
(ANC 4 Tvna).

3. leHeTUYECKNIA N30NIMPOBaHHbIN rMNONapaTupeos:

+ ayTOCOMHO-AOMWHAHTHaA rMMNoKanbuuemma C runep-
kanbuuypwuen 1 Tuna (HYPOC1-ADH1)/cungpom baptre-
pa 5 Tuna;

+  ayTOCOMHO-AOMWHAHTHaA rMMNoKanbuuemma C runep-
Kanbunypwuen 2 Tuna (HYPOC1-ADH2);

+  CeMelHbIV N30/IMPOBaHHbIV rMnonapaTupeos (ayTocom-
HbIl, X-CBSA3aHHbIN).

4. TunonapaTupeo3 B cOCTaBe MONIMKOMMNOHEHTHbIX

reHeTN4YeCcKNX CMHAPOMOB:

« cuHapom Auxopoxu 1 Tuna (DGS1);

« cuHapom Auxopoxu 2 Tna (DGS2);

+  CHARGE-cungpowm;

+  HDR-cuHgpom;

« cnHapoMm KeHHn-Kaddn 1 tuna (KCS1);

« cnHapom KeHHn-Kaddn 2 tTuna (KCS2);

+ Gracile bone dysplasia (GCLEB);

+  MUTOXOHAPUasbHble 3ab0eBaHMs.

5. Opyrue ¢opmbi runonapartupeosa:

+ HapylleHus obMeHa MarHus;

+  VHOUNbTPaTBHbIe  3aboneBaHUs
reMoxpomMaTo3, MeTacTa3nmpoBaHue);

+ runonapaTMpeos B pesynbraTe JIy4eBOro NoBpPeXaeHNA
TKaHn OLLIXK.

6. UpnonaTnyeckuin rmnonapatupeos.

* — (NlyyaeB pasBUTMA runonapaTMpeosa B pamMKax
ayTOUMMYHHOTO MONMUIIaHAYNAPHOIO CMHAPOMa 2 Tuna

(AMNC 2 TMna) He onmncaHo.

(rpaHynemaros,

XKANOBbl U KMIMHUYECKAA KAPTUHA

OCHOBHble  KIIMHWYECKNE MPOABAEHUA runonapaTu-
peo3a OOyC/NIOBNEHbI HafMYMEM TUMNOKanbLmeMmun. Ycune-
HUEe YyBCTBUTENIbHOCTM CEHCOPHOro (UYyBCTBUTENIbHOIO)
HeMpoHa NPOABAAETCA B BUAe napecresnin B KOHEYHOCTAX
N B OKOJIOPOTOBOW 06/11aCTh; MOTOPHOMO (ABUraTesIbHOro)
HEeMpPOHa — MbIWEYHbIMMA CNa3Mamu, BMIOTb A0 TeTaHWK;
OT KJlaCCMYeCKOro KapnonegasbHOro crnasma [0 >KM3Hey-
rpoxatoliero napunHrocnasma [32]. Taxenaa runokanbume-
MU1A aCCOUMMPOBAHA KakK C JIOKaNbHbIMK, Tak U FeHepanm3o-
BaHHbIMW CyJOPOraMu TOHNKO-KINOHNYECKOro Tuna.

CTeneHb BbIPaXXeHHOCTN CUMMTOMOB 3aBUCUT OT YPOBHA
KaNbLMA B CbIBOPOTKE KPOBMU, @ TaKXKe OT CKOPOCTU Nporpec-
CMPOBAHUA rMNoKanbunemmnn. nsa XpOHNYECKOro TeyeHun
3aboneBaHNA xapakTepHa afjanTaunsa K HU3KUM YPOBHAM
Kanbuma CbIBOPOTKN KPOBU C OTCYTCTBMEM BbIPaXKEHHOW
KIMMHNYECKON KapTMHbI fa)e Npu TAKENoW rmnokanbume-
muu. MposourpyoWMy pakTopaMm yXyLLLEHNA COCTOAHNA
B TAKMX CJTyYasix MOTYT SIBMIATbCA BO3pacTaHue Gpr3nyeckon
aKTUBHOCTY, MeAVLMHCKME npoueaypbl, OepemMeHHOCTb
1 naktauusa [16, 33].
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KINMMHWYECKME PEKOMEHZALINNA

Camoi yacToli »kanoboi NaLneHToB C FIMMNonapaTNPe030M
ABNAETCA Hanuuyme Cygopor W/unv napecresvii B MbilLax
BEPXHUX U HWPKHUX KOHEYHOCTEN, OKONIOPOTOBOM 0bnacTu.
MaumeHTbl C ANUTENbHBIM aHaMHe30M runonapaTnpeosa
NPesbABAAIOT Xanobbl Ha «MO3rOBOW TyMaH», CHUXKEHME Ma-
MSATV U KOHLEHTPaLMKn BHUMaHKA. OCHOBHbIe Xanobbl nawu-
€HTOB C rMrnonapaTMpeo3om npefcTaBieHbl B Tabn. 1.

KnuHuyeckne npoABneHnAa XpPOHUYECKOro ruronapatu-
peo3a pa3nunyHbl 1 3aTparnBatoT NOYTU BCE CUCTEMbI OPraHn3-
Ma (Tabn. 2). KnuHnyeckre CMMATOMbI XPOHUYECKOTO r1rona-
paTupeo3a MOryT OblTb acCOUMMPOBaHbl KaK C 3NM3ogamu
runo-, Tak 1 runepkanbunemun, runepdocdaremun [16].

XANOBbl U AHAMHE3

« [MaumeHTaM C MOAO3PEHMEM Ha HanuuuMe runonapa-
TUPEO3a pPeKoOMeHAOoBaH COOp aHAMHECTMYECKMX AaHHbIX
0 MPOBEJEHHBIX XVPYPrMYecKnxX BMELLIATEIbCTBAX HA OpraHax
LWewn, a TakKe O COMyTCTBYIOLUE MATONOMAM, acCOLUMPOBaH-
Ho ¢ pocdopHO-KanbLmeBbiM 06MmeHOM [33, 35-37]. YpoBeHb
y6egutenbHocTu pekomeHpauuii (YYP) C (ypoBeHb gocro-
BepHOCTU AoKasaTenbcTs (YO4) — 5)

Kommenmapuu. Cnegyowme $baktopbl No3BOASIOT 3a-
NMoAo3pUTb Yy NaLMeHTa HanMuue runokanbLuuemMmm u runo-
napaTtunpeosa:

- MpoBefeHne XMPYPruyeckoro BmellaTenbCTBa B obna-

CTU Wewn;

- Hanuuue napecrtesnini B 06nacTy niua, BEPXHUX U HUX-

HUX KOHEYHOCTeN;

- Hanuuue UOPUNNAPHBIX MNOAEPTUBAHUIA  OTAEJNIbHbIX

MBbILUL, CYAOPOT B MPOKCUMAbHbIX MbILLLAX;

- BblABEHME KanbundrKauum ronoBHOro Mo3ra;
- NPV HaPYLLEHMAX CEPLEYHOrO PUTMA.

OU3UKAJNIbHOE OBCNIEAOBAHUE

« [laumMeHTam C NOAO3PEHNEM HA HanNUuyKe rmnonapaTu-
peo3a 1A oueHKM GaKTa NpoBefeHUs XUPYPrmyeckoro BMe-
LIaTeNbCTBa Ha OpraHax LUeN peKoMeH[OBaHO MPOBOAUTbL
OCMOTp nepeaHen noBepxHocTy wewm [37]. YYP C(YAA 5)

« Y naumeHTOB C NOAO3PEHNEM Ha Hannumne rmunonapa-
TMPEO03a C LieNblo BbIABNEHUA KNNHMYECKUX MPOABIEHWI -
nokanbLMemMny peKoOMeHAYeTCA OLieHKa CMMMTOMOB XBO-
cteKka u Tpycco [33, 38]. YYP C (YAA 5)

Kommenmapuu. TonoxutenbHbin cumntom Tpycco —
nosBJIeHNe CyAoPOr B KACTY («pyKa akyLiepa») yepes 1-3 mu-
HyTbl MOCNe CAaB/IeHNA MieYa MaHXeToW Npu N3mMepeHun
apTepuanbHoOro fdasneHuA. [JaHHbI CUMNTOM — BbICOKO-
YYBCTBUTESIbHBIN M CneundUUHbIN NPU3HAK rUMoKanbume-
MM — BbIABNAETCA Y 94% nauMeHToB C rynoKanbuveMmen
ny 1% niogen ¢ Hopmokanbuuemuen. CumnTom XBocTeka —
COKpalLLeHVe MblILL 1L NPY NOCTYKMBaHNM B MeCTe BbIxoAa
NINLIEBOTO HEPBA — MEHEe YyBCTBUTESIbHBIN U CneLnbUYHBbI
npu3sHaKk. OTpuUaTeNbHbI CUMNTOM XBOCTeKa HabnopaeTca
y 30% nauMeHTOB, MMELWNX FNMOKaNbLUNEMNIO, MOMOXN-
TenbHbIN — y 10% ntogeit 6e3 gaHHow natonoruu (puc. 1).

[vnarHos runonapartnpeosa 0CHOBbIBAeTCA Ha pe3yib-
TaTax naboparopHoro o6cnegoBaHus!

KpunTtepuu yctaHOBNeHUA gyarHosa runonaparmpeos.

+ PekomeHpyeTcA YyCTaHaBNMBaTb AMarHo3 runona-
paTnpeo3a y NauneHTOB C rMrnokKanbLmemMmmnen (CHMUXeHnem
YPOBHA afibOYMUH-CKOPPEKTUPOBAHHOIO WM MOHU3KPO-
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Ta6nuua 1. Cumntombl runonapatnpeo3sa [34]

CumnTom YacroTta, %

dunsnyeckne CMMNTOMbI

Yctanoctb 82
bosib B MblLILaX/MblLLEYHble Cna3mbl 78
MNapecTesnn 76
TetaHna 70
bonu B KocTAx 1 cycTaBax 67
PaccTponcTBa KnweyHnKa 46
XpYynKOCTb/NOMKOCTb HOTTel 44
HenepeHocMMoCTb Xapbl 44
fonoBHble 605y 42
CyXOCTb KOXKW 1 ee NoBbllWeHHasA TpaBMaTM3auma 40
3a6KocTb 37
BbinageHmne Bonoc 33
TowHoTa 30
Mpo6nembl ¢ 3ybamm 29
Henponatusa 27
YyBCTBUTENBHOCTb K CONMHLY 26
OTekn 23
Mpobnembl ¢ ablxaHeM 22
CHmKeHme cnyxa 11
KOrHUTUBHbIE CUMMTOMbI
«Mo3roBsoi TymaH»/yMCTBEHHaA neTaprusa 72
HeBO3MOXHOCTb KOHLIEHTPUPOBATb BHUMaHMWe 65
CHVXeHre NamaAT/3abbIBUNBOCTD 61
HapyweHue cHa 57
OMoLMOHaNbHble CUMATOMbI
TpeBoXHOCTb/CTpax/BHYTpeHHee 6eCnoKONCTBO 59
CHmKeHMe HacTpoeHMA/rpycTb/genpeccnn 53
OMOUMOHaNbHasa YyBCTBUTESIbHOCTb 47
CouwnanbHas nionauyusa 32

Ta6nuua 2. KnuHnuyeckne CMMNTOMbI rMMoNapaTMpeosa

Cucrembl opraHos KnuHunyeckne npoasneHnA

MapecTe3nu, pubpunnspHble NoAepPrmBaHnsA, TOHUYECKME CYLOPOTU, TETaHUS,

Mepudeprueckan HepBHasA cucTeMa b
KaprioneganbHblii CnNasm, cuMnNTomMbl XBocTeKa 1 Tpycco

LeHTpanbHaa HepBHasa cuctema HeBpo3, cHUeHne namATn, 6eCCOHHMLa, fenpeccus
[ObixaTenbHaa cuctema JNlapuHrocnasm n 6poHxocnasm
KenyaoyHo-K1LWeYHbI TpaKT Oucoarna, psoTa, anapes v 3anopsbl

YanvHeHve nHtepBana Q-T n Hecneundryeckne n3meHeHus 3ybua T,

CeppeyuHo-cocyancTasa cuctema
AnnatauMoHHaA rmnokanbymneMmnyeckaa Kapgmnommonatuma

Mouku Hedponutnas/HedppoKanbLmHO3, CHKeHMe GYHKLMM Noyek

MuonaTtua ckeneTHbIX MblILlL, CMOHAWMNOAPTPONAaTNA, rmnonJiasnAa 3y6HOVI

CKeneTHO-MblLEeYHasA CUCTeMa u 3y6bl .
SMalin, yKopo4deHne KopHeu, rmnoryiasma nian otcytcTemne 3y6OB

OpraHbl 3peHus CybkancynapHas KaTapakTa, nanunnosgema

KoXHble NOKpPOBbI CyXOCTb KOXW, XPYyNKOCTb HOrTEen, OHNXONN3NC, I'Iy€Ty1'I€3HbIVI ncopuas
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KINMMHWYECKME PEKOMEHZALINNA

PucyHok 1. 1 — npob6a Tpycco, «pyKa aKyluepay; 2 — cUMNTom XBocCTeKa.

BAHHOTO KaNbLAl KPOBM) B COYETAHUMN CO CHUPKEHNEM YPOB-
HA [TTT (Wnn BbIABNEHMEM HeafeKBaTHO HU3KOro YpPOBHA
MNTr) [16,33,46,47,36,39-45]. YYP B (YO A4 2)

KommeHmapuu. Hanbonee pacnpocTpaHeHHbIM TECTOM
ONA OWMArHOCTUKU TMMOKANbLUMEMUN ABMAETCA M3MEpPeHne
YPOBH#A 06Lero KanbLus. KoppekTnpoBKa KanbLus Ha ypo-
BEHb aNbOyMMHA KPOBY HEOOXOAMUMA C Liefibio NCKII0UYEeHN
NOXKHOOTPULIATENbHBIX UV TO>KHOMOMOXKUTESIbHBIX Pe3yJib-
TaTOB KabUWEMUUN NPU U3MEHEHMM KOHUEHTPaUuK nnas-
MEHHbIX 6eKOoB.

Qopmynbl gnA pacyeTta anbOyMUH-CKOPPEKTUPOBAH-
HOro KanbuuA.

- O6wwit KanbLmMi Na3mbl (MMOMb/N) = U3MEPEHHbIN YPO-
BeHb Kanbuua nnasmbl (Mmonb/n) + 0,02 X (40 — n3me-
PEHHBIN YPOBEeHb anbbyMurHa nnasmbl (r/n))

- O6bwwnin KanbumiAi Nnasmbl (Mr/gf) = M3MEpPEHHbIN Ypo-
BEHb KanbumaA nnasmol (Mr/gn) + 0,8 X (4 — n3amepeHHbIN
YPOBEeHb anbbymuHa nnasmbl (r/an))

- KoadduumeHT nepecueta: [Kanbuunii] mr/gn x 0,25 ==
[kanbuwin] mmonb/n.

« [TlaumeHTamM C NOAO3PEHNEM HA HanIMUMe rnonapaTtu-
peo3a AnA UCKIUYEHWA BTOPUYHbBIX MPUYNH rMnoKanbune-
MUN PeKOMeHZYeTCA, NCC/efOBaHNe YPOBHA HeopraHu-
yeckoro ¢ochopa B KPOBU, UCCIIEAOBAHNE YPOBHSA 06LLEro
MarHua B CbIBOPOTKE KPOBM, NccnefoBaHue yposHa 25-OH
BMTaMrHa D B KpoBU, UCCnefoBaHUE YPOBHA KpeaTuHUHA
B KpoBwu ¢ pacyetom CKD [36,46-51]. YYP B (YAA 3)

« [TlaumeHTam c nocneonepaLioHHbIM rMnonapaTnpeo-
30M peKOMEeHAYeTCA YCTaHABMIMBATb XPOHUYECKYIO popmy
3a001eBaHNs NPU COXPAHEHNN TUMOKANbLUNEMUN N HU3KO-
ro yposHsa Tl cnycts 6onee yem 6 MecsALEB Nocie Npose-
[eHVA XMPYPrryeckoro BMeLlaTesibCTBa Ha obnactu wewn
[16, 33,52, 36,38-42,45,47].YYP B (YAA 4)

« [launeHTaM C rMMNoOMapaTMpPeo3oM pPeKoOMeHAOBaH
OVHAMNYECKUA MOHUTOPWHI MOKasaTeNnel KPoBU U Mouun
ONA OLEHKN afgeKBaTHOCTM MpoBoAMMon Tepanuu [36, 37,
471.YYP C(YAA 5)

KommeHmapuu. [JviHaMnyecKnii MOHUTOPUHT OOLLero
Kanbuus, anbbymuHa (c pacyeToMm anbOyMUH-CKOpPPeKTU-
[pOBaHHOro Kanbuus), pocdopa, MarHus, KpeaTrHMHa C pac-
yetom CKO B criyyae KomneHcaLum 3aboneBaHna pekoMeH-

[OBaHO npoBoauTb ¢ yactoton 1 pa3 B 3-6 mecAues. pu
OTCYTCTBUM KOMMEHCaUuny rMnonapatMpeosa W/wnm Kop-
pekunMn [03 CTaHAAPTHOW Tepanuu pekoMeHAoBaHa 6onee
yacTas oueHKa nokasatenen ¢pochopHO-KanbLMeBoro ob-
MeHa, O HeCKOMbKIMX pa3 B Hefent, ANA OLUeHKN ajeKkBaT-
HOCTV NOfO6PaHHON Tepanun.

OnHamnyecknn MOHUTOPUHI CYTOYHOW SKCKpeLmn Kasb-
LmA pekoMeHZoBaHO nposBoautb 1 pa3 B 6-12 mecAues.
B cnyuae BbifiBNeHMA runepKanbLumypumn U/unm HasHauyeHnm
TNa3U[0B KOHTPOJIbHOE UCC/IeoBaHMe YPOBHA KanbLmA B Cy-
TOYHOW MOY€e PeKOMEHAO0BAHO BbIMONHUTL Yepes 1,5-2 meca-
La ANA OLEeHKM aeKBaTHOCTV NPOBOAVMOTO JlIeYeHu .

WHCTPYMEHTAJIbHbIE AUATHOCTUYECKUE
NCCNEQAOBAHUA

+ PekomeHpOBaHO NpoBefeHNE KOMIMJIEKCHOTO 06-
CNefoBaHUA C LeNblo aKTUBHOIO BbIABNEHUA OCIOKHEHWUN
3aboneBaHus.

« [lauveHTam C runonapaTMpeo3om peKomeHgyeTca
eXerogHoe npoBefeHne YNbTPa3ByKOBOro MCCNefoBaHmA
nouyek ANA OUEHKN UX CTPYKTYPHbIX M3MeHeHun [36, 47,
53-59].YYPB (YAA 2)

Kommenmapuu. Y nauneHToB C XPOHNYECKUM rMnona-
paTupeo3om Ha poHe nprema Tepanuu npenapaTami Bu-
TamnHa D n ero nponsBogHbIMU M MpenapaTamu Kanbuma
3HAYMMO MOBBILIAETCA PUCK Pa3BUTUA HedponuTnaza/Hed-
POKanbLUMHO3a.

« [laymeHTam C rmnonapaTMpeo3oM C MOAO3PEHUNEM
Ha Hannune HedponMTMasa PeKOMEeHZOBAHO WCMONb30-
BaTb KOMMbIOTEPHYIO TOMOrpaduio novek ansa ero sepudu-
Kauwmun [60-62]. YYP C (YAA 5)

+ [lauveHTam C runonapaTMpeo3om peKomeHgyeTcA
NnepriognYecKnii OCMOTpP Bpayda-odTanbmosnora ajs CBOEB-
PEMEHHON ANArHOCTMKN OCNTOXHEHUIA CO CTOPOHDI rnas [27,
29,36,47,63,64].YYP C (YAA 5)

Kommenmapuu. MNayneHTam C AnnTenbHbIM aHAMHE3OM
runonapaTtnpeosa (6onee 3-5 neT) NokKasaH nepuognye-
CKMI OCMOTP Y Bpaya-odpTasibMosiora ¢ Liefblo CBOEBPEMEH-
HOWM ANArHOCTUMKWN Pa3BUTKA KaTapaKTbl U onpeaeneHns no-
TPebHOCTN B CNeunann3npoBaHHOM ee NIeYeHN.
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« [lpn Hanuunn HeBPONOrMYeCKon CMMMATOMATUKK Na-
LUMEeHTaM C XPOHMYECKMM TMnonapaTupeo3oM peKomeHay-
eTCA NpoBeAeHNEe KOMMbIOTEPHOWN TOMOrpadpuin ronoBHOIoO
mos3ra [27, 29, 36,47, 65-68]. YYP C (YAA 4)

Kommenmapuu. KnvHnyeckne nposaBneHnA KanbLu-
drKauMy Pa3nnYHbIX OTAENOB LEHTPANIbHOW HEPBHOWN Cu-
CTeMbl y NaLMEHTOB C ANMTENbHbIM aHaMHE30M rurnonapa-
TUpeo3a HecneymnouyHbl. K Hanbonee pacnpocTpaHeHHbIM
OTHOCATCA ABUraTeNibHble HapyLeHWA: PUTMAHOCTb MblLLL,
NapPKNHCOHM3M, TUMNEPKUHE3bI (Xopes, TPeMop, AUCTOHNS,
ateTo3, opodaunanbHas AUCKNHE3NSA); KOTHUTMBHbIE pac-
CTPOWCTBA; MO3KEUYKOBbIe CMMMTOMbl Y HAPYLUEHUA peuyn.
B pAape cnyuyaeB oTMeyvaloTCA snNunenTUYeckme NpucTynol,
nemeHuus. Hepepnko HabnogaeTca coueTaHue pasnnyHbIX
KIMMHNYECKMX CMMNTOMOB. Bonpoc o Hanuumm natoreHe-
TMYECKON B3aMMOCBA3M MeXAy HeBPOJIOrMYeckon CUM-
nToMaTUKOU 1N o6beMom, IoKanmsaumen obbiI3BeCTBAeHNN
OoCTaeTcA NPOTUBOPEUNBbLIM. [PV BO3HUKHOBEHUM JAHHbIX
CMMMTOMOB W/VNWN BbIABNEHUN KanbuudpuKkauum 6asanb-
HbIX raHrMMeB No AaHHbIM KT rofloBHOro Mo3ra nokasaHa
KOHCYnbTauusa Bpaya-HeBposora.

« [laymeHTam C XPOHUYECKMM TMMOMAPATUPEO3OM
He peKOMeHAYeTCA perynsapHoe npoBeAeHe PeHTreHoB-
ckol geHcutomeTpun (Dual-Energy X-Ray Absorptiometry,
DXA) pna oueHKU COCTOSIHMA KOCTHOro TKaHu [29, 36, 47,
69-72]1.YYP A (YAA 3)

Ta6bnuua 3. HacnencteeHHble dopmbl runonapatnpeosa [40]
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KommeHmapuu. Mpy runonapatnpeose KOCTHbIA 06-
MEH 3amefJieH, TakKUM 06pa3oM OTCYTCTBYIOT MPeAnOChIUIKM
K cHmXeHnto MK ¢ TeyeHnem BpemMeHU B OTCYTCTBME CO-
nyTCTBYIOWUX GAKTOPOB PUCKA, TAKUX KaK Tepanus rioKo-
KopTukongamu. [1na oueHKn COCTOAHMA KOCTHOM TKaHW na-
LUMEeHTaM C XPOHMYECKUM FMnonapaTMpeo3oM xenaTesbHo
NpoBeAeHNEe KOMMIEKCHOTO 00CeloBaHNA, BKITIOYAKOLLErO
onpefeneHne MapkepoB KOCTHOTO OOMeHa 1 pPeHTreHorpa-
duio KocTen.

MHbIE AUATHOCTUYECKUE UCCNIEAOBAHMNA

+ [lauymeHtam C runonapaTMpeo3oM HeyTOUYHEHHOW
3TUONOTMM MOXET ObiTb PeKOMEHAO0BaHO PaCLIVPEHHOe
obcnepoBaHuve, BKloYalowee noagpobHbIn cbop aHamHe-
3a 1 Xanob naureHTa, reHeTUYeCKoe KOHCYbTMPOBaHUe
U FreHeTUYecKoe TeCTUPOBaHME MNPy NOJO3PEHUN Ha Ha-
CNneACTBEHHbIX XapaKTep natonorun [4, 33, 36, 47, 73-78].
YYP C(YAA 4)

Kommenmapuu:

- MauMeHTaM C M3OJIMPOBaHHbIM TMMONapPaTNPEeO30M He-
AICHOW 3TUOMOMUM, BO3HUKLWMM MOCAe MepBOro rofa
XKWU3HU, PEKOMEHAYETCA MNOAPOOGHbIN cOop aHamHesa
1 Xanob nauneHTa, uccnegosBaHue reHa AIRE ana ucknio-
yeHwusa AlNC 1-ro Trna. HacnencteeHHble popmbl 3abone-
BaHUsA NpefcTaBneHbl B Tabnuue 3.

3a6boneBaHusa

HacnepgoBaHune Jlokanusauymna leH

CrHAPOManbHbIN rMnonapaTmpeos

Cungpom Ouxopaxm 1 Tvna
Cungpom Oullxopaxm 2 Tmna
CHARGE cuHgpom

ANC 1 tnna

HDR-cuHgpom

Cungpom KepHca-Cenpa

AD 22q11.2 TBX1
AD 10p13-14 NEBL
AD 8q12.2 CHD7
AR 21g22.3 AIRE
AD 10p15 GATA3

MwuToxoHap. NA MutoxoHgp. OHK

Cungpom MELAS MwuToxoHgp. NA MwutoxoHgp. OHK
CuHgpom pepuymnta MTP AR 2p23 HADHB
CvHpgpom KeHHn-Kadpdu 1 Trna AR 1942.3 TBCE
CuHapom KeHHn-Kaddu 2 Tvna AD 11q12.1 FAMIT11A
Cungpom CaHbAag—-Cakatun AR 1942.3 TBCE
[Oncnnasna «TOHKMX» KOCTen AD 11q12.1 FAM1T1A
AyTOCOMHO-AOMMVHaHTHasA rMnoKanbLyuemMmnsa
QZ;?:(;Z:OT-S:;W%HTHM runokanbuvemus 1 Tmna n CUHAPOM AD 3q21.1 CASR
AyTOCOMHO-AOMWHaHTHaA rMnoKanbuuemma 2 Tmna AD 19p13.3 GNAT1
M3onupoBaHHbI rmnonapaTtupeos
AyTOCOMHbIN FrMNonapaTupeos AD vnun AR 6p24.2un 11p15 GCM2wn PTH
X-cBA3aHHbIN rMnonapaTtnpeos XR Xq26-27 50X3!

AD — ayTOCOMHO-AOMUHAHTHbIN; AR — ayTOoCOMHO-peLieccnBHbIN; NA — HenssecTHO; MUTOXOHAP. — MUTOXOHAPUaNnbHoe; MTP — MUTOXOHAPUaNbHbIN

TPUOYHKLUMOHANbHBIN 6eNoK.

! — nprymnHHasa ponb SOX3 B pa3BuUTHM X-CBA3aHHOTO rnonapaTnpeosa He onpeaeneHa.
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Ta6nuua 4. OCHOBHbIE LeNIn 4ONTOCPOYHOI TePanuM rMMNomnapaTMpeosa

KINMMHWYECKME PEKOMEHZALINNA

MapameTpbl

Llenn neueHns

LleneBon gnanasoH

MoppeprkaHne Ha HUXKHEN rpaHmLe
VNN HECKONbKO HUXKE HUXKHEN

YpoBeHb anbOymunH-
CKOPPEKTNPOBAHHOIO KabLusa KPOBY

rpaHnLbl pepepeHCHOro AnanasoHa
(2,11-2,65 mmonb/n) y nayneHToB

2,1-2,3 mmonb/n

6€3 KNMHNYECKNX CUMATOMOB

rmnoKanbunemmin

YpoBeHb CyTOYHOW 3KCKpeLun
Kanbuma (nccnefoBaHme ypoBHSA

V Anana3soHa
KafibL{1si B CyTOUHOM MOYe)

MopaepKaHue B Npefenax Lenesoro

My>KunHbl: <7,5 MMOnb/cyT
MKeHwmHbI: <6,25 mmonb/cyT

YpoBeHb pocdopa CbiIBOPOTKM KPOBY

MNopaepxaHue B npegenax
pedepeHcHoro ananasoHa

0,8—1,4 mmonb/n

ypOBEHb MarHumA CbIBOPOTKN KPOBU

B npenenax pedpepeHcHoro gruanasoHa

0,7-1,05 mmonb/n

YpoBeHb 25(0OH)ButamnHa D

Kak B 0bLel nonynaumm

30-60 Hr/mn (75-150 HMonb/n)

ObLyee caMoUyBCTBYE 1 KauecTBO
KU3HW

lMepCoHanM3npPOBaHHOE ledeHne

NHdopmmpoBaHHOCTL/06pa3oBaHme

MH(I)OpMI/IpOBaHI/Ie nauyneHTa 0 CMMNTOMax rmnoKalbunemMmn n
rmnepkanbunemMmini, OCNOXKHEHNAX 3aboneBaHun

LESIN NEYEHUA U MOHUTOPUHIA TMMONAPATUPEO3A

OCHOBHble Lenn JONroCpOYHON Tepanuu runonapaTm-
peo3a npeacTaBneHbl B Tabnuue 4.

+ Y nayueHToB C rmnonapaTtnpeo3om pekomeHayeTca
NoAAepPKMBaTh YPOBEHD KasbLiA CbIBOPOTKY KPOBY (anbby-
MUWH-CKOPPEKTUPOBAHHbIN NN MOHM3UPOBAHHbBIN KanbLui)
B Mpefesniax HYXHEeW rpaHuLbl Uim YyTb HUXe pedepeHCcHo-
ro gnanasoHa npuv ycnosuu OTCYTCTBMA CUMMATOMOB 1 NMpu-
3HAKOB MMMOoKanbLMEMUN C LieSIblo NPOPUIAKTUKN Pa3BUTUA
OCNOXHeHU 3abonesaHuna [36,41,47,79]. YYP C (YAA 5)

Kommenmapuu. TepaneBTnyeckue uenm — YpPOBEHb
anbbyMVH-CKOPPEKTUPOBAHHOIO KasibLMA KPOBWU B Mpe-
penax 2,1-2,3 MmMonb/n UAN MOHU3NPOBAHHOIO KanbLus
B npepenax 1,05-1,15 MmMonb/n — OCHOBaHbl Ha NoaAepXa-
HUM GM3MONOrMYeCcKUX NMPOLIECCOB B OpraHusme. HekoTto-
pble NauMeHTbl MOTYT, OAHAKO, HY»KAaTbCA B 6onee BbICOKUX
YPOBHAX KanbLyA CbIBOPOTKN KPOBU ANA YCTPAHEHUA CUM-
NTOMOB FMNOKaNbLEMUN.

+ Y MaumneHTOoB C rMnonapaTMpeo3omM peKoOMeHJ0BaHO
noadep»KmMBaTb YpPOBEeHb CYTOUYHOW 3SKCKpeuun Kanbuua
B Npefenax Lenesoro AnanasoHa (B 3aBUCUMMOCTW OT MONa)
C Uesnbio NPOGUNAKTUKN MOYEUHBIX OCIOKHEHWI [36, 47, 55,
79,801.YYP C (VAL 4)

+ Y nayueHToOB C rMnonapaTtnpeo3om pekomeHayeTca
NnoaaepXmBaTb YPOBEeHb HeopraHuyeckoro ¢ocdopa Kpo-
BM B Npefenax pedepeHCcHOro amanasoHa ¢ uenbto npodu-
NAKTUKN BHECKeNeTHoW Kanbundukauum [16, 33, 36, 47, 80].
YYP C(YOA5)

+ Y nayueHToOB C rmnonapaTtnpeo3om pekomeHayeTca
NoAAepPKMBaTh YPOBEHb MarHus B npegenax pedbepeHcHoro
nvanasoHa [36, 47,81, 82]. YYP C (YAL 4)

+ Y MaumneHTOoB C rMnonapaTupeo3omM peKoMeHJ0BaHO
noaaep»meatb yposeHb 25-OH ButammHa D B onTumanb-
HOM AMana3oHe, Kak gna obuwein nonynsauum [33, 36, 45, 47,
83-871.YYP C(YAA 5)

Kommenmapuu.

- lns 60onbHbBIX C rMONapaTMPeo30M, TaK Ke Kak 1 s 06-
wern nonynauum, B GONbLUMHCTBE CllyYyaeB XapaKTepHO
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Hanvuyre HefocTaTKa nnu gedurumuta ButamumHa D. B cBszu

C YeM ns ero Koppekuun LenecoobpasHo UCNonb30oBa-

HMe HaTUBHbIX popm BUTamuHa D (Konekanbumdpepon**).
- [Ina poccvickonm nonynAuMyM OMTUMasnbHble YpPOB-

H1 25(0OH)D yctaHoBneHbl B Aguana3oHe 30-60 Hr/mn

(75-150 Hmonb/n). YpoBHu 25(0H)D 6onee 100 Hr/mn

(250 HMONb/N) MOTYT CTaTb MPUYNHON TOKCUYECKOTO BO3-

JencTtenA ButaMmmHa D Ha opraHn3m 1 He pekoMeHAYITCA.
- Tepanus anbdakanbuuponom**,  KanbuuUTpUonom**

He OKa3blBaeT CyLEeCTBEHHOro BAUAHMA Ha YPOBEHb

25(OH)D cbiBOpOTKM KpOBW.

- PekomeHpayeTcsa cneymanbHoe obyyeHue naymeH-
TOB C TMNOMNapaTupeo3oM C OOCY>KAEHUEM BO3MOXKHbIX
CUMMTOMOB TMMO- U TUNEePKanbUNEMUN U/ VN OCNOXKHe-
HUI 3aboneBaHns, a TakXe Mep Ux NpoPpuNakTUKM Ana
NPOOGUNAKTKN XU3HEYrpOoXKaoLWKX coCcTosHui [36, 47].
YYP C (YAA 5)

KommeHmapuu. B Tabnvue 6 npeacTtaBneHa KivHuye-
CKaA CYMMTOMATMKA, O KOTOpPOW criefyeT MHPOPMMPOBaATbL
MauMeHTOB, YTOObl OHM MOFN CaMOCTOSITENIbHO 3anofo-
3puTb Y ceba rmMno- unv runepKanbLMeMmnio Ha paHHen CTa-
ann (Tabn. 5).

JIEMEHME TMNMOMAPATUPEO3A

JlekapcTBeHHble npenapaTbl, UCNONb3yemble ANA neve-
HMA rMnonapaTupeosa npeacTaBieHbl B Tabnuue 6.

- JlekapcTBeHHaA Tepanva peKoMeHAyeTcA BCeM Ma-
LMeHTaM C XPOHMYECKUM rMnonapaTtnpeo3om C CMMNTomMamMm
TMNOKanbLMEMMN U YPOBHEM aNibOyMUH-CKOPPEKTMPOBAH-
HOro Kanbuua meHee 2,0 MMOJSIb/N NN NOHU3NPOBAHHOIO
Kanbuma CbIBOPOTKU KpoBu meHee 1,0 mmonb/n. B cnyvae
6eCCUMMTOMHONO TEYEHUs] XPOHMYECKOro ruronapaTtupe-
03a 1 YPOBHEM anbOyMUH-CKOPPEKTUPOBAHHOTO KanbLus
Mexay 2,0 MMOMNb/N 1 HWXKHEN rpaHulen pedpepeHCHOoro
[mana3soHa pekoMeHZyeTcA NpobHas Tepanuvsa ¢ nocnegyio-
el oLeHKON 0bLero camouyBcTaus [16, 33, 36, 47, 80, 92].
YYP C(YRA 3)

« [Mpenapatbl BUTaMmrHa D u ero nponssogHblie (anbda-
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Tabnuua 5. KnnHnyeckaa cumnTomatiika, o KOTOpOou cnepyet VIHd)OpMVIpOBaTb NaumeHToB, YTOObl OHY MOV CAMOCTOATENIbHO 3anofo3puTb y cebs runo-
VU rnepkanbumeMmio Ha paHHern ctagum

OpraHbl/cncremol Mnokanbuynemunsa Mnepkanbunemns
CnabocTb
Henpeccus lonoBHas 6onb
LleHTpanbHasa HepBHasA PasgpaxxntenbHocTb CoHnnBoCTb

cncTemMa

CnyTaHHOCTb CO3HaHUA U Ae30pureHTaLma
Cypoporu

CnyTaHHOCTb CO3HAHUA U Ae30pUeHTaLNA
CHWXeHvie MaMATY U KOHLEeHTpaumm
BHVIMaHMA

Henpo-mbilweyHas
cuctema

OHemeHunA 1 NoKanblBaHUA (Napecte3nn) B
nanbLax pyk U HOT, OKONOPOTOBOW 06nacTu

MblweyHana cnabocTb

Cepp,etl HO-COCyancCTan
cncTeMa

YacTbil, apUTMUYHBIN NYSbC
CumMNTOMbI CepaeyHOn HeJOCTaTOYHOCTH

YacTbliA, apUTMUYHbBIV NYbC
ApTepuanbHas runepteHsns

KenyaouHo-KuLweYHbIn
TpaKkT

bonb B XuBoTE

[MoTepAa annetnTa
TowHoTa, pBOTa
bonb B &KMBOTE
3anopol

Moukn

Nonunypwna
CyxocCTb BO PTY, XaKaa

OpraHbl AblxaHuA

3aTpygHeHuWsA gbixaHuns
CBucTAWee abixaHne
YyBCTBO «cfjaBnieHnA» B ropne

Tabnuua 6. JlekapcTBEHHbIE NpenapaThl 415 NeYeHrs rnonapaTnpeosa

MexpayHapoaHoe HenaTeHTOBaHHOe CpepHAA cyTOUYHasA EanHunybl
HanMeHOBaHVe JieKapCcTBEeHHOro npenapara Ao3a nsmepeHuns KparHoct npuema
Anbdakanbuugon** 1,0-4,0 MKF 1-3 p/cyT
Kanbuutpuon** 0,25-2,0 MKF 1-3 p/cyT
MpenapaTbl, copepalure Kanbuus KapboHat? 1000-3000 mr 1-4 p/cyT
Konekanbuyndepon** 400-8007 ME 1 p/cyt
lmgpoxnopTtumasng** [80, 88-90] 12,5-100 mr 1-2 p/cyT
XnoptanungoHr'[90, 91] 50-100 mr 1 p/cyT
KomburHaumm pasnnyHbix cone marHus 300-400 Mmr 1-3 p/cyT

T — cynbdaHnnammHbl, 4ENCTBYIOWME Ha KOPTUKAbHbIN cerMeHT netnu leHne.
2 — npodunakTnyeckasn fo3a Konekanbumdepona**, nokasaHa npu yposHe 25(0OH)D>30 Hr/mn (75 HMonb/n), B ciydae geduumta uam HeLoCTaToOYHOCTH

BUTaMmHa D moxeT noTpeboBaTbca 60sblIan Ao3a npenaparta.

3—B TOM umnCsie B COCTaBE KOMOUHMPOBAHHOIO NpenapaTa «kapboHaT Kanbuua + Konekanbunpepon**»,
"~ npenapaT BXOAUT B CMMCOK XKNU3HEHHO HEOOXOAUMbIX 1 BaXKHENLINX NEKapCTBEHHbIX NpenapaTtos (KHBJM).

Kanbumgon**, Kanbuutprnon**) B couetaHuu C npenapaTamm

Kanbuma B pasfiMyHbIX 4O3aX PeKOMEHAO0BaHbl B KayecTse

CTaHAAPTHOW Tepanuu runonapatupeosa [16, 33, 96, 97,

36-38,47,87,93-951.YYP C(yAA 4)

Kommenmapuu.

- CraHpapTHaa TepanuA runonapaTtMpeosa BKloYaeT
B ce6s npenapatbl BUTamuHa D v ero npovssogHbie (anb-
dakanbumpon**, KanbUUTPUON**) N NpenapaTbl KanbLUWs.
Kanbunemnueckun 3¢pdekt Kanbuutpuona** npesbiia-
€T TakoBOW y anbdakanbungona** nprMepHoO BABOE.

- [nAa nopaep)kaHuA YPOBHA KanbLMA KPOBM B npepenax
LeneBoro ypoBHA peKoMeHAyeTcA TUTpauma o3 npena-
paToB BUTaMuHa D 1 ero nponsBofHbIX, pa3geneHre cym-
MapHOW J03bl Npenapata B 2-3 npuema. Tutpauma gosbl
06bIYHO Npon3BoanUTCA ¢ warom B 0,5 (Mnn 0,25) MKr ans
anbodakanbumgona** n 0,25 MKr ons Kanbuutpuona**.
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BonbLuwnii lWar nsmeHeHNA J03 MOXET NoTpeboBaTbcs Npu
BblpaXKeHHbIX rnno/rmnepkanbunemmn. PekomeHagyembin
BPEMEHHOI MHTepBan AnA KoppeKkuun 03 npenaparta
BUTaMMHa D u ero npowusBoaHbix (anbdakanbumpon**,
KanbLmMTpuon**) coctaBnset 2-3 fHsA, YTO 0OYC/IOBNEHO
nx (apMaKOKMHETUKOW W Kak ClefCcTBMe, afjeKBaTHON
OLIeHKOWN NPOBeAeHHbIX n3MeHeHun. [pn manocnmnTom-
HOM TEUEHUWN U YMEpPEeHHbIX KonebaHusax mnokasatenen
KanbLeMun nabopaTopHas OLeHKa afekBaTHOCTH CKOp-
PEeKTMPOBaHHbIX 403 MOXET ObiTb Mpou3BefeHa Yepes
7-10 pHelA. InA OUEHKM KIUMHWYeCKon 3ddeKTNBHOCTU
nogobpaHHON Tepanun U [OCTVXKEHUS CTAaBUIbHBIX 3Ha-
YeHVI KasibLiMeMum MOXeT NOTpeboBaTbCs OKOJO 2-3 me-
cAUeB, 0COGEHHO IS MALMEHTOB C BbICOKOW MOTpebHO-
CTblO B NpenapaTax ButammHa D 1 ero nponsBogHbIx.

N3onnpoBaHHOe Ha3HaueHne conemn Kanbuma natoreHe-
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TUYECKM HEe OMpaBLAHO M BbI3bIBAET SULIb KPAaTKOBPe-
MEHHOE TMOBbIEHNE MOKa3aTeNie KanbLMeMnmn CbiBO-
POTKM KPOBMW.

- [MaumeHTam C rMNoONapaTMpPeo3oM PEKOMEHAYETCHA WC-
Mosnb30BaTb AMETY C BbICOKUM NOTpebieHnem KanbLuii-
cofepallux NPoLyKTOB.

- [lna nevyeHua runonapartMpeosa MUCMONb3YIOTCA Pas3nny-
Hble MpenapaTtbl Kanbuusa. Kak npaBuno npumMeHsaeTcs
npenapatbl, cofepxalime Kanbuma kapboHaT (40% sne-
MEHTapHOro KasbLys), B TOM Y/C/ie B COCTaBe KOMOUHU-
POBaHHOIO MpernapaTa «KanbLua KapOboHaT + Korekasb-
undepon» B CpefHeCYTOUHbIX fo3ax 1-3 r (MoryT 6biTb
MCronb3oBaHbl 1 Gonee BbICOKME [03bl). Takke MOryT
ObITb UCMOJIb30BaHbl MuLleBble A06GaBKM Kanbuus Lu-
TpaTta (21% snemeHTapHOro Kanbuwma). MNpu HazHayeHUN
HeoOXOAUMO YUMTbIBaTb 0COHEHHOCTU PpapMaKOKUHETU-
KU pasfinyHbIX MPernapaToB: KanbLusa KapboHaT nyyuie
BCACbIBAETCA B KUCIION Cpefe enyaka, nostomy bonee
npeanoyTUTesieH Npuem BMeCTe C MULLIEN; Kanbuus um-
TpaT PEKOMEH0BaH NaLMeHTam C axNopragpuen nim no-
NyyaroLyx ieYeHrne MHrIMeuTopamm NPOTOHOBOIO HacoCa.

- Bbicokue po3bl MpenapatoB KanbLuUsi MOTYT CHU3UTb
noTpe6HOCTb B BUTamuHe D 11 ero npousBogHbIX 1 ynyuy-
WNTb KOHTPOJIb 3a MOAAEPKAHMEM LIENIEBOr0 YPOBHA
docdopa cbIBOPOTKM KpoBK, CBA3bIBasS Ppochop B Ku-
LIeYHKIKe.

« [InA NaumMeHTOB C XPOHMYECKUM MMMonapaTMpeo3om
U TunepKanbLuypueil peKoOMeHZOBaHO CHIKEHVE [03
npenapaToB KaJibLys U HU3KO-COJeBas AMeTa ANs JOCTMXKe-
HUA LEeneBOoro ypoBHA 3KCKpeuumn Kanbuma [16, 33, 36-38,
47,55, 80, 87-89,91,98-103]. YYP C (YAA 5)

« [lnA mauyueHTOB C XPOHWMYECKVM FMMOMapaTMpeo3om
W runepKanbLuypriell pekoMeHAoBaHa Tepanvis Tmasugamm
OnA JOCTVKEHWA LIENEeBOro YPOBHSA SKCKpPeLMn Kanbuus [16,
33,36-38,47, 55,80, 87-89,91,98-103]. YYP C (YA A4 4)

« [nAa nauueHTOB C XPOHWYECKMM FMMOMapaTMpeo-
30M u runepdochatemueli pekomeHgyeTca Hu3Ko-doc-
daTHas pueTa M Koppekuus [03 CTaHZApPTHOWM Tepanuu
C Uenblo JocTnXeHus Hopmodochatemun n npodunaktu-
K1 BHeCKeneTHoln Kanbuudukauum [36, 47, 87, 104, 105].
YYPC(vAA4)

+ Y naumneHTOB C rMNoMNapaTMpeO3oOM Npu BbISBIEHN
conyTcTByoLero aeduunta/HefoCTaTOUHOCTY BUTaMuHa D
[N51 €70 BOCMOJIHEHVS pEKOMEHAYeTCA Ha3HaYeHe npena-
paToB HaTUBHOW hopMbl BUTamunHa D (Konekanbundepon**)
B CTaHZApPTHbIX A03aX, KaKk Ans obuein nonynaumm, Hecmo-
TPA Ha NleYeHue npenapaTamv ButamuHa D n ero npownsso-
OHbIMK (anbdakanbuuaon**, Kanbunutpuon**) [36, 37, 47,
106, 1071. YYP C (YAA 5)

+ He pekomeHpyeTca MCMONb30BaTb PEKOMOMHAHT-
HbI YenoBeYeCKN NapaTMpeoungHbii FOPMOH A8 neveHus
rmnonapaTnpeosa B PyTMHHON KIUHUYECKON NpaKkTuke [36,
401.YYP C(YAA 5)

NMPOOUNAKTUKA

« MauuweHTam nepep nAaHUPYEMbIM XUPYPTrMYECKUM
BMELIATENbCTBOM Ha 06/1acTU Wen pPeKoOMeHAO0BaHOo
onpegeneHune yposHa 25-OH ButammHa D n komneHcauuma
ero geduunta ¢ Uenbio NPoUNaKTUKM Pa3BUTUA Mocse-
OMNePaLMOHHOrO TPaH3UTOPHOro ruMnonapaTipeosa [43,
105, 108-1151. YYP C (vAQ4 4)
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KINMMHWYECKME PEKOMEHZALINNA

« Bo m3bexaHve MoOBpexaeHUs 1/Unu AeBacKynsapu-
3ayum OLLXK He pekomeHpoBaHa ob6fA3aTenbHas WX pe-
BM3UA BO BpemsA onepauumy Ha opraHax wewn [116-118].
YypPC(yOoAa4)

+ B nepBble CyTKM MnocCne XMpyprayeckoro BMeLlla-
TeNbCTBA B 0ONacTu LWen peKoMeHAYyeTcA onpefeneHne
ypoBHenn MTI 1 anbbyMUH-CKOPPEKTUPOBAHHOTO W/WNKn
WNOHN3NPOBAHHOIO KanbLUMA KPOBU ANA AUArHOCTUKMW TMo-
napaTupeosa 1 onpefenieHnsa NoTpebHOCTU B Ha3HAYeHUN
npenapaTtoB KanbLuma 1 npenapaTtos ButammHa D 1 ero npo-
n3BofHbIx [43]. YYP B (YAA4 2)

Kommenmapuu. HecmoTpA Ha TO 4TO B HacToslee
BpeMsa He pa3paboTaHbl YeTKMe BPEMEHHbIE KpuUTepuu
ans 3abopa kposu Ha [Tl 1 nokasaTtenu Kanbuua B nocne-
ornepauvoHHOM Mepuoae, MNpPOBefdeHHble KCCNefoBaHNA
OEMOHCTPUPYIOT LEHHOCTb M3MEPEeHUA HaHHbIX napame-
TPOB B TeUeHMe nepBbixX 24 Y Nocsie onepauumn Ha opraHax
wewu. YpoeHb [Tl meHee 15 nr/mn B NepBbill AeHb nocne
onepauumn paccMaTpMBaeTCA Kak NpeauKkTop pasBuUTUA Mo-
cneoriepaLvoHHOro runonapaTMpeosa (4yBCTBUTENIbHOCTb
97,7%, cneunduryHocTb 82,6%). NocneonepaunoHHas oLeH-
Ka nabopaTopHbix nokasaTenelr $ocPpopHO-KaNbLUEBOro
obmMeHa — HeobXofumoe yCrioBre Ajisi CBOEBPEMEHHOIO
Ha3HayeHuA NpenaparToB BUTammHa D 1 ero npomnsBoaHbIX
1 NnpenapaToB Kanbuums.

+ [laumeHTam, nepeHecWwrM TOTaNIbHYI0 TUPEOUAIK-
TOMUIO, PEKOMEHAO0BaHO PYTWHHOE MNPUMEHeHUe Mnepo-
panbHbIX NPenapaToB KanbLuna B TeYEeHMe NepBbIX 2 Hefenb
nocne onepauunm ana npodunakTuky oCTpor rmnoKanbLue-
mum [119, 1201. YYP A (Y4 1)

Kommenmapuu. MvnHumanbHaa pekomeHgyemasa cCy-
TOYHaA [03a NepopasnbHbIX MNpenapaTtoB Kanbuua Co-
cTtaBnAeT He MmeHee 3000 Mr Ha CPOK He MeHee 2 Hefenb
C nocnepywowenn oueHKon nokasatenenn ¢ochopHoO-Kanb-
uneBoro obmeHa n onpegeneHvem nNoTpebHOCTU B Mpo-
JOMKEeHUM Tepanuu.

+ [auyweHtam, nepeHecwrM TOTaslbHYIO TUPEOUAIKTO-
MU0, C MOBbILIEHHbIM PUCKOM Pa3BUTMA MOCIeonepaLyoH-
HOW rMMoKanbLUeMMn pPeKoOMeHAOBaHO PYTUHHOE Ha3Ha-
YeHMe MepopasbHbIX MpPenapaToB KanbUusA B COYETaHUU
C npenapaTtamu BrTaMmmHa D u ero npowvssogHbiMu (anbda-
Kanbumgon**, KanbLumMTpunon**) B TeueHne nepsbix 2 Hepenb
rocsie onepaumy Ha opraHax Lwem Ans npopunakTUKM OCTPON
runokanbuvemun [119-1211. YYP A (YA 1)

Kommenmapuu. K He3aBuCMMbIM MpeguMkTopam mMo-
cneornepauyoHHON rMnoKaabuneMmm OTHOCAT TUPEOUIIK-
TOMUIO, OCOBEHHO C LIEHTPANIbHOW W/Unn GOKOBOW NUM-
dopancceKkymeld, NOBTOPHYI OMepaUMio Ha OpraHax Lewu,
MHTpaonepaumoHHoe noBpexaeHne OLLK, a TakxKe HU3KNIA
WHTpa- 1 nocsieonepaumoHHbi yposeHb [TT.

MwuHumanbHaa pekomeHgyemMasa CyTOyHasa fJo3a ne-
popanbHbIX MpPenapaTtoB KaNibLUA COCTaBAAET He MeHee
3000 Mr B coyeTaHuM C Tepanuen npenapatamm BUTamu-
Ha D n ero npon3BogHbixX (#KanbUUTpron** 1 MKr B CyTKWM)
Ha CPOK He MeHee 2 Hefienb C nocnegytoLlent oLeHKON noka-
3atenein GocPpopHO-KanbLMeBOro 0OMeHa 1 onpefeneHmem
NnoTpebHOCTV B NpodomKeHun Tepanum [119].

+ [laureHTam B XOfie XUPYPrnuyeckoro BMeLaTenbCcTBa
Ha opraHax wewn npu gesackynapusauum OLLXK pekomen-
[OBaHO MNpoBeAeHVe WX ayTOTPaHCMAaHTaumm Ansa npo-
dUNaKTMKM nocneonepaLMoHHOro runonapatupeosa [122,
123]. YYPB (YAA4 3)
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NEYEHUE OCTPON TMNOKAJIbLIUEMUN

[na KynnpoBaHMA OCTPOWN rMNoKanbLUNeMmnn pekomMeH-
[yeTcA yCTaHOBKa LieHTPasIbHOrO BEHO3HOrO KaTeTepa, YTo
Mo3BONUT NPefOTBPaATUTb CKIepPO3npoBaHue nepudepuye-
CKUX BeH BcieacTsue nHoysnm Kanbuumsa. NpegnoututensHo
MCMNONb30BaHWE KanbUMA [IOKOHaTa*¥, Tak KakK KanbuumA
XNIOpUA, MMEeeT Cepbe3Hble OCNOXHEHWA B BuAe HeKpo3a
MArKUX TKaHeMn, B CJlyyae Bbixofa pacTBopa 13 CoCyancToro
pycna.

B 3aBMCMMOCTIM OT CUTYyaL My MOTYT ObITb MCMOMb30Ba-
Hbl crepyiouie BapuaHTbl NapeHTepanbHOro BBeAEHUA
npenaparoB KanbLus.

1. BBepeHue KanbLus TOKOHaTa** BHYTPUBEHHO Honioc-
HO B KonnyecTBe 20-60 mn — ObICTpo 6e3 pa3BefeHUA
0,9% pacteopom NaCl** (unn B 5% pactBopa AeKCTpo-
3bl). MeToa MCNonb3yeTca NPy BblpaXkeHHbIX CUMMATOMax
runokanbuvemMun (MaumeHTbl C KINHNYECKON KapTUHOM
«CTpaxa CMepTu» UIn B 6eCCo3HaATeNIbHOM COCTOSIHUM).
[lo3a BBOAMMOTrO KanbLmA onpeaensaeTca no noABAeHUo
ANCNencruyecknx »*anoob.

2. BBepgeHve NONOBUHbI J03bl KanbLmMA MNIOKOHaTa** BHY-
TpUBEHHO bontocHO 6e3 pa3segeHus (40-50 mn 10% pac-
TBOPA KanbLusA MOKOHaTa**), octanbHaa fo3a Kanbuus
(50-60 mn 10% pacTBOpPa KanbuuA roKoHaTa**) BBOgUT-
CA BHYTPMBEHHO Me[NIEHHO B pa3BeeHHOM COCTOAHMM
(0,9% pactBopa NaCl** unu 5% pekcTpo3bi**) co ckopo-
cTbto Ans nHodysomata 0,5-1,5 MKr/kr/u. [laHHbIN cnocob
BBeAEHNA ABNAETCA CaMblM YacCTbiM AN KynUpPOBaHUA
OCTPOW MMMOKanbLMeMMK, No3BONAIOLMM ObICTPO HOp-
Manun3oBaTb KJIMHMYEeCKOe COCTOSAHME NaLMeHTa.

3. BBegeHvne Bcen [03bl NapeHTepasnbHbIX MNpenapaTtos
Kanbuma (80-100 mn 10% pacTBOpa KanbLMA IOKOHA-
Ta**), pasBegeHHoro B pacteope (0,9% NaCl** unn 5%
LEeKCTpo3bl**). MeTog UCnosnb3yeTca NpenmyLecTBEHHO
ANA nogfaep)kaHnA afleKBaTHOMO YPOBHA KanbuuA C Le-
Nblo NPOUAAKTMKIM Pa3BUTMA OCTPOI MMMOKabLeMUK.
MNapeHTepanbHOe BBefeHMe nNpenapaToB KanbLUna BCer-

[a npekpalyaeTca Npy NOABAEHUN ANCNENTUYECKNX XKaNlob

(TowHoTA, pBOTA).

BHyTprBeHHOE BBEfiEHNE KanbLua TpebyeT OCTOPOXKHO-
CTV Y 6OMbHBIX C TMMOKANIMEMUEN U Y NALMEHTOB, NPUHMMA-
IOLWNX ANFOKCUH*¥, B CBA3U C NOBbILUEHHBbIM PYICKOM apUTMUMN.

OfHOBpEeMEeHHO Ha3HauvalTCA nepopasnbHble npenapa-
Tbl Kanbuma 1 npenapatbl BuTammHa D n ero nponsBoaHbIX
(anbdakanbumngon**, kanbuutpuron**). Lenb Tepanumn — Ky-
NUpoBaHMe CMMTOMOB OCTPOW rMMnoKaabLMeMmm n Hopma-
nu3aumAa rnokasaTenieil obLWero U UOHN3UPOBAHHOIO Kalb-
UMA Ha HWKHEN rpaHuue pedepeHCHbIX 3HauyeHWuin unu
HECKOMNbKO HVXe B OTCYTCTBME KIIMHMYECKMX CMMMTOMOB
runokanbuvemnn. [Ons Koppekuum Tepanvum HeobXoaum
YacTbli KOHTPOMb YPOBHA KanbLma KpoBY (Kaxable 6-12 4
B Havase JleyeHus, nocsie cTabunmsaunym coCcToAHMA naum-
eHTa — Kakable 24 v).

CTonTb OTMETUTb, YTO MPY HaNUYMK y NauueHTa Bbipa-
XEHHOW rmnomarHMeMmy nokasaHa ee KoppekLmsa C UCNoJib-
30BaHMeM KaK nepopasibHbIX MpenapaToB (Mpenapatbl KOM-
O6UHaLMM pa3NMYHbIX NpenapaToB MarHusa 300-400 mr/cyT),
TaK U BHYTPUBEHHbIX GOPM — BHYTPUBEHHO CTPYMHO 2 T
MarHua cynbdata** B TeueHne 10-20 MUHYT, BHYyTPVBEHHO
KanenbHo 25% pacTBop MarHuA cynbdata** 2-4 r 8 150-200
mn pusmonormyeckoro pactsopa NaCl**.
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BEAEHWUE BEPEMEHHOCTUW NPU TMNONAPATUPEO3E

PekomeHpaumnn no BegeHuo 6epemMeHHOCTU Y nauu-
€HTKU C XPOHNYECKMM rmnonapaTnpeo3om:

* peKoMeHAyeTcA nopaepxaHue YpoBHEW WOHU3NPO-
BAHHOTO 1 anbOyMUH-CKOPPEKTMPOBAHHOMO KanbLuA
KPOBM B Mpefenax HMMXHe-HOPManbHOro pAmanasoHa
(BnA anbOYMUH-CKOPPEKTMPOBAHHOTO KarbLus B npese-
nax 2,1-2,3 mmonb/n, AN NOHNU3NPOBAHHOIO KanbLnsa —
B npegenax 1,1-1,25 mmonb/n) Bo n3bexaHvne Hebna-
ronpuATHOro Bo3gencTena Ha passuTne OLLXK nnopga.
[ns pacyeta ypoBHA anbbyMMH-CKOPPEKTUPOBAHHOIO
KanbLUus NpUMeHsoT Gopmyiny: 0OLMIA KanbLMi Naasmbl
(c nonpaBko) (MMOnb/N) = N3MEPEHHbIN YPOBEHb Kallb-
uua nnasmbl (Mmonb/n) + 0,02 X (40 — n3mepeHHbIN ypo-
BEHb anbOyMUHa nnasmsl (r/n));

+ B Nepuof rectauuv peKoMeHAYeTcA NPOBOAUTb MOHU-
TOPWHI noka3atenen ¢pochopHo-KanbLmeBoro obmeHa
cyactoTtoi 1 pa3 B 3-4 Hepgenu Ana NpopunakTNKN rmno-
W runepkanbunemnuy;

+ B Cllyyae U3MEHEHUA [O03MPOBOK MpenapatoB KanbLus
1 npenapaTtoB BUTaMMHa D u ero npownsBogHbIX (anbda-
KanbLuaon**, Kanbuutpron**) pekomeHgyetca 6onee ya-
CTbIl KOHTPOJIb, B cpeaHem 1 pa3 B 7-14 gHewn 0o JOCTVKe-
HWA LeneBblX NoKasaTenen Kanbumemmn. Pekomengyembii
WHTepBan A4/1A OLEHKN NPOBOAVMON KOpPEKLX Tepannu,
OCHOBaH Ha TOM, YTO Mepuof MOMyBbIBEAEHUA KasbLy-
Tpuona** coctaBnAeT oKono 4-6 Y, a yCTonunBasa KOHLEH-
TpauuA Kanbuma JOCTUrAETCA 3a Nepuogd, SKBUBANEHTHbIN
5 nepvogam nonypacnaga Kanbumtpuona**;

* peKkomeHAyeTcs noanepKuBaTb ypoBHu docdhopa, Mar-
Huga, 25(0OH)D 1 KanbumA B CyTOUHON MOYe B npepenax
pedepeHCHOro AranasoHa;

* pPeKOMeHAYeTCA NPeKpPaTUTb eyeHne TnasugHbIMK an-
ypeTrKamum Ha nepuog 6epemMeHHOCTY 1 NakTauuu;

* PpeKoMeHAyeTCA NpeKpaTUTb JleyeHre npenaparamu
napaTMpeonaHOro ropMoHa 1 UX aHanoraMmm Ha nepuos
6epeMeHHOCTU 1 NaKTauuu;

* pekomeHayeTtcs oOyyeHue MAUMEHTOK, HarnpaBneHHoe
Ha MNoBblleHNEe NHPOPMUPOBAHHOCTA O CUMMTOMATHKE
rMno- U rmnepKanbLunemMmnu.

3AKNIOYEHUE

lMnonapaTnpeos ABNAETCA OTHOCUTESIbHO PEAKUM SHAO-
KPUHHBbIM 3aboneBaHneM, TPeOyoLWMM MHOFOKOMMOHEHT-
HOW NeKapCTBEHHOW Tepanuy 1 TWaTesIbHOro HabnaeHnn
ONA KOHTPONA Haj 3ab0neBaHMEM U CHVKEHUSA PUCKOB
pa3BuTuA ocnokHeHu. Co3faHmMe KIMHUYECKUX pPeKo-
MEHAAUUA — HeoOXOAMMAs VMHULMATUBA, HampasiieHHas
Ha yfnyJyleHre KayecTBa OKa3aHuA MeguLMHCKON MOMOLLM
nayMeHTam C JaHHOM HO30/OrMEN.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢uHaHcupoBaHmMA. PaboTa BbiNOSHEHA MO MHMLMATVBE
aBTOpPOB 6e3 nprBneyYeHrs GUHAHCPOBaHN.

KoHpnuKT nHTepecoB. ABTOpPbI AEKNapuPYIOT OTCYTCTBUE ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacToALWEN CTaTbM.

Yyactne aBTopoB. Kosanesa E.B. — cylecTBeHHbI BKfag B Nosyye-
HVe, aHanu3 AaHHbIX WK VHTEPNpeTaLmio pe3y/bTaToB HanvicaHue CTatby;
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EpemkuHa AK. — cyliecTBeHHbIN BKNag B NosyyeHune, aHanus AaHHbIX Uiv
VHTepnpeTaumio pesynbTaToB HanucaHue ctatby; KpynuHosa H0.A. — cyuie-
CTBEHHbI BKJIaA B MOJTyYeHe, aHanv3 AaHHbIX WK MHTepripeTaLmio pesynb-
TaToB HanucaHve ctatby; MupHaa C.C. — CyLieCTBeHHbI BKNag B nosyye-
HVe, aHanM3 AaHHbIX WV MHTEPNpeTaLMio pe3ysbTaToB HammncaHue craTby;
Knm U.B. — cyLecTBeHHbI BKNag B MOMyYeHWe, aHanu3 faHHbIX WY NHTep-
npeTauuio pe3ynbTaToB HanmcaHue ctatby; KysHeros H.C. — cylyecTBeHHbIi
BKNaf B KOHLEMNUWMIO NCCNIEA0BaHMNA, BHECEHNE B PYKOMUCH CyLECTBEHHOW
NPaBKM C LeNblo MOBbIWEHVA HayYHOWN LeHHOCTM cTaTbk; AHapeeBa EH. —
CYLLECTBEHHbIN BKMaf B KOHLEMUMIO UCCIIEAOBaHUA, BHECEHME B PYKOMUCH
CyLLeCTBEHHON MPaBKU C LieNIbi0 MOBbILWEHWA Hay4YHOW LieHHOCTW cTaTby; Ka-
poHoBa TJI. — cyLlecTBeHHbIN BKNaj B KOHLENLMIO NCCNeOBaHSA, BHECEH e
B PYKOMVCb CYLLECTBEHHON NPaBKU C LIeSblo MOBbILIEHUA HAayYHOW LIEHHOCT
cTaTbu; Kptokoa /.B. — cyLecTBeHHbI BK1aZ B KOHLENLMIO NCCNefoBaHuA,
BHECEHMe B PyKOMVCb CYLLECTBEHHON NPaBKU C Liesbto MOBbILIEHUA HayYHOW

KINMMHWYECKME PEKOMEHZALINNA

LeHHOCTN cTaTby; MyayHoB A.M. — CyLeCTBEHHbIN BKMaZ B KOHLEMNLMIO UC-
CNleloBaHyis, BHECEHNE B PYKOMUCh CYLIECTBEHHOW MPaBKM C LEMblO MOBbI-
LeHWA Hay4YHOW LieHHOCTK cTaTby; Cnenuos W.B. — cyliecTBeHHbIV BKNag, B
KOHLIeNUWMIO NCCNIef0BaHNs, BHECEHME B PYKOMUCh CYLLECTBEHHOW NpaBKy C
Lienbio MOBbILWEHNA Hay4YHOWN LIeHHOCTW CTaTbk; MenbHuuyeHko A, — cyue-
CTBEHHbIN BKNag B KOHLEMLUMIO UCCIIefOBaHMsA, BHECEHVE B PYKOMUCH Cylle-
CTBEHHOW MPaBKU C Lie/blo MOBbILIEHNSA HayYHOW LIeHHOCTH CTaTby; MOKpbI-
wesa H.I. — cywecTBeHHbIN BKIaZ B KOHLEMNLUIO NCCNEAOBaHNA, BHECEHNE
B PYKOMMWCb CYLLECTBEHHOW NMPaBKM C LIeSbio MOBbILIEHVS HayYHOWN LIeHHOCTN
cTatby; [epoB N.M. — cywecTBeHHbIN BKNad B KOHUENUMIO NCCNefoBaHNs,
BHeCeHUe B PYKOMMWCb CYLLECTBEHHOW NMPaBKK C LENbio MOBbILIEHWS HayYHOM
LIeHHOCTM CTaTbl. Bce aBTOpbI 0A06PMM GUHANBHYIO BEpCHIio CTaTbi nepeq,
ny6nvKaumen, Bbipasvimn Cornace HeCT OTBETCTBEHHOCTb 3a BCE acreKTbl
paboTbl, NoApPa3yMeBaloLLYi0 HafJieXxallee U3yyYeHre 1 peLleHre BOMpoCoB,
CBA3aHHBIX C TOYHOCTBIO MM AOBPOCOBECTHOCTBIO 11060 YacTy PaboTbI.

MPUNOXEHUE A. METOAO10MUA PASPABOTKU KNIMHUYECKUX PEKOMEHAALIUIA

Ta6nuua 1. LLIkana oueHKN ypoBHE JOCTOBEPHOCTM foKa3aTtenbeTs (YA /1) AnA MeTOA0B ANArHOCTUKM (AMarHOCTNYECKMX BMeLLaTenbCTs)

yaAR

PacuumdpoBka

CuctemaTnyeckme 0630pbl UCCIEAOBAHNI C KOHTPONEM pedepeHCHbIM METOAOM UK CUCTEMATUYECKUI 0630p

PaHOOMU3NPOBAHHDbIX KIIMHNYECKNX VICCHE}J,OBaHVIVI C NpMeHeHnemM MmeTaaHannm3sa

OT1aenbHble nccnefoBaHnsA C KOHTpOJIEM pe¢ep6HCHblM MeToAOM Unun oTaeNnbHble PaHOAOMU3NPOBAHHDbIE
2 KINNHN4YeCKne nccnegoBaHnAa n cuctematnyeckmne O630pbl nccnepoBaHmm ntoboro AN3aliHa, 3a NCKNIoYEeHNEM
PaHOOMU3NPOBAHHDbIX KITMHNYECKNX nccnepoBaHum, € npnMmeHeHnemM MmeTaaHannsa

WccnepoBaHuA 6e3 nocnenoBaTe/ibHOIo KOHTPOA pe(bepeHCHblM MeToAOoM Unn nccnenoBaHnA
3 C pe(l)epeHCHblM MeTOAO0M, HE ABNAKLWNMCA HE3aBNCUMbIM OT nccsieqyemoro metoda nin
HEPAHAOMU3NPOBAaHHbIE CPABHUTENIbHbIE NCCIEOBAHUA, B TOM YNCE€ KOFTOPTHbIE NCCIefOBaHUA

4 HecpaBHI/ITeJ'IbeIe nccnenoBaHnA, onncaHne KNNMHM4YeCcKoro cy4yas

5 NmeeTca nuwb 060CHOBaHMe MexaH3mMa OeNCTBMA NN MHEHNe JKCnepToB

Ta6nuua 2. LLIkana oueHKr ypoBHell 4OCTOBEPHOCTU foKa3aTenbcTs (YA ) Ana MeTofoB NpodunakTuky, nedeHns n peabunutaymm (npodunaktmyeckmx,

J'leLIe6HbIX, pea6l/IJ'II/ITaL|,I/IOHHbIX BMeLlaTeNbCTa)

yaAa

PacwnépoBKa

1 Cuctematuueckunin 063op PKU ¢ nprMmeHeHrem meTaaHanmsa

C MPUMEHEHNEM ME€TaaHaNnn3a

OtgenbHble PKU 1 cuctematnyeckre 0630pbl MCCefoBaHUI Nl060ro An3aiHa, 3a ucknouerHem PKU,

3 HepaH}J,OMVBVIpOBaHHbIe CpaBHUTENbHbIE NCCNIeAOBaHUA, B T.4. KOFTOPTHbIe nccnengoBaHmA

«CJIyY4ar-KOHTPOSb»

HecpaBHVITeﬂbele nccnenoBaHuA, onncaHme KNMHNYeCKOoro cny4dana nnm cepumn cydaes, nccnenoBaHuA

NN MHEHME 3KCNepTOoB

MiMmeeTcs nwb 060CHOBAHNE MEXaHW3Ma OeNCTBMA BMeLaTeNbCTBa (,EI,OKJ'IVIHI/I‘-IGCKVIG I/ICCJ'Ie)J,OBaHI/IFl)

Ta6nuua 3. Lkana oueHKN ypoBHei ybeanTenbHOCTU pekomeHgaumi (YYP) ana metofos npodunakTky, ANAarHoCTrKY, IeYeHns n peabunmtaumm (npo-
duUnakTMUECKNX, ANArHOCTUYECKUX, NeYebHbIX, peabnnnTaLMOHHbIX BMELIATeNbCTa)

YypP

PacuumndpoBka

CunbHan pekomeHaaums (Bce paccmaTpuBaemble Kputepun 3GpGEKTUBHOCTY (MCXOAbI) ABNSAIOTCA BaXKHbIMY,
A Bce nCcnefoBaHMA MEIOT BbICOKOE U YAOBETBOPUTESIbHOE METOLONOMMUECKOEe KauecTBO, X BbIBOAbI
Mo MHTEPECYIOLUM NCXOAM ABIAIOTCA COrNacoBaHHbIMM)

YcnosHas pekomeHaauna (He BCce paccmaTpuBaeMble KpUtepun Sd)d)EKTI/IBHOCTVI (ncxogbl) ABNAOTCA BaXHbIMU,
B He BCE nccnenoBaHmMAa MMEKOT BbICOKOE U yAOBIETBOPUTENIbHOE METOA0TIOTNYeCcKoe KayeCcTBo n/unn nx
BbIBOAbI MO NHTEPECYWNM NCXO0OaM HE ABNAIOTCA COrnacoBaHHbIMM)

Cnaban pekomeHgaunaA (OTcyTCTBVIe AOKa3aTesIbCTB HaaneXalwero KadectBa (Bce paccMmaTpuBaeMble KpUtepun
C 3¢¢EKTVIBHOCTVI (I/ICXO,D,bI) ABNAKTCA HEBAaXXHbIMW, BCE NCCNIEAO0BAHNA MMEIOT HN3KOE MeToaoorn4yeckoe
Ka4yeCTBO U X BbIBOAbI MO MHTEPECYILWNM NCXo4aM He ABNAIOTCA cornacoBaHHbIMU)
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MPUNOXEHWE B. ANTOPUTMbl LENCTBUA BPAYA

HasHauyeHue npenapatoB
CTaHAaApTHOW Tepanuu:
npenapaToB BUTamuHa D
1 €ro nNpon3BOAHbIX
(anbdakanbumpon®*,
KanbunTpuon**)

1 NepopanbHbIX
npenapaTos, coAepaLynx
Kanbuma KapboHar'

MaumeHTbl C NOJO3pPEHNEM Ha Hannune
runokasnbunemmumn
(cMmnTOMBI rTNOKaNbLMEMNI)

Y

OnarHoctuka
(onpepenenHune
anbbyMVH-CKOPPEKTMPOBAHHOMO
Kanbuma kposwu 1 MTT)

MoarBepKaeHue
AnarHosa
runonapaTupeos

WccnepoBaHue ypoBHA
HeopraHuyeckoro ¢pocdopa
B KpPOBWU, 06L1ero marHus

B CbIBOPOTKE KPOBWY,

25-OH BuTtamuHa D B Kposw,
KpeaTuHMHa B KPOBU

¢ pacuetom CKO, kanbuus

B CYyTOUYHOW MoYe

DocTmkeHne
NepBUYHON LieNnn Tepanuu:
- YpOBeHb Kanbuna

CbIBOPOTKM KPOBM
2,1-2,3 mmonb/n
- OTCYTCTBME CUMMNTOMOB
rMnoKanbunemMmny

MNpognonkeHue
[MarHoCTMyeckoro
nowncKa B pamkax
anddepeHUmanbHom
[ONarHoCTUKM
runokKanbuuemmum

Het

Koppekuwns
B CTaHZapTHOW Tepanum

OrHamunuyecKknim KOHTPOIb:

- Kanbuui obuin,
anbbymuH, pocoop,
MarHun, KpeaTuHuH
c pacuetom CKO-EPI a
Kaxkble 3-6 mecALeB

- KanbLuW B CYyTOYHOW MOYe
1 pa3 B 6-12 mecaues

- Y3/ nouek 1 pa3 B rog

- KT ronosHoro mo3sra
(Mo nokasaHuAm)

- odTanbmosiornyecknii
0OCMOTP (NO NOKa3aHNAM)

HocTmkeHne
BTOPUYHbIX Lienemn
Tepanuu:

- HopmodocdaTemus
- ypoBseHb 25(0OH) ButammHa D
6onee 30 Hr/mn

- KanbLui B CyTOUYHOW
Moue <6,25 MMOonb/CyT
ONAKEeHLWWH 1 <7,5 MMonb

ANA My>KUnH
< HOpPMOMarHMemms

Het

Koppekuuns HapyleHui

no nokasaHunam:

- rmnodocdartHas ameTta

- Ha3HaueHue
Konekanbundepona**

- Ha3HaueHue
rMpgpoxnopotunasnga**

- HasHauyeHne KoMOMHaLun
Pa3NnYHbIX CONen MarHmsa

' — B TOM umncsie B COCTaBe KOM6I/IHI/IpOBaHHOFO npenapata

«KanbLua KapboHaT + Konekanbuyudepon»
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