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CneunanbHOCTb:

Pa3paboTumnk KNMHMYECKOMN peKkoMeHaaumm

Poccuiickas accoumaumst aHgokpuHornoros, Ob6uiepoccuinckas obLiecTBeHHas opraHusaums "Poccuinckoe
06LLecTBO cneumanucToB No ONyXonsaM ronosbl 1 wen", Accoumauny 3HAOKPUHHbBIX XMPYPros

OpobpeHo HayyHo-npakTudeckum Cosetom MuHsgpasa Poccum

Cnuncok cokpaweHuin

1,25(0OH)2D - 1,25-gurngpokcusmutamuH D, kanbumTpuon

25(0OH)D - 25-rugpokcmsutamuH D, kansumngunon

AlC - ayTOMMMYHHBbIN NoNUrnaHaynsapHblA CUHAPOM

ALl - ayTOCOMHO-OOMWHAHTHAA rmnokanbumemms

YKHBIIIM - »kM3HEHHO HEODXOoANMbIE N BaXKHENLLME NeKapCTBEHHbIE NpenapaTbl
NDP - nHtepdepoH

KT - koMmnbloTepHas Tomorpadus

JIT - nIoTENHU3NPYIOLLUIA FOPMOH

MKB-10 - mexgyHapogHas knaccudmkaums 6onesnHen 10-ro nepecmotpa
MK - MMHepanbHasa NIIOTHOCTb KOCTH

OLLPK - okonowmtoBMaHbIE Xenesbl

npenpolTl - npe-npo-napaTMpeonaHbii FOPMOH

MTr (PTH) - napaTnpeonaHbin rOpMoH, NapaTropmoH (parathyroid hormone)

MTrnll - napaTropmMoH-NoAo6HbIM NenTug
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Mceenol TIT - nceBpornnonapaTnpeos
MceBno-nceBnol TIT - nceBgo-ncesaorMnonapaTMpeos
CK® - ckopocTb knybo4ukoBow hmnbTpaumm

TTI - TUPEOTPONHLIN TOPMOH

Y3W - ynbTpasBykoBoe nccrnenoBaHmne

OPD23 - hakTop pocta hmbpobnacros 23

OCT - PonnMKyNnoCTUMYIMPYHOLMIA TOPMOH

XBI1 - xpoHnyeckasn 6onesHb noyek

LIHC - ueHTpanbHasi HepBHasi cuctema

LUDK - wmtoBmnaHas xenesa

AIRE - reH ayToummyHHoro perynsitopa (The autoimmune regulator)

APECED - kaHaumpo-aktogepmanbHasa guctpodums (autoimmune polyendocrinopathy with candidiasis and
ectodermal dystrophy)

AR - ayTOCOMHO-pELIECCUBHBIN TWM HacnenoBaHus (autosomal recessive)
AD - ayTOCOMHO-OOMUWHaHTHBIN TUN HacnegoBaHusa (autosomal dominant)
CaSR - kanbuui-4yBCTBUTENbHLIN peuenTop (calcium-sensing receptor)

CHARGE - HacnepgcTBeHHbI CMHAPOM, BKMo4dawwmi kornobomy (coloboma), pedpektbl cepaua (heart
defects), aTpe3nto xoaH (atresia choanae), 3amegneHue pocta (growth retardation), aHomanun nonoBbIX OpraHoB
(genital abnormalities) n aHomanun yxa (ear abnormalities)

DXA - AByxaHepreTnyeckasa peHTreHoBckas abcopbumomeTpus, peHTreHogeHcuTomeTpua (dual energy X-ray
absorptiometry)

FHHNC - cemeliHas rmunomarHmemMus ¢ runepkansunypuein u HedpokansumnHosom (familial hypomagnesaemia
with hypercalciuria and nephrocalcinosis)

GATA3 - GATA-binding protein 3

HRD - HacnefcTBEHHbI CUMHAPOM, BKMHOYAKOWMIA rMnonapaTupeos, 3afepXkKy pasBuUTUSl, AMCMOPEU3M
(hypoparathyroidism retardation dismorfism)

MELAS - cvHApPOM,  BKMIOYAKOWMW  MUTOXOHApPMWArbHYIO  SHUedanomMmuonaTtunio,  nakrataungos,
nHcynbTonogo6Hble anusoasl (mitochondrial encephalopathy, lactic acidosis and stroke-like episodes)

MTP - MuTOXOHApUWanbHbIA TPUDYHKUMOHAMNBHBIA GEnok

NA - He n3BecTHO

PTH1R - peuenTtop k napatupeongHomy ropmoHy (Parathyroid Hormone 1 Receptor)
VDR - peuenTop BuTammHa D

TepMuUHBI U onpeaeneHus

MnonapaTMpeos - COCTOSHWE, XapaKTepusyloLleecsa CHWKEHHOW NpoAyKuuen napaTvpeougHoro ropmoHa
(MTI) oxkonowwmtoBngHbIMK Xenedamu (OLLPK) nnm pes3ncTeHTHOCTBIO TKaHeW K ero AevWCTBMIO, YTO MPUBOAMUT K
Pasnn4YHbIM HapyLleHnsaM, npexage Bcero poctopHO-KanbLMeBoro oomeHa.



TpaH3UTOpHbLIN MOCReonepaLUoHHbI TUnonapaTpeos - runokansumMemMusi, passuBaiolLascsa B nepseble 24
yaca nocrie ornepauuu Ha opraHax Liev ¥ paspeluaiollasca B TedeHne 4 - 6 Hedenb MOCNE XMPYPrU4eckKoro
BMeLllaTenbLCTBa.

XpoHuyecknin  (CTOMKMIA) MOCNEeOoNepaLnoHHbIA  rMnonapaTMpeos - runokanbuUMeMmns B COYETaHUU C
HeagekBaTHO HU3KMM ypoBHeM IMTI cnycta 6 mecsaueB 1 6onee nocne XxMpypruyeckoro BMeLlaTenbcTBa Ha opraHax
wewn.

BpoxxaeHHbIN runonapaTupeos - reTeporeHHast no aTmonorMm rpynna 3atonesanuii OLLPK, nposiBnsiowmxcs
cpasy nocrne poXaeHWs U XapaKTepMU3YIOLLIMXCS YaCTUYHBIM MW NMOMHbLIM BbiNageHnem nx yHKLUWA.

MceBgorvnonapaTvpeo3 - peakoe HacrneacTBeHHoe 3aboneBaHve,  XapaKTepusyloweecs  KIMUHUKO-
nabopaTopHbIMY NpU3HaKamu rmnonapaTupeosa Ha ¢hoHe NoBbILLEHHOTO ypoBHS T B KpoBW.

HedpokanbumHos - auddcpy3Hoe OTNOXEHME coneil Kanbuusi B TKaHM TO4YeK, COMpOBOXAaloLLeecs
BOCManMTenbHO-CKNEPOTUYECKUMMN U3MEHEHUAMU N NOYEYHOW HeQOCTaTOYHOCTLIO.

HedponuTturas - Hanmune KOHKPEMEHTOB B YaLLEYHO-TTOXaHOYHOM CUCTEME MOYEK.

1. Kpatkasa nHcpopmauus no 3aboneBaHMIo UM COCTOAHUIO (rpynnbl 3a6oneBaHUM UNM COCTOSAHMN)

1.1 OnpeneneHue 3aboneBaHUA N cocTosiHUA (rpynnbl 3a6oneBaHUn UM COCTOAHUN)

'MnonapaTnpeos - COCTOSIHWE, XapaKTepU3YHLLEeecs CHWXEHHOW MpoayKuMen napaTUpeougHoro ropmMoHa
(MTI) oxkonowwmtoBnaHbIMKU Xenedamu (OLLPK) nnm pe3ncTeHTHOCTbIO TKaHeW K ero AeWCTBMIO, YTO MPUBOAMWT K
pasnMyHbIM HapyLeHWAM, npexae Bcero oocopHO-KanbLMeBoro obmeHa.

1.2 3Tnonorus v natoreHe3 3abonieBaHUs UM COCTOSAAHUA (rpynnbl 3a6oneBaHU UM COCTOAHUN)

1.2.1. Pusnonorua doccopHo-KanbLLMeBoro oomMmeHa

OLPK KOHTpOMMPYIOT BHEKMNETOYHbIV KanbuueBbll romeoctas nytem cekpeuum [T, B napatupoumTax
nepBoHaYvaribHO CUHTEe3MpyeTcs NenTua-NpeilecTBEHHNK, COCTOoAWMA U3 115 aMUHOKUCIOTHBLIX OCTaTKoB
(npenpolTl” (1 - 115)). B pe3synbrate cneuudumyeckoro npoteonusa N-KOHLA NpeawecTBEHHUKA MpoUCXoouT
TpaHcdopmaumsa B akTUBHYIO nonHopasmepHyto monekyny MTI, Bkniovatowyto 84 aMMHOKUCIIOTHBLIX ocTaTtka (1 -
84)). MTI ynakoBbIBAaeTCSA N XpaHUTCHA B CEKPETOPHbLIX rPaHyrnax 1 BblcBobOXAaeTCcA N3 NnapaTUpOLMTOB B OTBET Ha
CHWXKEHWEe KOHLIEHTpauMM MOHW3MPOBaAHHOro Kanbums kposwu. Ha nosepxHocTu kneTtok OLWPK akcnpeccupyetcs
Kanbuun-vyyBcTBUTENBHBIV peuentop (CaSR), ocHOBHOW (OyHKUMEN KOTOPOro CYMTaeTcs MOZynsaumsi CUHTesa u
cekpeuun MTI, a Takke KOHTPOMb >XM3HeHHOro uukna knetok OWPK. Cekpeuns MNTIT makcMmansHa npu HU3KOM
YPOBHE WMOHM3NPOBAHHOTO KamnbUWs, MOBbILEHWE YPOBHS Kanbuusi, HAobopoT, cHwxaeT ero cekpeuuto. MTI
LUMpKYynMpyeT B KPOBOTOKE WM Jarnee CBA3biBaeTcs ¢ TpaHcmembpaHHbiM peuentopoMm PTH1R, conpspkeHHbIM ¢ G-
6enkomM. AKTMBaLMs 3TOro peLienTopa B KOCTHOWM TKaHW 1 MOYKaxX NPMBOAUT K NOBLILLEHMIO MOKa3aTenemn kanbumemun,
n nocregytowemy nogaeneHuio npogykumm MTI OWXK no mexaHuamy oTpuuatensHon obpaTtHon ceasu [1].

MTI Takke y4acTByeT B perynsauumn gochopHoro oomeHa. MNMoBbileHNe YPOBHSA LMpKynvpytoLlero gocdgopa
KpoBM NpuBOAUT K cTuUmynsumm cekpeummn [T, koTopbii B CBOK o4vepedb BO3LENCTBYS Ha MOYKM, CHWXKAET
TybynsapHyto peabcopbunto docdaTtoB. Nomeoctas docdopa AONOMHUTENBHO perynupyetca hakTopoM pocTa
¢ubpobnactoB 23 (PPD23), koTopbi NpeacTaBnsieT cobon GMONOrM4YecKkn akTUBHbBIA OCTEOLNT-CEKPETMPYEMBIN
nonvnenTug, WHrMOMPYIOWMI MNOYeYHyo TyOynspHyto peabcopbumio ocdaTtoB M CUHTE3 KanbuuTpuona
(1,25(0OH)2D) B noukax.

MarHmm - MWKPOSMEMEHT, TakkKe TEeCHO CBS3aHHbIA C Kanbumi-ocdopHbiM obmeHom. OH cnocobeH
perynupoBatb cekpeuuto [MTI aHanormyHo kanbuuio, sBnsdcb aroHuctom CaSR [2 - 4]. mnepmarHuemus
aktusmpyet CaSR B OUDPK, nogasnasa cekpeuuto MNTI. OgHako runomarHUEMUsi Takke MNpUBOOMT K PasBUTUIO
rmnokanbuneMnn, MexaHu3aM KOTOpPOM He A0 KoHua u3ydeH. Hambonee BeposATHO, AnuTENbHasi BblpaKeHHas
rMNOMarHMeMmsi NPUBOAUT K UCTOLLEHUIO BHYTPUKIETOYHBIX 3anacoB MarHusi, Yto NPUBOAUT K rMnepakTMeaLunm
CaSR, 6nokage cexkpeunn MNMTI 1 pa3BUTUIO PE3UCTEHTHOCTM TKaHEW K ero adpdpektam [5]. Cam MTI, B cBOIO O4epeab,
OKa3bIBaeT BIMSHUE Ha Nogaep)KaHne romeocTtasa MarHusi, nosbiwas ero peabcopbumio B AUCTarlbHOM KaHarbLe 1
B KIeTKax MO3roBOM YacTu JUCTANbHOro U3BUTOrO KaHanbLa.



Opyrum BaxHenwnm perynatopom ocopHo-kanbumeBoro obmeHa saBnseTcs Kanbuutpuon. logobHo
CTEPOVAHBIM FOPMOHAaM, OH CBSA3bIBAETCH C BHYTPUKITETOYHBIM PELLeNTOPOM KneTku-muwenn. ObpasyeTcsa KOMMnekc
rOPMOH-peLenTop, KOTOPbIN B3aMMOOENCTBYET C XPOMaTUHOM U MHAYLMPYET TPAHCKPUMLUUIO CTPYKTYPHbBIX FTEHOB, B
pe3ynbTate 4Yero CMHTE3MpyrTCa Genku, onocpeaylme AeicTeme Kansumtpuona. B aHTepouunTax kansumtpmon
WMHOYLMPYET CUHTE3 KanbLun-nepeHocawmnx 6enkos, obecnevmBalolWmnx ageksaTHyo abcopOLmio NOHOB KanbLns n
docdaToB M3 MNOMOCTU KuwevHuka. [anee KanbUUTPUOM KOHTPONMPYET TPaHCMOPT WOHOB Kanbuusa U3
ANUTENMOLMTOB B KPOBb, Bnarogaps Yemy KX KOHLEHTpauus BO BHEKNETOYHOW XWAOKOCTU MOAAEPXKMBAETCA Ha
YpOBHEe, Heob6XOAMMOM ANs MUHepanusauum opraHMyeckoro maTpukca KOCTHOW TKaHW. B nouykax kanbuuTtpuon
cTumynupyet peabcopbuuio MOHOB KanbLmsa u hocdaTos.

Hapsagy c MNTI u kKanbuMTpUoONoM B perynsauum obMeHa Kanbumsi y4acTBYET KanbUUTOHUH, CUHTE3NPYEMBbIV
napadonnukynsipHbiMn C-kneTkamm wmMtoBugHon xenesbl (LLPDK). Ero cekpeuusi Bo3pacTtaeT npy MOBbIWEHUN
CbIBOPOTOYHOW KOHLIEHTpALMKN Kanbuusa 1, HA000POT, YMEHbLUAETCH NPU €ro CHMWXKEHUU. FABMnsSsiCb aHTaroOHUCTOM
MTl, KanbUMTOHUH BO3OENCTBYET Ha CKeneT, rae TOPMO3WUT KOCTHYI pe3opbuuio 1, kak cneacteue, MHrmbupyet
BbICBOOOXAeHMe kanbLus. Kpome Toro, oH nogaBnseT KaHanbLeBylo peabcopbLmio NMOHOB KanbLMs B MOYKaxX, TeM
caMbiM CTUMYNMPYA WX 3SKCKpPeuut noykamum ¢ Moyon. OcCHOBHasA puamonormdeckass porib KarnbLMTOHUHA
3aKknivaeTcs B NoAEPKaHUN CTPYKTYpbl CKeneTa BO BpeMsi pocTta, 6epeMeHHOCTM 1 nakTaumm, korga notpebHocTb
TKaHen B KanbLun pesko BospacTaerT [6].

1.2.2. CocTosiHue pocopHO-KanbLLUMeBOro obmeHa npu runonaparmpeose

Mpu rmnonapaTupeose OTCYTCTBME WMNM HegocTaTouyHocTb [MTI HemsbexHO conpoBOXAAaeTCs pas3BUTUMEM
runokanbunemmmn. K OCHOBHbIM NaTOreHeTUYECKMM MeXaHn3MaM OTHOCATCH: CHUXKEHWE akTUBHOCTW OCTEOKITacToB C
YMeHbLUEHVEM BbICBOBOXAEHMSA KanbLUMsi M3 KOCTEW; MOBbLIWEHWE 3KCKPEeLMU KanbUust C MOYOWN; MopaBrneHue
CMHTe3a KanbumuTpuona B NOYKax W CHkeHne abcopbumn kanbunsa n3 kuwedHuka. Jedwumt MTI npuBoanT K
rmnepdocdareMmm Kak HanpsMyo NOCPEeACTBOM yBENUYEHNs NoYeyYHon TyBynsapHom peabcopbunn chocdaTos, Tak
M KOCBEHHO 3a cyeT runokanbumeMun. XpoHunyeckas rmnepdocdaremus y nauneHToB C runonapaTmpeosoMm, Kak
ObINO MOKa3aHo, accouuvMpoBaHa C MNOBbllWEHWEeM B KpoBM YPOBHA PP®P23. OCHOBHble MPUYUHBLI Pa3BUTUSA
rMnonapaTvpeosa npeacTasneHbl B Tabnuue 1.

Tabnuua 1. 3TMonorus runonapartupeosa [7].

Bcneactere xvmpypruyeckoi onepauuv Ha opraHax Lieu

BcnegcTtere obnyvyeHus opraHoB Lwen unm
paguonogTepanuu

Bcnepncteue AYTOMMMYHHOTIO NMopaXxeHua:
M30JINPOBAHHOIo UM accounmpoBaHHOrIo C

HOBFC)?U)T)JKBHMG nonurnaHaynsapHeim cuHgpomom (AlNC 1 tuna) [AIRE]
Bcrnegcteue uHdpunstpaumm OLLPK onyxonsto,
rpaHyrnemMaTo3Hbix 3abonesaHui unu bonesHewn
FUnonapaTvpeoa HakonneHus (bonesHb BunbcoHa, remoxpomaros)
BCnenctemne Bcnegcteue nospexaeHus OLWLPK npu Tupeonante
aeduumta MNTC )
ngens
BcrneacTtere HacneaCcTBEHHOro NopaXeHus B pamkax
reHeTN4eCcKUX CUHAPOMOB, aCCOLMMPOBAHHbIX C
eHeTnyeckme rmnonapaTtnpeo3oM (Takue kak Juxopoxn, CHARGE,
3aboneBaHus, KenHun-Kaddu, Canbsa-Cakatu, HDR v gp.) [TBX1,
3aTparusatoLume NEBL, GATA3, TBSE, FAM111A, CHD7, SEMA3E]

passutne OLLK
1/ NPOAYKLMIO BcrnencTtere HapylleHuin MUTOXOHAPUanNsHoOro reHoMma
nTr

Bcregcrtere n3onvMpoBaHHOrO NoBpeXAeH s reHOB,
OTBETCTBEHHbIX 3a pa3sutue OUPK [PTH, GCM2. SOX3]




[Mpy ayTOCOMHO-AOMWHAHTHON rMnokansunemun Tun 1
[CASR] 1 tun 2 [GNAS11]
MaTonornyeckas
cekpeumnsa MNTI Mpy Hannunm akTuBmpyoLwmnx aHTM-CaSR aHTuten
Mpn XpOHMYECKOW TMNo- N rMnepMarHueMmm
®PyHKUMOHANBHbIN
rmnonapaTnpeos
BCreacTene Mcesnorunonapartu Bcneacteue reHeTnyeckux gedeKkToB B NOCT-
nepudepuyeckon peo3 peuentopHom curHanuHre [GNAS, STX16, NESP55,
PEe3NCTEHTHOCTU PRKAR1A, PDE4D]
TKaHeW K AeACTBUIO
nTr

1.2.3. MNocneonepaunoHHbIN runonapaTupeos

Xupypruyeckoe BMeLIATeNbCTBO Ha OpraHax LWen - camMasd pacnpocTpaHeHHas npuyuuHa pasBuTuA
runonapaTupeosa, obycnosnueaiwlias okono 75% Bcex cnyyaeB pfaHHoro 3aboneBaHus. K onepauusm,
acCcoUMUPOBaHHbIM C pa3BMTMEM rMnonapaTtupeosa, OTHOCAT TUPEOUAIKTOMMIO MPU 3110KAYECTBEHHOM MOPaXKEHUU
B obnactu ronosbl U wewn (c/6e3 ueHTpanbHOW w/unn GOKOBOW LWENHOW numdoanccekunn), npn aAnddysHom
TOKCMYECKOM WM MHOroysnoBoMm 3o06e. [locrneonepauuoHHbI runonapaTupeo3 MoxeT 6biTb 0bycroBrneH Kak
HenocpeacTBEHHbIM yaaneHuem, Tak 1 MHTpaonepauMoHHON TPaBMOM MW HapyLlleHneM KpoBocHabxeHns OLLK.
[MocneonepaunoHHbIV rTMnonapaTnpeos MOXeT BO3HWKaTb MOCME XMPYPrMYecKoro nevyeHns no noBoay nepBnYHOro
rmnepnapartvMpeosa, korga nocrne yganeHus AOMUHUPYKOLWLEN napatupeouaHon TkaHu octaswunecd OUPK He
cnocobHbl BOCCTaHOBMTL AOCTaTOYHY0 npoaykumio MTT.

K gononHuTenbHbIM dhakTopam pucka pasBuUTUS NOCNeonepaumoHHOro rmnonapaTnpeosa oTHocAT [8]:
- )KEHCKMI Nom;

- pedpmunt ButamuHa D;

- BepeMEHHOCTb 1 NakTauuto;

- ayToumMyHHble 3abonesaHus LLDK;

- MpejLecTByOLLME WWYHTUPYIOLLME OnepaLmmn Ha xenyake (bapnaTtpuyeckas xupyprus).

TpaH3UTOpPHbLIA NOCreonepaumoHHbLIN  rMnonapaTupeos onpeaensieTcss Kak cHwxkeHue yposHa [T B
COYETaHWM C rMnoKanbLmMeMmen B Te4eHne He Bonee yem 6 MecsaUeB nocne onepaumm n peructpupyetcs y 25 - 30%
naumneHToB, NepeHecLUMX ToTanbHY TupeonaakToMuio. CTonkas rmnokansunemMmnsa B codetaHum ¢ yposHem [T
HUXe pedepeHCHbIX 3Ha4YeHU cnycTa 6 mecsiueB 1 Gonee Nocne XMpypruyeckoro fevyeHnsi CBMOETENbLCTBYOT O
pasBMTUM XPOHUYECKOrO runonapaTtmpeosa, coctasnset okono 3% cnydaes [1, 9]. Hu3kme ypoBHU Kanbuusa u
HepocTaTok/aeduumnt ButamuHa D (25(OH)D) nepen onepauuein, Hu3kui nokasatene MNTI Bo Bpems onepauuu,
aytoTpaHcnnaHTauus OWK (pemmnnaHTupoBaHue TkaHn OLLK B obnacTb wen unm npeanneyssi B xoge onepauun),
Oonblias NPOAOIMKUTENBHOCTL Onepauun OblnvM onpedeneHbl Kak He3aBUCUMMbIE MPEAMKTOPbI TPAH3UTOPHOMO
rmnonapaTupeosa nocne tupeonaskromun. K chaktopam prcka XpOHUYECKOro runonaparnpeosa Takke OTHOCAT:
HeJOCTaTO4YHbIN OMbIT XMpypra, OoTCyTCTBME Bu3yanusauum 6Gonee asyx OLPK Bo Bpemsi onepauun, ypoBeHb
Kanbuus kposu meHee 1,88 mmonb/n (7,5 mr/an) npn HopmanbHOM guanasoHe 2,12 - 2,62 mmons/n (8,5 - 10,5 mr/an)
- yepes 24 yaca nocne onepauum U HeEOO6XOOMMOCTb NMOBTOPHOIO XMPYPrmyecKkoro BMeLlaTenbCcTBa Npy passuTum
KPOBOTEYEHUS. PUCK XPOHWYECKOro runonapatupeosa TECHO CBA3aH C KONMMYECTBOM OCTaBLUMXCS in  situ
dyHKunoHupyowmx OLLPK Bo Bpema onepaumm: 16% npu coxpaHeHHbix 1 - 2 xxenesax, 6% npu 3 xenesax n 2,5%
npu 4 [10, 11]. B pegknx cnydasix nocrieonepaumoHHbIN runonapaTupeos MOXeT pa3BUTbCS CMYCTS rofbl nocne
onepauun. MexaHn3m, nexatiunin B OCHOBE 3TOro ABMEHUS 40 KOHLA He U3YYeH, HO BO3MOXHO CBSi3aH C BO3PaCTHbIMU
N3MEHEHNSIMW COCYAMNCTON CTEHKN apTepuii, KPOBOCHa0XaroLLmMxX ocTaTouHyo TkaHb OLLDK.

1.2.4. Nl'eHeTM4YeCKNe NPUYNHbI rMNonapaTupeosa

eHeTu4eckas aTuonorMs runonapartnpeosa BcTpedaeTca mMeHee yYem B 10% cnydaeB [12]. OCHOBHyHO
NpUYMHY rmnonapaTupeosa npeacTaBnaT coO0N XPOMOCOMHbLIE MUKPOAENELNN U MOHOFEHHbIE aHoMarnuu [13].



1.2.4.1. AyTOMMMYHHBIW FrMnonapaTupeos

AyTOMMMYHHBI  TMNoNapaTMpeo3 - BTOpas MO pacnpoCcTpaHeHHOCTM dopma runonapartupeosa,
obycrnoBneHHass UMMYyHO-onocpeaoBaHHbIM pa3pyleHnem knetok OLPK [14]. OH moxeT ObiTb M30NMPOBAHHBLIM
3aboneBaHneM, OLHaKO 3HAYMTENbHO Yalle BCTPeYaeTCd B pamMKax HacneacTBEHHOrO ayTOMMMYHHOrO
nonvrnangynsapHoro cuHgpoma (AlNC) 1-ro Tvna, Takke W3BECTHOrO Kak KaHOuOo-3KTodepManbHas guctpodus
(Autoimmune Polyendocrinopathy with Candidiasis and Ectodermal Dystrophy - APECED) [15]. AlNC 1-ro tvna -
MOHOreHHOe ayTOCOMHO-peLieccuBHoe 3aborneBaHne, B OCHOBE KOTOPOro IEXWUT HapyLUeHUe CTPYKTYpbl reHa
ayTonmmyHHoro perynatopa (AIRE). KnwouyeBblM 3BeHOM naToreHe3a 3aboneBaHus NexXuT ayToMMMyHHas
OECTPYKUUNSA pasfnnyHbIX SHAOKPUHHBLIX >kenes, Bkiovas OUPK. Ons AMNC 1-ro Tuna xapakTepHa knaccuyeckasi
Tpuaga: CrM3UCTO-KOXHbIW KaHOWAO3, rMnonapaTMpeons, XpOoHUYecKkass Haano4YeyYHUMKOBas HeOOCTaTOYHOCTb.
3aboneBaHue aeboTUpyeT, Kak NpaBuno, B AeTCckoM Bo3pacTe. B nogasnstowem 60MnbLINHCTBE Criy4yaeB NepBbiM
NpOsiBNEHNEM CTAHOBUTCS CMN3UCTO-KOXHbI KaHOMA03, pa3BuBatouncs B nepeble 10 neT xusHu, Yalle B Bo3pacTe
oKono 2-x net. Ha poHe cnnancTo-koxHoro kaHanaosa y 84% naumeHToB NOSBSETCS rMnonapaTMpeons, KOTopbIn B
88% cnyuyaeB gebiotmpyet B Bo3pacTte 4o 10 neT. K Apyrum KOMNOHEHTam CMHAPOMa OTHOCATCS caxapHbin Anabet
1-ro TMna, rMNoTMpeo3, Maneabcopbuus, Lennakus, BUTUINIO, ayTOMMMYHHbIW renatuT, rMnoroHaamMsMm u gpyrue
[16]. MogpobHasa nHdopmauma npeactasneHa B pasgerne JononHUTensHoN nHpopmaumn.

1.2.4.2. FTeHeTNYeCKNe BapuaHTbl U30JINPOBAHHOIO rmnonaparupeosa

B 3aBuncmMmMocTy oT natoreHesa 3aboneBaHWs reHeTM4Yeckne BapvaHTbl U30NMPOBAHHOMO rvnonapaTupeosa
yCNoBHO MoOryT OblTb pasgeneHbl Ha TpW OCHOBHble rpynnbl. B nepByo rpynny Bxogsat 3aboneBaHus,
Xapaktepusylowmecs HopmanbHbiM passutuem OLWXK, Ho HapyweHHon cekpeuuwen MTI. K gaHHon rpynne
OTHOCUTCA ayTOCOMHO-AOMWHaHTHAas runokanbUuemMmnsi, B OCHOBE KOTOPOW fexaT aKkTMBMPYHLUME TOYeYHble
myTaumm reHa CASR. B Hactosiwee Bpems onucaHo okono 40 aktusupylowmux mytauun [17]. AktuBauus
peuenTopHoro 6enka NpMBOAMUT K HapylleHuo perynsumm cekpeuun MTI no npuHumny obpaTHOM CBA3MW, Korga
HOpMarbHble UMM HU3KME MOoKa3aTeny ypOBHA KanbLUs CONPOBOXAAKTCA CHUXEHVMEM BblpaboTku ropmoHa. [Ans
3aboneBaHVsa xapakTepHa yMepeHHas runokanbuMemMmnsi B COMeTaHUmM Co CHxeHnem ypoBHs MTT, y 6onblunHCcTBa
nauneHToB HabmogaeTca runomarHvemmns. KnuHudeckas kapTuHa BapuabenbHa oT  6eccvMnTOMHON
rMnokanbuvemMun A0 runoKanbLuMeMmnyeckux KpusoB. [Ins naumeHTOB C AaHHbIM 3aboneBaHneM xapakTepHa
rMnepkanbLUmMypus C BbICOKMM PUCKOM Hedponutuasa/HedpokanbumHo3a n HapyweHus yHKLMN MOYex.

Axomanuun passutma OLPK oTHocaTca ko BTopown rpynne 3abonesaHnii, BOSHWKaKOLWWLMX B pe3ynbTare MyTaumm
TPaHCKPUNUMOHHBIX hakTopoB. Ledekt reHa GCM2 (glial cell missing 2) nexuT B OCHOBE HapylleHus
dopmupoBaHua OLK n HacnegyeTcs NO ayTOCOMHO-PELLECCUBHOMY TUMY. X-CLENNEHHbIA PeLLeCCUBHbBIA BapuaHT
CBSI3bIBAKOT C AeNeLmsaMn 1 MHcepumamMmn Ha ydacTke Xg27.1. MpeanonoxuTenbHO, ykasaHHbIe MyTauun BIIAKOT Ha
dyHKUMI0 B6enka SoX9 - TpaHCKPUNTOPHOro hakTopa, UMetoLero 3HaveHve B pa3smTtum OLLPK [18].

B TpeTbto rpynny MOXHO BKNIOYUTL MyTauumn reHa PTH, npuBoasLime K HapyLleHuio NpoLeccuHra n cekpeuum
MTIr, conpoBoxgawlwmecs pasBUTUEM W30NUPOBAHHOIO runonapatupeosa. [aHHble MyTauuu BCTpedatoTcs
OOCTaTOYHO pPeaKo, WMEKT ayTOCOMHO-PELIECCUBHBIN N @YTOCOMHO-AOMUHAHTHBIA  TUMbl  HACNeLOBaHWUS.
HapywaeTca nocTTpaHcnsuuoHHas obpabotka monekynbl npenpollTl  w/unu  TpaHchsauum  MaTpu4Hon
pnboHyknenHoBon kncnotbl [19]. Fomo3unroTHble myTauuu reHa npenpol1TI NpUBOAAT K 3HAYMMOMY CHWDKEHWUIO
ypoBHA MMTI (BNNoTb A0 HeonpefensemMbiX 3Ha4YeHU) B COMETaHUM C CUMMNTOMATUYECKOW runokanbunemuen un
rmnepdgocgatemuen. NMoapobHas nHpopmauns npeactaeneHa B pasgene [JononHUTENbHOW MHGOopMaL K.

1.2.4.3. T'MnonapaTtupeo3 B cocTaBe NONIMKOMMNOHEHTHbLIX reHeTUYECKUX 3aboneBaHnn

'Mnonapatvpeo3 MOXeT BXOAWTb B COCTaB MOSIMKOMMOHEHTHbIX reHeTnyeckux 3abonesaHun. CuHApPOM
Onxopmxkn BbI3BaH Aeneuven 22q11, 4yto npmBoauT K BpoxaeHHow gucreHedum OLLPK n cOOTBETCTBEHHO K
rmnonapatupeosdy. [na gaHHoro 3aboneBaHust Takke xapakTepHa Ancmopdus, BPOXAEHHblIE MOPOKM cepaua u
TSKENbIN MMyHoaedmuunt. BonbHble 06bIMHO NormbatoT B feTckom Bo3pacte [20]. CuHgpom bapakata, unu HDR-
cuHgpom (hypoparathyroidism, deafness and renal dysplasia syndrome) - ayTocomMHO-AOMWHaHTHOEe 3aboneBaHue,
Bbl3BaHHOE fAedekToM reHa GATA3, nokannsoBaHHOro B kopoTkoM nrieye 10-i1 xpomocomsl (10p15). NeH koanpyeT
6enok, otTBevarowmii 3a pa3sutue OLLK, BHyTpeHHero yxa, noyek. YpoBeHb MTI konebneTcsa oT HMKHEN rpaHuLbl
HopMbl 40 Heonpeaensemoro [21]. CuHopom KeHHu-Kaddu BkntoyaeT B cebs HM3KOPOCMNOCTb, aHOManuu rnas,
octeocknepos. CuHapom CaHbsag-Cakatn nnmn cungpom HRD (hypoparathyroidism retardation dysmorphism) yacto
paccmaTtpuBaeTca kak BapuaHT cnHapomMa KeHHu-Kaddm 1 npossnseTcs runonapatMpeo3om, TSKeNon 3agepkkom
U3NYECKOTO M MCUXOMOTOPHOIrO pPasBUTMS, MuUKpouedanunern, OCoObeHHOCTAMM deHoTuna. Y nauMeHToB C



cvnHgpoMamn KeHnun-Kadcpm 1-ro Tmna (ayTocomMHo-peLieccuBHoe HacnepoBaHue) n CaHbsia-CakaTu BbISIBMSIHOT
myTaumm B reHe TBCE (tubulin-specific chaperone E) [22].

NMnonapaTtnpeos saBnsieTcs KOMMOHEHTOM HEKOTOPbIX bonesHen MWUTOXOHApPMWANbHOM
0Ee30KCUPUDOHYKNEMHOBOM KUCNOTbI M O0COBEHHO XxapaktepeH Ans cuHapoma KepHca-Cenpa B coyeTaHum C
HapyXHOW odbTanbMonnernen, NUrMEHTHOW JereHepauven ceTvyaTku, MuonaTuewn, kapauomuonatuen. [lpwm
cnHgpome MELAS (mitochondrial encephalopathy, lactic acidosis and stroke-like episodes) runonapatmnpeos
coyeTaeTcs C MUTOXOHAPUANbHOW 3Huedanonatuen, nakTaT-aungo3oM, WHCYNbTONoAoOHbIMKU  3nu3ogamu.
HecmoTpss Ha TO, 4YTO NpW AaHHbIX 3aboneBaHUsX runonapaTUpeos, Kak NpaBuio, HEe BbICTYNAeT OCHOBHbLIM
CMMMNTOMOM, B psife criydaeB B [ebloTe pasBMBaAlOTCA MMEHHO TUMOKanbLUEMMUYECKNE CYOOPOrn, YTO CITYXUT

noBoAoOM Ans AanbHewnwero obcnenosanus. MNogpobHas nHgopMauusa npeacrtasneHa B pasgene JononHuTensHom
WMHopMaunn.

1.2.5. 'mnonapaTtupeos 1 runomarHmemus

[MpyM CHWXEHUM yYpOBHA MarHusi B CbIBOPOTKE, Kak M MNpu runokanbuuemuun, cekpeuua [TI gomkHa
ycunuBaTtbCsl, OOHAKO AedUUUT MarHusa npyMBOAWUT K MaTOMOrMYeckoMy CHwKeHuto ypoBHA [TI n passuTtuio
PE3NCTEHTHOCTU KOCTHOW TKaHW M noyek K ero adpcbektam [17, 23]. [laToreHeTUYEeCKUii MexaHmsm pasBuUTUS
rmnonapaTupeosa npu rmnoMarHMeMmnM ocTaeTcsi 4O KOHLA HESICHBIM.

Hedununt marHmns HabnogaeTca BCNeacTBUe:

- HEO4OCTaTOYHOTrO MOCTYNIEHUS C NULLIEN;

- CHWXeHus abcopbuum B KMwedHUKe (Manbabcopbunsi, CUHOPOM KOPOTKOW KULLKW, Tsbkenas u
npoaoskuTenbHas peoTa, Avapesi, cteatopes);

- ceMerHas rmnoMarHmemMms ¢ BTOpMYHoOW runokansumemmen (mytaums TRPM6) [24, 25];

- ayTOCOMHO-AOMMHAHTHas runokanbumemus (aktmeupytowas mytaumsa B reHe CASR) [26];
- cemeriHas runomMarHnemMus ¢ rmunepkanbunypmen n HedpokansuuHosom (FHHNC) [26 - 28];
- Mpuema fnekapCcTBeHHbIX NpenapaTos:

- Tnasuabl, pypoceMma™™;

- MHIMBUTOPBI NPOTOHHOIO HAacocCa;

- aHTVI6aKTepI/IaJ'IbeIe npenaparbl CUCTEMHOIO OEencTBus;

NpoTMBOrpMbKOBbLIE NpenapaTbl CUCTEMHOIO AENCTBUS;

npoTmnBoOONyxosieBble npenaparhbl;

MMMYHOLENPECCAHThI;

MOHOKIOHalnbHbIe aHTUTEeNa U KOHbloraTbl aHTUTEI.

'MnepMarHuemMus Takke MOXeT NpuBoAnNTb K HapyLieHuto dyHkunmn OLULK nytem nogaesneHus cekpeuun MNTIT
C pas3BuTMEM runokanbumemMun. 'mnepmarHmemMus MoxeT pPasBUTbLCA NPU CrEeAYHLNX COCTOSAHUSAX: XPOHUYECKOW
b6onesHn nouek (XBI); cemenHoOW rMNoOKanbLUWypUYEeCKON runepkanbunemMmmm; u3bbITOYHOM noTpebneHun
(napeHTepanbHOe BBeAEHME NpenapaTtoB MarHns 1 gp.); TOKONMTUYECKON Tepanum nNpuy SKnamncum.

1.2.6. [ipyrve npuyuvHbI runonapatupeosa

HekoTopble cnydan M30MMpPOBaHHOrO runonapatvpeosa, Npu KOTOpbIX HE WAEeHTUdULMpoBaHa NpuUYMHa,
TaKkke MOryt ObITb CneacTBMeM ayTOMMMYHHOro nopaxeHnunss TkaHu OUPK. OpHako, 3TO ckopee [AuarHos
UCKITIOYEHMS, ONsi KOTOPOro He paspaboTaHo crneumduryecknx OUarHOCTUYECKUX KpuTepueB. B pegkmx cnyyasx
MPUYUHOW rMnonapaTnpeosa MOryT cTaTb MHQUINbTPaTMBHbIE 3aboneBaHusi, Takue Kak capkougos, aMurovaos,
TvpeonguT Pugensa n metactatnyeckoe nopaxeHme OLLPK [29 - 32]. TkaHb OLLPK oTHOCKMTENBHO HE BOCNpUUMYMBA
K ny4eBOMY MOBPEXOEHUIO, TEM HE MeHee, B nuTepaType OnNucaHbl OYeHb pejkuMe cnyvaun paaualUOHHO-
WMHAOYLMpPOBaAHHOroO runonapatupeosa [33 - 36]. OTtnoxeHns MuHepanoB B TkaHu OWPK - Hanpumep, meau npwu



6one3Hn BunbcoHa u xenesa npy reMoxpoMaTo3e - SBMSTCS PeaKUMU NPUYMHaAMKU pasBUTUSI rnonapaTMpeosa.
OnucaHbl criydyaun passuTus runonapaTMpeosa BCrneACcTBUE MacCUMBHbIX MOBTOPSIOLLUMXCA TPpaHCy3uid y naLmMeHToB
c Tanaccemuen [37 - 41].

1.3 Anngemmnonorua 3aboneBaHns UM COCTOAHUA (rPynnbl 3a6oneBaHU UNN COCTOAHNN)
Mmetowmecs aaHHble 0 pacnpoCcTpaHeHHOCTM rMnonapaTMpeosa OCHOBaHbI Ha KPYMHbIX 3NUAEMUONIOrMYECKNX
nccnegoBaHusax, npoeaeHHbix B CLUA, JaHun, Hopeerun, Utanuu n psige apyrnx ctpaH. MNonyyeHHble pe3ynbTaThbl

OTHOCUTENBHO CXOAHbl U CBMAETENbCTBYIOT O pacnpOCTPaHEHHOCTU rMnonapaTMpeosa B AnanasoHe 23 - 37 Ha
100000 HaceneHus [12, 14, 42 - 44].

lMocneonepaumnoHHbIA rMNoNapaTMpeo3 Yalle BCTpevaeTcs CPpeaun XKEeHLWH, YTO CBsi3aHOo ¢ bonee 4yacton
natonorven LUK n, cnegosateneHo, Tupeovaaktommen [45, 46]. PacnpocTpaHeHHOCTb HacCneACTBEHHbIX hopMm
rmnonapaTvpeosa He pasnuyaeTcs Yy MYXYMH W KeHwuH [43]. B poccuickon nonynsumm  KpynHbIX
3MMAEMUNONOIMYECKNX UCCIEA0BaHUN C Lenbio OLEHKM PacnpoCTPaHEHHOCTM runonapaTupeosa He NpoBoannocCh.

[laHHble 0 CMEPTHOCTM NALMEHTOB C XPOHUYECKUM rMNonapaTMpeo3oM NMMMUTUPOBaHbI [45, 47], TeM He MeHee,
OTMEYEHO 2-KpaTHOE TMOBbILEHNE pUCKA CMepPTU Cpeau OONbHbIX C  pasBMBLUMMCS MOCHeonepauyoHHbIM
rMnonapaTMpeo3oM o CPaBHEHMIO C FPYMMON, HE MMeIOLLE AaHHOIO XUPYPIrMYECKOro OCIIOXKHEHUS MOCE onepaLuun
Ha WuTOBUAHOM Xemne3e. [lOBbIWEHHbIA PUCK CMEPTM MNaUMEHTOB C XPOHWMYECKMM TUMonapaTtupeo3om
accouumnpyetca ¢ runepdgocdatemMmuen, OOMbLIONM ANUTENbHOCTbLIO 3aboneBaHMss M 4acTOTOM  3MM3040B
rmnepkansuvemmm [47].

1.4 Oco6eHHOCTN KOAUPOBaHUA 3aboneBaHUsi UM COCTOAHUA (TPynNbl 3a6oneBaHMM UNN COCTOSIHU)
no MexayHapogHOW cTaTUCTMYECKOW Knaccudukaumm 6onesHen u npodnem, CBsA3aHHbIX CO 340POBLEM

E20.0 Mgmnonatmnyecknii rmnonapaTtmpeos

E20.8 [pyrvne copmbl runonapatnpeosa

E20.9 NnonapaTnpeo3 HEeYTOYHEHHbIN

E89.2 NnonapaTupeos, BO3HUKLLNIA NOCIE MegULMHCKUX npoueayp

1.5 Knaccudmkauus 3aboneBaHusi UM COCTOAHMA (rpynnbl 3a6oneBaHUM UM COCTOAHUN)

1. MocneonepaunoHHbIM rMNonapaTupeos: [48]
- TpaH3MTOpPHbIV rMNonapaTMpeos;
- XpOHMYEeCKUin (CTOMKUI) runonapaTupeos.

2. AyTOUMMYHHbIW runonapaTupeos <*>:

<*> - crnyyaeB pa3BuUTKSA rMnonapaTMpeosa B pamkax ayTOMMMYHHOrO NOnvrnaHaynsapHoro cuHapoma 2 tuna
(AMNC 2 Tnna) He onucaHo.

- AyTOMMMYHHbIV nonurnaHaynapHein cuigpom 1 Tuna (ArC 1 tuna);
- AyTOMMMYHHbIV nonurnaHaynapHein cuigpom 3 Tuna (ArC 3 tuna);
- AyTOUMMYHHbBIN nonurnanaynspHeln cuHapom 4 tuna (AlNC 4 tuna).
3. NleHeTUYECKMIN N30NMPOBAHHbINA rMNonapaTupeos:

- AyTOCOMHO-OOMUWHAHTHas runokansunemus ¢ runepkansumypmen 1 tuna (HYPOC1-ADH1)/cuHapom
BapTTepa 5 Tuna;

- AyTOCOMHO-AOMVHaHTHas runokansumemus ¢ runepkansumypuen 2 tuna (HYPOC1-ADH2);
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- CeMeiHbI N30NMPOBaHHbLIM rMnonapaTupeos (ayToCoOMHbIN, X-CBA3aHHbIN).

4. 'mnonapaTupeo3 B cocTaBe NOJIMKOMMOHEHTHbIX FreHeTUYEeCKUX CUHAPOMOB:
- CvHgpom Onxopmxkum 1 Tuna (DGS1);

- CvHgpom Onxopmxku 2 Tuna (DGS2);

- CHARGE cuHgpowm;

- HDR cungpowm;

- CnHgpom KeHHu-Kaddm 1 tuna (KCS1);

- CvHgpom KeHHu-Kadhdm 2 tuna (KCS2);

- Gracile bone dysplasia (GCLEB);

- MutoxoHapuanbHble 3abonesaHus.

5. Apyrue cdopmbl runonaparupeosa:

- HapywweHna obmeHa marHus;

- NHdunbTpaTmBHLIE 3aboneBaHns (rpaHynemaTos, remoxpomaros, MeTacTasvpoBaHue);
- 'mnonapatunpeos B pedynbtaTe ny4yeBoro nospexaeHns tkaHn OLLPK.

6. UanonaTnyeckum runonapaTtmpeos.

1.6 KnuHnyeckasa kapTuHa 3aboneBaHMA UM COCTOSIHUA (rPynnbl 3aboneBaHM UM COCTOSIHUN)

OcHOBHble KNUHMYECKMe NpOosIBNEeHMs runonapaTtvpeo3a OOyCcrnoBfeHbl runokanbumemven. HepgocTtaTok
Kanbuus B opraHusame MpuBOAMT K YaCTU4YHOW dernonspusauuy noteHumana nokost Ha MembpaHe HENMPOHOB, TEM
caMbiM YyBenu4yMBasi BEPOATHOCTb 3anycka noTeHumana gewcteusa [49]. Kak cneacteBne noBbllaeTcsi HEPBHO-
MbllleYHass BO3OyAMMOCTb M oblias BeretTaTMBHash PEakTUBHOCTb. YCUIMEHWE 4YyBCTBUTESNbHOCTM CEHCOPHOTrO
(4yBCTBMTEMNBHOIO) HeWpoHa NPOSIBNSETCA B BuAe NapecTe3vin B KOHEYHOCTAX W B OKOMOpOTOBOWM obnacTu;
MOTOPHOrO (ABUraTenbHOro) HeWpoHa - MbIWEYHbIMU Crna3mamu, BMMAOTb OO TeTaHuW; OT KIacCU4ecKoro
KaprionegasnbHOro cnasma 4o XusHeyrpoxatowero napvHrocnasma [50]. Tsxenas runokansLuumeMms accoummpoBaHa
Kak C flokanbHbIMK, Tak U reHepanusoBaHHbIMW CYA0pOraMmyM TOHUKO-KITOHMYECKOro Tuna.

CTeneHb BbIpaXXEHHOCTM CUMMTOMOB 3aBWUCUT OT YPOBHS KanbLWs B CbIBOPOTKE KPOBM, a TakKe OT CKOPOCTU
NporpeccupoBaHnsa rmnokanbuueMmm. Ons XpoHNYeckoro TedeHuss 3aborneBaHusi xapakTepHa agantauns K HU3KUM
YPOBHSIM KamnbLMs CbIBOPOTKM KPOBW C OTCYTCTBMEM BbIPaXEHHON KIMMHUYECKON KapTUHbI Aaxe MNpu TSKenown
runokansuvemun. MpoBouupyloWMMK dakTopamn yXyAWeHUs COCTOSHUSL B TakUX CIydasix MOryT SBMATbCS
yBenunyeHne nsnyeckor akTMBHOCTY, MeAMUMHCKUE npoueaypbl, 6epeMeHHOCTb 1 naktaums [1, 33].

1.6.1. OcTpas runokanbunemMus (runokanbLMeMUYECKUN Kpu3)

OcTtpas rvnokanbuvmemMusi (rMnokanbLUUeMUYecknin Kpu3) - 3TO XMU3HeYrpoxarwllee COCTOSIHME, KOTOpoe
TpebyeT HEOTNOXHbIX Ne4YeBHbIX MEpPONPUATUIA.

KnuHu4eckn oHa nposiBnsieTcs npuctynamy TeTaHuu, KOTOPbIM MOryT npeflwecTBoBaTb napecrtesun nuua,
KMCTEeN M cToM, YyBCTBO cTpaxa, becnokoncteo, hmnbpunnspHble NogepruBaHust oTAenbHbIX Mblwl. Yalle Bcero
CYAOpPOry BO3HUKAIOT B MbILLLIAX BEPXHUX KOHEYHOCTEN, pexe - B HMKHUX. Beneacteme cnasma myckynatypbl nvua
BO3HMKaeT capAoHunyeckas ynbibka, rydbbl npuobpetatoT hopmy "pbibbero pra”. Mpu cnasme xeBaTenbHbIX MbILLL
BO3HMKaeT CydopOXHOe cxkaTtue uyeniocten (Tpuam). Cygoporm B MbllLaX BEPXHUMX KOHEYHOCTEW MPUBOAAT K
XapakTepHOMY MOMOXEHWIO PYKX, Ha3biBaeMOMY "pYKON akyluepa": nanblbl CXaTbl U crnerka npusefeHsl K agoHu, |
naney CcBeAeH, KUCTb COrHyTa B Ny4e3ansicTHOM cycTaBe. [1py cna3me MycKynaTypbl HWKHUX KOHEYHOCTen 6egpa u
rofieHn BbITAHYTHI, CTOMbl MOBOPAYMBAalOTCH BHYTPb, TyroBuwe BbirMbaeTca k3agu (onuctotoHyc). Benepcteue
CYAOPOXHbBIX COKpalleHUn MexXpebepHbIX MbIlL, MbIWL XUBOTa M AuadparMbl pe3ko HapylaeTcs AbIXaHue.



M3MeHeHns opraHoB W CUCTEM Npu TeTaHWM 3aBUCAT OT npeobnagaHus TOHyca CUMMATUYECKOW Wnun
napacumnaTn4eckon cuctembl. AKTUBaLMS CUMMATUYECKOWN HEPBHOW CUCTEMbI MPUBOAUT K TaxvKapAanu, NOBbILLEHWIO
apTepuanbHOro asneHusl, NobregHEeHMI0 KOXHbIX MOKPOBOB BCINEACTBME cnasma nepudepunyeckmx cocynos, a
napacumnaTmuyeckon - K 6pagukapamm M rmnoTeHsun, peoTe, avapee, nonuypuu. Cnasmbl rmagkov Myckynatypbl
BHYTPEHHUX OPraHoOB M COCYAOB MOryT UMUTUPOBATb pasnuuHble 3aboneBaHus, BKMOYasd NaToONOrmi0 cepaeyHo-
COCyOMCTON cUCTEMbl (NMPUCTYNbI CTEHOKapAMKW, SHAApTeEpUMUTa, MUTPEHN U T.A4.), OPraHoOB AblXaHus (Hanpumep,
OpoHxmanbHasi actma), XenygoyHO-KULLIEYHOro TpakTa (XoneuucTuT, naHkpeaTuT, anneHauuWT, si3Ba Kenyaka),
MOYEnonoBow CUCTEMbI (LUCTUT, HedpuT u ap.) [51].

1.6.2. KnuHu4yeckune nposiBNieHUs XPOHUYECKOro runonaparupeosa
KnuHnyeckme nNposiBNEHUA XPOHMYECKOTO rMnonapaTtMpeosa pas3fnuyHbl U 3aTparMBaloT NMoYTU BCE CUCTEMBI
opraHusma (tabn. 2). OHM moryT ObITb accouMupoBaHbl Kak C 3anu3odamu rmno-, Tak U runepkanbLuMeMumu,

rmnepgocdaTtemum [33].

Tabnuua 2. KnuHnyeckme cMMnTOMbI runonapaTnpeosa.

Cuctemsbl opraHoB KnnHnyeckne nposisneHns

Mepudepuyeckass  HepBHas | MapecTesnn, puUOPUNNAPHbIE NOAEepPrMBaHUS, TOHUYECKUE CYO0POTK,

cucTema TeTaHus, kapnonegarnbHbI cna3M, CUMNTOMbI XBOCTeka 1 Tpycco
LleHTpanbHas HepBHas | HeBpo3, CHKeHne namaTn, 6eccoHHmua, genpeccus

cuctema

ObixaTtenbHas cucrema JlapuHrocnasm n 6poHxocnasm

XKenynodHo-kuweyHbin TpakT | ducdarus, psoTa, Avapes 1 3anopbl

CeppneyvHo-cocyaucTas YanuHerve uHtepsana QT 1 Hecneundundeckme nsMmeHeHus syéua T,
cuctema HapyLLeHus cepeyHoro puTMma, AvnartaunoHHas
runokanbLUuemMmnyeckas kapauomuonaTms

Moyku HedponuTtnas/HedpokanbLUMHO3, CHUKEHNE PYHKLMM NoYek

CkeneTHO-MbILeYHast MwuonaTtua ckeneTHbIX MbIWL, CNOHAUNoAapTponaTus, runonnasms

cuctema u 3ybbl 3yOHOM 3Manu, YKOpOYEeHWEe KOPHEW, runonnasusi unmM oTCyTCTBME
3yboB

OpraHbl 3peHunsi CybkancynspHas kaTapakTa, nannunoagema

Ko>kHble NOKpOoBbI CyxOoCTb KOXW, XPYMKOCTb HOITEW, OHUXOMNU3UC, NYCTYNEe3HbIN
ncopvas

Cpean npegukTopoB pasBUTUSA OCMOXHEHWW Y MauMeHTOB C XPOHWYECKMM runonapatupeosom Obinm
BblgeneHbl cnegywowme [47]: gnuTenbHOCTb runonapatupeo3a 6onee 20 net, BblpaXeHHas runokanbLmemus,
anu3odbl runepkanbunemun (6onee 4) - akTopbl pucka CepaeyvHO-COCYAUCTbIX OCMAOXHEHWW; 3nn3odbl
runepkansumMemmu (6onee 4) Takke ObiNM accouMmMpoBaHbl C pa3BUTUEM NATONOMMMN MOYEK.

LI,eHTpaanaﬂ HepBHasA cucrtemMa

Kanbuudukaums cTpykTyp rornoBHOro Mosra y naumeHToB C rmnonapaTmpeo3om MOXeT onpeaenstcs B 52 -
74% cnydaeB [52, 53]. Yawe Bcero kanbuundukaTbl BU3yanu3npyloTca B 0asanbHbIX raHrnvsax, Cpeau Apyrux
nokanusaumm - 6enoe BeLeCcTBO rofioBHOro MO3ra, Tanamyc, 3ybyatoe 84p0o. XoT TOYHOW NPUYMHbI, NPUBOASALLEN
K bopMMPOBaHUIO BHECKENETHOW Kanbuudukauum, He YCTaHOBIEHO, MporpeccupoBaHne Kansumdukaumm TecHo
CBSI3aHO C M3MeHeHusMn obmeHa docdopa (rmnepdocdaremmnenn). KnuHmyeckas 3Ha4YMMOCTb KanbuudurKaumum
LeHTpansHON HEPBHOW CUCTEMbI Y NALMEHTOB C ANUTENbHLIM aHaMHEe30M rmnonapaTupeosa He ussectHa. [pamon
CBSI3M C CUMMNTOMaMM NApKUHCOHM3Ma (HEBPOSOMMYECKNE HapYLLUEHNS OBWKEHUS, XapaKTepusyoLnecs TPEMOPOM,
OpaaunKMHe3nel, pUrMaHoOCTbIO U MOCTYparnbHOW HECTabWMbHOCTbIO) U AUCTOHMU (HEBPOMIOrMYecKme paccTponcTea
OBWKEHUS, CBA3aHHbIE CO "CKpy4uBaHWEM" UM aHOMarbHbIMU (PUKCUPOBAHHBLIMW NO3aMU) HE BbISIBIIEHO U 3TU



HapyLIeHUss OTMEYalTCH ropasgo pexe, Yem, HanpruMep, N3onupoBaHHas Kanbumgurkaums 6asanbHbIX raHrmes no
pes3ynbTtatamM KomnbtoTepHon Tomorpadum (KT) ronosHoro moasra [52 - 54]. Hannumne B3anmocBsian mexagy o6bemom
N  MeCTOMOSIOXEHNEM OObI3BECTBMEHUA C HEBPOSIOTMYECKMMM CUMATOMaMu npoTuBopeumnBo [55]. Takke
rmnonapaTmpeos CBsi3aH C NOBbILIEHHBIM PUCKOM MCUXOHEBPONOrMyecknx 3abonesaHuii, Takux Kak genpeccus unu
BunonsapHoe addeKTMBHOE PacCTpOUCTBO [45].

Cepﬂe'-lHO-COCYAVICTaFI cuncrtema

lvnokanbumMemMumss CnocobCTBYEeT HapyleHW CcepaevyHoro putMa. Y nauueHToB C  XPOHMYECKON
rMnokanbuMeMrMen Ha SnekTpokapAuorpaMme MOXET BbIABMATbCA yanvHeHne wuHTepBana QT, Hapsgy c
nameHeHnamm U n T 3ybuoB [56]. NMaymeHTbl ¢ XPOHMYECKUM TMNONapaTtMpeo3oM MMEHT MOBbILEHHbLIE PUCKM
Gubpunnaumm npeacepanin, TaxmaputMuin, uHgapkTta Muokapaa, vwemudeckon OonesHu cepgua, cepaevHon
HeJoCTaTOYHOCTU, UHCYMbTA, LepebpoBackynsapHbIX 3abonesaHuii 1 3abonesaHnii nepudepmyecknx cocynos [57].

BONbLINHCTBO M3 3TUX CMMMNTOMOB paspelualTcs Ha doHe KoMreHcauuu 3abonesBaHus U OOCTMXKEHUA
CTOMKOW HOpMOKanbuMeMun. 3acTolHasi cepAevHasl HefgoCTaTOYHOCTb, He MNoAdalolasicss CcTaHZapTHOMY
MeaVKaMeHTO3HOMY JieyeHuto (0cobeHHO y nuL, ¢ NpeAlecTBYOLWEN naTorornei cepaua), pasBuBaeTcs peako u
ABMNSAETCA YaCTUYHO WM MOSHOCTBHI0 06pPaTUMON Mocre HopManu3auuyM ypoBHsI Kanbuus. Popmupyrowascs npu
ANUTENbHOM TSKENOM TeYeHUW runonapaTtMpeosa rurnokanbuuemMmuyeckasl aunatauvMoHHasi kapauomuonaTus,
Takke, kak NpaBumno, obpatuma Ha hoHe KoMneHcauun 3abonesaHus [58].

Moukn

TpaguumnoHHOe neveHne npenaparamm kanbums n ButammHa D n ero aHanoroe cnocob6cTeyeT NOBbILLEHHOMN
3KCKpeLMM KanbLusa C MO4YoM us-3a otcytcTtBus [TI-onocpegoBaHHoM peabcopbummn Kanbuusi B gucTarnbHOM
KaHanbLe HedpoHa. [unepkanbunypus - hakTop pucka HedpokanbLuHo3a u HedponnTmasa, acCoLMMPOBAHHBIX C
passutnem XbI1, BAnoTb [0 TepMuHanbHoW cTagum [59]. Mo nocnegHMm [JaHHbIM - YacToTa pasBUTUS
HedponuTrasa/HedppokanbLMHO3a B OAHHOW KOropTe nauveHToB BapbupyeT oT 12% po 57%, npy aToM pucku
MaHudecTaumm B 5 pas Bbille 00LLENONYNAUMOHHBLIX NokasaTenen [52, 59]. Kpome Toro, MMelTcss OaHHble O
3HAYMMOM MOBbILIEHMN PUCKa NOYEYHON HegocTaToqHocTH [60].

CkeneTHO-MbIWeYHasA cuctema 1 3y6b|

OtcytctBre ageksaTHonm cekpeuun MTI cnocobeTByeT CHMMKEHNIO CKOPOCTU KOCTHOro obmeHa, B pesynbTarte
nocrie Kaxgoro uMkna pemMoaenupoBaHns He NpoUCXOAWUT OMTUMAarbHOro OBHOBMEHUS KOCTHOW TkaHu. IMpu aTom
4YacTo Npu NPOBEAEHUN OBYX3HEPreTU4ecKon peHTreHoBckon abcopbumometpumn (DXA) oTMedaeTca yBenMyeHue
nokasaTtenev MuHepanbHon nnoTHocTu koctu (MIK), ocobeHHO B yyacTkax ¢ npeobnagaHvem TpabekynspHOro
KOMMNOHeHTa [61, 62].

MaTonornyeckoe 3HayeHne HapyLUEHHOW MUKPOAPXUTEKTOHUKM KOCTHOM TKaHM He A0 KOHLA MOHSTHO, XOTA
nmelTca AaHHble 06 yBenuMYeHuM 4acToTbl MEeperioMoB KOCTEeW ckerneTa npu gaHHom nartonorum [45, 61].
XpOHMYECKMI TnonapaTpens3 Takke MOXET ObiTb aCCOLMMPOBaH CO CMOHAUNOApTPONaTNEN, XapakTepumayoLLencs
occudukaumnen cBa3ok M obpasoBaHMeEM cuHAEe3MOPUTOB [63]. Muonatusa CKeneTHbIX MbllLl, BbiSBAsieMas y
NauMeHToB C XPOHUYECKMM rMnonapaTMpeo3omM, XxapakTepmsyeTcs NoBbILLEHUEM YPOBHA KpeaTUH(OCHOKUHa3b! B
CbIBOPOTKE KPOBU M HanmM4mMeM rmcToNorm4ecknx MU3MeHeHun B GUoncMnHom Matepwuarne, 1 no-BuanMoMy, OTHOCUTCS
K NPOSIBNEHMAM [ONUTENbHO HEKOMMEHCUPOBAHHOW TsHKENow runokansumemun [64]. Matonorns 3yGoB npwu
XPOHMYECKOM runonapatupeose BKMYaeT runonnasvio 3yGHOM amanu, yKOpOodYeHMe KOPHEW, rmronnasvio unm
oTcyTcTBme 3y6oB [65, 66].

OpraHbl 3peHus

Mnonapatvpeo3 xapakTepu3yeTcs MOBbILEHHBIM PUCKOM pa3BuUTUSA  CyOKancynspHOW KaTapakThl,
pacnpoCcTpaHEHHOCTb AaHHOro OCMOoXHeHMs1 BapuabenbHa wn coctaeBnsieT 27 - 55%. [MpegnonaraeTtcsi, 4TO
OONONHUTENbHBIMU haKToOpamMmM pUCKa JaHHOIO OCIOXHEHUS SBMAITCA BO3pacT Ha MOMEHT MaHudecTauum u/unm
ONUTEnNbHOCTL 3aboneBaHus [67 - 69].

Y nauMeHToB C XPOHWMYECKUM TMMOonapaTMpeo3oM OnucaHbl pefkue criydyav nanuinosgemMbl (oTeka awcka
3pUTENbHOMO HEpBa, BbI3BAHHOTO MOBbLILEHMEM BHYTPUYEpernHoro pgaeneHus). OGpaTMMOCTb CUMMTOMOB
oTMevanachk Ha hoHe KoppekLun runokansuuemum [70].

Koxa n ee npousBogHble



Mpu runonapatupeo3e pa3BMBAETCA MOpaXeHMEe KOXWU M ee MPOM3BOAHbIX, YTO MPOSIBASETCS B NEPBYHO
o4yepenb CyXOCTbH KOXW, XPYMKOCTbIO HOrTew, BonbLuen nx NogBEPXXEHHOCTBIO K OHUXONN3UCY (OTCranBaHne HOrTS
OT MSATKMX TKaHew foxa). Peko B ka4yecTBE OCIMOXHEHUS XPOHUYECKOrO rmnonapaTtnpeo3a pas3BuBaeTcs THXenbIn
nycTynesHbln ncopuas, O6GYCMNOBMEHHbIA, BO3MOXHO, Y4aCTUEM BHYTPUKNETOYHOrO Kanbuus B perynsuuu
nponudepaumnn n auddepeHumpoBkn KepatmHouuTos [71, 72].

2. InarHocTuKa 3aboneBaHUA UK COCTOsIHUA (rpynnbl 3a6onieBaHUM UM COCTOAHUNA) MeAULIMHCKUe
nokasaHus M NPOTUBOMNOKAa3aHUA K NPMMEHEHUIO METOA0B ANAarHOCTUKM

Kputepun ycTaHOBNEHMs [AuarHosa runonapatupeo3a Ha OCHOBaHWMM pesynbTaToB nabopaTopHbIX
nccnegoBaHUn: rmnokanbUmeMmm (HU3Koro ypoBHS anbbyMUH-CKOPPEKTUPOBAHHOIO UM MOHU3NPOBAHHOTO KanbLus
KPOBMW) B COMETaAHUM CO CHMXEeHMEM ypoBHSA [T (Mnun BbiABNEeHNeM HeadekBaTHO HM3KOro ypoBHs MTT).

- PekomeHngyeTcs ycTaHaBnmMBaTb [MarHO3 runonapaTupeosa y NauMeHTOB C runokanbumemumen (HU3Koro
YPOBHS anbbyMUH-CKOPPEKTUPOBAHHOIO MUITM MOHN3MPOBAHHOIO KarbLUSA KPOBM) B COMETAHWUMN CO CHXKEHNEM YPOBHS
MTr (Mnn BbIIBNEHMEM HeagekBaTHO HM3koro yposHs MTI) [1, 33, 73 - 82].

YpoBeHb ybeantenbHoCTU pekoMmeHaaumi C (ypoBeHb JOCTOBEPHOCTM AOKa3aTENbLCTB - 5)

KommeHTapuu: Hauboree pacnpocTpaHeHHbIM TecToM AnA AUarHOCTMKW runokKanbLuuemMun ABnseTcs
nccnegoBaHWe YpOBHS oOLWIEro KanbUus B KpoBW. KoppekTupoBKa KarbUusi Ha YpoBEHb anbOymuHa KpoBu
HeobxoauMa C LieNnblo UCKMHYEHUS JIOXKHOOTPMLUATENbBHBIX UMK NTOXHOMOMOXUTENbHBIX Pe3ynbTaToB KasbLuemMmum
NPy M3MEHEHWN KOHLIEHTPaLWK nna3MeHHbIX 6enkos.

®opMynbl Ans pacyeTa anbOyMUH-CKOPPEKTUPOBAHHOIO KanbLUs:

- anbbyMWH-CKOPPEKTUPOBAHHbIA Kanbuui Mrasmbl (MMOMbL/M) = M3MEPEeHHbIN YpOBEHb ObLLero Kanbums
nnasmbl (Mmornb/n) + 0.02 x (40 - nsmepeHHbIN ypoBeHb anbbymuHa nnasmeol (r/n));

- anbbyMWH-CKOPPEKTMPOBAaHHbIN KanbuMin nnasmbl (Mr/an) = nsMepeHHbIN ypoBEeHb 0BLLEro Kanbums nriasmbl
(mr/an) + 0.8 x (4 - n3aMepeHHbIN ypoBeHb anbbymuHa nna3mbl (r/an));

- koachdumumeHT nepecyeTa: [kanbuun] mr/gn x 0,25 ==> [kanbuuin] MMOosb/m.

Bo3MOXHO Takke uccrenoBaHe YPOBHS MOHU3MPOBAHHOIO KarnbLMs B KPOBU, KOTOPbLIA B HOPME HaxoauTcs B
pecdepeHcHoM amanadoHe 1,03 - 1,29 mmonb/n. C uenblo NOATBEPXKAEHUS HANMUUMA rUNOKanbLuemMun npu
COMHUTENbHbIX pe3ynbTaTtax (H3KO HOPMasnbHOM MM HECKOSBKO HUXKE HUXKHEN rpaHnLbl pedhepeHCHOro ananasoHa
YPOBHE KarnbLWs KPOBW) PEKOMEHAOBAHO ABYKpaTHOE ornpeferieHne YPOBHSA KanbLus (MccrnefoBaHue YpPOBHS
MOHN3MPOBAHHOIO KarbLus B KPOBU U/UIN UCCNeaOBaHUE YPOBHS OOLLEro KarnbLns B KpOBU, UCCreAOBaHME YPOBHS
anb6yMWHa B KPOBM C pacHeToM anbbyMUH-CKOPPEKTUPOBAHHOO KanbLs KPOBU).

NamepeHnmne conepxanuna MNTI B KpOBK JaAET CyLLECTBEHHYIO MHbopMaLMIo, HO, B TO Xe BPeMS, ero pesynbTaThbl
OOMXKHbI ObITb KOPPEKTHO MHTEPNPETUPOBaHbI, TaK Kak rmnokanbuneMnss MOXeT MPUBOAUTL K KOMMNEHCaTOPHOMY
OTHOCUTENbHOMY MOBbIWEHNO cekpeummn [MTI 1 mackupoBaTb UCTUHHBLIM runonapaTupeos. Takum obpasom,
rmnokanbumemMmss Ha ¢oHe HopManbHOW KoHueHTpauuu [ITI moxeT OblTb NOBOAOM ANs AMHAMUYECKOro
HabntogeHns n goobcnefoBaHWs naumeHTa.

2.1 XKano6b!l n aHaMHe3

Camon yacTow xanobow nauneHToB C rMnonapaTMpeo3oM SIBMSETCS Hannyine cyaopor u/wnu napecresvii B
MbILILIAX BEPXHUX WU HWKHUX KOHEYHOCTEW, okoropoToBow obnactu. lMaumeHTbl € ANUTENbHLIM aHaMHE30M
rMnonapaTupeosa NpegbsaBnsAloT XKanobbl Ha "MO3roBoW TyMaH", CHWXEHME NamsATM U KOHUEHTpauun BHUMaHWUS.

OcHoBHble *anobbl NauneHTOB € rMnonapaTMpeo3om nNpeacTaBreHsl B Tabn. 3.

Tabnuua 3. dusnyeckne, KOrHUTUBHbBIE M AMOLIMOHANbHBIE CUMNTOMbI rMNonapaTupeosa [83].

CumnTom YacToTa, %

dunsnyeckne CUMNTOMbI




Ycranoctb 82
Bonb B MbllLax/MbILLEYHbIE CNA3Mbl 78
MapecTtesnmn 76
TeTaHus 70
Bonu B kOCTAX 1 cycTaBax 67
PaccTponctsa kuwedHnka 46
XpynKoCTL/NMOMKOCTb HOFTEN 44
HenepeHocMMoCTb Xapbl 44
"onoBHble 6onu 42
CyxoCTb KOXM U ee NOoBbILLEHHaa TpaBMaTm3aums 40
3a6kocTb 37
BbinageHnne Bonoc 33
TowHoTa 30
Mpobnemsbl ¢ 3ybamu 29
Herponatus 27
UyBCTBUTENBHOCTbL K COSHLLY 26
Otexn 23
Mpobnemsbl ¢ gbIXxaHNEM 22
CHwmxeHune cnyxa 11
KOrHUTUBHbIE CUMNTOMBI

"Moasrosown TymaH"/yMCTBEHHasA neTaprus 72
HeBO3MOXHOCTb KOHLEHTPUPOBaTb BHUMaHUE 65
CHwmxeHne namaTu/3abbiBUNBOCTb 61
HapylweHue cHa 57
OMoUuUnoHanbHbIE CUMMTOMBI

TpeBoXHOCTb/CTpax/BHYTpeHHee 6eCnoKOMCTBO 59
CHwxeHne HacTpoeHusa/rpycTe/aenpeccust 53
OMouUMOoHanbHas YyBCTBUTENbHOCTb 47
CoumanbHas nsonaums 32

- MaumeHTam ¢ NOAO3pPEHNEM HA HaNU4YMe rmnonapaTMpeosa pekoMeH40BaH COop aHaMHECTUYECKMX AaHHbIX
(cbop aHamHe3a 1 xanob B 3HOOKPMHOMOIMK) O NPOBEAEHHBIX XMPYPrMYECKNX BMeLLATENbCTBAX Ha OpraHax Lwew, a
TaKKe 0 COMYTCTBYHLLEN NATONOMMK, acCoLUMpPoBaHHOM ¢ ocdOopHO-KanbLmeBbiM obmeHom [1, 7, 75, 84].



ypOBeHb y6e/:|,MTeanocm peKomeH,u,au,Mﬂ C (ypOBeHb OOCTOBEPHOCTU OOKAa3aTENbCTB - 5)

KomMeHTapuu: criegytoline akTopbl NO3BONAKT 3anofo3puTb Yy NauueHTa Hanuyue runokanbuueMmn u
runonapaTupeosa:

- npoBedeHne Xnpyprm4eckoro sMeLatenbCcTtea B obnactu eu,

- Hanu4yMe napecTe3nii B 06nacT nuua, BEPXHUX U HKHUX KOHEYHOCTEN;

- Hannume UBPUNNAPHBIX NOAEPrUBAHWUIA OTAENbHbBIX MbILLUL, CYyA0POr B MPOKCUMAanbHbIX MbILLLIAX;
- BbIsIBNIEHME KanbLnduKaLmm ronoBHOro Moa3ra;

- NPV HapyLLEeHNAX cepaeyHoro putmMma.

2.2 dusukanbHoe obcnegoBaHue

- MaumneHTam ¢ Nogo3pEHMEM HA HanNM4YMe rMnonapaTMpeosa Asnsi OLEeHKU pakTa NpoBeAeHUss XMPYPrMYecKkoro
BMeLlaTenbCTBa Ha opraHax LIen pekoMeHAOBaHO NPOBOANUTbL OCMOTP NepeaHe NOBEPXHOCTY weun [84].

YpoBeHb ybeautenbHoCTM pekoMmeHaaumi C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTenbCTs - 5)

- Y nauneHToB C NOJ03PEHMEM Ha HanMuyue runonapaTMpeosa C LeNblo BbISIBNEHUS KITMHUYECKUX NPOSIBIEHWNIA
rMnokanbLuemMnm pekoMeHayeTcs oueHka cuMmnTomoB XBocTeka 1 Tpycco [1, 85].

YpoBeHb ybeautenbHoCTM pekomeHaaumi C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTeNbCTB - 5)

KomMeHTapuun: nonoXnTenbHbIi CUMATOM TPYCCO - NOABNEHMe cyaopor B kUCTK ("pyka akywepa") yepes 1 - 3
MUHYTbI MOCNe CAaBMEHUs nredya MaHXeToW Mpu M3MEPEHUN apTepuanbHOro AaBneHusi. [aHHbIi CcUMITOM -
BbICOKOYYBCTBUTENbHbLIA U cneundudHblA NpuU3HaK runokanbumeMmm - BbisiBisieTcss Y 94% naumMeHToB C
rmnokansunemuen n y 1% niogen ¢ Hopmokanbumemmen. Cumntom XBOCTeKa - COKpalleHWe MbIWL nuua npwm
MOCTYKMBAHUM B MeCTe BbIXO4A IMLEBOrO HepBa - MEHee YYBCTBUTEMbHbIN M CNELMEPUYHBIA MNPU3HAK.
OtpuuatenbHein  cumntom XBocTeka Habnwogaetca y 30% nNauMeHTOB, WMEKLWMX TUNOoKanbLUEMUIO,
nonoxuteneHsin - y 10% niogen 6e3 gaHHOW naTonornn.

2.3 llabopaTopHble guarHocTnu4Yeckue uccrnenoBaHus

- MaumeHTam ¢ NOOO3pPEHMEM Ha TMMonapaTUpPeo3 AN UCKMHYEHUST BTOPUYHBLIX NMPUYMH TMNoKanbLMeMnm
pekoMeHAyeTCs WCCrnefoBaHMe YPOBHS HeopraHudeckoro dpocdgopa B KpOBM, UCCMEefOBaHWE YPOBHS o6Luero
MarHusi B CbIBOPOTKE KPOBW, UccriegoBaHune ypoBHs 25-OH ButamuHa [l B KpoBW, UccriefoBaHWE YPOBHS KpeaTUHUHA
B KpoBUM ¢ pacyeTtom CK® [73 - 75, 86 - 89].

YpoBeHb ybeautenbHoCcTM pekoMmeHaaumn C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTeNnbCTs - 5)
KommeHTapuu:

- NpY TSXKENown rmnoMmarHmeMum cHuxaetcs cekpeuus MNTI v nosblwaeTcs pe3ncteHTHocTb K IMTIT kocTen un
noyek;

- Tsxenbin gecduumt ButammHa D mMoxeT ObiTb accouwmvpoBaH C runokanbuuemuen. OueHka cTtaTyca
BuTammuHa D nposogutca nytem onpegeneHus 25(0OH)D, uto gBnsietca Hambonee [OCTYNHbIM WM HaOEXHbIM
meTogoM nabopaTopHOM AuarHOCTMKW. PekomeHayeTcss npoBepka HaAeXHOCTW WCMoMb3yemMoro MeTtoa
onpegenenns 25(OH)D oTHocuTenbHO O6LWENpUHATBIX MexayHapogHbix cTaHgaptoB (DEQAS, NIST).
OnpepgeneHne ypoBHs aktmBHoro metabonuta 1,25(0OH).D He nokasaHo, Tak Kak OaHHbIi MeTabonut nmeet
KOPOTKMI Neprop NonyBbIBEAEHUSI U HE OTPaXaeT cTaTyca BuTaMmHa D B opraHuswme;

- npu octpou runepdocdatemMun docdop aKkTUBHO CBA3LIBAET KarbLUW, YTO NPUBOAUT K €ro OTMOXEHUIO
rmaBHbIM 06pa3oM B KOCTSIX, @ TakKe B APYrUX TKaHSAX, Bbi3blBas rMnoKanbLMemMumio;

- rMnokanbuMemMus 4acto HabnogaeTcs Npu CHWKEHWUM cKopocTu KnybodkoBom dunbtpauun (CKD) un
pa3suTun XBI1, ocobeHHo Ha cTaguax XBI1 4 n 5. MN'mnokansumemus npu XBI1 aBnaeTca CrneacTBMeM CHUXEHUSI
cuHTesa 1,25(0H).D u conpoBoxaaeTtca runepdocdaremment, Kotopasi B CBOK o4yepeb NPUBOANUT K OTIOXKEHUIO
docaToB Kanbuusa B MArkUX TKAHSIX, TEM cambiM eLle 6onee cnocobCcTByS rmnokanbLuneMmm.



- Pacyetr CK® no EPI npoussoautca no dopmyne: CK® = a x (kpeaTuHuH kposu (mr/an) / b) ¢ x (0.993)
Bo3pacT. [lepemeHHas "a" umeeT cnegylolime 3Ha4yeH1s B 3aBUCMMOCTM OT pacbl 1 Nofna: YEPHOKOXNE: KEHLUHbI =
166; My>xunHbl = 164; 6enble/npeacTaBUTENM OPYINX pac: XXeHLWUHbI = 144; MyX4nHbl = 141. lNepemeHHas "b" nmeet
crneayoLme 3Ha4yeHMs B 3aBMCMMOCTM OT pachkl MU nona: eHwuHbl = 0.7; myxduHbl = 0.9. NepemeHHas "c" nveet
crneaywoLlime 3HadYeHUs B 3aBUCMMOCTU OT pacbl U NU3MEPEHUS KpeaTUHUHA: XXEHLLUUHbI: KpeaTuHUH B kposu <= 0.7
mr/gn = -0.329; kpeatnHuH B kpoBu > 0.7 mr/gn = -1.209; MyX4YuUHbl: KpeaTuHWH B kpoBu <= 0.7 mr/gn = -0.411,
KpeaTuHuH B kpoBu > 0.7 mr/an = -1.209. [hitps://www.kidney.org/content/ckd-epi-creatinine-equation-2009]

- MauneHTam C nocneonepaunoHHbIM TMMNonapaTupPeo3oM PeKoMeHAYeTCs yCTaHaBNMBaTb XPOHMYECKYHO
hopmMy 3a60neBaHNUSA NMPU COXPAHEHUW FMMOKANbLUMEMUN B COYETAHUMN C HASKUM UM HU3KO HOPMaIlbHbIM YPOBHEM
MNTr cnycts 6 1 6onee MecsiLeB Nocrie NPOBeAEHUS XMPYPIrUYEeCcKOro BMeLLaTenscTea B obnactu wewm [1, 33, 74 -
79, 82, 85, 90].

YpoBeHb ybeanTenbHOCTM pekoMeHgaumi B (ypoBeHb JOCTOBEPHOCTM JOKa3aTENbCTB - 4)

KommeHTapuu: okono 60 - 70% cnyyaeB nocrneonepauuoHHOW rMnokanbuMeMmm UMEeT TPaH3UTOPHbLIN
Xapakrtep 1 paspeluatoTcs B TedeHne 4 - 6 Hegenb nocne onepauun (TPaH3UTOPHBIA rmnonapatupeos). CTtorkas
runokanbuvemuss (coxpaHeHne notpebHocTM B Tepanuum npenapatamum BuTammHa D wn ero awanoros
(anbhakanbungon™, KanbUUTPUON™*) N NpenapaTaMu Kanbums) B codeTaHnn ¢ yposHem MTI Huxke pedepeHCHbIX
3HayeHwun cnycTd 6 1 6onee MecaueEB NOCMe XMPYPrUYECKOro NeYeHns CBUOETENLCTBYIOT O Pa3BUTUM XPOHUYECKOTO
rmnonapaTupeosa.

- MaumeHTam ¢ rMnonapaTMpPEo3oM pekoMeHO0BaH ANHAMUYECKUIA MOHUTOPUHI NoKa3aTenen KpoBu U MOYU
(nccnepoBaHve ypoBHS 0OLLEro kanbLMs B KPOBW, MCCnedoBaHWE YpPOBHSA anbOymMuHa B KPOBW, UcCnegoBaHue
YPOBHS MOHWU3MPOBAHHOIO KanbLMs B KPOBW, WUCCrefOBaHME YPOBHS HeopraHudeckoro docdopa B KpPOBM,
nccrneoBaHne ypoBHS KpeaTWHMHA B KPOBW, UCCMEOOBaHWE YPOBHSI KanbUUA B MOYe (CYTOYHbIM aHanus)) ans
OLIEHKWN afjeKBaTHOCTWN NpoBOAUMOM Tepanuu [74, 75, 84].

YpoBeHb ybeautenbHoCTM pekomeHaaumi C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTeNbCTB - 5)

KommeHTapun: guHammyeckoe uvccriefoBaHVWEe YpPOBHsSI OOLLEero Kanbuusi B KPOBW, MCCregoBaHUE YPOBHS
anbbymunHa B KpoBu (C pac4eTom anbOyMUH-CKOPPEKTMPOBAHHOIO KarnbLus), UccrnegoBaHe ypoBHSA dhocdopa B
KPOBW, uUccnegoBaHMe YPOBHA KpeaTuUHWHa B kpoBu C pacdetom CK® B cnyyae komneHcauuun 3aboneBaHus
pEKOMEHA0BAHO NPOBOAUTL € YacToTon 1 pa3 B 3 - 6 MmecsueB. [py OTCYTCTBUM KOMMEHcauMm runonapaTmpeosa
n/vnn KoppekumMm A03 CTaHOapTHOW Tepanuu pekomeHnAoBaHa bonee 4actas oueHka nokasatenen PocgOopHO-
KanbumeBoro obmeHa, 4O HECKONbKUX pa3 B HeAento, AN OUeHKN agekBaTHOCTU nogobpaHHoW Tepanuu.

AVHaMM4ecknin MOHWUTOPUHI CYTOYHOW 3KCKPEeLUW KanbLusi (MCCNefoBaHME YPOBHS KamnbLus B MoO4e)
pekomeHoBaHO npoBoauTb 1 pa3 B 6 - 12 mecsiueB. B cnyyae BbisSIBNeHWs1 runepkansuuypum U/unm HazHadeHuu
TMa3WaoB UMM TMAsuZoNoOO6HbIX AMYPETUKOB KOHTPOSIbHOE UCCIeQOBaHUE YPOBHS KanbLusi B CYTOYHOW MoYe
peKoMeH0BaHO BbINOMHWUTL Yepe3 1,5 - 2 Mecsila Ans OLeHKN aeKBaTHOCTU NPOBOAMMOIO FEYEHUS!.

24 MHCprMEHTaHbeIe AnarHoctTu4yeckKkue unccrnenoBaHusA

PekomeHaoBaHO NpoBedeHMEe KOMMMEKCHOTO o6crnefoBaHUs C LeNnblo akTUBHOMO BbISIBIIEHUS OCMOXHEHWI
3aboneBaHus.

- MauueHTam c rMnonapaTMpeo3oM PeKoMeHAYeTCs MpoBedeHWe YNbTpa3BYKOBOro MCCreAoBaHUS MoYek
n/MnnM KOMMNbIOTEPHON TOMOrpadum MoYeK U HaOMOYEYHNKOB OS1S OLEHKN UX CTPYKTYPHbIX M3MEHEHUIN B CBSA3W C
MOBbILIEHHbIM PUCKOM HedponuTuasa/HedpokansumHosa [74, 75, 91 - 100, 174 - 177].

YpoBeHb ybeautenbHoCTM pekoMmeHaaumin C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTenbCTs - 3)

KommeHTapun: y naumeHToB C XPOHUYECKUM rMrnonapatupeo3om Ha ¢oHe npuvema Tepanuu npenaparamu
BUTaMWHa D n ero aHarnoros, npenapartamu Kanbuus 3Ha4YnmMmo NnoBbILLAaeTCA pUCK pa3BnUTUA
HecbponuTrasa/HedppokanbumnHo3a. PerynsapHoe npoBeaeHne BU3yanm3mpyoLwmx METOOUK CMNOCOBCTBYET paHHEMY
BbISIBMEHNIO  OAHHbIX  OCMOXHEHUW. WMcnonb3oBaHue  ynbTpasBykoBOro wuccnegosaHus (Y3UW) Gonee
npegnoyTuTenbHO AnNAa AUarHoCTUKM mMeanynnapHoro He(prKaJ'IbLLI/IHO3a Yy nauyueHToB C rmnonapatupeosom.
KpaTHocTb o6crnepnoBaHus onpegensieTcss MHAMBUAYaAlNlbHO B 3aBMCMMOCTM OT UMEKLLUXCA WU3MEHEHWUA, OOHaKO
GONbLUMHCTBO 3KCMEPTOB MpeaiaraT NPOBEAEHUE YyNbTPa3BYKOBOrO MCCeAOBaHUSA NoYeK U/MM KOMMbIOTEPHOM
ToMOrpadun NoYvek 1 HagnoyYe4HnkoB 1 pas B rog.



- MNMauneHTam C XPOHWYECKMM runonapaTMpeos3oMm npu AnuTenbHOCTM 3abonesaHus Gonee 10 neT ang
BbISBMEHNA KaTapakTbl PEKOMEHAOBaHO NepuoauMyeckoe MpoBeAeHMEe KOMMMEKCHOro odTanbMOonormiyeckoro
obcnenoBaHus (Mpuem (0CMOTP, KOHCYNbTauuMs) Bpaya-odTanbmMonora NnepBuYHbIN, MpuemM (OCMOTP, KOHCYNbTaums)
Bpayva-odTanbmornora nosTopHbIn) [101, 102, 178].

YpoBeHb ybeauTenbHoCTM pekomeHaaumi C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTeNbCTB - 4)

KommeHTapun: y nauuMeHTOB C XPOHWYECKMM TMMONapaTMpeo3OM MOBLILWEH PUCK pPasBUTWUS KaTapakThbl.
MpopomkntTenbHOCTL 3aboneBaHus, a Takke OTCYTCTBME KOMMEHCaLMu rmnonapatupeo3a paccMaTpyBaloTCsi B
KadyecTBe npegpacnonararowx MakTopoB, OQHAKO B HACTOSALUMA MOMEHT OTCYTCTBYET MOHMMaHWe naToreHesa
pa3BUTMA KaTapakTbl Npu runonapaTupeose. lNauneHTam ¢ ANUTENbHbIM aHaMHEe30M runonapaTupeosa nokasaHo
HabnogeHne y odtanbmonora (npvem (0CMOTP, KOHCYMbTaluus) Bpaya-oTanbmMonora nepBmYyHbIn, npuem (oCcMoTp,
KOHCynbTauus) Bpada-odTanbMorora NoBTOPHbIN) C LLeNbio CBOEBPEMEHHOW ANArHOCTMKU pas3BUTUA KaTapakTbl U
onpeaeneHns noTpebHOCTM B Cneunann3MpoBaHHOM ee NeYvYeHnn.

- Mpn Hannuuu HeBpPOMOrMyeckoM CUMNTOMATUKMA MauMeHTaM C XPOHUYECKUM rMnonapaTtvpeosom
peKkoMeHayeTCsi MpOBeAeHNEe KOMMbIOTEPHOW TOMOrpaduy rofloBHOrO Mo3ra M npuem (OCMOTP, KOHCyrbTauus)
Bpayva-HeBponora [43, 45, 53, 55, 74, 75, 103, 104].

YpoBeHb ybeautenbHoCTM pekomeHaaumi C (ypoBeHb AOCTOBEPHOCTU A0Ka3aTeNbCTB - 5)

KommeHTapun: KnuvHU4eckne nposiBNEHUS KanbuuduKaumn pasnuyHbliX OTAENOB LEHTpanbHON HEepBHOW
CUCTEMBbI Yy MAUWEHTOB C ANUTENbHbBIM aHaMHEe30M runonapaTupeo3a HecneuudumuHbl. K Hambonee
pacnpoCcTpaHeHHbIM OTHOCATCHA ABUraTeNlbHble HapyLUEHWs: PUTMOHOCTb MbIWL, MApPKUHCOHW3M, TUMEPKMHESbI
(xopes, Tpemop, OMCTOHMSA, aTeTos, opodhaumanbHas OUCKMHE3NS); KOTHUTMBHbIE PACCTPONCTBA; MO3XEYKOBbIE
CMMNTOMbI W HapylleHns peun. B psge criydaeB oTmedaloTcsd anunentudeckue npucTynbl, gemeHums. Hepeako
HabngaeTcd coyeTaHue pPasnuuYHbIX  KIMHUYECKUX CUMMNTOMOB. Bompoc 0 Hanuuun naToreHeTuyecKon
B3aMMOCBSA3N MEXAY HEBPOSIOTMYECKON CUMMTOMAaTUKON M 06bemMoM, nokanusauven obbI3BECTBMNEHNA OCTaeTCs
npoTuBopeymnBbIM. [MpyM BO3HMKHOBEHMU [aHHLIX CUMMTOMOB W/WMAM BbiSBNEHUMU Kanbuudurkaumm 6GasanbHbix
raHrnueB no gaHHeiM KT ronoBHOro Mo3ra nokasaH npmMem (OCMOTP, KOHCYMbTaLms) Bpada-HeBporora.

- MaumeHTam c XpoHUYECKUM rMnonapaTMpeo3oM He pekoMeHayeTcs perynspHoe nposegeHve DXA ans
OLIEHKWN COCTOSIHUSI KOCTHOTO TKaHwu [45, 74, 75, 105 - 108].

YpoBeHb ybeautenbHoCTM pekomeHgaum C (ypoBeHb AOCTOBEPHOCTU A0Ka3aTenbCTB - 5)

KomMeHTapwuu: npu runonapatvpeose KOCTHbIN 06MeH 3ameaneH, Takum o6pa3oM OTCYTCTBYIOT NPeanocChIfku
K cHuwkeHuto MIMK ¢ TeyeHueM BpemeHVW B OTCYTCTBME COMYTCTBYIOLWMX (PakTOpoB pucKa, Takmx Kak Tepanus
rnokokopTukongamn. [ns OUEHKM COCTOSIHUS KOCTHOW TKaHW NaumeHTaM C XPOHWYECKMM runonapaTtvpeo3oM
XenatensHo NpoBefeHne KOMMeKCHoro obcnefoBaHns, BKIOYAOLLEro onpeaeneHne MapkepoB KOCTHOro obmeHa
(onpegenenune C-koHUEBOro TenonenTuaa B KPOBU, UCCNeQOBaHNE YPOBHSA OCTeOoKanbLyHa B KpOBW, OnNpeaeneHne
aKTMBHOCTM LLEenoYHon docdaTasbl B KPOBM) U peHTreHorpadumio KocTen (peHTreHorpadms no3BOHOYHMKA rpyaHON
otgen (1 npoekuus), peHTreHorpadums MNO3BOHOYHMKA MOSACHUYHBIA oTden (1 npoekuus), peHTreHorpadus
nopaKeHHOW YacTu KOCTHOro ckeneTta).

2.5 NHble anarHocTuvyeckue mccrnenoBaHus

- [MauveHTam Cc rvnNonapaTMpeo3oM HEYTOYHEHHOW 3TUONOTMM  PEKOMEHAOYETCS  FeHeTU4ecKkoe
KOHCYNbTUPOBaHWe (Npuem (OCMOTP, KOHCYNbTauuMs) Bpada-reHeTuka) npyv Nogo3peHnn Ha HacneaCTBEHHbIN
xapakTtep natonorum [1, 15, 16, 74, 75, 109 - 113].

YpoBeHb ybeautenbHoCcTM pekoMmeHaaumi C (ypoBeHb AOCTOBEPHOCTY A0Ka3aTeNnbCTs - 4)
KommeHTapuu:

- NauneHTaMm C M30NMPOBAHHBLIM FMMONApPaTUPEO30M HESCHOW 3TUOSIONMM, BO3HUKLLUM MOCMe NepBOro roga
XN3HU, pekomeHayeTcst noapobHLIN cOop aHamMHe3a 1 xanob nauneHTa, uccrnegosaHue reHa AIRE gns ucknioveHms
AMNC 1-ro Tuna (ucxogHo oueHka mytauum R257X, kak Hanbonee 4acTon A POCCUACKON MONynsuuy, B criydae
oTpuLaTenbHOro pesynbTaTa - CEKBeHMpOBaHMe reHa). Auardo3 AINC 1 Tuna MoxeT OblTb YCTAaHOBMNEH KIMHUYECKU
NpW HaNU4MK y nauneHTa Kak MUHUMYM OBYX U3 TpeX "OCHOBHbIX" KOMNOHEHTOB 3aboneBaHus ("knaccuyeckas agnaga
unu Tpruaga"), a Takke nNpu HanM4YUmM OZHOrO U3 HUX B Criydae NpucyTcTBus 3aboneBaHus y poaCTBEHHMKA NePBOro
nopsigka. C uenbio BepuduKkaumm CUHAPOMA Takke MOXET ObiTb MCMONb30BaHO OMpedeneHve aHTuTen K



nHTepdepony 1 Tuna, ocoberHo k THD-m yk MHD-02 | npegnoxeHHbix B ka4ecTBe ANarHoCTUHECKMX KPUTEPUEB
3aboneBaHns. OnpegeneHve aHTMTEN K 21-rMapokcvMnase MnofesHo Ans MPOrHo3WpoBaHMS  pasBUTKSA
Haano4ye4YHMKOBOW  HedocTaTtovyHocTW.  Amnroputm  obcnefoBaHuss Mpu MOOO3PEHUM  HA  ayTOMMMYHHbIN
rmnonapaTnpeos npeacTtaeneH B pasgerne [JononHutenbHom nHgopmauun (Mogpasgen 7.4).

- rMnonapaTtMpeo3 HEXUPYPru4yeckom 3TMONOrMnm MoxeT ObiTb Bbi3BaH pSOAOM pasnuuHbIX dakTtopos. Ecnu
npyynHa rvnonapaTMpeosa He YCTaHOBMeEHa, pekoMeHAoBaH MNoapoOHbIM cbop aHamHe3a v xanob naumeHTa,
reHeTmyeckoe TecTUpoBaHMe W/WNM CcemenHbIn  CKpuHUHr. CTaHgapTHOro npoTokona obcrnefoBaHus Ha
CErodHsILLHMIN AeHb HeT. [JaHHas pekoMeHauus ocCOGeHHO BaxkHa ANS MOMOAbIX NaluMeHTOB, Tak Kak MOCTaHOBKa
AnarHosa TpebyeTca Ans nnaHnpoBaHusa 6€peMEHHOCTY 1 NOCNEAYIOLLEro MOHUTOPUHIA 38 BO3MOXHbLIM Pa3BUTUEM
CONYTCTBYHOLLUMX FrMnonapaTMpeo3y KOMNOHEHTOB 3aboneBaHns (HanpvMMep, NaTonorMm cryxa u novek npu myraumm
GATAB3). l'eHeTuyeckne hopMbl runonapatmpeosa MoryT ObiTb Kak B COCTaBe CUHAPOMAarbHOro 3aboneBaHuns, Tak 1
N30MMPOBAHHON 3HOOKPUHONATMEN, TaKOMW KaK ayTOCOMHO-OOMWHaHTHas runokanbumemus. HacneacTtBeHHble
¢opmbl 3aboneBaHus npeacTasneHsbl B Tabnvue 4. Anroputm obcnegoBaHms Npy NOAO3PEHUN Ha rMnonapaTMpeos
B paMKax HacneacTBEHHOro CMHApOMa npeacTtaBneH B pasgene [JononHuTtensHon nHigopmauuu (Moapasgen 7.5).

Tabnuua 4. HacnegcteeHHble hopMbl runonapatupeosa [77].

3aboneBaHus HacneposaHne Jlokanusauus leH
CuHapoMarnbHbIv runonapaTnpeos
CwvHgpom Oulxopmkm 1 Tvna AD 22911.2 TBX1
CuHgpom Ouxopmkm 2 Tuna AD 10pl13-14 NEBL
CHARGE cvHgpom AD 8ql12.2 CHD7
AlNC 1 Tuna AR 21g22.3 AIRE
HDR-cuHgpom AD 10p15 GATAS3
CuHgpom KepHca - Celipa MwuToxoHap. NA MwuToxoHg. OHK
Cungpom MELAS MwuToxoHap. NA MwutoxoHg. AHK
CuHgpom gedovunta MTP AR 2p23 HADHB
CwvHppom KeHHun-Kaddm 1 Tvna AR 1942.3 TBCE
CuHgpom KeHHun-Kadbdm 2 Tnna AD 11qgl12.1 FAM111A
CwvHppom CaHbsag - CakaTtu AR 1942.3 TBCE
Owvcnnasuna "ToHkmx" KocTen AD 11qgl12.1 FAM111A
AYTOCOMHO-AOMUHAHTHAs rnokanbunemMus
AyTOCOMHO-AOMUHAHTHas AD 3021.1 CASR
runokanbuuemus 1 TMna u CMHAPOM
BapTepa 5 Tvna
AyTOCOMHO-AOMUHAHTHas AD 19p13.3 GNA1l1l
runokanbunemus 2 Tuna
M3onupoBaHHbIii rmnonapatnpeos
AyTOCOMHbIN rMnonapaTupeos AD unn AR 6p24.2 n 11p15 GCM2 n PTH
X-CBAA3aHHbIM runonapaTtmpeos XR Xq26-27 SOX3 <1>




AD - ayTOCOMHO-OOMWHaHTHbIN, AR - ayTtocomHo-peueccuBHbi, NA - He wu3BecTHOo. MUTOXOHAOP. -
MUTOXOHApUuanbHoe. MTP - MuToXoHApManbHbIN TPUAYHKLNOHATBHBIN 6ENoK.

<1> - npnyunHHas ponb SOX3 B pas3BuTumn X-CBSA3aHHOTO runonapaTMpeosa He onpeaeneHa.

3. JleyeHue, BkNrO4asA MeOUNKaMEeHTO3HYI0 U HeMeOAUWKaMeHTO3HYyH Tepanuu, aOuetoTepanuio,
obe3bonMBaHne, MegULMHCKUE NOKa3aHUA U npoTnBonoKasaHunsa K npuMeHeHUo meToaoB rneYvYeHns

3.1 Llenn neyeHnsa 1 MOHUTOPUHra runonapaTupeosa
OcCHOBHbIe Lieny AONroCPOYHON Tepanuu runonapaTupeosa npeacraBneHsl B Tabnuue 5.

Tabnuua 5. OcHoBHbIE Lenv 4ONroCpOYHON Tepanuu rmnonapaTnpeosa.

MapameTpsbl Llenn neyenus LleneBon guanasoH
YpoBeHb anbbymuH- | MogaepxaHune Ha HWKHen | 2,1 - 2,3 Mmonb/n
CKOPPEKTMPOBAHHOIO  KamnbLWs | [PaHULLE WIIM HECKONbKO HWXe
KpoBu HWXHEN rpaHuLbl pedbepeHCHOro

AvanasoHa  nabopatopumn y
nauneHToB oe3 KNMMHNYECKNX
CMMNTOMOB rmnokKanbunemMmmnn

YpoBeHb cyTo4HOM 3Kckpeuun |MogpepxaHme B npegenax | MyX4uHbl: < 7,5 Mmonb/cyT
Kanbums (MccnegoBaHve YPOBHS | LIENEBOro AnanasoHa KeHLwmHbl: < 6,25 Mmonb/cyT
KanbLus B CyTOYHON MOYE)

YpoBeHb dhochopa cbiBOpoTkM |[lopgaepkaHne B npegenax  pedepeHCHOro  guanasoHa
KpoBWU na6opatopuu

YpoBeHb MarHus  cbiBOpOTkM |MoggepxaHve B npegenax  pedepeHCHOro  AmanasoHa
KpoBu nabopartopun

YposeHb 25(OH) ButamnHa D Kak B oOwen nonynsumm 30 - 60 Hr/mn (75 - 150 HMmonb/n)

Obuwee CaMouvyBCTBUE un | NepcoHanuanpoBaHHoOe nevyeHune
Ka4yeCTBO XXU3HU

NHdopmmpoBaHHOCTL/06pa3oBa | MiHbopMupoBaHMe naupeHTa O CUMMMTOMax FunoKanbLuMemMmn u
HWe rMnepkanbLUMeMnn, OcrioXHEeHUsIX 3a6oneBaHmst

- Y NauMeHTOB C rvnonapaTtMpeo3oM PeKoMeHAyeTCs NogaepXvBaTb YPOBEHb KambLMsS CbIBOPOTKU KPOBU
(anbbYyMUH-CKOPPEKTUPOBAHHBIA UM MOHU3MPOBAHHBIN KamnbLMiA) B Npefenax HWKHEN rpaHuubl UNn YyTb HUXKe
HWXXHEN rpaHnLbl pedbepeHCHOro gnanasoHa npu ycrnoBuyM OTCYTCTBUS CUMNTOMOB WM MPU3HAKOB rMMnoKanbuneMmm ¢
Lenbio NpodunakTUKKU pa3BUTUSI OCITOXKHEHWU 3aboneBaHus [74, 75, 78, 114].

YpoBeHb y6eamTensHoCT pekoMeHaaumnii C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 5)

KoMmmeHTapuu: B HacTosiiee BpeMs He AOCTUNHYTO €OUHOro KOHCEHCyCa OTHOCUTESIbHO ONTUManbHOro
YPOBHS KanbLns CbIBOPOTKM KPOBM Ha choHe Tepanuum runonapatupeosa. [NogaepxaHue ypoBHS KanbLns CbiIBOPOTKU
KPOBU Ha HWXHEN rpaHuue pedepeHCHOro auanasoHa WM HECKOMbKO HWXe MNPOAUKTOBAHO CTpeMIeHUEM K
npodunakTuke runepkanbLMypumn n OCNOXHEHWIA CO CTOPOHbI MoYek. TepaneBTU4eCckue LIenm - ypoBeHb anbOymuH-
CKOPPEKTMPOBAHHOIO KarnbLuMsa KpoBu B npegenax 2,1 - 2,3 MMOMb/N Unu MOHM3MPOBAHHOIO KanbuuWsi B Npegenax
1,05 - 1,15 mmonb/n - OCHOBaHbl Ha nNoadepXaHun OU3MONOTMYECKMX MPOLLECCOB B OpraHuame. HekoTtopble
naumeHTbl MOryT, OOHAKO, HyXOaTbCA B 6onee BbICOKMX YPOBHSIX KanbLWsi CbIBOPOTKM KPOBWU AMNsl YCTPaHEHust
CMMNTOMOB rMnoKanbLmMemMuu.



- Y naumeHTOB C rMnonapaTtMpeo3oM pekoMeHO0BaHO NoAAepXKnBaTb YPOBEHb CYTOYHOWM IKCKpeLUU KanbLns
B npegeniax non-cneumduyeckoro LeneBoro gnanasoHa ¢ uenbto NpodunakTukM NoYeYHbIX OCIIOXHEHUN [52, 74,
75, 93, 114].

YpoBeHb ybeautenbHoCTM pekoMmeHaaumin C (ypoBeHb AOCTOBEPHOCTU A0Ka3aTeNbCTB - 4)

KommeHTapuu: Beuagy aeduumta IMNTI 1 otcyTcTBUS ero acpdekra Ha TyOynsapHyto peabcopbumio kanbums B
noYkax, AN nauMeHToB C rMnonapaTtupeo3oM XapakTepHa rmnepkanbLvypus U Kak CrieacTBMe NOBbILLEHWE pucKa
Hedponutnasa/HedpokanbuuHo3a. [aHHbix 06 accounaumn CTeneHn runepkanbuuypum C PUCKOM PasBUTUS
NaTonorMm NoYeK Ha CeroaHsALWHUA AeHb HegoCcTaTouHo. Ecnv NnpeanonoxuTs, YTo naTtoreHes kaMHeobpasoBaHus B
Moykax y NaumMeHTOB C 3dy- W rMnonapaTMpeo3oMm U runepkanbuuypmen aHanornyeH, To noaaepXaHue YpOBHS
CYTOYHOW 3KCKpeLuMuM Kanbuus B npedenax non-cneuyuduyeckoro pedepeHCHOro AuanasoHa no3BonuT
npenoTBpaTUTL PasBUTME JAHHOIO OCHOXHEHMS. LieneBon AnanasoH ypoBHS KanbLMs B CYTOYHOW MOYeE AS1S MY>XXHYUH
coctasnsetr go 7,5 mmonb/cyt (300 mr/cyT), ona xeHwuH Ao 6,25 mmonbs/cyt (250 mr/cyTt) nnu menee 0,1
mmonb/kr/cyT (4 mr/kr/cyT) ana nuy oboero nona. OnpegeneHve Kanbuus B CYTOYHOM MOYE Y MAUMEHTOB C
XPOHWUYECKMM TMnonapaTupeo3om pekoMeHaoBaHo 1 pa3 B 6 - 12 mecsueB, a Tawke B Clyvyae MNOBbILEHNS
KpeaTuHuHa 1 cHmkeHnsa CK®, BbISBNEHHbIX MPU AMHAMUYECKOM KOHTpOne.

- Y maumeHTOB C runonapaTMpeo3oM pekoMeHOyeTCs NOAAepXMBaTb YPOBEeHb HeopraHuyeckoro dpocdopa
KpoBM B npedenax pedepeHCHOro guanasoHa C Lenbio NpodunakTukm BHeCKeneTHoW Kanbundukaumm [1, 33, 52,
74, 75].

YpoBeHb ybeautenbHocTu pekoMmeHgaumi C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTeNbCTB - 5)

KommeHTapun: nogaepxaHue ypoBHSl dpocdopa B npegenax pedepeHcHoro auanasoHa Heobxogumo Ans
NPOMNaKTVKN BHECKENeTHbIX Kanbuudukauun. mnepdocdaremms npu runonapatupeose obycrioBrneHa Kak
oTtcytcTBneM docatypudeckoro gencteus MTI, Tak 1 noBbllweHHOW abcopbumen doccaTta M3 KULEYHUKA noja
BMMSHWEM Tepanuu npenapaTtamu ButammHa D v ero aHanoros.

- Y naumMeHTOB C runonapatvpeo3oM peKkOMeHAyeTCs nogaepXuBaTb YPOBEHb MarHusi B npefenax
pedepeHcHOro agnanasoHa [74, 75, 115, 116].

YpoBeHb y6eamTensHoCT pekoMeHaaumnin C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 5)

KomMeHTapuu: npu runonapatupeose 4acTo HabnoaaeTcsi CHUXKEHWE YPOBHSI MarHusi CbIBOPOTKU KPOBW.
MnomarHvemuss cama no cebe MoxeT OblTb MPUYMHON Pa3BUTUA TUMOKaNbUUEMUN U (DYHKLMOHAMBHOIO
rmnonapaTnpeosa, a Takke NpensaTCTBOBaTb AOCTMXKEHWNIO KOMMEeHcaumu 3abonesaHus. MNpuynHol runoMarHnemmnm
MOXET SBNSATbCA Tepanusi MHrMbMTopaMu MpPOTOHHOMO Hacoca, WM Tuasuaamu Wnu  TuasmgonofobHbIMU
avypeTtukamu. [Ina Hopmanusaummy ypoBHS MarHusl CbiIBOPOTKM KPOBM PEKOMEHA0BaHO MCNOMb30BaHWe npenapaToB
marHusi. MNpenapaTbl MarHusi He BCerga XopoLuo NEPeHOCATCH U3-3a PasBUTUS XKeNYOO0YHO-KULLIEYHbIX PAcCTPONCTB.
WHTepBan mexagy npueMoM npenapatoB KanbLus 1 npenapaToB MarHust AOMmkeH ObiTb He MeHee 1,5 - 2 yacoB BO
n3bexaHne CHKEHUS YCBOSEMOCTM 0060MX MUKPO3NeMEHTOB!

- Y nmauveHToB C rvnonapaTMpeo3oM peKkoMeHOoBaHO noggepxueatb ypoBeHb 25-OH ButamuHa D B
OunanasoHe, peKoMeHAoBaHHOM Ans obuler nonynauum [1, 74, 75, 82, 117 - 121].

YpoBeHb y6eanTensHocTn pekomeHgaumii C (ypoBeHb 4OCTOBEPHOCTU J40Ka3aTenbCTs - 5)
KommeHTapuu:

- B HacTosillee BpeMmsl, B CBSA3M C OTCYTCTBUEM CpPaBHUTENMbHLIX UCCReAOBaHWN, OrpaHWyeHbl JaHHble O
npevMyLLLeCTBax WCMNOMb30BaHUA KOMOWHMPOBAHHOW Tepanuu npenapatamy BuTammHa D u ero aHanoros
(anbhakanbungon™, KanbUUTPMON™*) n HatMeHon opmbl BuTammnHa D (konekanbumndepon™) Hag MoHOTepanuen
npenapatamn ButammHa D u ero aHanoroB (anbcakanbumgon™*, kanbuutpuon**). Tem He MeHee, 4acToTa
rocnutTannsaumMi ¢ OCTPOW rmnokarnbuuemMmen 3Ha4yMMo BbilLie Ha MOHOTepanuu npenapatamu sutamuHa D un ero
aHanoroB (anbdakanbuugon*™, kanbuuTpuon™*), 4yem Ha Tepanuu HaTUBHbIMKM opmMamMu BuTamuHa D
(konekanbundepon**) B cynpaduanonormyeckux [osax. OTW AaHHble MOryT ObiTb OOBSCHEHbI pPas3nUYHLIMU
nepuogamv MonyBbIBEAEHMST MpenapaToB, Korda npu OOCTUXEHUW agdekBaTHoro ypoBHs 25(0OH)D konebaHus
KanbLMeM1um KpOBU MEHee BblpaXKeHbl, YeM MpU UCNONb30BaHUN KOPOTKOAENCTBYOLLIEro npenaparta ButammHa D u
ero aHanoros (anbgakanbumMaon™*, kKanbUmMTpuon™).



- Ona 6onbHbIX C rMnonapaTMpeo3oM, Tak e, Kak U ans obwen nonynsuun, B OOMbLUMHCTBE Cly4aes
XapakTepeH HefocTatok unu pgeduumt ButamuHa D. B cBAsM c 4em gna ero koppekuumu uenecoobpasHo
NCNonb30oBaHNe HaTMBHbIX hopM BuTamuHa D (konekanbundepon™).

- [Ing poccunckon nonynauum ontumanbHble yposHU 25(OH)D yctaHosneHbl B AvanasoHe 30 - 60 Hr/mn (75 -
150 Hmonb/n). YpoBHu 25(0OH)D 6onee 100 Hr/mn (250 HMoOnb/N) MOryT CTaTb NPUYMHON TOKCUYECKOrO BO3AENCTBUSA
BUTamuHa D Ha opraHuam n He pekOMEHAYTCS.

- HepoctatouHocTe BuTammHa D accouuMupoBaHa C HapyleHMEM MNPOLIECCOB  MuHepanusauumu,
pemMoaenMpoBaHus KOCTHOW TkaHu. OgHako dyHKuum BuTammHa D He orpaHnumBaloTCA TOMbKO KOHTpOriemM
docdopHo-KanbLmneBoro obmeHa, OH TakkKe BMAUSET Ha MHOrMe (PU3nMonormyeckme npoLeccbl B OpraHuM3Me.
BHeckeneTtHble ("Heknaccuuyeckue") acpdektel BuTammHa D peanmsytoTca 3a c4eT Hanmyuus BO MHOMMX KneTkax
cneumndudeckmx peuentopoB (VDR), kpome TOro B HEKOTOPbIX TKaHAX NPUCYTCTBYeT cobcTtBeHHasa 1 anbda-
rmgpokcmunasa aAng BHYTPUKNETOYHOIO CUHTE3a akTUBHOM (hOPMbI FOPMOHA.

- Tepanus npenapatamu BuTammHa D u ero npousdBogHbiMM (anbdakanbUumMaon™, KanbuuTpuon™ ) He
OKa3sblBaeT BNMsiHMSA Ha ypoBeHb 25(0OH)D cbiBOpOTKM KPOBW.

- MNaumeHTam C XPOHUYECKMM runonapaTMpeo3oMm npu Hanuuum runepdocdaremmy u/vnu npesBbllLeHM
LeneBblX NokasaTenen Kanbuns B CyTOYHON MOY€e Ha (hOHE HOPMOKanbLMEMUU A1 BbIBNEHUS "CKPbITbIX" 9Nn3040B
rno-/rmnepkanbuneMmii 1 NepcoHanM3nMpoBaHHOro nogbopa Tepanun ¢ ykasaHuem MHOUBUAYaNbHOW KPAaTHOCTU U
BPEMEHN MpuemMa npenapaTtoB PEKOMEHOOBaHO MNpOBeAdeHWe CYTOYHOro npodunsa kanbumemumn (12-kpaTHoe
nccnegoBaHve ypoBHS 06LLEero kanbLns B KPOBW, MCCeaoBaHne YpoBHS anbbymmnHa B KPOBW C pacyeToM anbOyMuH-
CKOPPEKTMPOBAHHOIO KanbLusi KpoBu B cyTku) [101, 122].

YpoBeHb y6eamTensHOCT pekoMeHaaumnii C (ypoBeHb OCTOBEPHOCTY AOKA3aTENbCTB - 4)

KoMMeHTapuu: Hanmuve LeneBoro YpoBHS KarbLMs CbIBOPOTKA KPOBU B PaHHUE YTPEHHWE yackl Ha hoHe
npuema CTaHOapTHOW Tepanun MOXeT ObiTb HEeQOCTaTOYHbIM KpuUTepuem Ans onpedeneHus KoMneHcauuu
3aboneBaHus. YunTbiBass OTHOCUTENbHO KOPOTKUW MNepuod nonysBbliBeeHUs npenapaToB ButammuHa D un ero
NPOou3BOAHbIX (anbakanbunaon™™, KanbUnTpruon™*) ana ctabuneHOro nogaepXaHus LeneBbiX 3Ha4YEeHUA KanbLums
KPOBU MX Nprvem peKoMeHAyeTCs OCYLEeCTBNSATb HEeCKONMbKO pa3 B CyTku. MccrnegoBaHue cyTouyHOro npodpuns
KanbLUvMeMmmn y nauMeHToB C XPOHWYECKUM rMnonapaTtupeo3om Ha poHe npuema CTaHO4apTHOW Tepanuu SBNsieTCs
MONe3HbIM MHCTPYMEHTOM AMS OUEHKM 3(PEKTUBHOCTU OEWCTBUS NpenapatoB Ha MNPOTSXKEHUU CYTOK. ITO
noseonsieT 3adukcmMpoBaTb KonebaHusi ypOBHS KanbLUsi KPOBW, KOTOpblE fiexaT B OCHOBE HECOOTBETCTBUS
nabopaTopHOW 1 KNMHUYECKOW KOMNEeHcaLuum runonapaTmpeosa, 0Co6eHHO cpeamn nauneHToB ¢ rmnepdgocdaTemmen
N/Mnu NpeBbILLIEHNEM LieNeBbIX MoKa3aTenemn KanbLusi CyTOYHON MOYN.

- MeTogonorus npoBedeHMs CYTOYHOro Mpodouns  KambuMeMunm Yy MauueHToB C  XPOHWYECKUM
rMnonapaTvpeo3om nogpasymeBaeT WUCCrefoBaHWe YpOBHSA OOLIero Kanbuus B KPOBU U UCCNeAOBaHWE YPOBHS
anbbyMnHa B KpoBM (C pacyeToM anbOyMWH-CKOPPEKTUPOBaHHOIO KanbLUWsi KPOBM) B KPOBW KaxAble 2 4yaca B
TeYeHne CyTOK Ha hoHe npuema CTaHgapTHOW Tepanuu runonapatvpeosa. B TedeHue cyTok, korga npoBOAATCH
3amepbl YPOBHS KanbLs KPOBU, MAUUEHT BeAeT AHEBHYMK, B KOTOPOM OTMeYaeT BpeMsi npMemMa 1 A4o3bl NpenapaTos
Kanbumsa v npenapatoB BuTamuHa D u ero aHanoros (anbcakanbungon™, kansuntpuon™). PesynbtaTbl CyTOYHOM
Kanbu“eMum aHanu3upyloTcs BpavyoM-3HOOKPMHOMNOrOM BMeCTe C rpaddukoM mnpuvemMa NekapCTBEHHOW Tepanuu
naumeHta. Ha oOcCHOBaHWM MONy4YEeHHOW WHMOPMAaUMN BPaYOM-3HOOKPUHOMOINOM AenalTcs  BbiBOAbl O
HeobXx0AMMOCTI KOppeKUuMn 003 u/Mnu KpaTHOCTM Npuema npenapaTtoB KanbUus 1 npenapatosB ButamuHa D u ero
aHanoros (anbgakanbungon**, kanbunTpuon™*).

- PekomeHgyeTcs cneumanbHoe obyuyeHve MaumeHTOB C rvnonapaTMpeoc3oM C OBOCYXAEeHWEM BO3MOXHbIX
CMMNTOMOB FUMO- U rMnepKanbUuneMmmn n/unm ocrnoxHeHnn 3aboneBaHus, a Takke Mep Ux NPounakTukM B Lensax
CHWKEHMWS PUCKA XU3HEYIpOXatoLnX COCTOSAHWM [74, 75].

YpoBeHb yoeanTensHOCTU pekoMmeHaaumii C (ypoBeHb JOCTOBEPHOCTM A0Ka3aTeNbCTB - 5)

KoMMmeHTapumu: pekomMeHO0BaHO AMHAMUYECKOe HabniofeHue U perynsipHblii MOHUTOPUHI BUOXUMUYECKNX
nokasaTeneyn KPOBU U MOYM Y MALMEHTOB C rUMornapaTtMpeo3oM, O4HAKO, HECMOTPST Ha PErynsipHblii KOHTPOSb U
afleKBaTHyI0 Tepanuio runonapaTMpeosa, pUck pasBUTUS TNo- 1 rMnepKanbLUeMnYeckmx COCTOSIHWIN COXPaHSeTCs.
Takum 06pa3om, Heo6X0ANMOCTb CYOBEKTUBHOW OLIEHKM NaLUMEHTOM COBCTBEHHOMO COCTOSIHUS, 3HAaHNE CUMMTOMOB
1 NposiBNEHWin 3aboneBaHnsi, KOMOPOWUAHBIX COCTOSIHWIA, MPU3HAKOB NEPEfo3VPOBKY NEKapCTBEHHLIMY CpeaCcTBaMU
ABMSETCSA BaXXHbIM aCMEKTOM B NIeYEHUN U OCTDKEHWUN JONTOCPOYHOro KOHTpOns Hag 3abonesaHnem. B Tabnuvue 6



npeacTaBneHa KrnMHU4Yeckas CMMMnToMaTtuka, 0 KOTOpoi criegyeT MHGOPMMPOBaTb MauMeHTOB, YTOObI OHU MOTTM
CaMOCTOSATESIbHO 3aMnoA03puThb Y cebsl TMno- Unu rynepkanbUMEMMIO Ha paHHeln cTaguu.

Tabnuua 6. KnuHnyeckasa cumntomaTtuka, 0 KOTopou cnegyeT MHopMMpoBaTh NALMEHTOB, YTOObI OHU MOMNK
CaMOCTOSTENbHO 3anoA03puTh y cebs rmMno- unu rmnepkanbLUeMmnto Ha paHHen ctaguu.

OpraHbl/cuctembl 'vnokanbumemus Mnepkanbunemms
LleHTpanbHas HepBHas cuctema | denpeccus CnabocTtb
PasgpaxutenbHocTb onosHas 6onb
CnyTaHHOCTb  CO3HaHusA n | CoHNMBOCTb
AesopueHTaums CnyTaHHOCTb  CO3HaHwusA "
Cygnoporu AesopueHTaums
CHwxeHne namsTy "

KOHUEeHTpaunn BHUMaHUA

Helipo-mblweyHas cuctema OHemeHuss u  nokanbiBaHus | MbiweyHas cnaboctb
(napectesun) B nanbuax pyk u
HOT, OKONOPOTOBOW 061acTu

CepaeyHo-cocygucTas cuctema |YacTtbiil, apUTMUYHBIN NYNbC YacTbln, apUTMUYHBIA NYNbC
CvmMnTOMBI cepaevHon | ApTepuanbHas runepTeHsms
HeJoCTaToO4YHOCTH

>KenygouHOo-KMLLEeYHbIN TpakT Bonb B xuBOTE MoTeps anneTtuTa

TowHoTa, pBoTa
Bonb B xumBoTE
3anopebl

Moyku - Monuypuns
CyxocTb BO pTYy, Xaxaa

OpraHbl gbixaHus 3aTtpyaHeHus gpixaHus -
CsucTtdwee gbixaHue
YyscTBO "coaBneHus" B ropne

3.2 KoHcepBaTMBHOE ne4vyeHue
JlekapcTBeHHbIE NpenapaTbl, UCNOMb3yeMble A58 NTEYEHUs runonapaTmpeosa NpeacTaBneHsl B Tabnvue 7.

Tabnuua 7. JlekapcTBeHHble Npenapatbl AN NeYeHns rmunonapatupeosa (BOCMONHeHNs aeduunTa Kanbuus,
MarHus).

MexayHapogHoe HenaTeHTOBaHHOe CpefiHsia cyTouHas EonHuubl KpaTtHocTb
HanMeHoBaHWe NeKkapCcTBEHHOIO f[o3a n3mMepeHus npuema
npenapara

Anbdakanbumgon <**> 1,0-4,0 MKF 1 - 3 pas/cyTku
Kanbuutpuon <**> 0,25-2,0 MKF 1 - 3 pas/cyTkn
MpenapaTtbl Kanbuns <3> 1000 - 3000 <4> Mmr 1 - 4 pas/cyTku
Konekanbundgepon <**> 500 - 2000 <2> ME 1 pas/cyTku
#vgpoxnoptmnasmg <**> [52, 123 - 125] 12,5-100 Mmr 1 - 2 pas/cyTkn
#XnoptannaoH <1> [125, 126] 50 - 100 Mmr 1 pas/cyTku




Mpenapatbl MarHus 300 - 400 <5> Mmr 1 - 3 pas/cyTku

<1> - cynbdaHmnammnipl, AENCTBYIOLME HA KOPTUKANbHLIV CErMeHT neTnu [eHne.

<2> - npodmnakTnyeckasa gosa Konekanbuudepona**, nokasaHa npu ypoBHe 25(OH)D > 30 Hr/mn (75
HMOMb/N), B cnyyae peduumta unv HegocTatodHOCTM BuTamuHa D moxeT notpeboBaTbcs 6Gonbwas [osa
npenapara.

*xkN

<3> - B TOM 4Yucne B cocTaBe KOMBMHMPOBAHHOrO npenaparta "kapboHaT KanbLmsa + Konekanbumdepon™".
<4> - B mepecyeTe Ha ANeMeHTapHbIN Kanbuui
<5> - B nepecyeTe Ha anemMeHTapHbIN MarHun

<FES - npenapar BXoOWUT B CMUCOK >XWU3HEHHO HeO6XOD,VIMbIX N BaXkHEnLIunx JNIeKapCTBEHHbIX MpenapaTtoB
OKHBIIM).

- JlekapcTBeHHas Tepanus pekoMeHAyeTCd BCEeM MauMeHTaM C XPOHUYECKUM rmnonapaTtnpeosom ¢
CMMNTOMaMu runokanbUMeMnUn 1 ypoBHEM anbOyMUH-CKOPPEKTUPOBAHHOIO Kanbuus MeHee 2,0 mMmonb/n unu
WOHM3MPOBAHHOIO KanbUusa CbiBOPOTKM kpoBu MeHee 1,0 mmonb/n. B cnyvyae 6eccMMnTOMHOrO TedeHus
XPOHWYECKOro runonapatmpeosa M ypoBHEM anbbyMWH-CKOPPEKTUPOBAHHOIO Kanbuus mexgy 2,0 mMmonb/n u
HWXXHEN rpaHuLeln pedbepeHCHOro ananasoHa pekoMeHayeTcs NpobHasa Tepanusl ¢ nocneayoLen oLeHKon obLero
camouyBcTBuA [1, 33, 52, 74, 75, 127].

YpoBeHb y6eanTensHOCT pekoMeHaaumuin C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 5)

KomMeHTapuu: nekapcTBeHHasi Tepanusi runonapaTtMpeosa y naumeHTOB C BbIPAXEHHbIMW CUMMATOMaMm
rMnokanbUMeEMUM He BbI3bIBAET COMHEHWUWA; OOHAKO HeOoOXOAMMOCTb fedYeHuss OeCCMMMNTOMHbIX MaLUEHTOB C
nabopaTopHO NOATBEPXOEHHOW TErkon runokanbLuMeMmen OocTaeTCs OTKPbITbIM BOMPOCOM. TOYHBIN YpOBEHb
KanbLusi KPpOBU, NMPW KOTOPOM AOfKHa ObiTb MHULMMPOBaHa Tepanus, He onpegeneH. Pe3koe CHWXEHWE YPOBHS
KanbLMs CbIBOPOTKN KPOBU MOXET CPOBOLMPOBaTL pasBuTUe CUMNTOMOB rMioKanbLUneMun gaxe npu coxpaHeHnm
nabopaTtopHon HopMokanbuuemnn. C Opyror CTOPOHbl, MEANEHHO pa3BUBAOLLAACA M ANUTENBHO CyLLIEeCTBYoLLas
Bblpa)X€HHAs rUnoKanbLUMeMus MOXET He COMpoBOXAATbCS KIMMHMYECKOW CUMMTOMATMKOW, YTO CKOpee BCero
CBA3aHO C ajanTauuen opraHmsma K XPOHUYECKUM W3MEHEHUSM KanbLMeBOro romeocrtasa. Y nauMeHTOB C
coxpaHHon cyHkumen OLLK ypoBeHb KanbLmsa NOAAEpKNBAETCA B BeCbMa Y3KOM pedpepeHCHOM ananasoHe. Takum
obpasomM, naumeHTam ¢ 6eCCMMMTOMHbIM TEYEHUEM rMnonapaTnpeosa MoXeT ObiTb PEKOMEHOOBAHO NevyeHne C
LEenbio BO3MOXHOMO YNy4lleHUs1 UX COCTOSHWUS. ECnu HUKakux ynydieHun He Npom3oLusio nocne 6 - 12 mecsues
Tepanun, NOTPeBbHOCTb B NIeYEHNM MOXET ObITb NEPECMOTPEHA, OCOBEHHO MPU NErKOW rmnokanbLMeMnm.

- [TlauveHTam cC rvnonapaTMpeo3oM [Anis OOCTWXKEHUS KOMMeHcauun 3aboneBaHns pekoMeHOyeTcs
HasHayeHWe npenapaTtoB BuTamuHa D u ero aHanoroB (anbakanbumgon™*, kanbuuTpuon™ ) B coveTaHun C
npenapaTtamu kanbuus [1, 33, 74, 75, 84, 85, 121, 128 - 132].

YpoBeHb ybeautenbHoCcTM pekoMmeHaaumn C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTenbCTs - 4)
KommeHTapuu:

- CtaHpapTHas Tepanusi runonapaTupeos3a BkntovaeT B cebs npenapatbl BUTammHa D n ero aHanoros
(anbhakanbungon™, kanbuuTpuon™) u npenapatbl Kanbuus. CpegHeTepaneBTMYecKMe O03bl KanbuuTpuona*™
coctaenatoT 0,25 - 2,0 wmkr/cyTku, anbdakanbuyugona*™ - 1,0 - 4,0 wmkr/cytkn. [1pogomkuTenbHOCTb
rmnepkanbunemMmyeckoro agodekta Kanbunutpuona** coctasnseT B cpegHem oT 2 4o 6 Yacos, anbgakanbungona™
- oT 6 oo 8 4vacoB. TakuMm obpasom, gns obecnevyeHWss CTabUNBHOIO YPOBHSA KamnbLMa KpoOBU TpebyeTcsa ux
MHOrOKpaTHbI NPUEM B TEYEHME CYTOK, 0COBEHHO NPY HEOOXOAMMOCTU Ha3HaveHus Jo3 bonee 1,5 - 2,0 MKr B CyTKu.

- lns nogaepXaHusi YpoOBHSA KanbLMs KPOBU B nNpefenax LieneBoro ypoBHS pekoMeHayeTcs TuTpauusa 003
npenapatoB ButTamvHa D 1 ero aHanoros, pa3sgeneHne cyMmapHoOM o3kl npenapaTa B 2 - 3 npuemMa. Tutpauus gosbl
00bI4HO npoussoaunTes ¢ warom B 0,5 (unm 0,25) mkr ans anedakaneungona*™ n 0,25 Mkr gns kanbumMtpuona*™.
BonbLunni Wwar nsmeHeHns 403 MOXeT NoTpeboBaTbLCA NPU BbIPAXXEHHbLIX rMno/runepkanbumemMmi. PekomeHayembin
BPEMEHHON WHTepBan ANd Koppekuuu A03 npenapatoB BuTtamumHa D wn ero aHanoroB (anbakansumgon™,



KanbuuTpmon™*) coctaBnsieT 2 - 3 OHSA, YTO 00yCcnoBneHo ux hapMakoKMHETUKOM U Kak CreacTBuEe, afeKBaTHOWM
OLIEHKOW MPOBEAEHHbLIX M3MEHEHUN. [MpyM ManoCMMNTOMHOM TEYEHMM U YMEPEHHbIX KorebaHuax nokasaTtenen
Kanbunemmm nabopaTtopHas oueHka afeKBaTHOCTU CKOPPEKTUPOBaHHbIX 403 MOXeT ObiTb Npou3BeneHa yepes 7 -
10 gHewn. [Ansa oueHKn KNnHnYeckon adeEKTMBHOCTN Nogo6paHHOM Tepanumn U JOCTMXKEHUS CTabWNbHbIX 3HAYEHUN
KanbLmeMmm MOXeT notpeboBaTbcs Okono 2 - 3 MecsiueB, 0COBEHHO AN NauueHTOB C BbICOKOW NOTPEBHOCTLIO B
npenapatax ButammHa D n ero aHanoros.

- M3OJ'II/IpOBaHHOG Ha3Ha4YeHne npenapaTtoB KanbLUuWA naToreHeTU4eCckn He onpaBaaHO M Bbl3biBaeT JULLb
KpaTKoBpeMEeHHOE NnoBbIlLEHNE nokasartenen Kanbumemmm CbIBOPOTKN KPOBW.

- MauneHTam c runonapaTUPeo3oM PEKOMEHAYETCA KOPPEKUUS MUTAHMS C BbICOKMM MNoTpebneHnem
KanbLuicogepKaLmx NpoayKToB.

- Ins neyeHns runonapartunpeosa (BOCNONHeHUsA ageduunta KanbLms) NCNOMNb3YTCH pasnuyHblie npenaparhbl
Kanbumsa. Kak npaBuno, NpuMMEHSAOTCS npenapartbl, cogepxawme kanbuus kapboHnaT (40% anemeHTapHoro
Kanbuus), B TOM 4ucrne B cOCTaBe KOMOVMHMpPOBAHHOIO npenaparta "kanbuus kapboHaT + konekanbuudepon” B
cpegHecyTouHbIX go3ax 1 - 3 r (mMoryT ObiTb MCMonb3oBaHbl U Gonee BbICOKME O03bl). Takke MOryt ObiTb
Mcnonb3oBaHbl NuLeBble obaBku kanbums uutpaTa (21% anemeHTapHoro kanbuus). lNpu Ha3HavYeHUn HeobxoaMMO
Y4MTbIBaTb OCODEHHOCTU (hapMaKOKMHETMKN PasnMyHbiX NpenapaToB: Kanbuus kapboHaT nyylle BcacbiBaeTcHd B
Kncnow cpefe xenygka, noatomy 6onee npeanodTuteneH npuem BMecTe C NULLEN; Kanbuusa UMTpaT pEKOMEHAOBaH
naumeHTam ¢ axnioprugpuen nnm nonyyaroLmnx neyeHme MHrmbuTopamm NpoOTOHHONO Hacoca.

- Bbicokue [o3bl npenapaToB KanbLUmst MOFyT CHU3UTL NOTPEGHOCTL B BUTamMuHe D 1 ero aHanorax v ynyyinTs
KOHTPOIb 3a NoAAepxaHMeM LieneBoro ypoBHsi dhocdopa ChbIBOPOTKM KPOBM, CBSA3bIBast hocdhaTthbl B KULLEYHNMKE.

- [INs nauneHToB C XPOHUYECKUM rMNOnapaTMpeo3om M rmnepkanbLmypuen pekoMeH4oBaHO CHUXKEHWE 003
npenapaToB KanbLmMs 1 HU3KO-ConeBas AneTa Ans AOCTUXEHNS LeNeBoro YpoBHs aKckpeuun kanbums [1, 33, 52, 74,
75, 84, 85, 93, 121, 123, 124, 126, 133 - 138].

YpoBeHb ybeautenbHoCTM pekoMmeHgaumi C (ypoBeHb AOCTOBEPHOCTY A0OKa3aTeNbCTB - 5)

- Ona nauMeHTOB C XPOHWYECKMM TMMOMNapaTtMpeo3oM W runepkanbuMypuen pekoMeHAoBaHa Tepanus
Tnasugamu (#rugpoxnopoTnas’ngom™ )/ TmasmgonogobHeiMm  guypetukamn (#xnoptanugoH™) ans [OCTUXKEHUS
LeneBoro ypoOBHS 3KCKPeLUW Kanbuus Mpu YCIOBWUM MUCKIMIOYEHWUS MNepegos3vpoBKM MpenapaTamMy Kanbuus u
npenapatamu ButammHa D n ero aHanoros (anbgakanbungon™*, kansuntpmnon™) [1, 33, 52, 74, 75, 84, 85, 93, 121,
123,124, 126, 133 - 138].

YpoBeHb y6eanTensHocTn pekomeHgaumii C (ypoBeHb 4OCTOBEPHOCTU J40Ka3aTenbeTs - 4)
KommeHTapuu:

- vnepkanbuunypus sBnsieTcA (QaAKTOPOM pUCKa PasBUTUSI MOYEYHbIX OCMOXHEHWA NPU XPOHUYECKOM
runonapaTMpeo3e, B CBA3M C YEM YpPOBEHb CYTOYHOM 3KCKPELWM KanbLUMsi PEKOMEHAOBAHO MOAAepXUBaTb B
npegenax LeneBoro AnanasoHa.

- [vnepkanbLunypua npyu HopmoKanbLMeMUm N30NMPOBaHHO UMW B COMETaHUN ¢ runepdocdaremmen MoxeT
CBMOETENbCTBOBATbL O HANUYMM NEpPeo3nPOBKU NpenapaTamMm Kanbuusa u npenapatamm Butamuia D 1 ero aHanoros
(anbakanbumgon™, kanbuutpuon™*). Takum nauMeHTaM PeKOMeHAOBaHO B MEPBYHD oyepedb pacnpenerneHuve
CYTOYHbIX 03 NpenapaToB Ha 2 - 4 npuema, yMeHblUeHWe 03 npenapaToB KanbLus UW/unu npenapaTtoBs BUTaMuHa
D n ero aHanoroB (anbakansungon™, kanbuMTpuon**).

- MNpun otcyTcTBUM adhdpbekTa OT BbINOMHEHUS AUNETUYECKMX peKOMeHJauui U KoppekuuM 03 npenapaTos,
pPEeKOMEHAOBAHO WUCMOMb30BaHWe Tepanuu Tuasugamu (Hanpumep, #rugpoxnopotuasung ). CHuxkas aKcKpeuuto
Kanbuus C MOYOW, TMa3nabl CNOCODOCTBYIOT YBEMNUYEHUIO YPOBHS KarnbLWs B CbIBOPOTKE KPOBM, @ TAKKe CHUKEHUIO
noTpebHOCTN B Nnpenapartax Kanbuus n ButamuHa D n ero aHanoros.

- PekomeHgauuMs no UCMNOMb30oBaHUIO #HrugpoxnopoTnasuga™™ u  #xnoptanugoHa Yy NauMeHToB C
rmnonapaTMpeo3oM OCHOBaHa Ha pesynbTaTtax UcCnefoBaHWiA, AEMOHCTPUPYIOLLNX CHUXKEHME YPOBHS SKCKPELMU
KanbLms Ha OHe UX NpuMMeHeHus. O deKTUBHOCTbL TMa3naoB (#rmgpoxnopoTuasng ) B Ka4ectse npenapaTos,
CHWKAKLNX CYTOYHYHO 3KCKPELMIO KanbLusi B MOYE M PUCKM pasBUTUSA Kanbumdukauusa novek [oKasaHbl B
HECKOJbKUX PaHOOMU3NPOBAHHBIX KITMHWYECKMX UCCIEAO0BaHMSIX, HA OCHOBAHMM KOTOPbIX BLINMOJSIHEH MeTaaHanms (n
=571) (P <0,0001) [123]. B uccnegosaHumn Santos F. n coaBT. npu ncnosnb3oBaHumM #rugpoxnopoTunasnga*™ B gose



1 - 2 wmr/kr/cyT y maumeHTOB C XPOHUYECKMM TMMOnapaTupeo3oM CHUXKEHME CYTOYHOW 3KCKpeuuu Kanbuus 1
KanbLMI/KpeaTMHMHOBOIro COOTHOLLIEHUS Habnaanocs ¢ 3,2 +/- 0,8 mr/kr/cyt n 0,19 +/- 0,04 go 1,3 +/- 0,6 mr/kr/cyT
n 0,05 +/- 0,02 cootBeTcTBEHHO. Takum o0Opa3oM, MpPUMEHEHWe #rMgpoxsopoTrmasnga*™ Mno3BonsieT CHU3UTL
CYTOUYHYIO 9KCKPEeLUMIO KamnbUus C MOYOM Yy [aHHOW KoropThl naumeHtoB [138]. MNokasaHo, 4TO ucnonb3oBaHue
#xnopTanugoHa y nauueHTOB C rMnonapatMpeo3oM Takke MPUMBOOUT K CHWKEHUIO 3KCcKpeuun kKanbuus. B
uccnepoBsaHuun Porter R.H. n coaBT. 6b1n10 nony4eHo, 4YTO Ha poHe npuema #xnopTanuaoHa CHUXEHWE CyTOYHOMN
3KCKpeumm Kanbumsa coctasuno co 179 go 88 mr/cyt (P < 0,001), npn aToM cpeaHuii ypoBeHb KanbLnsi KpOBW AOCTUR
pecepeHcHoro agnanasoHa (¢ 8,2 mr/an o 9,3, P < 0,05) (n = 7, npoAOmKNTENBHOCTbL UCCnegoBaHus - 25 mecsLeB)
[126].

- O heKTNBHOCTb MCMOMb30BaHWA TUA3MAO0B A0303aBUCKMa, NMPUEM OOMKEH COYeTaTbCs C HU3KO-CONeBOn
aveton. PekomeHOoOBaHO WCMONb3OBaHWE TWasnaoB BHYTPb  ABaxadbl B [AeHb, HavanbHas [os3a
#rngpoxnopoTtuasmaa*™ moxeT coctanatb 25 - 50 mr B cyTku [52, 123 - 125]. CynbdoHamuapsl (#xnoptannaoH)
MOryT mcnonb3oBatbcs 1 pa3 B CyTkM BHYTpb B Ao3e 25 - 200 wmr [125, 126]. [NpogomKuTensHOCTE neveHus
MHAMBMAOYanNbHa 1 3aBUCUT OT AOCTUXKEHUS KOMNEHcaumm 3abonesaHns n passuTns NoBOYHbIX IPPEKTOB.

- Puck noboyHbIx achdekToB BO3pacTaeT Npu yBenuvyeHun O03 npenapaTtoB, NOoTeHuuarnbHble NOBOYHbIe
acbdekThl criegyeT TUaTenbHO KOHTPONMPOBaTb BO BPEMS flEYEHUS, B NEPBYHO o4Yepenb OCYLLECTBIATb KOHTPOIb
3MNEKTPONMUTHOrO COCTaBa KPOBU (MCCredoBaHME YPOBHS Kanusa B KPOBW, MCCIEeAOBaHME YPOBHS HaTpusi B KPOBW,
nccregoBaHue ypoBHS MarHWsi B KPOBU) M apTepuarnbHOro aBneHus.

- Ona nauMeHToB C XPOHUYECKUM TrurnonapatMpeo3om U runepdocdareMmmen pekoMeHOyeTCs HU3KO-
docdaTHas gueTa M KOppekuusa [03 CTaHOapTHOM Tepanuu C Lenbi OOCTUXKEHWs Hopmodocdaremmm u
NPOodMNaKkTUKN BHECKENETHOW Kanbuudukaumm [47, 74, 75, 121, 139].

YpoBeHb y6eamTensHOCT pekoMeHaaumnii C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 5)

KommeHTapun: BbICOKUM ypoBeHb hocdopa B ChIBOPOTKE KPOBM MOBbILWAET PUCKM BHECKENETHON
Kanbundukaummn, XoTa MeXaHn3M AaHHbIX MU3BMEHEHUIN HE U3BECTEH.

- Ona koppekuun runepdocdateMun pekomeHAoBaHO cobnoaeHne AMeTUYecKUX pekomeHgauui no
orpaHuyeHnto notpebneHuns npoaykToB, 6Goratbix ocdopom. PekomeHOOBaHO Takke yBenuMyeHwe [03bl
npenapaToB KanbuuMs M YMEeHblueHue [o3bl npenapaTtoB BuTammHa D n ero aHamnoroB (anbdakansumgon*™,
KanbuuTpuon™*) Ans CHWXeHus BcacbiBaHUs ocdopa B KULLEYHUKE.

- Tvwnepdocthatemma npu HOpMOKamnbLMEMUM MOXET CBUMAETENbCTBOBATb O HaNMMyMu MNepeso3vpoBKM
npenapatamu ButammnHa D u ero aHanoros (anbgakanbungon™, kansuntpmuon™™).

- B cBoto oyepegp runepdocdatemmsa Ha oHe runokanbuneMun SBNAETCH BTOPUYHOW MO OTHOLUEHWIO K
CHWKEHMWIO YPOBHS KarbLWsi CbIBOPOTKN KPOBU N HE SIBMSIETCHA MOKa3aHWEM K CHUKEHUIO 403 npenapaToB BUTaMuHa
D n ero aHanoros (anbtakanbungon™, KanbUMTPUMON™*), a HanpoTMB, K WX MOBLIWEHWIO A0 AOCTWKEHUS
HOpMOKanbLuuemMnm.

- Y naumMeHTOB C runonapatMpeo3om npu BbISBNEHWM COMYTCTBYHOLEro aeduumTta/HegoCcTaTOuHOCTH
BuTamuHa D gna ero BoCMOMHeHWs pekoMeHAOyeTcs Ha3HayeHue npenapaTtoB HaTMBHOW opMbl BuTammHa D
(konekanbundepon**) B cTaHOapTHbIX 403ax, Kak Ang obLien nonynsuun, HECMOTPSA Ha fieyeHue npenaparamu
BuTammHa D u ero aHanoros (anbakansungon™*, kansuntpuon™) [74, 75, 84, 140, 141].

YpoBeHb ybeautenbHoCcTM pekoMmeHaaumn C (ypoBeHb AOCTOBEPHOCTY A0Ka3aTenbCTs - 5)

KommeHTapun: y nauueHToB C runonapaTnpeo3omM, nonyyawLwmx Tepanvio npenapatamm sutamuba D u ero
aHanoroB, npenapaTamu Kanbuud, nogaepxaHue ueneoro YypoBHA 25(OH)D nossonsier peanus3oBatb
BHecKeneTHble "Heknaccuyeckune" adpdektsl ButammHa D, a Takke obecneuntb Gornee CToMkvMe nokasatenu
Kanbumemun. Tepanus npenapaTamu BuTamumHa D m ero aHanoroB (anbdakanbumgon™™, kanbumtpuon**) He
oKasbiBaeT BnuAHMA Ha ypoBeHb 25(0OH)D cbiBopoTkM KpoBu. HasHaveHue HaTuBHOW opmbl BuTamuHa D
(konekanbuncepon**) HeobxooumMo Ans  BOCMOSMHEHUA AeduuyuTa/HegocTaTtoyHocTM BuTamumHa D.  [osbl
konekanbundpepona™, wncnonb3yemble AONS Koppekuuu aedvumta/HegocTaToyHOCTM BuTamuHa D, a Takke
nogaepXuBawolimMe [[o3bl He OTNMYalTCA OT PEeKOMEHAOBaHHbIX And obuwewr nonynsuuu. [laumeHtam cC
rmnonapaTMpeo3oM PeKOMEHAOBaH KOHTPONb (POCHOpPHO-KanbLMeBOro obmMeHa B Nepuos  HasHavyeHusi
HacblaWwmx 003 Konekanbumdepona** ons CBOEBPEMEHHOIO BbISBIEHUS TEHOEHUMM K rynepkanbuMeMun u
KOppEeKLMN Tepanmm.



- He pekomeHgyeTcsa ucnonb3oBaTh NapaTtMpeonaHble ropMOoHbI U X aHanoru (#repunapatng™*) ong neyeHuns
rmnonapaTnpeosa B pyTUHHOW KITMHUYECKOM nNpakTuke [75, 77].

YpoBeHb y6eamTensHoCT pekoMeHaaumuii C (ypoBeHb 4OCTOBEPHOCTY AOKA3aTENbCTB - 5)

KomMmeHTapuu: HopmoKanbLuMeMust y nNauMeHTOB C runonapatupeoc3oM MoxeT ObiTb  AOCTUrHyTa
NCNONb30BaHNEM Tepanuu napaTMpeonaHbiMM ropMoHaMmy M nx ananoramu (kog ATX: HO5AA). B Poccwuiickon
denepaummn 3aperncTpypoBaHHbIM NpenapaTtom AaHHOW rpynnbl iBNAeTca #Tepunapatug*®, Mcnonb3yemMbin s
neyeHus octeonoposa. B Heckonbkux MccnegoBaHWsX MO MCMNOMb30BaHUIO MpenapaTta B JIEYEHUN XPOHUYECKOrO
rmnonapaTupeosa cpefHsass gosa coctasuna 37 +/- 2.6 mkr/cyt [142 - 145]. Tepanua #Tepunapatugom™™
COMPOBOXAAETCA CHWXEeHMeM [03 npenapaTtoB KanbLus M npenapaTtoB ButamuHa D wn ero aHanoros
(anbakanbumaon™, kanbUUTpMoOn™) M cnocobCTBYeT NoAAepXaHW YPOBHS KambLMs CbIBOPOTKM KPOBWU B
npegenax ueneeBoro ypoBHs. Tepanus #TepunapaTtvaoM™ MOXeT ynydliMTb NoKasaTenu CYTOYHOW SKCKpeLun
KanbLMs U KAYeCTBO XU3HM NMALUMEHTOB, @ TakKe CHU3UTb PUCKM MOYEYHbIX OCNOXHEHUA. OQHaKO Ha CErogHALWHUN
OEeHb He HaKoMmneHo AOCTaTOYHO 3HaHWA O OOMrOCPOYHbIX pedynbTaTax MCMONb30BaHWS OaHHOro npenaparta. B
Poccuiickon ®egepaumn npenapatbl M3 rpynnbl "MapatupeongHble ropMoHbl U nx aHanorn (kog ATX: HO5AA)" He
3aperMcTpupoBaHbl MO MOKAa3aHMI0 NeYeHus MNauMeHTOB C runonapatupeo3oM. Tepanus #TepunapatvgoM™ B
pexvume 20 Mkr 1 - 2 pasa B CyTKM MOAKOXHO MOXET OblTb pacCMOTpPeHa OTAENbHbIM MauueHTaM C XPOHUYECKUM
rMnonapaTMpeo3oM MNpu OTCYTCTBUM KOMMeEHcaummn 3aboneBaHns Ha oHe OonblInX 403 nNpenapaTtoB Kamnbuus U
BUTamuHa D Tonbko Mo pelleHnto BpavyebHoW kKoMmmnccun. JnutenbHoCTb Tepanun onpeaensieTcs MHANBMOyanbHO
[142 - 145].

OdpdpekTuBHOCTE M Be30MacHOCTb  WMCMOMb30BaHMA  Tepanuu  #Tepunapatmgom™™ Ans  neveHus
runonapaTupeosa npoaeMOHCTPMPOBaHbI B OTKPLITOM paHAOMU3MPOBAHHOM UCCNEAOBAHUM, MPOAOIIKUTENBHOCTBI0
3 roga (n =27, Bo3pacTt 18 - 70 neT). lNayneHTbl C XpPOHUYECKUM rMnonapaTMpeo3om Obinin paH4oOMU3NPOBaHbI Ha 2
rpynnbl: Nonyyawolwme CTaHOapTHYKO Tepanuio (cpegHsas gosa Kanbuutpuona* 0,91 +/- 0,2 mkr/cyT) n Tepanuto
#Tepunapatngom™* 2 pasa B cyTku (cpegHas gosa 37 +/- 2,6 mkr/cyT (0,5 mkr/kr)). Mo nctevyeHnn 3-neTHero nepuoaa
nuccriegoBaHuss B obemx rpynnax Obina AOCTUMIHYTa KOMMEHcauust runonapatupeosa, Ha (OHe NeyeHus
#TepvnapaTngom™* OTMEYEHO TakkKe CHWKEHME BbIPaXXEHHOCTU runepkanbunypun. Takum obpasom, Tepanus
#Tepunapatngom™* nokasana cso 3adPeKTBHOCTb 1 6e30nacHOCTb NpW NeyYeHnn rmnonapaTupeosa [142].

MpenmyLiecTBO ncnonb3oBaHusa Tepanun #Tepunapatngom™™ B pexvMme ABYKPATHbIX UHLEKLUN B TEeYeHue
CYTOK MO CpaBHEHUI C OAHOKPaTHOW WHBLEKUMEN MpPOOEMOHCTPMPOBAHO B APYroM paHAOMM3UPOBAHHOM
nccnegosanum (n = 30, Bo3pacT 48.6 +/- 18.4 neT). 3TO MCccneaoBaHMe Nokasano, YTo TepunapaTtug B pexvume 20
MKI O4VH pa3 B AeHb Obln HegocTaTodeH Ansl NpekpalleHns npyeMa npenapartoB Kanbuusa 1 Kanbuutpuona™* ons
noaaep)KaHus HoOpMaribHOM KOHLLEHTpaLMM Kanbuus B CbIBOPOTKe. HanpoTue, ons 6onee 4YeM NOMOBWHbBI NALMEHTOB,
nonyyaswux Tepunapatvig 20 MKr ABa pasa B AeHb, CTaHAapTHas Tepanus Obina oTMeHeHa. [143].

Opyroe paHOOMW3MPOBAHHOE MCCIEAOBaHME TaKke Mokasano MpenMyLLECTBO UCMOMb30BaHUS ABYKPATHOWN
uHbekuun #Tepunapatvga*™ B Te4YeHME CYTOK MO CPABHEHMIO C OAHOKPATHOW MHBEKUMM Y MALMEHTOB C
runonapatupeosom (n = 14, BospacT 4 - 17 net). nutenbHOCTb uccrnegoBaHus coctasnna 28 Hegenb. o utoram
YCTaHOBMEHO, YTO Ha poHe ABYKpaTHOM WHbekuuu #Tepunapatvga*™ B TedeHuMe CYTOK yaaeTcd AOCTUYb U
nogaepXaTtb LieneBble NoKa3aTenu Kanbuus B TEYEHUE CYTOK, @ TakKe YMEeHbLUMTb BapuabenbHOCTb CYyTOYHOro
npodounst KanbUMeMUn, C NCNOMb30BaHMEM MEHbLLEN CYTOYHOM [03bl Npenaparta Nno CPaBHEHMWIO C PEXUMOM B 1
uHbeKkuuo #TepunapaTnga* B CyTKM (Oo03a npenapaTta nNpu pexmnme ABaxabl B CyTkM 25 +/- 15 mkr/cyT; npu
OZHOKPaTHOW UHbeKLMM - 58 +/- 28 mkr/cyT; P < 0,001) [144].

B HacTosWwee BpemsA MakcumanbHbI nepuod Tepanuu #Tepunapatngom™™  y getern C HeEXUpypruyeckumm
dopmamu runonapartmpeosa coctasnseT 6,9 +/- 3,1 roga (1,5; 10), B cpegHen gose 0,75 +/- 0,15 mkr/kr/cyT. Ha
doHe neyeHns oTMevaeTcs 3Ha4YMMOe CHUXeHne NoTpebHOCTY B MpenapaTax kanbuus 1 npenapartos ButamuHa D
1 ero aHarnoroB, NOMoXuTernbHas UHaMnKa MapkepoB KOCTHOW pe3opbuunm [145].

- He pekomeHayeTca wucnonb3oBaHuWe OUrMapoTaxucreporna B JleYeHUM MauMeHTOB C  XPOHUYECKUM
rmnonapaTupeosom [74, 146 - 149].

YpoBeHb yoeanTenbHOCTU pekoMmeHaaumii C (ypoBeHb JOCTOBEPHOCTM A0KA3aTENLCTB - 4)

KommeHTapun: aurnapoTaxnucTepor - CUHTETUYeCKUii aHanor ButammuHa D, paHee akTUBHO NPUMEHSIBLLUIACS B
KOMMIEKCHOMN Tepanvwl rmnonapampeosa. B cootBeTCcTBUU C COBpeMeHHbIMI/I Hpe,qCTaBﬂeHl/IFIMM ,anan?l npenapaT
He [OIDKEeH WCMNoNb30BaTbCsl B JIEYEHUU XPOHMYECKOro runonapartmpeosa. OcobeHHocTM MeTabonuama
avrmgpotaxuctepona (ONUTENbHbIM MNepuog  MONyBbiBEAEHUSA, OTCYTCTBME PErynsumMm CuHTE3a aKTUBHbIX



MeTabonuToB aurMgpoTaxuctepona no Tuny obpaTHOM CBA3W, BbiCOKas Omonormyeckasi akTMBHOCTb) M, Kak
cneacTeve, Y3KUA  TepaneBTUYECKUI Auanas3oH OoO0ycraBnuBaKT 4acToe pas3BuUTUE rvnepkanbumeMun  u
acCoOUMMPOBAHHBIX C HEW HapylleHun. OUrMapoTaxucTepon OEenoHUPYETCS B MEYEHU, XXMPOBOW TKaHU, KOXe,
MbILLILIAX U KOCTSIX, B CBSI3M C YEM €ro AeWCTBME MOXET NpoJosikaTbCH eule B TeyeHne 1 - 2 mecsueB nocne
npekpawleHmss npuema. ITO oOycrnaBnuBaeT NPOMOHIMPOBAHHYKD TOKCUYHOCTL MpenapaTa. [lepenosvpoBka
ONrnapoTaxncTeporniom NpMBOAUT K rMnepkanbsLmMeMn; a npu AnuTenbHOM ee COXPaHEeHUN - K HapyLLIEeHWO yHKLMK
noyek, Kapauockneposy, NHEBMOCKNEpPO3y, Hedpockneposy. M'mnepkansunemmnsa, obycnoBrneHHas UHTOKCUKaLnen
anrnagpoTaxmcTeponom, Tpebyet AnuTenbHON KOppekL MK, Bolbopa 6onee akTUBHON TaKTUKN NEYEeHUs.

3.3 Xupypruuyeckoe neyeHue

Xnpyprnyeckux METOLOB NleYeHus1 JaHHOro 3aboneBaHnsa He pa3paboTaHo.
3.4 UHoe neyeHune

MHoe neveHne He NPUMEHSIETCA.

4. MeaguuuHcKaa peabunurauus M CaHaATOPHO-KYPOPTHOE JfievyeHue, MeAULMHCKME MOoKa3aHus u
NPOTMBOMNOKA3aHUA K NPUMEHEeHUI MeTO4OB MeOULUHCKOM peabunutauun, B TOM YUCne OCHOBAHHbIX Ha
MCMNONb30BaHMU NPUPOAHbIX Ne4ebHbIX hakTOpoB

Cneumnduyeckas peabunutauunsa He paspaboTtaHa.

5. MpocdhmnakTMka n gucnaHcepHoe HabrnogeHne, MeOMUNHCKME MOKa3aHWA M NPOTMBOMNOKa3aHUA K
NPUMEHEeHUI0 MeTOA0B NPO(PUNaKTUKKN

- MNaumeHTaM nepen nNaHMpPyembIM XMPYPrMYecKMM BMeELLaTeNbCTBOM Ha obnactu wweu pekoMeHOoBaHO
nccrnegoBsanune ypoeHs 25-OH ButamuHa [ B KpOBM U KOMMEHcauus ero aeduuuta/HegoCcTaToqHOCTU C LIENbio
NpodMnakT1KM pa3BUTMSA NOCreonepaLmoHHOro TpaH3UTOPHOro rmnonapartmpeosa [80, 139, 150 - 157].

YpoBeHb ybeguTenbHoCcTM pekoMmeHgaumin C (ypoBeHb AOCTOBEPHOCTY A0Ka3aTenbCTs - 4)

KommeHTapun: passuTMe MocreonepaumoHHOro TPaH3MTOPHOrO runonapaTtupeosa accoLuMpoBaHO C
HanuuMem npegonepaumoHHoro aeduyuta/HegoctatodHoctn 25(0OH)D.

- Bo wusbexaHvne nospexgeHus u/vnu gesackynapu3daumm OLWPK He pekomeHgoBaHa obsAsaTenbHas KX
peBu3nsa BO BpeMs onepauum Ha opraHax wen [158 - 160].

YpoBeHb y6eamTensHoCT pekoMeHaaumnii C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 5)

KomMeHTapuu: BbinonHeHne Budyanusaumm OLPK Bo Bpemsi onepauum CBA3aHO C puckamu NOBpexaeHus
KPOBOCHabXEeHUSA xernes, a Takke MOXeT CYLLEeCTBEHHO YBENUYUTb AMNUTENbHOCTb ONEPaTMBHOrO BMeLLATENbCTBA,
YTO ABMSIETCH HEe3aBUCUMbIM PAaKTOPOM pUCKa pasBuTusA runonapatupeosa. OAna vaeHtndpukauun OLPK, a Takke
ONsl OLLEHKM UX XM3HECMOCOOHOCTM BO BpeMSA onepauuy npeanoyvTUTENbHO WUCMONb3oBaHMe (i0OpPECLEHTHON
aHrnorpaduu ¢ #nHgounaHnHoM 3erneHsim [179]. MNopolwok #MHaoumnaHuHa 3eneHoro (25 Mr) pacteopsietcs B 20 mn
CTEepUribHOM BOAbI A58 MHBbEKUUIA, MOCne Yero BBOAUTCHA 5 M pacTBopa BHYTPUBEHHO (KOHLUeHTpauusa 8,3 Mr Ha 1
nuccnegoBaHue).

- B nepBble CyTku Nocre XMpypruyeckoro BMelLaTenscTBa B 06nacTu Wen pekoMeHayeTcsi uccriegoBaHue
YPOBHA MapaTMpeouaHOro ropMoHa B KPOBM MCCredoBaHWe YPOBHS OBLLEro KanbLua B KPOBW, WUCCRedoBaHue
YPOBHSA anbByMuHa B KDOBM C pacyeToM anbByMUH-CKOPPEKTUPOBAHHOIO KarbLiMs KPOBM UMW UCCIeaoBaHne ypoBHS
MOHM3NPOBAHHOIO KarnbUMs B KPOBW AN AMArHOCTUKM runonapatupeo3a W onpefenieHnst noTpeGHocTM B
Ha3Ha4YeHUW NpenapaToB KanbLus 1 npenapaTosB BuTamuHa D 1 ero nponssogHbix [80].

YpoBeHb y6eamTenbHOCT pekoMeHaauuii B (ypoBeHb JOCTOBEPHOCTU AoKa3aTenbCTB - 3)

KomMeHTapumu: HECMOTpS Ha TO, YTO B HACTOsLLEE BPEMSs HE pa3paboTaHbl YETKME BPEMEHHbIE KpUTEepUn ans
3abopa kpoBu Ha MTI M nokasaTtenu kanbLus B MOCMNEONepPaLMOHHOM Nepuoae, NPOBeAEHHbIE UCCeaOBaHNS
OEMOHCTPUPYIOT LIEHHOCTb M3MEPEHMS AaHHbIX MapameTpoB B Te4YeHMe MepBbix 24 4acoB nocrie onepaunm Ha
opraHax wewu. YposeHb NTI meHee 10 - 15 nr/mn B nepBbIN AeHb NOcne onepaunmn paccmaTpuBaeTcs Kak npegukTop



pasBUTUSA  MOCEeonepaumMoHHOro runonapatmpeosa (4yBcTBuTenbHOCTb 97,7%, cneunduyHocTs 82,6%).
lMocneonepauMoHHasa oueHka nabopaTopHbIX nokasatener ¢ocdopHO-KanbLneBoro obmeHa - Heobxoanmoe
yCrnoBue Ansi CBOEBPEMEHHOIO Ha3HayYeHWs nNpenapaToB BUTamuHa D 1 ero aHanoros 1 npenapaTtoB KanbLus.

- [MaumeHTam, nepeHeclwUM TOTamnbHYD TUPEOUOSKTOMUIO, PEKOMEHOAOBAHO PYTMHHOE MPUMEHEHME
nepopanbHbIX NpenapaTtoB KanbUus B TeYeHUe nepBbix 2 Heaenb nocne onepaumy Ans npodunakTukm ocTpon
rmnokanbunemun [161, 162].

YpoBeHb yoeamTensHoCT pekoMmeHaaumuii C (ypoBeHb 4OCTOBEPHOCTY AOKA3aTENbCTB - 5)

- lMaumveHTam B xoOe XMPYpruyeckoro BMelLaTenbCTBa Ha opraHax Lwweu npu aeBackynapusaumm OLLPK
pEKOMEeH0BaHO NPOBEAEHME UX ayTOTpaHCNNaHTaumm Ans npodunakTMku nocneonepaLmoHHOro runonapatmpeosa
[164, 165].

YpoBeHb y6eamTensHoCT pekoMeHaaumnii C (ypoBeHb 4OCTOBEPHOCTY AOKA3ATENbCTB - 4)

KommeHTapuu: aytotpaHcnnaHTaumsa OLLPK, neBackynapmnsoBaHHOM B X04€e XMPYPruieckoro BMellaTenbcTaa
Ha obnactn wen, sBnsetTca apdeKTMBHLIM METOAOM MNPOMNaKTUKN NocrneonepaunoHHOro rmnonapaTnpeosa.
HopmanbHble OLWLPK, kak npaBuno, TpaHCNNaHTMPYHTCH B FPYAVHO-KIIOYMYHO-COCLIEBUAHYO MbIWWLY, TOraa Kak
M3MEHEHHbIe, TUNepnnasMpoBaHHbIe xernesbl 6ornee MNpeanoyTUTENBHO TPAHCMNAHTUPOBATb B MNIeYENyyYeByO
MbILLILY HE AOMWHAHTHOrO NPeAnseYybs.

6. OpraHusaums okazaHust MeEQULMHCKOMN NOMOLLM

AMBYNaTopHbLIN 3Tan okasaHUsa MeaULIMHCKON NOMOLL:

1) npoBeaeHne nabopatopHoro obcrneaoBaHKsl ¢ onpeaeneHneM GUOXMMUYECKUX MokasaTenein ocdopHo-
KanbLMeBoro obmeHa B KpOBU M B MOYE;

2) npoBegeHve MHCTpyMeHTanbHoro obcnegoBaHus - Y3WM nodek (no nokaszaHusam KT noyek), No nokasaHUsm
KT ronosHoro moara;

3) KOHCYINbTaLMN CMEXHbIX CMELMannCcToB - Bpada-odTanbMoriora, Bpada-yponora (no nokasaHusim), Bpada-
Hecpponora (No nokasaHusaM), Bpada-kapaunonora (No nokasaHusiM), Bpada-HeBporiora (Mo nokasaHuam);

4) KoppeKkuusa npenapaToB CTaHAAPTHON Tepanuu runonapaTupeosa ans JOCTUXKEHUS LieneBbiX nokasarenemn
docdopHo-KanbLMeBoro oomeHa.

lMokasaHus ans nnaHoBOKW rocnuTanuaaumm B MeONUNHCKYH OpraHun3auunio:

1) HeobXxoOMMOCTb KOpPpEKLMM NpenapaToB CTaHAapTHOM Tepanuu runonapaTMpeos3a Ans AOCTUXKEHWS
LieneBbIx NokasaTtenein ocopHO-KanbLMeBoro obMeHa;

2) HEBO3MOXHOCTb JOCTWXEHUSI LLIeNeBbIX NokasaTtenein ocopHo-KanbLMeBoro obmMeHa npu UCnosnb30BaHUK
CTaHOapTHOM Tepanuu runonaparTmpeosa.

lMokasaHus 4nst 3KCTPEHHON rocnuTanusaumMm B MEOULMHCKYK OpraHn3aumio:
1) ocTpas runokanbLmemMus;

2)  pasBUTME  >KUBHEYIPOXAWLIMX  OCMOXHEHWW,  CBA3aHHbIX C  OCTPOW  runokanbuuemunen
(napwHro/6poHxocnasm, HapyLleHust putma cepaua, reHepanu3oBaHHble Cyaoporn);

lMoka3aHus K BbINUCKE NauneHTa U3 B MEANLMHCKOM opraHun3auuu:

1) cToliKOe ynydlleHne COCTOSHWUA, KOorda naumeHT moxeT Ges yuiepba ans 300poBbs NPOOOIMKATEL feveHne
B aMBynaTopHO-MOMUKMUHUYECKOM YYPEXAEHU UM AOMALLHUX YCNOBUSX;

2) npu HeobxoaMMocCTun nepesoga GonbHOro B OPYryto opraHm3auunio 3gpaBoOXpaHEeHUd;

3) rpyboe HapyLLeHne rocnuTanbHOro pexnva;



4) no NMCbMEeHHOMY TpeGOBaHI/IIO ©onbHoro Nnbo ero 3aKOHHOro npeacrtaBuTena, ecrnn BblNMNCKa He yrpoXxaeT
XWU3HM BONbHOrO M He onacHa Ans OKpYy>XarLnx. B atom cly4yae BbIlNUCKa MOXeT ObITb npounssegeHa TOJIbKO C
paspelieHnd rmasHOro spada OONbHULbI NN ero 3aMecTUTEeNs No nevyebHon pa60Te.

7. DononHutenbHaa nHdgopmaumusa (B Tom uncne akTopbl, BAUAIOLME HA UCXoh 3aGoneBaHUA vMnu
COCTOSIHUSA)

7.1 JleyeHue OoCTpOM rMNOKanbLueMumn

Ons KynmpoBaHUA OCTpOI7I rmnokanbumemMmn pekoMmeHgyeTca yCctaHOBKa LEeHTpallbHOro BEHO3HOIo KateTtepa,
YTO NO3BOJINT NpPeaoTBpaTUTb CKrepo3npoBaHune nepmcbepmqecmx BEH BCrneacrtene VIH(bySVIVI npenaparosB KalbuUUA.
ﬂpe,qnhoVlTeano NCNoNb30BaHNE KamnbLUMS rMOKOHaTa™™, Tak Kak KanbLms xnopwua nMeeT cepbe3Hble OCJI0)KHEHUA
B BUAE HEKPO3a MArKMX TKaHen, B Clny4dae BbiXxoga pacTtBopa 13 CoCyancToro pycna.

[nst KynupoBaHWsa OCTPOW MMMoKanbLUMeMn1 NCMONb3yeTcs BHYTPMBEHHOE BBEAEHME MpenapaToB KanbLus B
2 atana: 1 - 2 amnynsel 10% pactBopa kanbuusa rnwkoHaTa™ , cogepxawme 90 - 180 Mr anemMeHTapHOro KanbLms
cooTBeTCcTBEHHO, B 50 mMn 0,9% pacTtBopa HaTpusa xnopuga™* (unu B 5% pactBopa gekcTposbl*™) B TeueHue 10 - 20
MUWHYT; nocrneayollee MmeaneHHoe BHYTPUBEHHOE BBeAeHME KanbLms ritokoHaTta*™ 100 mn (10 amnyn) co CKOPOCTbiO
0,5 - 1,5 mr/kr/yac B 1000 mn 0,9% pacTtBopa HaTpus xnopuga*™ (unn 5% pacTBopa AEKCTpO3bl) B TeYeHue, B
cpegHem, 8 - 10 yacos.

B 3aBMCMMOCTU OT cUTyaLmMK MOTYT GbITb MCMOMb30BaHbI CeAYOLME BapuaHTbl NapeHTepanbHOro BBEAEHUS
npenapaToB KasnbUus:

1. BBegeHue kanbuus riokoHaTa™* BHyTpmMBeHHO 6ontocHo B konnyecTse 20 - 60 mn - BbicTpo 6e3 pa3seaeHns
0,9% pacTtBOopom HaTpusi xropuga** (vnu B 5% pactBopa gekctpo3abl). MeToa ucnosnb3yetcsi Npy BblpaXKEHHbIX
CMMMNTOMax rurnokanbueMun (naumeHTbl C KIMHUYECKOW KapTMHOMW "cTpaxa cmepTu" unmu B GeccosHaTenbHOM
cocTosiHMK). [lo3a BBOAUMOTO KarnbLusi onpeaensieTcsl No NosiBfieHnto AUCnencruyeckmx xanob.

2. BBegeHve NONMoBWHbI 403bl KamnbLWs rMoKkoHaTa** BHyTpuBeHHO 6ontocHo 6e3 passeaenusa (40 - 50 mn 10%
pacTBopa Kanbuus rrokoHata*™), octanbHas go3a kanbuusa (50 - 60 mn 10% pacTtBopa KanbLmsa roKoOHaTa**)
BBOAMTCS BHYTPMBEHHO MeAneHHO B pa3BedeHHOM coctosHumn (0,9% pactBopa HaTpus xnopuga™ wnm 5%
OEKCTPO3bI**) cO cKOpoCTbio Ang uHdysomarta 0,5 - 1,5 mkr/kr/yac. JaHHbIn cnocob BBeAeHMS ABNAETCA caMbiM
YacTblM AN KynMpOBaHUSA OCTPOM TMNOKamnbLEeMUM, MO3BOMSAOWMM ObICTPO HOPManuM3oBaTb KIMHUYECKOE
COCTOSIHME NaLuneHTa.

3. BBegeHuve Bcelt 0o3bl napeHTeparnbHbix npenapatosB kanbums (80 - 100 mn 10% pactBopa kanbuus
rnokoHaTa**) passegeHHoro B pacteope (0,9% Hatpusa xnopuga™ unu 5% pekctposbl™). Metoa ncnonb3yetcs
NPeuMyLLECTBEHHO AN NoAAepKaHUs aAekBaTHOro YPOBHS KamnbuWs C Lenbilo NpoduUnakTuku pa3suTust OCTpon
rMnokanbLlemMun.

MapeHTepanbHOe BBeAeHWE MpenapaToB KanbLUus Bcerga npekpawiaeTcs npy NOsBAEHUN AUCHEenTUYECKMX
%anob (TowHoTa, pBOTa).

BHyTpuBeHHOE BBefeHWe KanbUus TPebyeT OCTOPOXHOCTW Y GONbHBLIX C rUnokanuemMmnen M y naumneHTos,
NPUHMMAIOLLNX AUTOKCUH™*, B CBSI3W C NOBbILLIEHHBIM PUCKOM apUTMUIA.

OpHoBpeMeHHO HasHa4varTCH nepoparbHble NpenapaTthbl Kanbuus 1 npenapartbl BuTamuHa D n ero aHanoros
(anbakanbumgon™, kanbuuTpuon**). Llenb Tepanuu - KynupoBaHWe CUMMATOMOB OCTPOM rUMoOKanbuuemuu
BCNeACTBUE rvnonapaTupeo3a u Hopmanusauus nokasartenen obLiero u MoOHM3MPOBAHHOIO KasnbLMSA Ha HWXKHEN
rpaHvLe pedepeHCHbIX 3HAYEHUIN NN HECKOMbKO HMXE B OTCYTCTBME KIMMHUYECKUX CUMMTOMOB rMNoKanbLUeMnN.
Ons koppekuny Tepanun HeOOXOAMM YacTbi KOHTPOSb YPOBHS KanbLUus kpoBu (kaxagble 6 - 12 yacoB B Havane
nevyeHus, nocne ctabunuaauum CoCToSHUS NauueHTa - kaxaple 24 yaca).

CToNT OTMETUTb, YTO MPU HaNMMYUKU Yy NaUMEHTa BbIPAXXEHHOW TMMNOMarHMeEMUM MokasaHa ee Koppekuus c
Mcnonb3oBaHWEM Kak MepoparbHbIX NpenapaToB (npenapaTtbl KOMOMHALUMK pasnuyHbIX npenapaTtoB marHus 300 -
400 mr/cyT), Tak U BHYTPMBEHHBLIX POPM - BHYTPUBEHHO CTPYMHO 2 rpaMma MarHus cynbdarta*™ B TedeHme 10 - 20
MUHYT, BHYTPUBEHHO KanenbHo 25% pacTBop MarHua cynbdara* 2 - 4 rpamma B 150 - 200 Mn oU3nonornyeckoro
pacTBopa HaTpus xnopuaa**.

AﬂrOpMTM KynunpoBaHus OCTpOI;l rmnokKanbuymnemMumun BCcrneacTBue rmnonapatmpeo3sa:



1) Kanbumsa rmokoHat™™* 20 - 60 mn B/B 6ontocHo, u/vnm 1 - 2 amnynel 10% pacTBopa Kanbums rriokoHaTa™™
(90 - 180 mr anemeHTapHoro Kanbumsi cootBeTcTBeHHo) B 50 - 100 mn 0,9% pacTtBopa HaTpusa xnopuga™™ (unu 5%
BOLHOrO pacTtBopa Aekctposbl*™) B/B B TeyeHne 10 - 20 MMHYT C OQHOBPEMEHHBIM Ha3Ha4YeHWeM nepoparnbHbIX
npenapaToB Kanbuusi U npenapatoB BuTamuHa D n ero aHanoroB (anbgakanbumgon**, kanbumtpuon**). Mpu
HeobxoaMMOCTU MOXeET BbITb NPOAOCIMKEHA UHPY3NOHHAsA Tepanua KanbLms rinokoHaTtom™* no cxeme: 10 amnyn 10%
pacTBopa Kanbuusa rnokoHaTa** (900 mr anemeHTapHoro kanbumga) B 1000 mn 0,9% pactBopa NaCl** (unn 5%
pacTBopa AeKCTpo3bl™™) co ckopocTbio 50 mn/vyac (B cpegHeM B TeveHue 8 - 10 yacos).

2) lpenapatbl ButammHa D un ero aHanoroB (anbdakansumpgon* B cpegHem 3 - 3,5 mkr/cyT w/vnm
KanbumTpuon** 1,5 - 2 MKr/cyT nepopanbHO) B co4YeTaHuM C npenapatamu kanbuus B cpegHem 3000 mr no
3MleMeHTapHOMY KanbLMIO BHYTPb Ha 3 - 6 MpMEMOB B CYTKM BO BpeMsi Unu cpasy nocrne npvema nuwum. MNpu
COXpaHeHUN rmnokanbuneMmm MoryT 6biTb MpUMEHeHbI 6onee BbICOKME 403bl MO KOHTPOMeM Kanbumsa u pocdopa
KpOBW.

7.2 BepeHue 6epeMeHHOCTM Npu runonapaTtupeose
dursmonornyeckme acnekTbl perynsumm MmHepansHoro obmeHa Bo BpeMsi 6epeMeHHOCTU

K ogHOMY M3 OCHOBHbIX KOMMEHCATOPHbIX MEXaHM3MOB, 06ecneunBatoLnX NoA4 4OCTAaTOYHbIM KONIMYECTBOM
KanbLms BO BpemMsa 6epeMeHHOCTM, OTHOCUTCS ycuneHme ero abcopbumm B kuweyHnke matepu. B nepuopg nakraumm
afekBaTHas KOHLUEHTpaLUmMs KanbLus B rpyaHOM MOJIOKE AOCTUraeTCsl, B OCHOBHOM, 3a CHET yCUIeHUs pe3opOTUBHbBIX
NpOLIECCOB B KOCTHOW TKaHU. DTN M3MEHEHUSA CBA3aHbl C YBENUYEHNEM MPOAYKLNN TaKUX KIHOYEBbLIX FTOPMOHOB Kak
kanbumtpuon v MNTr-nogobHein nentua (MTIAMM).

YBenuyeHne crvHTes3a kanbuutpuona Habnwgaetcsa ¢ | TpyumecTpa M K KOHUY 6epeMeHHOCTU ero ypoBeHb
cocTaenseT Ao 2 - 3 Hopm. Perynauma metabonunsma sutammHa D y 6epeMeHHON KeHLWWHbI B OCHOBHOM 3aBUCUT

oT akTuBHOCTH 10t -TMAPOKCMNA3bl NOYEK, HaxXoAaLWEeNCcs Nog KOHTPOSIeM 3CTPOreHOB, NPOakTMHa 1 YernoBeYeCcKoro
nnaueHTapHoro nakroreHa. pun atom yposeHb 25(OH)D octaeTtca cTtabunbHbIM, HECMOTPS Ha ycuneHue ero
KOHBEPCMU B aKTUBHYIO popmy. Bo MHOMMX TkaHsax opraHusma, BKOYas MOJIOYHbIE >Kenesbl, AeuuayanbHyto
obonouky, nnaueHty u ap., ysenuumsaetca cuHtes [TInlM. YposeHb MTInl Bospactaer ¢ 3 no 13 Hepgenio
rectauumn, n bonee yem BTpPOe npeBbIWAET nokasatens Ao 6epemeHHocTn. meHHO B 3Ty nepuogpl MNTInll
OeNCTBYeT KaK SHAOKPUHHbBIA PakTop, perynupyowmn MUHepanbHbii U KOCTHBIW romeocTas Hesasucumo ot [MTT.
MTrnl Tak xe, kak n MNTI, cnocobeH cTuMmynupoBaTh pe30opOLM0 KOCTHOWN TKaHKU, peabcopbunio kanbumsa B NOYKaXx,
4YTO B KOMMIekce obecneynBaeT HacbILLeHWe rPYAHOro Mofioka HeobxoAuMbIM AN HOBOPOXAEHHOrO KONnM4e CTBOM
KanbLms.

Mpogykuma MNTI OWPK npu HacTynneHun 6epemMeHHOCTM CHMXaEeTCA U ero ypoBEHb B KPOBU OEPXKMUTCH B
HM3KO-HOPManbHOM Auana3oHe UIn axe HwkKe NonynsuuoHHbIX pedepeHCHbIX nokasartenen B | TpumecTpe, 4TO
CBSI3aHO C recTauuoHHbIM noBbiweHnem npogykuuu MNTINM n kanbuutprona c 3-en Hegenu 6epemMeHHoCTU. Takum
obpasom, MTT, kak perynatop hocthopHO-KanbLMEBOro 0bMeHa, TepsieT CBOK JOMUHUPYHOLLYHO POSb B 3TOT NepUos,
N TONbKO K KOHUY Ill-ro TpumecTpa ero npoaykumnst BoccTaHaBnNMBaeTCS.

KanbuuTtoHuH - ropmoH-aHTaronnct MNTI, npogyuupyembin C-kneTkamu LWMTOBUAHON Xenesbl, a B nepuoibl
GepemMeHHOCTM 1 NakTauum - MOMOYHBLIMY Xene3aMu 1 nraueHTon. [NoBbileHne ypoBHSA KanbLUMTOHUHA BO Bpems
GepemMeHHOCTM M NakTauum OTMEYEHO Takke Yy MauMeHTOK, paHee MepeHecLIMX TOTamnbHYH TUPEOWA3IKTOMMIO.
YBenuyeHne cuHTE3a 3TOr0 ropmMoHa BO BpeMsi G6epeMeHHOCTU peanusyeTcs 3a cyeT 3(PEeKTOB 3CTPOreHoB
(acTpagmona, aCcTpoHa 1 3cTpm1ona) 1 HanpaeneHo Ha NogaBfeHne akTMBHOM AeMUHepanu3aumm ckeneTta matepu.

Bo Bpems 6epeMeHHOCTU 1 NakTaumm 3a cHeT yBenMyeHns obbema LIMPKYNUpYoLLENA KPOBU 1 reMOAMIIOLMM
CHIXaeTCsl ypoBeHb 0OLLEro KarnbLMs CbIBOPOTKM KPOBU, B TO BPEMS KaK YPOBHU anbbyMUH-CKOPPEKTUPOBAHHOTO U
MOHM3NPOBAHHOIO KamnbLusi OCTaOTCH HEM3MEHHBLIMU. YPOBEHb KarbLMsl KPOBM NIoAa, kak npaBuno, okasbiBaeTcs
HECKOIbKO BblLLE NOKasaTenen kanbumeMmumn y matepu.

WccnepoBaHua no BegeHutio GepeMeHHOCTM Ha ()OHe XPOHWYECKOro rurnornapatupeosa OrpaHuyeHbl
HebonbLWUMK BbIOOpKaMy (Yalle onMcaHne Cepun KIMHNYECKMX cryyaeB). Tem He MeHee, aKcnepTHoe coobLecTBo
BbloendeT Kro4veBble NMoJIoXeHUd No TakTuke BeaeHnda n nevyeHnsa gaHHoro 3aboneBaHus npu rectauun.

OCHOBHbIe npHUUNbI NO BeAeHUu 6epemeHHoc1'V| Y NaUUeHTKN C XPpOHUYEeCKUM runonapaTtmpeo3om:

- onTuMmanbHbIM CHMUTaAEeTCA noaaepXXaHwe ypOBHeVI MOHN3NPOBAHHOIO “ aﬂb6YMI/IH-CKOppeKTVIpOBaHHOFO
Kanbuma KpoBW B npepenax HWxHe-HopMmalribHOro guanasoHa (,EI,J'Iﬂ aJ'Ib6yMI/IH-CKOppGKTVIpOBaHHOFO Kanbuna B



npegenax 2,1 - 2,3 MMonb/n, ANs MOHM3NPOBAHHOIO Kanbuus - B npegenax 1,05 - 1,15 mmonk/n) Bo n3bexaHue
HebnaronpuaTHoro Bo3gencTeus Ha passuTtne OLLDK nnopa. [Ans pacyeTa ypoBHS anbOyMUH-CKOPPEKTUPOBAHHOMO
Kanbumsi NPUMEHSIIOT POopMyny: anbOyMUH-CKOPPEKTUPOBAHHbLIA Kanbuuii nnasmbl (C nonpaBkow) (Mmornb/n) =
N3MepeHHbIN YypoBeHb obLero kanbums nnasmel (Mmons/n) + 0,02 x (40 - uamepeHHbIN ypoBeHb anbbymunHa nnasmbl

(r/m));

- B nepuop recrauuu criegyet NpoBOAWUTb MOHUTOPMHI Mokasatenen ¢ocopHo-kanbumMeBoro obmeHa
(nccnegoBaHue ypoBHS 0OLLEro KanbUusi B KPOBW, MCCRedoBaHWE YPOBHS anbOymuHa B KpOBW, UccriegoBaHue
YPOBHS! MOHM3MPOBaHHOIO KarbLMs B KPOBM, UCCreaoBaHMe YpoBHS dhocdopa B KPOBM) C 4acTOTON He pexe YeMm 1
pa3 B 4 - 6 Hegenb Ans NPoUNakTUKN T1Mo- 1 rMnepkanbLueMmy;

- B Clly4ae U3MeHeHu sl Tepanumn MoxeT NoTpeGoBaTbes Gornee YacTblii KOHTPOMb, B cpeaHem 1 pas B 7 - 14
[Hel 00 OOCTUXEHMs LieneBbIX nokasaTenen KanbLuemmm;

- cnepyeT nogaepxuBaTb YPoBHU hocdopa, marHusa n 25(0OH)D B npeaenax pedepeHCHOro avanasoHa;

- cneayeT NpekpaTuTb NeyYeHvne Tuasngamn/TuasnaonodobHbiMn avypeTrkamu Ha nepuon 6epemMeHHOCTH 1
nakTauuu;

- cneayet npekpatuTtb NedveHune npenapataMmy napatupeounaHbiX rOpMOHOB M UX aHanoramu Ha nepuon
6epeMeHHOCTVI N nakrauunu;

- NAaUMEeHTKN C XPOHUYECKMM runornapatnpeo3omMm HyxXOakTCcA B o6yqu|/|V|, HanpaBJieHHOM Ha NnoBbIlLEHNE
I/IH(*)OpMI/IpOBaHHOCTVI O cuMmnTomMaTuke runo- n rmnepkanbunemMmn.

B npencrtaBneHHbIX UCCnegoBaHMsaX NO JIeYEHMI0 XPOHUYECKOro rmnonapaTupeosa Bo BpeMsi 6epemMeHHOCTH
Y XXEHLMH Habnoganmcb 3Ha4YnTENbHbIE M3MEHEHNsI NOTPeBOHOCTM B NpenapaTax Kanbuus 1 npenapatax BUTaMmMHa
D v ero aHanoros (YaLle KanbuuTpuona**, pexe #anbakanbyungona) B 3aBMCMMOCTU OT CpOKa rectauum u nepvoga
naktauumun. CpegHue Oo3sbl npenapatoB Kanbumsa gocturanm 2000 - 3000 Mr B cyTkM, 403bl Kanbumutpuona** - 1 - 2
MKF B CyTKW, 403bl #anbdakansumgona - B cpegHeM 2 MKr B CyTKW. JTabopaTopHbIN KOHTPOMb NPOBOANICH KaxKable
4 - 6 Hegenb B TeyeHMe Bcel GepemeHHOCTW Ans obecneyeHWs agekBaTHOro ynpaBfeHUs COCTOSHWMEM U
KOPPEKTUPOBKN [O3UPOBOK Mpu HEOOXoAUMMOCTU. BaXkHO OTMETUTb, YTO HECMOTPS Ha TO, YTO GEpeMeHHOCTb U
nepvoa Nakrawumm 3asBrneHbl B NPOTMBOMNOKAa3aHNSAX ANa KanbumMTpuona**/#anbdakanbungona**, ansTepHaTtme gnsi
NeYeHnst XpoOHMYECKOro rmnonapatupeosa B Mepuop rectauum He CywlecTByloT. B OOCTynHbIX uccnegoBaHUsAX
NpOAEMOHCTpUpoBaHa 6e30MacHOCTb NPUMEHEHNS AaHHbIX NEeKapCTBEHHbLIX NpenapaToB B yka3aHHbIX Jo3ax [180 -
182].

7.3. AyTOMMMYHHbIW rMnonapaTupeos

AyTOMMMYHHBI  fMnonapaTMpeos - BTopasd MO pacnpocTpaHeHHOCTM dopma  runonapaTupeosa,
obycnoBneHHas MMMYHO-OMocpeAoBaHHbIM paspyweHneMm knetok OUPK. OH mMoxeT ObiTb M30NMPOBAHHLIM
3aboneBaHveM, OfHaKo 3HA4YMTENbHO Yalle BCTpeyaeTcs B pamMkax HacneactseHHoro AlNC 1-ro Tuna, Takke
M3BECTHOrO Kak kaHauAo-akTodepManbHas auctpodumsa (Autoimmune Polyendocrinopathy with Candidiasis and
Ectodermal Dystrophy - APECED) [14]. PacnpocTtpaHeHHOCTb AaHHoro 3aboneBaHusa oueHeHa B 1:100 000
HaceneHus B GoMbWMHCTBE CTpaH, bomnblias pacnpoCTpaHEHHOCTb OTMEeYeHa B TakuMx CTpaHax kak ®uHnaHaus
(1:25000) n CapguHusa (1:14000) u cpeam nepcuackux espees B Vzpaune (1:9000) [166].

AT1C 1-ro Tvna - MOHOreHHOe ayTOCOMHO-peLleCCMBHOE 3aboneBaHmne, B OCHOBE KOTOPOro NEXWT HapyLleHne
CTPYKTYpbl reHa ayTtommmyHHoro perynatopa (AIRE). l'en AIRE pacnonaraetca Ha AnAMHHOM nnedve 21-n
XPOMOCOMBbI, KOAUPYET SAAEPHbIN (DakTop TPaHCKPUMNUUW U urpaeT oAHy U3 KryeBblX poren B hopMmnposaHum
MMMYHOTOMEpaHTHOCTU. B ocHOBe natoreHesa NexuT ayToMMMYHHast 4ECTPYKLMS pasfiMYHbIX SHOOKPUHHbBIX XKenes
[167]. Onsa AMNC 1-ro Tvna xapakTepHa Knaccudeckasi Tpyvaga: CrnvM3MCTO-KOXHbBIN KaHAWAO3, runonapaTvpeos,
XpOHMYecKas Hagno4Ye4YHUKoBas HeoCTaTo4YHOCTb. 3aboneBaHne AebloTMpyeT, kak NpaBuso, B 4eTCKOM BO3pacTe.
Bonee yem y 80% nauueHTtos ¢ AMC 1 Trna runonapatMpeos ABNAeTC eANHCTBEHHbLIM 3HAOKPUHHBIM NPOSBEHneM
3aboneBaHus [167].

B nogaensitowem OOMbLIMHCTBE CNy4yaeB NeEpBbIM MPOSIBIIEHNEM CTAHOBUTCSI CITM3UCTO-KOXHbIV KaHOWO03,
passuBatoLLnincsa B nepsble 10 neT XM3HW, Yalle B BO3pacTe OKono 2 neT. Ha poHe crimamcTo-KoXXHOro kaHangosa y
84% nauMeHTOB NOSsIBNISieTCA rmnonapaTnpeos, npu atom B 88% cnyyaeB oH aebioTnpyet B Bo3pacTte Ao 10 net. K
OPYrMM KOMMOHEHTaM CMHApPOMa OTHOCATCHA caxapHbii AvabeT 1-ro Tuna, TMpeouaut XawumoTo, LUennakus,
BUTUNNIO, ayTOMMMYHHbIN renatuT, rmnoroHaguam v gpyrue [16].



KomnoHeHThl AlNC 1 Tuna:

- MNaBHbIE KOMMOHEHTHI:

- CNN3UCTO-KOXHbIN KaHOMAO03;

- rMnonapaTunpeos;

- NnepBUYHasi HaagNo4Ye4YHMKOBass HEQOCTaTOYHOCTb.
- [lpyrne BO3MOXHbIE NPOSIBIIEHUS;

- KepaTuT;

- ayTOUMMYHHbIN renaTuT;

- NepBUYHas oBapuanbHasa aANCAYHKLNS;

- rmnonna3susa 3ybHon amanu;

- 3HTeponaTus C XPOHMYECKOW Anapeen unm sanopamu;
- poTopobus;

- NEepMOANYECKNI XKap C CbIMbio;

- MHEBMOHMUT;

- HecbpwuT;

- NaHKpeaTwuT;

- caxapHbi gnabet 1 Tuna;

- (byHKUMOHaNbHas acnneHus;

- uenunakus;

- TUpeouanT;

- PETUHMUT;

- annasms KpacHoOro poctka KOCTHOro Mo3ra;
- NonNMapTpuT.

B HacTosLllee Bpems OCTaeTCsl HEM3BECTHBIM, YTO BbICTYNaeT MULLEHbLIO A1 ayTOMMMYHHOIO MOBPEXOEHUs
knetok OUPK. B nutepaType paccmaTpvMBaeTCs HECKONbKO aHTUTeHOB, ayTOaHTUTena K KOTOpbIM MOryT ObiTb
OTBETCTBEHHbI 3a pasBuTue runonapatupeosa. B 1996 rogy Y. Li u coaBT. BnepBble BbIABUMN aKTUBMPYOLLME
aHTuTena k CaSR. B wccnepoBaHve Obinu BkOYeHbl 25 naumMeHToB, cpegu KoTopbiX y 17 MpUYMHOWM
runonapatupeosa obin AlNC 1-ro Tvna, a y 8 4enoBek oTMeYanocb COYeETaHWE rMnonapaTupeo3a n ayTouMMyHHOrO
TupeougmuTa. B pesynbTtate y 56% nauMeHTOB C runonapatMpeo3oM OMNpeaensnnuch BbICOKME TUTPbl aHTUTEN K
CaSR, Torga kak B rpynne KOHTpOns 3TW aHTuTena He Obinu HanaeHbl HU Y ogHoro Yernoseka [168]. OgHako B page
Apyrux paboT koppensaumm mexagy aktusmpyowmmMmm aHtutenamm kK CaSR u rmunonapaTtnpeosom y naumneHTtos ¢ AlC
1-ro Tvna BbIsIBNEeHo He Obino [169]. AHTuTena k CaSR, Ho obnagatowime 6noKMpytoLLEel CNOCOBHOCTBIO, Takke Bbinn
oBHapyXeHbl MPU ayTOMMMYHHOW rMNoKanbLMypu4eCckon runepkansumemun [170].

NALP5 - MynbTUNPOTEMHOBBLIA  KOMMNEKC, aKTUBUPYIOWNA BHYTPUKMNETOYHbIE KMHAa3bl W CUHTE3
npoBocnanuTenbHbIX LUTOKMHOB, BkNtovaeT B cebsi: NACHT (neuronal apoptosis inhibitor protein), C2TA (MHC class
2 transcription activator), HET-E (incompatibility locus protein from Podospora anserina) nu TP1 (telomerase-
associated protein), Bnepsble obHapyxeH M. Alimohammadi n coaBT. B KayecTBe cneumdguyeckoro aHTureHa OLLPK.
Bcero 6bino o6cnenosaHo 87 naumeHtoB ¢ AlNC 1-ro Tvna, y 73 13 KOTOpbIX oTMevancs runonapatupeos. Cpeaum
naumeHTOoB ¢ runonapatmMpeo3dom aHtutena k NALP5 ngeHtnduumpoaHsl B 49% HabntogeHun, y naumeHTos ¢ AMNC



1-ro Tna 6e3 cHwxkeHnns gyHkumm OLLDK fgaHHble aHTUTena He Obinyv OOHapyXXeHbl HU y OOHOro naumeHTa [171].
MogobHble pe3ynbTaTthl NonyyeHbl B pabote A. Meloni n coaBT., B koTopon aHTutena k NALP5 BeisiBneHbl y 64,3%
NauMeHTOB C rMnonapaTnpeo3oM u He Bbinm oBHapyXeHbl y nauueHToB 6e3 rmnonapaTtnpeosa [172]. PaznnyHble
dopMbl ayTOUMMYHHOTO runonapaTupeosa npeacrasneHsl B Tabnuvue 8.

Tabnuua 8. AyTouMMyHHbIE (hOpMbI FMnonapaTMpeosa.

Bospacrt AccouunmnpoBaHHble eHeTuka AHTUTENA 3aboneBaHus/
MaHudecTauum 3aboneBaHus CUHOPOMBI
5-20 net CnuancTto-koxHbIn  kaHamMaos | Mytauun B | NALP5Abs, |AlNC 1 Tuna
n/vnn 6onesHb AgancoHa AIRE IFN®ADbs
TPHADbs,
AADC,
THAbs, ACA,
21-OHAbs
Bapocnblie AyTonmMMyHHBIE 3aboneBaHus | HLA (7?) CaSRADbs (?) |AlNC 3 tnna
LK
B3pocnble IMobble apyrve | HLA (?) CaSRAbs (?) |AlNC 4 tuna
ayTOMMMYHHble 3aboneBaHus
(ncknoyasa Crm3ncTo-KOXHbIN
KaHaMAo3, bonesHb
ApoucoHa M ayTOMMMYHHblE
3aboneBaHusa LK)
B3pocnble Het HLA (?) CaSRADbs (?) |UsonuposaH.
ayTOMMMYHH.
MnolT

XapakTepucTmka OCHOBHbIX CMHOPOMOB B paMKax KOTOPbIX BCTpeYaeTCs ayTOMMMYHHbIN rMnonapaTupeos
npeacrtaeneHa B Tabnuue 9.

Tabnuua 9. Knaccudukaumsa n xapakrepuctuka AllC.

XapaktepucTtuka AMNC 1 AlC 2 IPEX
OcHoBHble NposBneHnsa | bonesHb AppoucoHa, | bonesHb Apgancona, | AyTOMMMYHHas
rmnonapaTnpeos, ayTOMMMYHHbIe 3HTeponaTus,
XPOHUYECKUI cnuancTto- | 3abonesaHua LUK, | HeoHaTanbHLIN
KOXHbI KaHOWMA03 caxapHbli anabet 1|caxapHbii guabet 1
TMna TMNa, aK3ema
Opyrve, MepBUYHBLIN  rUNOroHaaunsMm, | AyTOUMMYHHbIN AyTOUMMYHHbIE
accounmpoBaHHble ayTOMMMYHHbIe ractput, anoneuus, |3abonesaHusa LK,
nNposiBNeHus 3aboneBaHus LUDK, | BuTunuro, uenuakus, | remonutndeckas
caxapHblii guabeTr 1 Tuna, | NepBUYHbIN aHemus,
racTpur, 3HTEpUT C | rmnoroHagmsam TpomMObouuTONEeHNs
Manbabcopbuunen, renatuT,
naHkpeaTuT, NMHEBMOHMUT,
HedpwuT, BUTUNUTO,
anoneuus, aunctpodus
HOITen, runonnasus 3yGHON
amanu, KepaTtuT, PeTUHUT
TunuyHbIN Bo3pacrT | [leTcTBO, noapoCTKOBLIN | [logpOoCTKOBbLIN MnapgeH4yecTBO

MaHudecTaymm

nepuop,

nepuoa, B3pOCHblii




PacnpocTpaHeHHOCTb 1:100 000 1:1000 1:1 000 000

NeyeHne 3amecTuTenbHas 3amecTuTenbHas 3amecTuTenbHas
ropMoHarsnbHas, ropMoHarnbHas ropMoHarnbHas
npoTuBorpnokoBas, Tepanus Tepanus,
MMMYHHOCYMNpPECCHBHas TpaHcnnaHTaums
Tepanus  Npu  renatuTe, KOCTHOro mMo3ra

Manbabcopbunn, Hedpurte,
NMHEBMOHUTE U KepaTute

OcnoxHeHusi, BkNto4as | AopeHanoBbIn 1 | AopeHanoBbln  Kpu3, | IHdeKunn
cMepTb rMnokanbLneMmnyeckmin OCMNOXHEHUS
Kpu13bl, pak pOTOBOW NOMOCTM | caxapHoro AnabeTa
u nuesoaa
["eHbl " mvn | AIRE, ayTocoMHo- | MonureHeTnyeckun: | FOXPS3, X-
HacnegoBaHus peLeccuBHO uwnm | MHC n gpyrve CBS3aHHbIN
AOMVHAHTHO
UMMyHHBIN cbeHoTuMN AyToaHTuTENa K | AyToaHTuTena k 21-|AytoaHTutena K
nHTEpPEPOHY-® u | Mapokcunase, GADS65,
GADG5, 1A-2, | nIumdounToas,
MHTEPHEPOHY-0. (> 9504) ! P
' | TUPOTPOMWMHOBOMY 303MHOGUNYS,
opraH-cneumduyeckme peuentopy, TPO rMnepnpoayKLms
BHYTPUKNETOYHbIE GENKM LUTOKMHOB, rmnep IgE

IPEX - X-cBA3aHHbI MMMYHOAMCPErynaTopHas MONM3HOOKpUHonatus u aHTeponatns, MHC - rnaBHbIvi
Komnnekc ructocoBMmectumocTtn, GADB5 - glutamic acid decarboxylase 65; IA-2 - islet antigen 2; TPO - TupeonaHas
nepokcuagasa.

WuTtepdepoHbl (MPH) BnepBble ObinvM OTKpbITEI B 1957 T. Kak areHTbl, 3aliyaolwme KneTku ot BUPYCHON
nHcpekuuun. BoigensaoT gse rpynnbl MOH: k rpynne MOH 1-ro Tvna oTtHocATCA: I/IHCD-(X, HH(D'B, HHq)-S,
I/IHCD-K, I/IH‘D-OJ, HHCD-S, I/]HCD-T, a k U®H 2-ro Tuna Tonsko THD-y [173]. Mpwn npoBeaeHun nccnegoBaHus

NMauMeHTOB C reHeTuyeckn noaTeepxaeHHbIM avarHosom AMNC 1 Tuna, a Tawke AMNC 2 Trna v n3onupoBaHHbIM
ayTOMMMYHHbIM NMOpPaXXeHNeM OpraHoB-MuLLEHeN BbIno nonyyeHo, 4To y nauneHToB ¢ AlC 1 Tuna 6binn BbISIBNEHbI

BbICOKME TUTPbl aHTMTENn K OOMbLUIMHCTBY MOATUMOB NH®-0., oco6enno k MHD-02 y MHD-w (y 100%
nauuneHToB). Hu y ogHoro n3 naunentos ¢ AMNC 2-ro Tuna nnm n3onnpoBaHHbIMW ayTOMMMYHHbIMY 3aboneBaHnaMu

3TV aHTUTENa OOHapyXeHbl He 6binn. Takum obpa3om, aHTUTENa K HNH®-» okazanucs BbicokocneLmduuHbIMM Ans
cnHgpoma AlC 1-ro TMna He3aBMCMMO OT CNEKTpa MaHUeCTUPOBaBLUNX KOMMOHEHTOB [110].

MpucyTcTBME aHTUTEN K NH®-0 gensetcs anarHoctmnyeckum kputepuem AlNC 1-ro Tuna. CekBeHMpoBaHue
reHa AIRE no-npexHemy ocTaeTcs BaXHbIM 3TanoM AWArHOCTMKM 3TOr0 CUHAPOMA, MOCKOSMbKYy MOo3BONdAeT
NPOBOAMTb FEHETUYECKOE KOHCYNbTUPOBAHUE U OCYLLECTBNATH MMAHUMPOBAHME CeMbWU. ANTOPUTM LUArHOCTUKM
pas3nuyHbIX hOpM ayTOMMMYHHOrO rmnonapatupeosa npeacraeneH B 6nok-cxeme 1.

Bnok-cxema 1. ANropuTm AnarHOCTUKU pasnmyHbiX (hOpM ayTOMMMYHHOTO rinonapaTupeosa.



XpoHuyeckuu fmnolT

!

CAN3UCTO-KOMKHDBIN KaHAWA03
u/unu bonesnb ApancoHa u/mam il
myTauma AIRE u/unu nosuTHBHbIE
NALP5Abs, IFNAbs, TPHADs,
AADC, THAbs

- AHC'l

v

AyToummyHHble 3abonesanua | . > ANC-3
WMTOBUAHOM Kenesbl

v

Niobbie apyrue ayToMMMyHHblIe ﬂ
3abonesanna (kpome GonesHu
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M30AMpPOBaHHbIT feHeTUuvecKkue dopmbl
aYTOMMMYHHbIA funonT
funonT (M30nMpoBaHHbIE MNK

CHMHAPOMAaNbHbIE)

Het

A

MauonaTtuy.
MnoNT

7.4. T'mnonapaTtnpeo3 B pamMmkKax HacneacTBeHHbIX CUHAPOMOB

Cunapowm An[xopaxu

CuHgpom Ou[bxopmxku angeTcs cnecTBUEM HenpaBUNbHOMo pasBUTUSA OPraHoB-MPOU3BOAHBIX TPETLErO U
YeTBepPTOro xabepHbix kapmaHoB. BcTpevaeTcs oH y 1 13 4000 - 5000 HOBOPOXAEHHBIX, U B BOMbLIMHCTBE CriyYaeB
(70 - 80%) sBnsieTca cneacTBUEM reTepo3nroTHoM Mukpogeneummn B 22q11.21-g11.23 yyacTtkax. XoTs 60MbLUNMHCTBO
CryyYaeB 4BMSIIOTCA CNOpPaguM4eckumu, OnucaHbl W AgepHble CeMbU C  ayTOCOMHO-AOMWHAHTHbIM  TUMOM
HacrneposaHus cuHgpoma. KnuHuyeckn cuHgpom Ou[xopaxu nposBnsaeTcsa 3afepXKon B passutun, "BondbuM
HeboM", annasven wvnu runonnasven OWK n Tumyca, nopokamu cepgua W XapakTepHbIM BHELUHUM BUOOM
(kBagpaTHbIN KOpeHb Hoca). CuHgpom Ou[bxopaxu - Beaywas npuvyvHa NepcuCTUpYoLLEen rMnokanbuueMmm y
HOBOPOXAEHHbIX, MPY 3TOM MPOABUTLCA rMNonapaTupeos y Takux NauMeHTOB MOXET Kak B HeOHaTanbHOM nepuoge,
Tak U no3gHee B TeveHme XnsHu. Cpeaun Bcex niogen ¢ 3Tum 3abonesaHveM runonapartnpeos Bctpedaetcs y 60%
naumneHToB.

CunHapom HDR (Hypoparathyroidism, Sensorineural Deafness, and Renal Dysplasia Syndrome)

CuHgpom HDR gaBnsetca cneacteveM MmyTauum B reHe GATAS3, nokanv3oBaHHOro B KOpoTkoM nneye 10
xpomocombl  (10p14-15). Cam GATA3 aBnseTca TPaHCKPUMUUOHHBIM (DaKTOPOM, 3KCMPECCUPYIOWMMCS Y
MO3BOHOYHBbIX B noyvkax, OLXK, Tumyce, BHyTpeHHeMm yxe, LIHC. OnucaHbl criyyan Kak ayTOCOMHO-AOMWHAHTHOTO,
Tak U ayTOCOMHO-PELIECCUBHOIO HacnenoBaHus cuHapoma. OCHOBHBIMU NMPOSBIEHUAMM 3a00neBaHns ABMSIOTCS
aucnnasunga nodek, rmyxoTa u runonapaTtmpeos. Takke naumeHTbl ¢ HDR-cMHapoMom Yalle Bcero HEBbICOKOro pocTa,
4YTO MOXeT ObITb CBA3aHO ¢ AedULMTOM COMATOTPOMNHOrO FOPMOHa.



Cunpgpowm Canbsia-Cakatu u cuHgpom KenHu-Kaddm 1 Tuna

CuHppom CaHbsa-Cakatn u cuHgpom KeHHu-Kaddm 1 Trna xapakrepusyloTCa CXOXUMU KIMHUYECKUMU
NPOSIBNEHNAMN: BPOXAEHHBIM rMnonapaTupeo3oM, BbIpaXeHHON 3aepXKON pocTa, OTCTaBaHMEM B YMCTBEHHOM
passuTUKN, MuUkpouedanuen n nuuesbiMm ancmopdpuamom. CuHgpom CaHbsag-CakaTu yalle BCero BcTpevaeTcs y
nogen ¢ apabCkmmu KOpHAMU. Y naumeHToB ¢ cuHapomom KeHHu-Kaddum, noMnMmo onncaHHbIX HapyLLEeHUR, Takke
HabngatTca ocTeocknepo3 u ummyHogedumumnt. Oba 3aboneBaHus ABMASIOTCA CNEACTBUEM MyTauuum B reHe
TybynuH-cneundmyHoro wanepoHa E (TBCE) B nokyce, KoTopbii kogupyeT 6enok, oTBevaroLwmii 3a CBA3biBaHNe
TybynuHa.

Cunpgpowm KeHHun-Kadpdpm 2 Tuna

CuHpgpom KeHHn-Kadpdpm 2 Tuna - reHeTudeckoe 3abonesaHue, nopaxarollee npenmyLlecTBEHHO CKeneT,
rnasa, Takke BCTpeYalTCa pasfnunyHble NaTonorMm opraHoB ronoBbl U wen. OgHMM M3 4acTbiX KOMMOHEHTOB
3aboneBaHus (guarHoctupyetca y 30 - 79% naumeHToB) siIBNSETCs runonapaTtupeos. 3abonesaHve nposaBnsieTcs
YacTbIMX 3NU304aMM1 MMNOKanbLUEMNUA, a Er0 HEMOCPEACTBEHHOW NPUYUHON ABAAKOTCHA pa3nnyHble MyTauun B reHe
FAM111A (family with sequence similarity 111 member A). HacnegoBaHne cMHapoMa ayTOCOMHO-AOMWHAHTHOE.

M3onupoBaHHbIN rMnonapaTupeos
'MnonapaTnpeo3 MOXET BCTpPeYaTbCA N30NMPOBAHHO M HacneaoBaTbCs Kak ayTOCOMHO, Tak U X-CUEenneHHo.

AyTOCOMHO-peLEeCCUBHbIN N30NMPOBaHHBIN rMnonapaTupeos. Ha cerogHAWHMA AeHb B nuTepaType nMeeTcs
OonMcaHue HECKOITbKUX CEMEN C ayTOCOMHO-pPELEeCCUBHbIM runonapatnpeo3oM. OCHOBHOM MNPUYUHOW 3TOrO
3aboneBaHusa siBngeTca noteps dyHkumMn reHa GCM2 (glial cells missing), Takke nssectHoro kak GCMB B nokyce
6p23-24. GCM2 askcnpeccupyetcss B OCHOBHOM B pasuBatowmxcs OLPK. [vnonapaTupeos  KIMHUYECKK
NPOSsIBNSAETCH yXKe Y HOBOPOXAEHHbIX AeTen BcneacTame areHesnn OLLPK. CambiMu yacTbiMy BapnaHTaMun myTtaLmmn
GCM2 aBnaioTCA AOMWHaHTHas WHMMbMpyloWas wWnM peueccuBHas MHakTuBupylowas. B 1o xe Bpewms,
reteposnrotHble Mytauun B GCM2 He NpMBOAAT K KaKMM-nmbo HapyLleHnam opMmnpoBaHms U OyHKLMOHUPOBaHNS
OLDPK.

X-cuenneHHbIn M30NMPOBaHHbIM runonapatupeos. [eneunn/mHcepumn B nokycax Xqg27.1 n 2p25.3 wu
BO3HMWKLUMI BCNEACTBME 3TOr0 X-CLUENMeHHbI runonapaTvpeos Obinv onncaHbl B ABYX POACTBEHHbIX CEMbSX. Y
MY>XYUH C 3TMM CMHOPOMOM C AEeTCTBa BO3HMKAKOT rmnoKanbLMeMuyeckne CyaopOXHble MPUCTYMbl BCReacTBue
n3onupoBaHHoro gedekta B passntum OLLDK.

CHMXeHHbI cuHTe3 unu cekpeuus NTC

AyTOCOMHO-AOMMHaHTHasA runokanbuunemus (AOIN)

Al 1 Tuna xapaktepusyeTcsa aktusupytowen wmytaumen B reHe CASR. CaSR craHoBsaTCA
CBEPXYYBCTBUTENMbHBIMU K CbIBOPOTOYHbIM KOHLIEHTpauMaM Kanbuus, a cuHTe3 un cekpeuus MNTI nogaenstoTtcs,
HecCMoTps Ha HopMoKarnbuuemuio. TakuMm obpa3oM, BO3HWKAET PYHKUMOHarbHbIA runonapatupeos. AOlI 2 Tuna
BO3HMKAeT Npu Hanuuuu aktusmpyowen mytaumm B reHe GNA11 (guanine nucleotide-binding protein alpha 11).
GNA11 kogupyeT anbda-cyoveauuuuy G-6enka G711, koTopbli SABRsieTcsl KnodeBbiM Meguatopom CaSR-
onocpeaoBaHHOro curHansHoro nytu. Mytauus GNA11 npnBoauT K n3dbITouHOMY nogasneHmio cekpeummn MTI gaxe
npu runokansunemun. Y naumeHToB ¢ A" pasBuBaeTcs yMepeHHasa runokanbuuemMmus, Tskenas runokanbumemMus
MOXeT BO3HVKHYTb B yCroBusx ctpecca. NodeyHas peabcopbums kanbumsa npy Al 1 Tuna cHuxeHa BcregcTeme
myTaumm CaSR B nodykax; y TakMx NauMeHTOB pa3BuBaAETCS runepkanbumypus. MNoyevHas peabcopbumsa kanbums
npu AOl 2 Tuna He cTpagaer.

OpHuM un3 pegknx BapmaHToB MaHudectauum ALl aensaetca cuHapom baptrepa ¢ runokanbunemmnen. OH
XapakTepusyeTcs runokanbLmemMmen, runoMarHueMmen 1 runonapaTmpeosoM, a Takke npusHakamy gucyHKUuuu
netnu eHne (nonuypuen, runokanmeMn4eckMM ankano3om, NoBblLLIEHNEM KOHLIEHTPaLUUM peHuHa 1 anbocTepoHa
B Nria3mMe, HU3KUM apTepuanbHbIM AaBNeHUEM U Pe3UCTEHTHOCTbLIO COCYAOB K aHMMOTEH3uHY Il. MNpuunHon passutus
cvHApoMa siBnsieTca MyTauus B nokyce 3g21.1, oteevatowiem 3a CaSR.

MyTtauuu B rene NTIr

B nutepaTtype onucaHo HeCKONbKO peakux mytaumin B reHe PTH, Hapylwatowmx ero cuHTes u cekpeuuto MTT.
Hanpumep, ayTOCOMHO-AOMWMHAHTHas MyTauusi B CUrHanbHOW nocnegosaTensHocTn npenpollTl Hapywaet



HOpMasnbHbLI MPOLECCUMHI MOJeKynbl U1, crnegoBaTenbHO, obpasoBaHue [1TI. Takke onucaHbl ceMbn C
N30NMPOBaHHbBIM rMnonapaTMpeo3oM, 00YCITOBIIEHHBIM ayTOCOMHO-PELIECCMBHOM MyTauuen B reHe PTH.

AHTuTena k CaSR

Mpu nosgHeM pasBUTMM FUMNonapaTMpeo3a BO3MOXHOW MPUYMHOW MOTYT SIBAATHCA LMPKyNUpyoLlme
akTmBupylowme aHtutena k CaSR. 3Tu aHTUTena He npuBOAAT K Heobpatumon gectpykumm OLUK, nostomy
CYLLECTBYET BEPOSATHOCTb CMOHTAHHOW pemuccun. B nuTepaType onucaHbl Kak W30mMpoBaHHble opMbl
runonapaTnpeosa, BbidaBaHHOro aHTutTenamm k CaSR, Tak 1 criyyan, accouMnMpoBaHHbIe C APYrMMU ayTOMMMYHHbIMM
3aboneBaHns MK (TMPEONANTOM XalLMMOTO, 6onesHblo AgancoHa).

CuHapombl pe3ucteHTHoCcTU K MNTI

PesncteHTHOCTb opraHoB-muweHen Kk MTI, Takke mM3BecTHaa kak ncesgorunonapatupeos (ncesgolT1T),
SABNAETCA rpynnoBbiM MNOHATUEM AONA  HECKOMbKUX reTeporeHHbiXx 3aboneBaHuii, XapakTepu3syloLLMXcs
HEeYyBCTBUTENBHOCTLIO nepudpepnyecknx TkaHen k MTI. o gaHHbIM nabopaTopHbIX MCCnegoBaHUA Y TakuX
naumeHToB oOpalalT Ha cebs BHMMaHue rmnokanbunemus, runepdocdatemus, nosbiweHne ypoBHs MNTI. Huke
npuBegeHo onucaHme ocHOBHbIX oopm ncesgol T1T.

Mcespnol MT 1 TMNa

Mceepol TIT 1 Tuna sengaetca cneactenem mytaumm B reHe GNAS1, kogupywowem anbda-cybbeanHmuy
ctumynupyowero G-6enka, accounmpoBaHHoro ¢ peuentopom MTI. 3T myTaumm npnBogdaT K HecnocobHocTn G-
Oenka akTuBMpoBaTb ageHunaTtuuknasdy nocne ceasbiBaHua MTI ¢ ero peuenTopom, YTO B UTOre NpuMBOAUT K
HEBO3MOXHOCTM TpaHCAYKUMM CuUrHana B opraHax-muweHsx. Y nwogen B runodwuse, roHagax u UK
NPeMyLLLECTBEHHO SKCMPEeCccupyeTcs MaTEPUHCKUIA annenb 3TOro reHa. B cBs3W ¢ 3TUM KNMHUYECKME NPOSIBNEHUS
3aboneBaHnsl 3aBUCAT OT NoKanusaumm Mytaumm B MaTEPUMHCKOM WM OTUOBCKOM annene. Ha ocHoBaHWM 3TuUX
pasnuuuin BblgensoT Heckonbko noasmnaos MNMcesgol MIT 1 Tuna.

MceBmol MIT TN 1a. 3T10T TMN Ncenol T1T - ayToCOMHO-OOMMHAHTHOE 3aboneBaHue, BbI3BBaHHOE MyTauuen,
npueoaswen k notepe dyHkumm GNAS1. MNepepaetca ncesgol TIT 1a Tvna no matepuHckon nuHuu. MNpn aTon
MyTaumm nocne ceasbiBaHusa [T ¢ peuentopoMm akTMBauMM ageHWNaTuMKnasbl U TPaHCAYKLMW CuUrHana He
npoucxoaut. KnnuHnyeckn ncesgol T1T 1a Tvna valle Bcero NposBASeTCA KOMMIEKCOM CUMMMTOMOB, U3BECTHbIX Kak
HacneacTBeHHas octeogncTpodums OnbpanTa: HU3KUM POCTOM, OXXMPEHWMEM, KOPOTKOW LUEEN, OKPYIMbIM fLOM,
NOAKOXHbIMM KanbLMHaTaMK, YKOPOYEHHbIMW YeTBEPTLIMU W NATbIMW MeTakapnanbHbIMKM U MeTaTap3arnbHbIMU
KOCTAMU U OTCTaBaHWEM B pa3BuTuu. NMommMmo aToro, y naumeHtoB ¢ ncegol TIT 1a Tvna moxeT HabnogaTbes
PEe3UCTEHTHOCTb K APYrMM FOpMOHaM, OEWCTBUE KOTOPbIX peanuayetcs yepe3 G-6enku: roHagoTpONUH-pUNN3UHT
roOpMoHy, donnukynocTumynupyroemy ropmoHy (®CI), niotenHnsmnpyrowemy ropmoHy (JIN) u TnpeotponHomy
ropmoHy (TTl). B Ouoxummyeckom aHanu3e KpoBu obOpawawT Ha ceba BHUMMaHue runokanbumemmst ¢
rmnepdgocdareMmen, passuBalrllnecss B pesyrbTaTe PesuCTEHTHOCTM nodek kK geuncteuio MMTI, n BTOpUYHBLIN
rmnepnapatvMpeos3. [loMumMo 3TOro, y nNauMEeHTOB MOXeT pasBuBaTbCsa (UOPO3HBIA  OCTEUT, MOCKOMNbKY
pe3ncteHTHOCTb K [Tl He 3aTparnBaeT ckener.

Mcespo-ncegol TIT. Mpu HacnegoBaHum uHakTvBUpytowen mytauum B reHe GNAS1 no oTUOBCKOW NUHWUK
Takke pasBuBaeTcs (PEeHOTMN HacneacTBeHHoW octeopgucTpodum Onbparita. OgHako, MPU YCrOBUM HanNMyus
HopmanbHoro marepuHckoro annens GNAS1 HedyBCTBUTENbHOCTb Moyek Kk pgencteuio [MTI He BO3HUKaeT.
CbIBOPOTOYHbIE YPOBHM Kanbums, doccopa u MTI y Takmx naumMeHTOB OCTalTcA B npegenax Hopmbl. Takoe
COCTOSIHWE Nory4mno HaseaHwe ncesno-ncesgol T1T.

Mporpeccupytolias KoCTHasa reteponnasvs. YHacneaoBaHHad Mo OTLOBCKOW NUHUKM uHaktuBaums GNAS1
TaKkKe MOXET Bbl3blBaTb NPOrpeccMpyoLLyo KOCTHYIO reTeponnasuio. [laHHoe 3aboneBaHue oeboTupyeT B paHHEM
OEeTCTBE U XapaKTepuayeTcst IKTOMUYECKUM KOcTeobpasoBaHMEM B AepMe, MblLax U CoeanHUTENbHOM TKaHu. B
KNMMHUYECKOW KapTUHEe MOryT HabmnopaTbCs MNpU3HaKW, XapakKTepHble AN HacneacTBEHHOW OCTeoaMcTpocum
OnGpawiTa, He conpoBoXaaloLmecs U3MEHEHMEM KOHLEHTpaums kanbumsa unm MNTI B CbIBOPOTKE KPOBMW.

Mceepol MT Tna 1b. Mceenol MT TMna 1b - peakoe ayToCOMHO-AOMUHAHTHOE 3aboneBaHne, nepeaatoLleecs
Mo MaTepUHCKON NuHUN. Ero npuumHom asnseTcs mMytaums, nopaxarowas perynaropHblie anemeHTol reHa GNAST,
a He caM reH. B aTtom cnydae peaucteHTHOCTb K [T, no BCcen BUOAUMOCTU, pa3BuMBaETCS TOMbKO B TKAHW MOYeK,
NO3TOMY Y Takux NauMeHTOB HabnogaTca rmnokansunemms, runepdocdatemMmnsi 1 BTOPUYHBIA rmnepnapaTupeos
6e3 KakMx-nmbo NPosiIBNeHUN HacneacTBeHHom octeoancTpodmm OnbpaiTa.



Mcesnol TIT TMna 1c. 310 3aboneBaHune ABNSETCH crnegcTBMEM MyTaumu, HapyLuaowen ceasbiBaHe G-6enka
¢ peuentopom [TI. Takum obpasom, G-6enok cnocobeH akTMBMPOBaTb adeHUNaTuMKnasy, Ho 3TOT MpoLecc He
cBsi3aH ¢ akTMBauuen peuentopa MNTI. PeHOTUNMYECKN Takne NauMeHTbl CXoOHbl ¢ 6onbHbIMK ¢ nceegol T1T 1a Tvna
N NMeIT BCE NMpU3HaKW, XapakTepHble Ansi ocTeoamcTpocun OnbpanTa.

MceBnol MT Tvna 2

Y nauueHtoB ¢ ncesnol TIT 2 Tvna HET KMMHUYECKMX MPOSIBNEHUWA, XapaKTepHbIX ANA HacneacTBEHHOMW
octeoguctpochmm  Onbpanta. [Onsa  HUX  XapakTepHbl  MOBBbILWEHWE  KOHUEHTpauuu  LMKIIMYECKOro
ageHo3nHmoHodocdata (LAMP) B Mode, He compoBoXpatolleecss runepdgocdartypnei B OTBET Ha BBeAEHWE
ak3oreHHoro MMTT.

Opyrvne cdoopmbl pesncteHTHocTn K MTT

PesncteHtHocTe Kk [Tl Tawke MoxeT OblTb Bbi3BaHa pPeLECCUBHOW  MWUCCEHC-myTauumen B
nocnepgoearenbHOCTY, kogupytowen MNTE (1 - 84), KoTopas NPUBOAUT K HEBO3MOXHOCTM CBSI3bIBAHUSI TOPMOHa C
peLenTopom.

Apyruve npuyYMHbI rMNonaparupeosa

MutoxoHapuanbHble 3aboneBaHus

Mnonapatvpeo3 HBMSETCHS KOMMOHEHTOM MHOMMX MWUTOXOHAPWanbHbIX 3aboneBaHuin, BO3HMKAKOLWMX
BCneacTeue pdeneumn B mutoxoHapuwanbHow [OHK. Hwxke npuBogutcs KpaTKoe OMMCaHue HeKOTOopbIX
MUTOXOHAPUanbHbIX 3abonesaHniA, CONPOBOXAALMXCS rMnonapaTMpeo3om.

CuHgpom KepHca-Celipa - MuTOXOHApMarnbHas uUUTOMaTUS, XapakTepusylolwlasacsa 3Huedanonatuen,
odpTanbmonnernen, MMrMeHTHbIM PETUHUTOM 1 KapanuomuonaTtmen.

MELAS cuHapoM - coyeTaHWe MUTOXOHApPMAanbHOW Muonatuun, 3Huedanonatuy, nakrtaT-aumgosa u
WHCYNbTONOAOGHBIX 3anNn3oA4oB. Bo3HukaeT BCneAcTBUME TOYEYHOW MyTauuu B MUTOXOHAPMAIbHOW TPaHCMOPTHOM
pnboHyknenHoson kucnote (TPHK) n HacnegyeTcsa no matepuHckon NuHMK. Yalle Bcero MaHudectupyeT B AETCTBE,
nocrne oTHoCUTENbHO BGnaronony4YHoro Nnepnoaa paHHero pa3BuTUsS.

Hedununt mMutoxoHapuansHoro TpudyHkuuoHanbHoro denka (MTPDS) - HapylleHWe OKWUCIEHUSI KUPHbIX
KMCNOT, MaHuUgecTUpylLlee HeKeTOTUYECKONW rUNorfiMkeMmen un conpoBoXaaloueecda KapaunomuonaTtuen,
ANCAYHKLMEN NeYeHn, CKeneTHON MuonaTnen N 3afepXkon B passmTun. B HEKOTOPLIX cnyvaax y maTepen aetemn ¢
MTPDS B nepuog 6epeMeHHOCTU OTMeYancsa ann3oa OCTPOro Ne4eHoYHOro nospexaeHus [48, 77].

J[aHHble 06 OCHOBHbIX MPUYMHAX HACMNeACTBEHHOro rmnonapaTtupeosa, KnioueBbIX KMMHUYECKUX NPOosBReHMIA
1 nabopaTopHbIX M3MEHEHUsIX NpeacTaBneHsl B Tabnuue 10.

Tabnuua 10. OCHOBHbIE NPUYMHBI HACNEACTBEHHOro runonapaTunpeosa [75].

3aboneBaHue KnuHnyeckue n MonekynsapHbIn Heobxoaumble
nabopaTtopHble AaHHble, | cybcTpat 3aboneBaHus | reHEeTUYECKME U NHble
nossonswLine nccnegoBaHus

3anofo3puTtb 3abonesaHve

AyTOCOMHO- Yauwe ©eccMMnTOMHBIN, | AKTUBUPYIOLLAS CexkBeHupoBaHue

OOMUWHAHTHbIN pexe - ¢ YymepeHHou |myTauma CASR (1 tun) | CASR vnn GNA11 (11

rmnonapaTnpeos 1 n | rmnokanbunemmen, unm GNA11 (2 Tun) cybbeanHmua Oenka

2 TUNoB BO3MOXHa Gall )
rmnepkanbunypus

AyTOCOMHO- Mvnokanbuuemus, CaSR CexBeHnpoBaHue

JOMMWHAHTHbIN rmnomMarHmemMums, CASR

rmnonapaTnpeos C|rmnokanuemusi,  ankanos,

CUHOPOMOM rmnepkansunypus,

BapTTepa 5 Tvna runokannemus n




rmnoHaTpuemus,
obe3BoXxuBaHue B
3aBNCUMOCTM OT TSKECTU
3aboneBaHus

M30nmpoBaHHbIN Mpeobnapatot PTH, GCM2
rmnonapaTnpeos’ KNUHMYecKkue " CeKBEHVpOBaHue B
nabopaTtopHble CUMNTOMBbI 3aBUCUMMOCTU oT
rmnonapaTtnpeosa KNMUHUYECKOWN KapTUHBbI
AyTOCOMHO- MTr unn GCM2
peueccuBHbIi
AyTOCOMHO- MTr unn GCM2
JOMMWHAHTHbIN
X-CBSI3aHHbIN JTokyc SOX3 (y My»u4uH)
peueccuBHbIN
HDR-cuHapom CeHcoHeBparnbHasi e GATA3 CekBeHupoBaHue reHa
(rvnonapaTtvpeos, | TyroyxocTb, GATA3, CNnyxoBble
rnyxoTa, QUCnnasusl | aHaToMUyeckme TecTbl, BM3yanu3auus
Mnoyek) 0COBEHHOCTH pas3BuUTKA noyek
noYyeKk ” HapyleHus wux
PYHKLMOHMPOBaHUS,
ayTOCOMHO-AOMWHAHTHbIN
TVN HacrnegoBaHUs
CvHgpom AHoMmanuu cepaeyHo- | PaznnuHble gedekThbl, B
Ouxopoxu COCYAUCTOM CUCTEMBI, B T.4. | T.4. aeneumm "
TeTpaga ®anno, AedekTbl | MUKpoAeneuun B
MEXOKENYa04KOBOM 22911.2 xpomocome
neperopoakKu, truncus
arteriosus, naTtonorun gyru
aopTbl (BCTpevawTCca y ~
80%); ummyHogepnumnT
(vyacTble NH(PEKLUNOHHbIE
3aboneBaHus, a- wunu
rMnonnasvs  Tumyca, T-
KnetoyHasa numdoneHus),
rmnonapaTnpeos,
aHoOManum CTPOEHMS TTOTKN
W ropTaHu, BOMYbS NacThb,
nosefeHYeckme "
ncmxmaTpudeckme
HapyLLeHus,
odTansmonornyeckue
HapyLLeHus, noTeps crnyxa
CuHgpom KeHHu-Kadhdun
Tun 1 nnu cnHapom | Hu3knn  poct, 3agepxka |llen TCBE CekBeHnpoBaHne reHa
CaHbsg-Cakatu pocTa, ManeHbkuin pasmep TCBE
(ayTocomHo- Knctemn " cron,

peLeccuBHbIN)

KOpTUKanbHOe WCToLLEeHne
W MedynnsipHbli  CTEHO3
TpyG4aTbIx KocTen,
OTIOXEHHOE 3aKpbITNe
PO4AHMYKOB, OMCMOPCOU3M




nmua, aHomManmmn rnas,

rMnonapaTnpeos
Tun 2 (aytocomHo- | Aucnnasmsa kocten, Hu3kum |FeH FAM111A CekBeHupoBaH/Me reHa
OOMUWHAHTHbIN) pocT, KOpTUKanbHoe FAM111A

WUCTOHYEHnE "

MeaynnspHbIn CTEHO3

TpybuaTbIX KocTen,

OTNOXEHHOe 3aKpbiTe

POOHWYKOB,  AMCMOPU3M
nvua, aHoManuu  rnas,
runonapaTnpeos

M'MnonapaTnpeos, accoLMUPOBaHHbIN C MUTOXOHAPWUANbHLIMK BONe3HAMM

CuHapom Odranbmonnerus, KpynHasi peneuns | CneunanbHble
KepHca-Cenpa |HapylleHust nUrMeHTauum | MUTOXOHOpWanbHOM KNUHUYeckne
ceT4yaTKku n|OHK obcnegoBaHus, B
BHYTpUcepae4Hon 3aBUCUMOCTH oT
NPOBOAMMOCTH, NnopaxeHusi OpraHoB WU
npokcnmarnbHas " cuctem
OynbbapHas cnabocTb,

BO3MOXHa aTaKcuA

CuHapom OHuedanomuonatus, MyTaums B
MELAS nakrtaTt-auugos, MUTOXOHOpPUASTbHOM
WHCYNbTONOA06HbIE reHe TPHK
3anmM3oabl,

odpTanbmonneHus, auaber,
noteps criyxa, MUTPEHU WU
KOrHUTMBHbIE HapYLLEHMWS

CvHgpom HapyweHnna B okncnenun | Mytaumm B
MTPDS XUPHBIX KWUCNOT, | MUTOXOHAPWarbHOM
accoummpoBaHHble C|reHome
HeunponaTuen,
peTuHonaTuen "

OXNpeHnem nevyeHun

GNAL11l - G protein alpha subunit 11, GATA3 - GATA-binding protein 3, FAM111A - family with sequence
similarity 111 member A, GCMB - glial cell missing gene, HRD - hypoparathyroidism retardation dismorfism, SOX3 -
sry-related HMG box, TBCE - tubulin folding cofactor E, MTPDS - mitochondrial trifunctional protein deficiency

KpuTepuu oLeHKN KauyecTBa MeaAULMHCKOM NOMOLLM

N Kputepun kavectsa OueHka
BbINOMHE
HUS
(oa/HeT)
1. BbinonHeHo nccnegoBaHne ypoBHA NapaTupeongHoro ropMoHa B KpoBu Ha/Het
2. BbInonHeHO uccnegoBaHme YpOBHS OOLLEro KarbLms B KPOBU Da/Het
3. BbinonHeHo nccrnegoBaHue ypoBHS anbOymMmnHa B KPOBU Oa/Het
4. BbInonHeHo uccnegoBaHve YpOBHS KpeaTUHWHA B KPOBU Oa/Het




5. BbInonHeHo uccnegoBaHve ypoBHS 0OLLEero MarHus B CbiIBOPOTKE KPOBU Da/Het

6. BbinonHeHo nccnegoBaHne ypoBHS HeopraHmyeckoro goccopa B KpoBU Ha/Het
7. BbInonHeHO uccnegoBaHve YPOBHSA KanbLUna B MOYe (CYTOYHbIN aHanma) Oa/Het
8. BbinonHeHo ynbTpasByKoBOE MCCeaoBaHme NoYek Oa/Het
9. MpoBegeHo nevyeHwe anbgakanbuugonoM™ unu KaneuuTtpuonom™ w/unu | Oa/Het

npenaparamMmin Karnbuna

10. |BbinonHeH npuem (OCMOTP, KOHCYNbTALMSA) Bpada-aHAOKpMHONora nepeuyHbin | Ja/Het

11. |BbinonHeH NpueM (OCMOTpP, KOHCYNbTaLMs) Bpaya-aHAOKpUHOora NoBTopHbIi | Ja/HeT
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Mpunoxexune A1

COCTAB
PABOYEW rPYNMbl NO PA3PABOTKE N MEPECMOTPY
KNMWHWYECKUX PEKOMEHOALMA

PykoBoautenu:

Oenos NW.WN. <1> - TpesngeHt LeHTtpa, YneH [Mpesngnyma PAH, akagewmwuk, [pesngeHT Poccwuiickon
accoumaunm 3HOOKPMHOIOroB, rMaBHbIA BHELUTATHLIV CneumnanmcT 3HAoKpuHonor MuHucTepcTea 3apaBooOXpaHeHns
Poccuu.

<1> - ®I'bY "HMWNL, aHgokpuHonornn" Munsgpasa Poccuu

MenbHuyeHko .A. <1> - akagemunk PAH, Buue-lpesngeHt Poccunckon accoumaumm 3HOO0KPUHOMOrOB,
3amecTuTenb [upektopa no Hay4Hon pabore.

Mokpebiwesa H.[. <1> - Oupektop LleHTpa, AOKTOp MeOUUUHCKUX Hayk, yneH-kopp. PAH, uneH Poccunckoin
accounauun 3HOOKPMHOMOrOB, Hay4HbI PYKOBOAUTENb OTAENEHUS MaTONOMMU OKOMOLMTOBUAHLIX JXKEene3 U
HapyLLIEeHMI MUHeparnbHOro obmeHa.

Pabouyas rpynna:

AHpgpeeBa E.H. <1> - poktop MeauuMHCKMX Hayk, npodeccop, Adupektop WHCTMTYTa penpoayKTUBHOM
MeauUVHbI, 3aBeayoLwas oTaeneHmemM SHOOKPUHHOM MHEKOOrun.

Benbuesuy O.I'. <1> - gOKTOp MeAMLMHCKMX HayK, npodeccop, YneH Accoumalmm 3HOOKPUHHbBIX XMPYPros,
3aseayowmnm xmpypruyeckum otgeneHmem N 1.

Brubuk E.E. <1> - kaHaAnpat MeguUMHCKUX HayK, CTapLUMiA Hay4yHbI COTPYAHWMK OTAENEeHMs naTosnorum
OKOMMOLUUTOBUAHbLIX XKeNe3 U HapyLeHUA MUHeparbHOro oomeHa.

EpemkuHa A K. <1> - kaHgnaaT MeAMLVHCKUX Hayk, 3aBeytoLlas oTaeneHMeM NaTonornm oKoNoLWUTOBUAHBLIX
Xenes v HapyLleHWin MMHepanbHoro obmeHa.



KapoHoBa T.J1. <4> - noKTOp MeAMLMHCKUX HayK, npodeccop kadeapbl BHYTpeHHMX BonesHen, pykoBoauTernb
HWJT knuHn4eckon aHAOKPUHONOUMK.

<4> - ®I'bY "HMUL, um. B.A. Anmasosa" MuHsgpasa Poccun

Kuv U.B. <1> - kaHOupatT MeamMuMHCKMX HayK, YneH Accouvaumm SHOOKPUHHBLIX XWPYProB, 3aBefyroLumin
xupyprmuyeckum otgenerHnem N 3.

Kosanesa E.B. <1> - kaHAugaT MEOMLMHCKMX HayK, Hay4HbI COTPYAHMK OTAENEHUs naTonorum
OKOMOLWMTOBUAHbBIX XeNe3 U HapyLeHUn MUHepansHoOro obmMeHa.

KptokoBa W.B. <3> - kaHaAngaT MeguLUMHCKNX HayK, AOLEHT Kadpeapbl aHAOKpUHoormm OYB.

<3> - 'bY3 MO MOHUKWN um. M. ®. Bnagmmupckoro

KysHeuoB H.C. <1> - OOKTOp MeOMUMHCKMX Hayk, uYneH Accoumauny 3HOOKPUHHBIX XMPYProB, npodpeccop,
pPYKOBOAUTENb IPYMMbl 3HOOKPVUHHOW XUPYPrUN.

MwupHas C.C. <5> - kaHamMaaT MeanUMHCKMNX Hayk, YneH Poccuiickon accoumanm SHO0KPUHOMOIOB.

<5> - 000 "KnuHuka ®ommHa JonropykoBckasn"

MyayHoB A.M. <2> - goKTOp MeauuuHCKMX Hayk, npodeccop PAH, lNpesngeHTt Poccuiickoro obwecTtsa
cneumanucToB no onyxosnsdam rofnosbl U LWWEN, 3aBe,qyrou.|,v||7| oTaeneHnem onyxone|7| rof1oBbI U LWen.

<2> - KnuHnyeckun rocnutans JlanmHo "Matb n guta"
KoH¢pnukT nHtepecos:

[ns okoH4YaTenbHOW pefakuuMn U KOHTPOIS KayecTBa pekoMeHAauuu Gbinv NOBTOPHO NpoaHanv3vpoBaHbI
yneHamy pabouyert rpynnbl, KOTOPbIE MPULLNKN K 3aK/OYEHWO, YTO BCE 3aMeyvaHuMsi U KOMMEHTapuu 3SKCNepTOB
NPUHATBI BO BHUMaHWE, PUCK CUCTEMATUYECKMX OLLMOOK Npy pa3paboTke pekoMeHaaunii CBeAeH K MUHUMYMY.

Y aBTOPOB M 3KCMEPTOB HE BbINO KOHMNMKTA MHTEPECOB NPU CO30aHUN KITMHUYECKMX PEKOMEHOALIUNA.

MpunoxeHne A2

METOO0NOIMA PA3PABOTKN KNUHWYECKUX PEKOMEHOALMA

MeToabl, ncnonb3oBaHHble AN cbopa/cenekumm gokasaTenbCTB: MOUCK B 3MNEKTPOHHbIX Basax gaHHbIX No
KMOYeBbIM CMOBaM, CBS3aHHbIM C [MMNONapaTMpeo3OoM W COOTBETCTBYIOLWMMW pasgenamMu  KIMHUYECKMX
pekomeHgaumn. OueHka ka4ecTBa U perneBaHTHOCTU HaNOEHHbIX UCTOYHMKOB (Agree).

OnucaHne mMeToOoB, MCMOMBL30BaHHbIX AN cOopa/cenekuumn [oKasaTenbCTB: AokasaTenbHon Gason ans
pekomeHZauun sBnaTcsa nybnvkaumy, Bowepwuve B KoxpaHoBckyt ©OubnvoTeky, ©6asbl gaHHbix EMBASE u
MEDLINE, e-library. Fny6uHa noucka coctaensina 6onee 15 ner.

MeToabl, MCNOMNb30BaHHbIE ANSA OLEHKN Ka4yecTBa N CUIbl AOKa3aTENbCTB:

- KoHceHcyc akcnepToB



- OueHka 3Ha4YMMOCTM B COOTBETCTBMM C YPOBHSIMW [OKa3aTeNbHOCTM W Kraccamy pekoMeHaauumn
(npunaratoTcs).

LleneBas ayoutopus AaHHbIX KITMHUYECKMX PEKOMEHOaLUNN:
1. Bpa4-3HAOKPMHONOT;

. Bpay-xXupypr;

. Bpay obLLel NpaKkTKn (CeMenHbI Bpay);

. Bpay-TeparnesT;

. Bpay-ypornor;

. Bpa4-Hedporor;

N o o b~ oW DN

. Bpa4y-HeBpOSIoT;
8. Bpay-kapauonor;
9. Bpay-aKyLLep-rMHeKosor.

Tabnuua 1. UWkana oueHkM ypoBHeW OOCTOBepHOCTM Aokasatenscts (YO[O) ans meTonoB AMarHOCTUKU
(anarHocTMyeckmx BMeLLaTenbCcTB)

yan Pacwundposka

1 Cucrtematnyeckne 0630pbl MUCCIeQOBaHU C KOHTPONeM pedepeHCHbIM MEeTOAOM WMu
cuctemaTuyeckuii  00630p  pPaHOOMMU3MPOBAHHLIX  KIMHUYECKUX  UCCredoBaHUi  C
npuMeHeHWeM MeTaaHanmaa

2 OTpenbHble MCCnegoBaHWS C KOHTpPoOreM pedepeHCHbIM MeTOAOM WM OTAefbHble
paHOOMU3NPOBaHHbIE  KIUMHWMYECKME UCCNefoBaHus U cucTeMaTtuyeckue 0630pbl
uccnegoBaHuin moboro Av3anHa, 3a WUCKIMYEHMEM PaHOOMU3UPOBAHHBLIX KIMUHUYECKUX
uccnefoBaHWi, ¢ NPUMEHEHEM MeTaaHan1aa

3 WccnepoBaHna 6Ge3 nocrnefoBaTenbHOMO  KOHTPOMS  ped)epeHCHbIM  MeTOAoM  Unn
uccregoBaHnss C  pedepeHCHbIM  MeTOAOM, He  SBNAWMMCA  He3aBUCUMbIM - OT
uccriegyeMoro Metoda WM HepaHOOMU3VPOBAHHbLIE CPABHUTENbHLIE UCCNEdOBaHUs, B
TOM 4KCrEe KOTOPTHbIE UCCIefoBaHus

4 HeCpaBHI/ITeJ'IbeIe nccnenoBsaHua, onncaHme KrmHNM4YeCckoro criyydas

5 MmeeTca nuwb 060CHOBaHME MexaHn3mMa SENCTBUS NN MHEHNE 3KCNEePTOB

Tabnuua 2. Wkana oueHKM ypoBHeW AOCTOBEpHOCTW fokasatenscts (YAO) Ans meTogoB npodunakTuku,
neyeHus n peabunutauumn (NPoUNAKTUYECKNX, NeYebHbIX, peabunnTauMoHHbIX BMeLLaTenbLCTB)

yon Pacwmdposka
1 Cuctematundeckunt 063op PKU ¢ npumeHeHnem meTaaHanusa
2 OtpgenbHble PKU 1 cuctematmdeckne 0630pbl uccnegoBaHvi noboro ausarnHa, 3a

uckniodeHem PKW, ¢ npumeHeHnem metaaHanmsa

3 HepaHLI,OMI/I3VIDOBaHHbIe CpaBHUTEJ1bHbIE UCCeaoBaHUA, B T.4. KOTOPTHbIE NCClTea0BaHUA

4 HecpaBHUTENbHbIE NCCNEAOBAHNS, ONUCAHNE KITMHUYECKOTO CIiydas UM Cepumn Criy4aes,
uccrnegoBaHus "cnyyvyam-KoHTposb”




5 MmeeTtcs nuwb obocHOBaHME MexaHW3mMa AENCTBUS BMeELLAaTEnbCTBa (,EI,OKJ'IMHI/I‘-IeCKI/Ie
VICCJ'IeD,OBaHVIFI) nnn MHeHne 3KcnepTos

Tabnuua 3. Lkana oueHkn ypoBHen ybeautensHocTu pekomeHgauun (YYP) ons metoaoB npodunakTmkuy,
ONarHOCTUKK, neyeHns n peabunutauumn (NpouUNakTMYeCcKux, AMarHoCTUYeCcKnx, neyebHolx, peabnnuTaLmoHHbIX
BMELLATENbLCTB)

YYP Pacwmndposka

A CunbHas pekomeHdauus (Bce paccmaTpuBaemble KpuTepumn 3EPEKTUBHOCTM (Mcxodbl)
ABMSAOTCA BaXHbIMW, BCE WCCNEAOBaHUS WMEKT BbICOKOE WNW YAOBMETBOPUTENbHOE
MeTogos1I0rm4eckoe KadecCctBo, WX BbIBOAbl MO MWHTEpecywLlwnMm uUcxoaam ABNAKOTCA
COrnacoBaHHbIMK)

B YcnoBHas pekomeHZauus (He Bce paccMaTtpuBaeMble KpUtepun adpdekTUBHOCTY (MCXOAbI)
SIBNSIOTCA BaXKHbIMW, HE BCE MCCIEAOBaHUS MMEIOT BbICOKOE MNW YAOBMEeTBOPUTESIbHOE
METOZOSIOMMYECKOe KauyecTBO U/MNn UX BbIBOAbL! MO UHTEPECYIOLMM UCXOdaM He SIBMATCS
CornacoBaHHbIMM)

C Cnabas pekomeHgauusa (OTCYTCTBME [OKa3aTeENbCTB Hanexawlero kadectsa (Bce
paccmaTpuBaemMble Kputepun 3PPEKTUBHOCTU (MCXOAbl) SBMASIOTCH HEBaXKHbIMW, BCe
NCCNeaoBaHWs WMET HU3KOe METOAONOrMYeckoe KayectBO M WMX  BblBOAbI MO
WHTEPECYIOLLMM NCXO4aM He ABNSAITCS COrnacoBaHHbIMM)

I'Iopa.qox OGHOBIEHUSA KITMHUYECKNX peKOMeH.CI,aLWIﬁ

MexaHn3m 0GHOBMEHNS KITMHNYECKNX PEKOMEHOALMIA NpegycMaTpuBaeT X CUCTEMATMYECKYHO akTyannaaumio
- He vawe, yem 1 pas B 6 MecsiLeB, UM NpPU MOSBNEHNN HOBOM MHAOPMALMK O TaKTUKE BEAEHMS NMaLUEHTOB C
AaHHbIM 3abonesaHveM. PewweHne 06 o6HoBneHun npyHumaetT M3 P® Ha ocHOBe npeanoxeHun, npeacTaBneHHbIX
MEOMLMHCKUMM HEKOMMEPYECKMMIN NpodbecCnoHanbHbiMu  opraHnsaumami. CopMUpPOBaHHbIE MNPEeAnoXeHust
OOJDKHBI YyYUTBIBATE pe3ynbTaTbhl KOMMMEKCHOW OLEHKW JNeKApCTBEHHbIX NpenapaTtoB, MEeAWMUMHCKMX U3genun, a
TaKke pesynbTaTbl KNMHUYECKOW anpobauuu.

MpunoxeHne A3

CMPABOYHbIE MATEPUAIDI,
BKIIOYASA COOTBETCTBUE NOKA3AHMUA K NPUMEHEHUIO
U NPOTUBOMNOKA3AHUIA, CNOCOBOB NMPUMEHEHUA U 003 NEKAPCTBEHHbIX
MPENAPATOB, MHCTPYKLX NO NPUMEHEHUIO
JIEKAPCTBEHHOI'O NMPEMAPATA

AKTyanbHble MHCTPYKUMM MO MPUMEHEHUI0 NeKapCTBEHHbIX MpenapaToB PacrofioXeHbl Ha oduumanbHOM
cante Munsgpaea Poccuu http://gris.rosminzdrav.ru/Default.aspx (http:/grls.rosminzdrav.ru/Default.aspx).

MpuHUMNBI NeyYeHns ¥ npodunakTukM peduumTa/HegocTaTtoyHoCTM BuTammHa Dy mauymeHToB C
rmnonapaTMpeo3oM COOTBETCTBYIOT MpUHUMMAAM, W3NOXEHHbIM B KNUHWYECKUX pekomeHpauuax "OEOULINT
BUTAMUHA D Y B3POC/IbIX: ANATHOCTUKA, NEYEHUE N MPODPUNAKTUKA" (Konnektus aBTopos: Nuraposa
E.A., PoxuHckasa J1.4., benasa XK.E., 3epaHosa J1.K., KapoHosa T.J1., InbnH A.B., MenbHuueHko I.A., Oenos N.W.)
doi: 10.1185/03007995.2013.766162, https://minzdrav.gov-murman.ru/documents/poryadki-okazaniya-
meditsinskoy-pomoshchi/D%2019042014.pdf).


http://grls.rosminzdrav.ru/Default.aspx
http://grls.rosminzdrav.ru/Default.aspx

MpunoxeHne b

ANrOPUTMbI OEMCTBUN BPAYA

n 1 C

p Ha mnol
(cumnTombl rMNOKanbUumemun)

'

B KPOBM C pacyeTtom

Anarnoctuka
(onp YPOBHA (uccnepoBaHue ypOBHA MOHM3NPOBAHHOTO KANbLWA B KPOBM M/MAn
nce ypoBHAa obuy B KPOBM, UCC YPOBHA
6y KOppeKTUp KpoBMm), onpes YPOBHA Nap

Du
ero ananoros (ansaxansungon®®,
Kanbuurpuon®*) 8 coveTaHum ¢
NPenaparami Kanbuua

Mcc YPOBHA KOTO
docdopa 8 KPOBM, MCCNEAR0BAHME YPOBHA
O6UEro MarHuA B CHIBOPOTKE KPOBY, |
ucenegosanme yposHa 25-OH suramuna [
B KPOBM, HCCABAOBAHME YPOBHA KpEaTHHa
8 KpOBM C pacyeTom CKO®

AnHamuueckuin KONTponL -

AnroprM OUEeHKM CTeneHn KomMneHcaumnm XpoHun4yeckoro

*

LLOCTWKENWE NEPBNINOTO LEAH TEPANUM:

.
LlOCTIKENME BTOPHUNBIX UeneR Tepanmm:
- nopmodocHaTemI;
YPOBeHn 25-OH BuTammHa [} 8 Kposw Gonee 30 Hr/mn;
©  UENEBON YPOBEHD KANDLMA B CYTOUMOR MOue;
- HOPMOMAIHMEMMA
3

npoBeAEeHUI0 CYyTOYHOro NpodunsA KanbunemMmmm

Her

v

YPOBCHL KaJIbIA CBIBOPOTKII

Her

KpOBH
B IpeJIe/Iax 1e1eBoro ypoBHs

Ha

. |
VposeHs pochopa CHIBOPOTKH

JlexomneHcans

¥
{ Her

. Koppexuis 103 i1 KpaTHOCTH
npHeMa Ipernaparos

KpPOBII B Ipe/iesiax
pedepencHOro HHTEpBaIa
Ja
.
VYpoBeHB KaIbIlis B CyTOYHOI
Moue
B IIpeiesiax 1e/1eBOro yPOBHS
Jla

Vpogens 25(OH)Buramina
D Gonee 30 Hr/mu

Ja

v

KomneHncarms e

- YPOBEND KaNbLAA (06LLErD, ARLEYMMH-
8 kposm (2,1-2,3 /n)

AHOTO TOPMOHa

npo,qon»(enue ANArHOCTUYECKOIO NOMCKA
> 8 pamrax anddepenumnansHoi
ANATHOCTHUKM rTMNOKaNbUMEMMIN

Koppexuma A03 CTaHAaPTHOR Tepanumn

no

rmnonapaTtupeo3a U NOKa3aHUA K

Her

L 2

CyOxoMmeHcans

>

Her

Y
O1ieHKa CyTOYHOTO IpOQIIIst
KaJIbIIeMIIH

4
| Koppexunx J03 I KpaTHOCTH
TipreMa IrpernapaToB

MpunoxeHne B

MHOOPMALIUA AndA NALUMEHTA



Yrto Takoe okonowmutoBuaHble xenesbl (OLLXK) n kak oHn paboTtatoT?

OxonowwmtoBugHsle xenesbl (OLLPK) - aTo0 maneHbkue (pa3mepom C pUCOBOE 3epPHO) SHOOKPUHHbBIE Xenesbl,
pacrnonoXeHHble B obnactu wen psaoM C LWNTOBUOHOWM Kene3on, No ee 3agHen NOBEPXHOCTU. Y YenoBeka valle
Bcero nmetotrca 4 OUK - no ogHoM BepXHEN N HUXKHEN C KaXKA0W CTOPOHBI.

MapaTupeonagHbii ropMoH (napatropmoH, TI) - OCHOBHOM FOPMOH, PErynMpyoLWNA YPOBEHb KanbuUus ©
docdopa kpoeu. MNMTI BoipabaTbiBAETCA OKONMOLNUTOBUAHBIMM XENe3aMMu.

B cnyuae, ecnn OUPK yganunu npu onepauun unu oHun BelpabaTteiBatoT mano NTI, pa3smuBaeTcsa cocTtosHme
C HU3KUM YPOBHEM KarbLMs B KPOBU - rMNonapaTupeos.

Yr1o Takoe NMnonapatupeos?

9710 peakoe 3aboneBaHue, NpU KOTOPOM B pesynbTaTe yMeHblueHus cekpeummn MNTI cHkaeTcs ypoBeHb
KanbLmsl B KDOBMU.

KakoBbl npu4nHbl N'Mnonaparupeo3sa?

Yawe Bcero runonapaTMpeos pasBMBaEeTCs MOCMNe XUPYpPruieckoro BMellaTenbCcTBa B 06nactn wen -
yoanenuns LWMTOBUOHON xenesbl, Mmoo OUPK. Tak kak OLLPK pacnonoxeHbl psiaoM C LLMTOBUOHOW »Xene3on, ee
yOaneHne MoXeT MPUBECTU K WX TMOBPEXAEHUIO, HAPYLIEHUK KPOBOCHAaOXEHUS WUNuM HenpegHamMepeHHOMY
yaaneHuto.

BonesHb MOXET pa3BUTLCA U B pe3ynbTaTe HACNeACTBEHHbIX reHeTnYecknx 3abonesaHuin. B yactHocTu, npu
nospexaeHun knetok OUPK onpegeneHHbiMn 6Genkamu (aHTutenamu). Takoe MOBpexXAeHWe HasbiBaloT
ayTOMMMYHHbIM 3aboneBaHuneM. [pn 3ToM runonapaTMpeo3 MOXeT ObiTb Kak e4MHCTBEHHbLIM MPOSIBIIEHNEM, TaK U
COMpoBOXAaTbCA pasBuTMeM Jpyrux 6onesHew, Hanpumep, naTonorMen HagnoyYeyHWKoB  (NepBUYHas
Haano4ye4yHMKoBass HEAOCTATOYHOCTb) U MOPaKEHWEM KOXM M CIU3UCTbIX (CIM3NCTO-KOXHBLIN KaHaMao3). Pegko
rmnonapaTnpeos MOXeT ObiTb Bbi3BaH APYTMMU rEHETUMECKUMMN U3MEHEHUsIMU ("NoNnoMkamu™ B reHax).

Mouyemy KanbUUA TaK BaXKeH?

Kanbumi - Haubonee pacnpoCTpaHEHHbI MUHEepan opraHv3aMa 4erfioBeka U MMeeT BaXHOe 3HavyeHue ans
pasnu4yHbIX MPOLLECCOB B HEM mnpouvcxoaswmx. Kanbumin Heobxogum anst kocten u 3yboB, a Takke Ana paboThbl
ceppua, MbiLL, HEPBOB M APYrUX OPraHoB.

Kakue cumntombl y l'Mnonapatupeo3sa?

CvmnTOMBI rMnonapaTMpeosa pa3BuBaOTCA M3-3a HU3KOTO YPOBHS KarnbLMsa B KPOBU (TMNOKanbLuuemMmm).
Mx Bam HeoOxoanMmMo 3HaTb, ecnu:

- y Bac paHee 6bina onepaums no yganeHuio LWMToBUAHON Xenesbl unn OLLPK;

- B Bawen cembe 6binv cnyyan 3aboneBaHnsi C HU3KUM YPOBHEM KarnbLWs B KPDOBMU.
CvmnTOMBI rMnokanbLmMeMmm o4eHb pasHoobpasHbl 1 BKITOYatoT B cedsi:

- MokanbiBaHMe U OHEMEHME BOKPYT pTa, a Takke B pykax U Horax;

- Cypoporu, nogepruBaH1s UM CKOBaHHOCTb MbILLILY;

- OwyLuleHne "BHYTpPeHHe Apoxu";

- HemoTmBupoBaHHasa ycTtanoctb 1 cnabocTh;

- 3aTyMaHEeHHOCTb, CNYTaHHOCTb CO3HaHUSA ("MO3roBor TymaH").

[OnutenbHoe TeueHue rmnonapaTnMpeosa MOXeT OblTb MPUYMHON Pa3BUTUS:

- Aenpeccuu;



- YXYOLIEHUS NaMATU U KOHLEHTpaunn BHUMaHUS;

- naronormu noyek (obpasoBaHne KamHeRn);

- nartonoruu 3yGHon amanu unu npobnemsl Co 3peHneM (katapakra);

- maTonorMn cepaeyHo-cocyamcTon CUCTEMbI (HapyLLEHNe cepaeyvHoro putma, "nepeboun” B pabote cepaua).

B cny4vyae, ecnu Bl npuHMUMaeTe npenapartbl AnAa nedeHuna runonapatupeo3da - npenapartbl Kanbuuna um
npenaparbl BUTaMnHa D n ero aHanoros - npn mnx nepeno3npoBke BO3IMOXXHO 4Ype3mMepHoe MnoBblilleHne YypOBHA
Kanbuuna KpoBu (FVII'IepKaJ'IbLI,VIeMVIFI) N nodasneHune cnegyrwmnx CMMnNToMoB:

- CyxoCTb BO pPTY, Xaxaa U 4acToe MoYveuncnycKkaHume;

- [onoBHas 6onb;

- YcTanocTb;

- MoTeps anneTuTa, TOWHOTA, pBOTA.

Kak yctaHaBnuBaeTcs gmarHo3 Mlmnonapartupeosa?

Mpu Hannuum y Bac cuMnToMOB rnokanbunemMny JokTop HanpaewuT Bac Ha nabopaTtopHoe ob6crnegoBaHue ¢
onpeaeneHnemM ypoBHen Kanbumnsa kposn, docopa u IMNTI. B cnyyae BbIsBNEHUS HU3KOro YpOBHSA Kanbums n MNTT,
BbICOKOIO ypOBHS choccpopa Bac HanpaBaT K Bpayy-3HOOKPUHOMOTY.

CUMNTOMBI rMMNoKanbLMeM1m, passBrBaloLLNeCs B NepBble AHW NOCce onepaLumn Ha opraHax Leu, Kak Npasuno,
No3BONSAOT ObICTPO YCTAHOBUTL AnarHos. B cnyyae gpyrux cdopm rvnonapatupeosa Ans UX AWArHOCTUKM Y4acTo
TpebyeTcs paclumpeHHoe obcreaoBaHme.

YTO HYXXHO 3HaTb O fleYeHUU rmnonapaTupeosa?

JledeHune HasHavaloT And noggepxaHns YpoBHS KanbLMs KPOBY B Npedenax HUXHEN rpaHmubl HOpMarbHOro
AvanasoHa (2,1 - 2,3 MMonb/n) € Lenbio NpegoTBpaLLeHns Unm cBe4eHNs K MUHUMYMY CUMITOMOB rMnoKansuneMmm.
Ons npodpumnakTmkmn ocnoxHeHun 3abonesaHmsa He06xoaAMMO AnHamuyeckoe obcriegoBaHne B BUAE aHanNM3oB KPOBU
n MOYM.

B kauecTBe OCHOBHOW Tepanuu runonapaTMpeosa HasHadaloT npenapaTbl BUTamuHa D u ero aHamnoros,
npenapaTbl Kanbuus.

XpoHMYecKnii (MOCTOAHHbIN) rMnonapaTMpeos HeobXoaUMO NeYnTb BCH XKU3HB!

MpenapaToB napaTMpeonaHOro ropMoHa 1 ero aHasioroB Ans 3aMecTUTENbHOWM Tepanuy runonapatnupeosa B
Poccun He 3apernctprpoBaHo.

KakoBo neyeHue N'mnonapatupeosa?

JleyeHne xpoHu4veckoro (NOCTOAHHOIO) runonapaTnupeosa MoOXuM3HeHHoe. CTaHgapTHOM Tepanuewn
rmnonapaTupeos3a sBNseTCsA NpWeEM MpenapaToB akTMBHOrO MeTabonuta ButammHa D u ero aHamnoroB
(anbthakanbungon™, KanbuUTPMon*®*), a Takke npenapartoB Kanbuus. AKTUBHas ¢opma ButammHa D Heobxoanma
ONsl BCacbiBaHMA KamnbLMsa U3 XenygoYHO-KULWEYHOro TPaKTa - Kak U3 NpOAYKTOB NUTAHWUS (MOMOYHbLIE MPOAYKThI),
TaK M U3 NeKapCTBEHHbIX NpenapaToB kanbLuus. [1o3bl 1 KpaTHOCTb NPUEMa NpenapaToB 3aBUCST OT BbIPaXXEHHOCTU
CMMNTOMOB TUMOKanbLMEMUN U OT YPOBHA KanbLus KpoBw. [na nogbopa nevyeHuss n JOCTUXKEHUSA KOMMeHcauum
Heobxooumo perynspHoe obcrnefoBaHue y Bpada-sHOoKpuHosora (nmpuem (OCMOTpP, KOHCynbTauusl) Bpada-
3HOOKpUHOIora).

EepeMeHHOCTb U naktauusa

MMnonapatvpeo3 He ABNAETCA NPOTUBOMNOKa3aHMEM K OGEepeMeHHOCTM npu  YCroBUM  KOMMEeHcauuu
3aboneBaHus.



Ecnun Bbl nnaHnpyete 6epeMeHHOCTb MUK KOpMIIeHWe rpyablo, TO BaXHO TLlATeNbHO CNeauTb 3a YpoBHEM
KanbUuWs KpoBU, NMoAJdepXuBaTb €ro B LIeNeBOM Auanas3oHe AN NpefdoTBpalleHus yxyOleHUs camMo4vyBCTBUS U
Pa3BUTUSA OCIOXHEHUIA.

Bo Bpemsi 6epemMeHHOCTM HeobxoaMMo onpeaensaTb YPOBEHb MOHW3MPOBAHHOIO Kanbuus KpoBu nMGO
NCMNONb30BaTh PacyeTHbIM NokasaTenb anbbyMUH-CKOPPEKTUPOBAHHOIO KarmnbLWsi CbIBOPOTKM KPOBW, TaK Kak OHWU
6oree TOYHO OTpaXxatoT coaep)KaHUe KanbLMs B KPOBU, YEM YPOBEHb OBLLErO KanbLmsl.

M3mepeHus ypoBHEW WOHU3NPOBAHHOTO WU anbOyMUH-CKOPPEKTUPOBAHHOIO KamnbLUUSA KPOBWU OOJDKHbI
npoBoauTbLCA € YacTtoTon 1 pas B 2 - 3 Hegenu B 3aBUCUMOCTU OT NOTPEBHOCTM M NnaHa NneyYeHus.

Ecnm y Bac wnu Bawero napTtHepa ecTb reHetMyeckas wnm cemenHas (HacneactBeHHas)) copma
rMnonapaTupeosa, nnaHMpoBaHue 6epemMeHHOCTU JOIMKHO BKIoYaTh B cebA reHeTM4YecKoe KOHCYNbTMPOBaHNe AN
onpegenenunst pucka nepegadv 3abonesaHvs 1 BO3MOXHbIX CNOCOOOB ero NnpefoTBpaLLEeHUs.

YpOBeHb KanbLus U MeHCTpyanbHbIA LMKI

YpoBeHb KarnbLUusi TECHO CBSA3aH C U3BMEHEHUSIMY YPOBHSI 3CTPOreHa - XXEHCKOro MOMoBOro ropMoHa.

YPOBHU 3CTPOreHa U3MEHSIIOTCS B TeYEeHNE MEeHCTPYarbHOro LUKMa, a, crnegoBaTeribHO, MEHSIETCS U YPOBEHb
Kanbuus kpoeu. Ecnn Bbl 3ameyaeTe BO3HUKHOBEHWE CUMMTOMOB HMU3KOIO KamnbLUsi KPOBU BO BPEMSI MEHCTpYaLWiA,

TO anmeaVlTe YyTb bonblue npenapartoB Kalnbuud B 3TOT nepuoa.

Takke 0OTMeYEHO0, YTO B NPeAMEHCTPYyarbHbIA Nepuog MOXeT NOBbILWAaTLCS TAra kK cnaakon nuuie. M3bbiTtouHoe
notpebneHve cnagocTen MOXeT MPMBECTU K YCUNEHHOMY BbIBEOEHUIO KanbLMs C MOYOW U Pa3BUTMIO CUMMTOMOB
rmnokanbunemun. Ytobbl kanbuun 6bin 6onee crabunbHbiM, 3aMeHUTE CNagocTu, HanpuMmep, Ha 75% TeMHbIn
Lokonag.

Kakne cutyaumm moryT cnpoBOLMPOBaTb CHUXKEHUEe Kanbuua?
- UHTEHCUBHbIE W/UIN NPOJOIHKMTENbHbIE (PU3NYECKME HArPY3KK;
- CcTpeccoBas cutyauus;

- HapyweHue CcTyna (p,mapeﬂ) mnnn apyrue 3aboneBaHunsi Xenyao4dyHOo-KNULWEeYHOro TpakTa, CHWXaklne
BCaCbIBAe€MOCTb JIEKapPCTBEHHbLIX NpenapaToB;

- N3MEHeHMe 003 COMyTCTBYIOLMX NTIEKapCTBEHHbIX NpenapaToB Uiy Ha3HayeHne HOBbIX;
- U3MEHEHME MUTaHNs, CHKeHne noTpebneHns kanbuusa u Butamuna D ¢ nuwen;

- npoyne 3aboneBaHusi, CONPOBOXAALWMecs agnapeen, TOLHOTOW W/unm noTepen anneTuTa;
- HU3KMI ypoBeHb 25(0OH) ButamuHa D;

- MEHCTpyauuw.

Mpun pa3BUTUM CUMNTOMOB HU3KOMO YPOBHS KarnbLUS KPOBU (MMnoKanbunuemMmm):

- NpuMnTEe nNnaHoBble npenapatbl Kalbuha U BUTaMUHA D n ero aHanoros paHblle, KaK TOJ1IbKO Bbl
no4vyescTBOBalnn yxyauleHne CoOCToOAHUA,

- Bbl MOXeETE NpUHATL AONOMHUTENBHYI0 TAbNeTKy NpenapaTta Kanbums npu HeobxoanumocTy;

- ecnvM CUMMNTOMbI HWU3KOrO Kanbuusi GecnokosaT Bac B TeuyeHUMe HeCcKOnbKMX [OHeW - 3To noBon Anst
BHEOYEPEHOro UCCrneaoBaHNUs YPOBHS OBGLLEr0 KanbLUusi B KPOBM U KOHCYMbTaLMW Bpava-3HAOKPMHOMora Ans
KOppeKLMn Tepanuu;

- WrHopupoBaHme CUMNTOMOB MOXET NpMBECTU K BblpaXeHHOMY YyXyALIeHUK CaMO4YyBCTBUA. OCTpaﬂ
rmnokanbumemMma onacHa npexane scero HapyweHmem cepae4vHoro pl/ITMa!



- ecnu Balwe cocTosiHMe yxyalwaeTcsl CTPEMMUTENbHO HECMOTPS Ha AOMOMHUTENbHBLIA NpUeM npenapaTos
Kanbums 1 BuTammuHa D 1 ero aHanoroe, BbI30BUTE CKOPYHO MOMOLLb - BpayuM MOryT BBECTM MpenapaTbl KanbLus
BHYTPVMBEHHO 1 ObICTPO NOAHATL YPOBEHDb KarnbLWs KPOBMU.

Kakue cutyauum MoryT cCnpoBOLMPOBaTh MOBbILLEHME KanbUmus?

- Nepeo3MpoBKa NeKapCTBEHHbIX NpenapaTos;

- peskoe yBenu4yeHue 103 npenapatoB Kanbuus U BuTamumHa D n ero aHanoros, ocobeHHO 6e3 KOHTpons
aHarnm3oB KPOBY;

- BbICOKUIA YPOBEHb KarnbLNa KPOBY Yallle BCero NposiBnaeTcs notepeii anneTuta, TOWHOTON, BO3MOXHa pBoTa,
axgda, CyxoCTb BO pTY.

Mpn pas3BUTMM CUMNTOMOB BbICOKOIO YPOBHSI KanbLmsi KPOBM (rnnepkanbumeMmm):
- NerTe Kak MOXHO BornbLue XnakocTh (He meHee 2 - 2,5 NUTPOB NUTbEBOW BOAbI B CYTKN);

- He3ameanutesribHO BbINOJIHUTE nccrnengoBaHune ypOBHA obuero kanbuus B KpOBI/I/VICCJ'Ieﬂ,OBaHVIe YPOBHA
MOHN3NPOBAHHOIO KanbLUKMA B KPOBU U NMOCETUTE Bpaya 3HOOKPUHOIIOra Ana Koppekunmn tepanuu;

- NPU BbICOKOM YypOBHE KallbLuA KpOBU nevawmmn Bpa4y MOXeT CHU3UTb 03y UK NOJIHOCTbO OTMEHUTb
npenapartbl Kanbuna n BUTaMunHa D v ero aHanoroB Ha onpepeneHHoe BpeMA,

- nocne paspeLleHus OaHHON cuTyauummn Bam HeobxoamMMo BO306HOBUTL npuemM npenapatoB BUTaMUHa Dwn
€ro aHanoroB 1 npenapartoB Kalnbuna nog CTpornm na6opaTopr|M KOHTpOInem n HabnogeHnemM nevatlero Bpava.

Kakue cneunanuctbl Heo6xoaMMbI?

Bam moxet I'IOTpe6OBaTbCFI HabnogeHne HEeCKONbKMX CneuuannuctoB B 3aBUCUMOCTM OT CUMMTOMOB W
HannuMs ocrnoXxHeHun sabonesaHus.

- Bpay-aHOOKPMHOMOT - OCHOBHOW Bpay Ans JlieyeHusl rmnonapatmpeosa, ckoppektupyeTt Balwy Tepanuio, a
Takke Ha3Ha4YUT Heobxoammoe obcneaoBaHne NS KOHTpons 3a6oneBaHus;

- Bpay-Hedponor - Heobxoaum Npu HapyLEHHON OYHKLNW NOYEK;
- Bpay-ypornor - npu Hanuuum KaMmHew B NoYKax;

- Bpau-odTanbmonor - Ansa perynsapHoro o6crnefoBaHUs oOpraHa 3peHuss U BbISIBMEHWUS KaTapakThbl
(nomyTHeHue xpycTanuka rnasa),

- Bpay-kapauoror - Npy pa3BUTUM apuUTMUK, YacToro nynbca, 6onm 3a rpyauHon.
Kak yacTo Heo6xoa4uMo NpoxoauTb o6crnenoBaHusa?

BonblWMHCTBY NaUMEHTOB C ANWUTENbHbIM TEYEeHWEeM runonapaTupeosa Heobxogumo nabopaTopHoe
obcnepoBaHue ¢ YactoTon 1 pas B 3 - 6 MecsiLeB.

Bam moxeTt ﬂOTpe6OBaTbCFI bonee 4acTbii KOHTpPOI1b na6opaToprlx nokasartenemn, 4O HECKONbKUX pa3 B
Hefgen, B Havane nedyeHuna mnn npu HeobXxoaMMOCTH ero KOppeKunn. |_|pl/l BO3HUKHOBEHUUN CUMIMTOMOB KaK rmno-
TakK u rmnepkanbymnemMumn HeobxoauM BHEMMaHOBbLIN KOHTPOI1b nokasarernemn KpoBW.

Yek-nnCT nauuneHTa c runonapaTupeosom <*>

Jata

JlabopaTopHble nokasaTenu

Kanbumn obuiun

Kanbumin NOHN3NPOBaHHbIN




AnbbymunH

Kanbunin ans6yMnH-CKOPPEKTUPOBAHHbIN

Marnumn

docdop

KpeaTnHuH

pCK® no EPI

Kanbuum B CyTO4MHON MOYe

25(0OH) Butamun D

TTr

csT4

[o3bl nekapcTBeHHON Tepanum

Anbdakanbumgon™*

Kanbuutpnon**

Kapb6oHaT kanbuus

LnTtpat kanbums

MpenapaTbl MarHus

Konekanbumdepon™*

'vnoTtnasug

JleBOTMpPOKCUH HaTpusa™™

<*> BHecuTe pesynbTaTbl aHanu3oB WM [03bl NPenapaTtoB WM MOKaXWTE UX CBOEMY revallemy Bpadvy Ans

OTCNEXMBaHs ANHAMUKN OCHOBHbIX NoKasaTenen.

Mpunoxenue M - 'N

LUKAJIbl OLUEHKW, BONPOCHUKU U APYTUE OLIEHOYHbIE MHCTPYMEHTbDI
COCTOAHUA NALUMEHTA, NPUBEAEHHDBIE B KTIMHUWYECKUX PEKOMEHOALUAX

He npegycmoTpeHo.




