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Cnucox coxkpameHui

1,25(OH)2D — 1,25-nuruapokcuButaMut D, KaJIbLIUTPUOIT

25(OH)D — 25-ruapokcuButaMu D, KambIliuauou

AIIC — ayTOMMMYHHBIM MOJUTIAHTYJISIPHBIN CUHIPOM

AJIl" - ayTOCOMHO-AOMHHAHTHAs! TUIOKAIBIIUEMUS

JKHBJIII - )u3HEHHO HEOOXOIMMBIE U BaYKHEHIIINE JIEKAPCTBEHHBIE IIpenapaThl

NP - unrepdepon

KT — xommnbroTepHas Tomorpadus

JII" — JIFOTEMHU3UP YOI TOPMOH

MKB-10 - mexxayrapoHas kinaccudukanus oonesneit 10-ro mepecmorpa

MIIK - MuHepasibHasi IJIOTHOCTh KOCTH

OIIX — 0KOJIOIIUTOBUIHBIC JKEIIE3bl

npenpolITT" — npe-npo-naparupeonHbI TOPMOH

IITT (PTH) — mapaTupeouaHbIi TOpMOH, maparropMoH (parathyroid hormone)

[ITI'nlT — mapaTropMoOH-TI0I00HBIH MTETITH]T

[TceBnol TIT — nceBmorunonapaTupeos

[TceBno-nceBnol TIT — nceBmo-mceBAOrUnoOnapaTupeos

CK® — cxopocTthb Ki1yOOUKOBOH (PUIBTPALIUU

TTI' — TMpeOTPOIHBINA TOPMOH

V31 — ynpTpa3ByKOBOE UCCIEA0BAHNE

OPD23 — dakrop pocra pudpodiacTos 23

OCI" - pomIMKYIOCTUMYIUPYIOIUN TOPMOH

XBII — xpoHnyeckas 601€3Hb MOYEK

IMHC — nenrtpanbHast HepBHas CCTEMA

DK — muToBuaHAS Kele3a

AIRE — ren ayroummynnoro perynstopa (The autoimmune regulator)

APECED - xanauno-skrozepmanbsHas nuctpodus (autoimmune polyendocrinopathy with
candidiasis and ectodermal dystrophy)

AR — ayTocoMHO-perieccuBHBIN THI HacienoBaHus (autosomal recessive)

AD — ayTocOMHO-TOMUHAHTHBIN THI HaclienoBanus (autosomal dominant)

CaSR - kanpIuii-4yBCTBUTENBHBIN perientop (calcium-sensing receptor)



CHARGE — HaciecTBEHHBINM CHHIPOM, BKIIOYAOIINNA K01000oMy (coloboma), nedekThl
cepaua (heart defects), atpesuto xoan (atresia choanae), 3ameienue pocra (growth retardation),
aHOMAJIMH TOJIOBBIX OpraHoB (genital abnormalities) n anomanuu yxa (ear abnormalities)

DXA - JIBYXOHEPTeTHYCCKAs PEHTICHOBCKAs abcopOumomeTpus,
pentrenoaencuromerpus (dual energy X-ray absorptiometry)

FHHNC — cemeiiHas THUIIOMAarHUEMHUsi C THIEPKAIbLIUYpHEeH W HE(PPOKATbLIUHO30M
(familial hypomagnesaemia with hypercalciuria and nephrocalcinosis)

GATA3 - GATA-binding protein 3

HRD — nacnencTBeHHbI CHHAPOM, BKIIOYAIOIIHWM THIIONAPATUPEO3, 3aACPKKY Pa3BUTHS,
mucmopdusm (hypoparathyroidism retardation dismorfism)

MELAS — cuHIpoM, BKJIIOYAIOIMA MHUTOXOHAPHAIBHYIO SHIE(AIOMUONATHIO,
JaKTaTalK/103, UHCYIbTONOA00HBIE 313061 (mitochondrial encephalopathy, lactic acidosis and
stroke-like episodes)

MTP — MUTOXOHIpHalIbHBIN TPUPYHKIIMOHATBHBIN OEJI0K

NA — He u3BecTHO

PTHIR — peuentop k naparupeousnomy ropmony (Parathyroid Hormone 1 Receptor)

VDR - penentop Buramuna D



TepmuHbI M onpeaeieHNs

I'mnmomapaTrupeo3 — COCTOAHHME, XapaKTEPU3YIOLIEECS CHHKEHHOM NPOAYKIUEH
napatupeougaoro ropmona (IITI)  oxomoumuroBumabiMH  skene3amu  (OHK)  wmm
PE3UCTEHTHOCTBIO TKaHEH K €ro JEUCTBUIO, YTO MPUBOJIUT K PA3IMYHBIM HAapYLICHUSIM, IIPEKIE
Bcero (pochopHO-KaIBLUEBOTO OOMEHA.

TpaH3uTOpHBI  1OCTCONEPAMOHHBII  THNONAPATHPE03 —  TUIOKAIbLMEMMUS,
pa3BUBarOIAscs B NepBble 24 ydaca mocie Olepaluy Ha opraHax IIed W pa3pelarolascs B
TeueHue 4—6 Hezelb M0CIe XUPYPruiecKoro BMEIaTeIbCTBA.

XpoHuyeckuil (CTOMKHUN) MOC/I€0NEPAMOHHBIH I'MIIONIAPATHPE03 — THIIOKAIBIIMEMUS
B COYETaHWU C HeajekBaTHO HU3kUM ypoBHeM IITT cmyctss 6 wmecsneB m Oonee mocie
XUPYPrUUE€CKOro BMEUIATENbCTBA HA OpraHax ILIeu.

Bpo:kaeHnblii runonapaTupeo3 - reTeporeHHas Mo 3TUOJIOTHH TpyIa 3aboeBaHMi
OLK, nposBastonMxcs cpasy IOCIE POXKJIEHUS U XapaKTEPU3YIOLIUXCS YAaCTHMUHBIM WU
TIOJTHBIM BBITIAJICHUEM WX (DYHKIIHHA.

IlceBaorunonapaTupeos - peaKoe HacIeICTBEHHOE 3a00ieBaHNe, XapaKTepH3yroleecs
KJIMHUKO-JIA00paTOPHBIMU MTPU3HAKAMHU TUIIONApaTUpeo3a Ha (poHe nosbiieHHoro ypoBHs [ITI B
KpPOBH.

Hedpokanbuunos — muddy3sHoe OTIOKEHHE COJCH Kajablid B TKAaHU TMOYEK,
CONPOBOXKAAIOIIEECS  BOCHAIUTENIBHO-CKIEPOTUYECKUMU ~ M3MEHEHMSIMM M [TOYEYHOU
HEZ0CTaTOYHOCTBIO.

Hedposaurnas — Hanuyue KOHKPEMEHTOB B YaIEYHO-JIOXAaHOYHON CUCTEME MOYEK.



1. Kparkas nndgopmanus no 3a00/ieBAHNI0 WK COCTOSTHUIO (TpyIme 3a00/1eBaHMi
HJIH COCTOSIHUIA)
1.1 Omnpenpesenue 3a00eBaHUs WJIHM cOCTOSAHUA (rpynnbl 3a0o0JieBaHUii  MJIH

COCTOSTHM)

I'mnmomapaTrupeo3 — COCTOAHME, XapaKTEPU3YIOLIEECS CHHKEHHOM NPOAYKIMEH

napatupeougnoro ropmona (IITI)  oxomommroBumueiMu  skenesamu  (OLK)  wnm
PE3UCTEHTHOCTBIO TKAHEH K ero JAeMCTBUIO, YTO MPUBOAUT K PA3IMYHBIM HAPYIICHUSM, MPEXKIIE
Bcero GpocqopHO-KaIbIMEBOI0 OOMEHa.

1.2 JTHoJIOTHS M IATOreHe3 32001eBaAHUS UJIH COCTOSIHU S (TPYIIIBI 32001€BAHN I WIH

COCTOSIHMH)

1.2.1. ®usunonorus dochopHO-KAILIMEBOTO 0OMEHa

OLK KOHTpONMMPYIOT BHEKJIETOUHBIM KaJIbLIMEBBIA roMeocTas nytem cexkpeuuu 11TT. B
[apaTUpPOLUTaX MEPBOHAYAIBHO CUHTE3UPYETCS MENTUI-IPEIIeCTBEHHUK, cocTosiui u3 115
aMUHOKHUCJIOTHBIX ocTaTKOB (mpenpollITT (1-115)). B pesynprate cnenudpuueckoro npoTeoansa
N-KOHIIa TpeaIIeCTBeHHUKA MPOUCXOAUT TpaHCPopMaIusi B aKTHBHYIO IOJHOPa3MEPHYIO
monekyny IITI, Bxmouatomyto 84 amMuHOKHMCIOTHBIX ocTaTtka (1-84)). IITT ymakoBeiBaeTcs u
XPaHUTCS B CEKPETOPHBIX I'paHyJjaX U BBICBOOOXKAAETCSA U3 MApaTUPOLIUTOB B OTBET Ha CHU)KEHUE
KOHIIGHTpAllMd HOHU3UPOBAHHOTO Kanmblus KpoBu. Ha moBepxnoctn kinetok OHK
HKCIPECCUpYeTCsl KalbIMi-4yBCcTBUTENbHBIN penentop (CaSR), ocHOBHON (yHKIIMEH KOTOpOro
cuMrTaercs Moayssinus cuHresa u cekpeunu IITI, a Takske KOHTPOIb KU3HEHHOTO LIUKJIA KJIETOK
OHLLK. Cexpeuus IITI' makcumanbHa NpU HU3KOM YPOBHE MOHU3UPOBAHHOTO KalbIIMS,
MOBBIIICHHE YPOBHS Kajbllus, HAoOOpoT, cHWxkaer ero cekpeuuto. [ITI mupkymupyer B
KPOBOTOKE U Jlaniee CBsI3bIBaeTcs ¢ TpaHcMeMOpanHbIM perentopoM PTHIR, conpsixennsiM ¢ G-
0enKoM. AKTHBAIMsI 3TOrO PELENTOpa B KOCTHOM TKAaHU M IMOYKAX MPHUBOAMT K IMOBBIIICHUIO
MoKazareliel KalblIUEeMHH, W TmociaenaywomeMmy nogasienuto npoaykiuu I[ITIT OHK mo
MEXaHU3MY OTpUIATEeNIbHON 00paTHOM cBs3M [1].

I[ITT Takxke ydacTtByeT B perymsiuuu ¢ochopHoro obmena. IloBbimieHHe ypoBHS
upKynupytomero ¢pochopa KpoBu NpuBOIUT K cTuMynsanuu cekperuu I1TT, koTopslit B cBOIO
odepeqb BO3JICUCTBYS Ha TIOYKH, CHIDKAET TYOyJsapHY0 peabcopOmuio ¢ocdartoB. ['omeocras
dbocdopa TONMOTHUTETHEHO peryaupyercst pakTopoM pocta ¢pudpoodmactoB 23 (OPD23), kotopsiit

MMpEaACTaBIACT co00i OHMOJIOTUYECKH AKTHUBHBIM OCTCOHHT-CCKpCTprCMLIﬁ MMOJIUTICIITU I,



MHTUOMPYIONIMI TOYeUYHYI0 TyOysipHyo peabcopOiuio ¢ochaTtoB M CHHTE3 KaJbIMTPHOINA
(1,25(OH);D) B moukax.

Marnuii - MUKpO3JIEMEHT, TAaK)KE€ TECHO CBSI3aHHBIN C KabIuii-hochopHbIM 0OMeHOM. OH
criocoOeH peryimpoBath cexkpenuto [ITT ananorununo kanbiuto, SBissach aronuctoM CaSR [2—4].
I'mnepmaruuemus aktuBupyer CaSR B OIIDK, mnomasnsas cekpeunto IITI. Opnnako
TUIIOMarHUEMHUsI TAKXKe IPUBOAUT K Pa3BUTHUIO TMIIOKAJIBLINEMUH, MEXaHU3M KOTOPOH HE 710 KOHLIa
u3ydeH. Haubomnee BeposTHO, IITUTENbHAS BBIPAYKEHHAS TUIIOMAarHUEMHUSI IPUBOAUT K UCTOLICHHUIO
BHYTPUKJIETOYHBIX 3a[laCOB MarHus, 4TO NPUBOAUT K runepaktuBanuu CaSR, 6iokane cexpeuun
[ITT u pa3BUTHIO pE3UCTEHTHOCTH TKaHel K ero s¢dekram [5]. Cam IITI, B cBoto ouepens,
OKa3bIBAaeT BIUSHUE HA NOJJEpKAHUE IOMEOCTa3a MarHus, IOBBIIAS €ro peadcopOLUIO B
JTUCTAIbHOM KaHAJIblIe U B KJIETKaX MO3TOBOM YacTH AUCTAJIbHOIO U3BUTOTO KaHAJbIIA.

JpyruMm  BaxHeHmuM peryiasitopoM  (ochopHO-KalnbleBOro oOMeHa  sBIseTcs
KanpuuTpuon. IlomoOHO CTepoUIHBIM TOpPMOHAM, OH CBSI3bIBAETCSI C BHYTPUKJIETOYHBIM
peuenTopoM  KieTKu-muiieHu. OOpasyercs  KOMIUIEKC  T'OPMOH-PELENTOp,  KOTOPbIi
B3aMMOJICHCTBYET C XPOMATHHOM M HHIYLHPYET TPAHCKPUIILIUIO CTPYKTYPHBIX TEHOB, B
pe3yjibTaTe Yero CHHTE3UPYIOTCS O€lKH, Omocpenyrole JeilcTBue KaiapuuTpuona. B
SHTEPOLMTAX  KaJbUUTPUON  HMHAYHUPYET  CHHTE3  KalbLUUH-NEPEHOCSIIUX  OEJIKOB,
o0ecneunBaroIMX aIeKBaTHYI0 a0COpPOI1IMIO HOHOB KaIbIHs U PochaToB U3 MOJOCTH KUIIEYHUKA.
Jlasiee KaJbLIMUTPUOI KOHTPOJIUPYET TPAHCIOPT MOHOB KalblLUs U3 JIUTEIHNOLUTOB B KpPOBb,
Onarosapst 4eMy MX KOHIEHTpalMs BO BHEKJIETOYHOM >KMJIKOCTU IMOJJIEP)KUBAETCS Ha YPOBHE,
HEO0OXOIUMOM I MMHEpaJIM3allud OPraHWYecKOoro MaTpHuKca KOCTHOW TkaHHM. B moukax
KaJIbIIUTPUOJ CTUMYJIUPYET peadcopOLrio HOHOB KallbLins U pocdarTos.

Hapsny ¢ IITI 1 kanbIUTpHOIIOM B perysiiui 0OMeHa KaJIbLIUs y4aCTBYeT KaJbIIUTOHUH,
CHUHTE3UpYyeMblIii napadoUMKyIIpHbIMU C-KeTkaMu muToBUAHOM xenesbl (LLDK). Ero cexpenns
BO3pacTaeT NPy MOBBIIIEHUH CHIBOPOTOUYHOM KOHIEHTPALIMHU KaJIbLIUS U, HA000POT, YMEHbILIAETCS
Mpu €ro CHwkeHuu. ABissice antaronucToMm [ITI, KanbUTOHUH BO3IEMCTBYET HA CKEJIET, IIe
TOPMO3HT KOCTHYIO pe30pOIIHIO U, KaK ClIeICTBUE, MHTUOUPYET BEICBOOOXKIeHHe Kanblus. Kpome
TOTO, OH MOJABJISIET KaHAIbLEBYIO peadcopOLMI0 MOHOB Kalblids B TOYKAX, TEM CaMbIM
CTUMYJIHPYS UX SKCKPELHIO TOYKaMu ¢ Mouoil. OCHOBHas (pM3HOIOrHYecKas poJib KaJbIUTOHUHA
3aKJII0YaeTCs B MOJIEPKAHUM CTPYKTYphI CKEJIeTa BO BpeMsi pocTa, OEpeMEHHOCTH U JIaKTalluH,

KOTJ1a MOTPEOHOCTh TKAaHEW B KaJlbLIUU Pe3KO Bo3pacTaeT [6].



1.2.2. Cocrosnue dpochopHO-KanbLUUEBOro 0OMEHA IIPU THIIONAPATUPE03E

IIpu runonapatupeo3e OTcyTcTBHEe WM HenmocrtatoyHocTh IITIT  HemszbexHo
COIIPOBOKIAETCS pa3BUTHEM THIOKaIbIUMeMHUU. K OCHOBHBIM NATOr€HETHUECKUM MeXaHU3MaMm
OTHOCATCS: CHU)KEHUE aKTUBHOCTH OCTEOKJIACTOB C YMEHbBIICHUEM BBICBOOOXKAECHUS KAJIbIMS U3
KOCTEH; MOBBIILIEHUE SKCKPELUN KaIbLIHsI ¢ MOYOH; [10/IaBJICHUE CUHTE3a KAIbLIUTPUOJIA B [TOYKAX
U CHIKeHue abcopOuunu kanpius u3 kumednuka. Jepumur [ITT npuBoaut k runepdocparemun
KaK HalpsMYIO OCPEICTBOM YBEIMUCHHSI TOYEUHOU TyOyisipHOH peabcopbuuu dpocdaros, Tak u
KOCBEHHO 3a CYeT TIHIOKalblUeMUH. XpoHHuYeckas runeppocdaremMuss y HalUEHTOB C
TUIIONapaTUpPE030M, Kak ObLIO IOKa3aHO, aCCOLMUPOBAHA C IOBBIIIEHUEM B KPOBU YpPOBHS
OP®23. OcHOBHBIE IPUUMHBI pa3BUTHS FMIIONIAPATHPEO3a MIPEACTABICHBI B Tabauue 1.

Tadauua 1. Dtuonorusa runonaparupeosa [7].

Bcenencrue xupyprudeckoi onepanuu Ha
Oprasax Ieu

BcnenctBue 00yueHust OpraHoB HIEU WU

pazuonoATEPANINN

BcnencrtBue ayTOMMMYyHHOT'O TOPAKEHUSL:

M30JIMPOBAHHOI0 MJIM aCCOLIMMPOBAHHOIO C

MOJIUTIIaH YA pHBIM cuHipoMoM (ATIC 1
tuna) [AIRE]

Bcenencreue undunsrpanuu OLPK
OITyXOJIbIO, TPaHYJIEMaTO3HbIX 3a00JIeBaHUI
uu 060Je3Hel HakorieHus (00JIe3Hb
Bunbcona, remoxpomaros)
Bcenencreue nospexaenust OLLK npu
tupeouaure Punens
BcnenctBue HacineICTBEHHOTO MOPakeHUs B
paMKax reHETHYECKUX CHHJIPOMOB,
aCCOLMMPOBAHHBIX C TUIIONAPATHPEO30M
(taxme xak du/lxopmxu, CHARGE,
Kennu-Kadpou, Canbsan-Cakaru, HDR u
np.) [TBX1, NEBL, GATA3, TBSE,
FAMI1114, CHD7, SEMA3E]
Benencreue HapyleHuit
MUTOXOHJIPHAJIbHOTO T€HOMa
BcnenctBre H30a1MpOBaHHOTO MTOBPEKACHUS
T€HOB, OTBETCTBEHHBIX 3a pa3sutue OIIK
[PTH, GCM2, SOX3]

IIpu ayTOCOMHO-TOMUHAHTHON
runokaigbimeMu Tam 1 [CASR] u tun 2
[GNAS1I]

[Ipn Hannmumnm akTuBHpyromux antu-CaSR
AHTUTEI

ITopexaenne OLLDK

I'enetnueckue
3a00JIeBaHU,
3aTparuBaroIIne
paszsutue OLK n/mmm
npoaykuuto IITT

I'mnonaparupeos
BCJIEJICTBUE
neduruta [ITT

[Taronmorunyeckas
cekpenus [1TT
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IIpu XpoHNUYECKOH TUIIO- U
TUIepMarHueMun

O yHKINOHAIBHBIN

TUIIONIAPATUPEO3

BCJIE/ICTBHE BcnencTBue reneTuueckux 1e(EeKTOB B

nepudepudeckort | IlceBmorumomapatupeos MOCT-PEUENTOPHOM cUrHanuure [ GNAS,

PE3UCTEHTHOCTH STX16, NESP55, PRKARIA, PDE4D]

TKaHeH K
nercteuro ITTI

1.2.3. TlocaeonepaliiOHHbBII THOONAPATHPEOS

XUpypruyeckoe BMEIIATENbCTBO HAa OpraHax ILIeH - camasl paclpoCTpaHEHHas NPUYMHA
Pa3BUTHS THIIONIAPATHPE03a, 00YCIIaBIMBAIOIIAs OKOJIO 75% BceX ciiydaeB JaHHOTO 3a00JIeBaHMSL.
K omnepanusiM, accolMMpOBaHHBIM C Pa3BUTHEM THIONAPATUPE03a, OTHOCAT THUPEOUIIKTOMHIO
MIPH 3JI0KAY€CTBEHHOM MOPaKCHUH B 00JIACTH TOJIOBBI U IIeH (¢/0e3 IeHTpanbHOM W/Miii OOKOBOM
meiiHo  muMQoarccekunu), npu  A(G(Y3HOM TOKCHYECKOM H  MHOTOY3JIOBOM  300€.
[TocneonepaiMOHHBIN TUTIOMAPATHPEO3 MOXKET OBITh OOYCIIOBICH KaK HEMOCPEICTBCHHBIM
ylIajJeHueM, TaKk U MHTPAOIEPAIlIOHHON TpaBMOW WM HapylieHueM KpoBocHaOxkenus OLLK.
[TocneonepallMOHHBII THIIONAPATUPEO3 MOKET BO3HHKATH IMOCIE XUPYPTUYECKOTO JICUYEHHUS IO
MOBOJly TEPBUYHOIO THUIIEpHApaTUpeo3a, Koraa Iocie  yHajleHWs  JOMUHHUpPYIOLIEH
napatupeon ol Tkanu ocrtaBmuecs OIXK He cnocoOHBI BOCCTAaHOBUTH JOCTATOYHYIO
npoaykuuro I1TT.

K nononnuresibHbIM (pakTOpam prcka pa3BUTH MOCIEONEPAIIIOHHOTO THIIONapaTHPe03a

oTHOCHT [8]:

° JKEHCKHH 10T,

o nedunut BuTamuHa D;

o OepeMEeHHOCTh U JIAKTAaIIUIO;

° ayTouMMyHHBIe 3a0oneBanus [1DK;

° MPEAMIECTBYIOMNE IIYHTUPYIOIIHUE OIepalui Ha Kenyake (OapuaTpudeckas
XUPYprus).

TpaH3UTOPHBIN NOCIEONEPALMOHHBIA TUIONAPATUPEO3 OINPEAEIAETCS KaK CHHKEHUE
ypoBHs [ITI" B coderanuu ¢ runoxanbliueMuell B TeueHUEe He Oojiee 4eMm 6 MecsIeB mocie
orepanuu u peructpupyercs y 25-30% nannueHToB, NEPEeHECIINX TOTAIBHYI0 THPEOUIIKTOMHUIO.
Croiikas runokansiuemMus B couetannu ¢ yposaeM IITI Hmke pedepeHcHBIX 3HaUeHUH crycTs 6
Mecs1eB U 0oJiee Mmocie XUPYpPruuecKoro JISUEHUs: CBUACTENbCTBYIOT O Pa3BUTUU XPOHUYECKOTO

runonaparupeos3a, cocrasisger okono 3% caydaeB [1,9]. Hwuskue ypoBHHM Kanmblus U
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HepoctaTok/nedumut Buramuna D (25(OH)D) nepen onepanweii, Hu3kuii mokasarens 1T Bo
Bpems onepanuu, ayrorpancmiaanTauus OLDK (peummiantupoBanue tkanu OLK B obnactsb
Hied WIM Mpearsiedbs B XOJe Onepanuu), OoJblias MPOJOJKHUTEILHOCTh ONepanul ObLTH
omnpezieNieHbl KaK HE3aBUCHMbIE MPEIUKTOPbl TPAH3UTOPHOIO THUIIONapaTHUpeo3a IMociie
tupeonPKTOMUU. K dakTopam pucka XpPOHHUECKOTO THUIIONAPATHPE03a TAKKE OTHOCHT:
HEJOCTaTOYHBIA ONBIT XHUpypra, OTCYyTCTBHE BH3yanusauuu Oosee aByx OIDK Bo Bpems
OTIEpaIlNH, YPOBEHB KaJbIUs KpoBU MeHee 1,88 mmoutb/i1 (7,5 MI/mi1) Ipu HOpMaJIbHOM M aIia3oHe
2,12-2,62 mmounb/n (8,5-10,5 mr/mm) — yepe3 24 wyaca mocie omepamud U HEoOXOJIUMOCTh
MOBTOPHOT'O0 XUPYPIHUUYECKOT0 BMELIATENILCTBA IIPU Pa3BUTHH KPOBOTEUEHMSI. PUCK XpOHUUYECKOTO
TUIIONIapaTHpPE03a TECHO CBSI3aH C KOJMYECTBOM OCTaBIuXcs in situ ¢pyHkmonupyronmx OIK
BO BpeMs omnepauuu: 16% npu coxpaneHHbix 1-2 xkene3ax, 6% mnpu 3 xenezax u 2,5% npu 4
[10,11]. B peakux cinydasx MOCICONEPALMOHHBIN TMIONAPAaTUPE03 MOXKET Pa3BUThCS CIYCTS
roJipl Tocje onepanuu. MexaHusm, Jiexaluii B OCHOBE 3TOr0 SIBJICHUS JJO KOHIAa HE U3YYEH, HO
BO3MOXKHO CBS3aH C  BO3pPacTHBIMM  W3MEHEHHUSIMU  COCYAMCTONM CTEHKU apTepui,
KpOBOCHA0XaImUX octaTouHyro Tkanb OLLK.

1.2.4. 'eHeTnyecKre OPUYNHLI TUIIOIAPATUDEO3A

I'enernueckas 3THONOrMS TUIIONIapaTHpeo3a BcTpedaercs MmeHee yeM B 10% ciyuaes [12].
OCHOBHYIO NPUYUHY TUIIONApaTUPEO3a MPEACTABIAIOT COO0M XpOMOCOMHBIE MUKPOAEIEIUN U
MOHOTr€HHbIE aHoMauu [ 13].

1.2.4.1. AyTouMMyHHBI! TUIIONIAPATUPEO3

AyTOMMMYHHBI = TUIIONApaTUPEO3 - BTOpas IO PacHpoCTpaHEHHOCTH (opma
TUTIOTIApaTUPE03a, 00yCIOBICHHAS HMMYHO-0TIOCPEI0OBaHHBIM pa3pyiienueM kietok OLK [14].
OH MOXeT OBbITh M30JUPOBAHHBIM 3a00JIEBaHMEM, OJIHAKO 3HAUMTENIBHO Yallle BCTpEYaeTcs B
paMKax HacJeICTBEHHOTO ayTOMMMYHHOTO noiurianayispaoro cuxapoma (AIIC) 1-ro tuma,
TaK)Ke M3BECTHOTO KaK KaHAUI0-dIKToAepMaiibHast nuctpodus (Autoimmune Polyendocrinopathy
with Candidiasis and Ectodermal Dystrophy — APECED) [15]. AIIC 1-ro Tuna — MOHOTE€HHOE
ayTOCOMHO-PEIIECCUBHOE 3a00JIeBaHUE, B OCHOBE KOTOPOTO JIEKHUT HapylIeHUE CTPYKTYphI T'eHa
ayTOUMMYHHOTO perynsatopa (A/RE). KiroueBbIM 3BEHOM MaroreHe3a 3a00JIEBaHUS JIEKHT
ayTOMMMYHHAasl IECTPYKIUS Pa3Iu4HbIX 3HJIOKPUHHBIX *kene3, Bkirodasd OLLDK. /Ina AIIC 1-ro
TUIAa XapaKTepHa Kiaccuyeckas Tpuaja: CIHU3UCTO-KOXKHBIA KaHIUA03, THIIONapaTupeos,
XpOHHMYECKasi HaIMOYEYHUKOBAs HEAOCTaTOYHOCTh. 3a00jeBaHne AeOI0THUPYET, KaK MPaBUIIO, B

ACTCKOM BO3pacTe. B OoAaBJIAIOIICM OOJIBIIIMHCTBE CJIy4acB NICPBBIM HNPOABICHUCM CTAHOBUTCA
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CIIM3UCTO-KOKHBIN KaHH/103, pa3BUBaroLuiics B epsble 10 JIeT xKU3HU, Yalle B BO3PACTE OKOJIO
2-x net. Ha pone cnm3ucTo-koxkHOro Kauaumao3a y 84% maiueHTOB MOSIBIISICTCS TUIIOTIAPATUPE03,
KOTOpHIii B 88% ciryuaeB febroTupyet B Bo3pacte 10 10 sner. K qpyruM KOMIIOHEHTaM CHHIpoMa
OTHOCSITCSl CaxapHblii nuaber 1-ro Tuma, TMIOTHUPE03, MajababcopOIus, HEeNUaKkusi, BUTHIINTO,
ayTOMMMYHHBIHN renaTuT, TUIOroHaau3M u apyrue [16]. [lonpoOHas naopmanms npeacTaBieHa
B pazzene JJonomHuTensHON HHpOpMAaIHH.

1.2.4.2. I'eHeTn4eCcKHe BapUAHThl M30JIUPOBAHHOTO THUIIONIApAaTHPE03a

B 3aBucuMocTu OT maroreHe3a 3abo0iieBaHMs T€HETUYECKHE BAPUAHTHI U30JIMPOBAHHOTO
THIONIapaTHPE03a YCIOBHO MOTYT OBITh pa3/ielieHbl Ha TPU OCHOBHBIC TPYNIBL. B nepByto rpymnmy
BXOJAT 3a00JIeBaHUs, XapaKTepu3yrouecs HopMainbHbIM pazButuem OLLDK, Ho HapymeHHON
cekpeuuei [ITI. K manHOW rpynme OTHOCHUTCS ayTOCOMHO-JOMHHAHTHAs TMIOKalbIUEMUs, B
OCHOBE KOTOPOM JIeKaT aKTUBHUpYHoLue ToyeuHble myTtauuu reHa CASR. B Hactosiiee Bpems
onucaHo okoJio 40 akTuBUpyromux Mytarui [17]. AKTuBaIus peuenTopHoro 0eiaKa MpuBOIUT K
HapyieHuto perymsiiuu cekpenuu 1T mo npunnumy o6paTHO# CBsI3U, KOTJa HOpMaJIbHbBIE WU
HU3KHE TOKa3aTeNd YPOBHS KaJIbLIUA CONMPOBOXKIAIOTCA CHIKEHHUEM BBIPAOOTKH ropMoHa. s
3a00JeBaHNs XapaKTepHa yMEpPEHHas TUTIOKAIbIIMEMUS B COUE€TaHUU cO CHIKeHreM ypoBHs I1TT,
y OONBIIMHCTBA NAIMEHTOB HaOo1aeTcs runoMaraueMus. Kiimundeckas kapTuHa BapuadenbHa
OT OECCUMNTOMHOM TMIOKAJbLIUEMUU /10 TUMOKAIbIIMEMUYECKUX KpU30B. [l HalMeHToB ¢
JAaHHBIM ~ 3a00JieBaHMEM  XapakTepHa  TUNEPKAJIbLMYpUS  C  BBICOKMM  PHCKOM
HedponuTHa3a/HePOKATBIIMHO3A U HApYLIECHHUS (QYHKIIMU MTOYEK.

Anomanuu pazsutus OLLDK oTHOCsATCS KO BTOpOH Tpyrie 3a00j1eBaHuM, BOSHUKAIOLIUX B
pe3ynbTare MyTalui TpaHCKpUMIHUOHHBIX (hakTopoB. Jedekt rena GCM?2 (glial cell missing 2)
JIeKUT B OCHOBE HapymeHus ¢popmuposanus OLLDK u HacnegyeTcst o ayTOCOMHO-PELIECCUBHOMY
TUIy. X-CLEIUICHHBIN PELIECCUBHBIN BApUAHT CBA3BIBAIOT C ACIELUSAMU U HHCEPLIMSIMH Ha y4acTKe
Xq27.1. IlpenmnonoxuTenbHO, YKa3aHHbIE MYTAallUM BIUAIOT Ha GyHKIu0 Oenka SoX9 —
TPaHCKPUIITOPHOTO (akTopa, uMerolero 3nayenue B pazpuruu OLLDK [18].

B Tpethio rpynmy MOXHO BKIIOYMTH MyTauuu reHa PTH, npuBoJfIMe K HapyIIEHUIO
npoueccuara  u - cexkpenun IITI, compoBoxknaromuecss pa3BUTHEM  HM30JUPOBAHHOTO
runomnaparupeosa. JlaHHple MyTallMMl BCTPEYAIOTCS JOCTATOYHO PEIKO, MMEIT ayTOCOMHO-
pPELECCUBHBIN 31 ayTOCOMHO-JOMWUHAHTHBIN THTIBI HACJIEJIOBAHUS. Hapymaercs
HOCTTPAaHCIIAMOHHAsT o0paboTrka Moinekynsl mnpenpollTI” w/mmm  TpaHcnauuu MaTpuyHON

pubonykinenHoBoit Kuciotsl [19]. I'omosurornsie myramuu rena npenpollTI mpuBogsr
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3HaUUMOMY CHMKeHUIO ypoBHs IITI' (BIIIOTH 1O HEolpenensieMblX 3HAYEHUI) B COUETAHUU C
CUMIITOMAaTUYECKON rumnokaipimeMueii u runepdocdaremueii. I[lonpobuas wuHPOpManus
npeJcTaBieHa B pazzeine JlonoaHuTenbHONH HHPOpMAITIH.

1.2.4.3. l'unonapatupeo3 B COCTaBE MOJTMKOMIIOHEHTHBIX T€HETHUECKUX 3a00JIeBaHMI

I'unonaparupeo3 MOXXET BXOJUTb B COCTAaB IOJIMKOMIIOHEHTHBIX TI'€HETUYECKUX
3a0oneBannid. Cunapom [ulxopmxu Bei3BaH Aenenueit 22ql1, 4To OpUBOAUT K BPOKIECHHOU
mucrenesun OLK u cooTBeTcTBeHHO K runonaparupeosy. s qaHHOro 3a00jeBaHUS TaKKe
XapakTepHa AUCMOpP(QUsi, BPOKIECHHbIE TOPOKU CEpAIa U TsHKEIbIH uMMyHOehuuuT. bonbHbie
0o0biyHO mormbaroT B gerckoM Bospacte [20]. Cunapom bapakara, unu HDR-cungpom
(hypoparathyroidism, deafness and renal dysplasia syndrome) — ayrocOMHO-ZOMHHAHTHOE
3a0oneBaHue, BbI3BaHHOE jAedekToM reHa GATA3, NOKaTu30BaHHOTO B KOPOTKOM Iuieue 10-i
xpomocomsl (10p15). I'en konupyet 6enok, orBevaromuii 3a pazsutue OLLDK, BHyTpeHHero yxa,
nouek. YpoBeHb IITI" konebnmercss oT HMKHEH TpaHMLIBI HOPMBI JI0 Heompenensemoro [21].
Cungpom Kennn—Kaddu Brarowaer B ceds HU3KOPOCIOCTh, aHOMAJHMH TJa3, OCTEOCKIIEPO3.
Cunnpom Canbsia—Cakatu win cuagpom HRD (hypoparathyroidism retardation dysmorphism)
4acTo  paccmarpuBaercs Kak BapuaHT cuHapoma Kennun—Kadpdu wu  mpossisercs
TUIIONAapaTUpPEO30M, TSDKEJIOW 3a/lepKKol  (DU3MYEeCKOro M ICHUXOMOTOPHOTO  pa3BUTHSA,
MuKpouedanuei, ocooeHHOCTAMU (peHoTuna. Y nanueHToB ¢ cunapomamu Kennn—-Kaddu 1-ro
TUna (ayrocoMHO-pereccuBHoe HacienoBanue) U Canbsin—CakaTH BBISABISIOT MyTallid B IeHe
TBCE (tubulin-specific chaperone E) [22].

['unonapartupeos sBisieTcss KOMIIOHEHTOM HEKOTOPBIX 0O0Je3HeH MHUTOXOHIPUAIbHOU
JI€30KCUPUOOHYKIIENHOBOW KUCIIOTBI U 0COOCHHO XapaktepeH g cuHiapoMa Kepuca—Celipa B
COYETaHUU C HapYKHOM O(TaIbMOIUIErHel, MUTMEHTHOM JiereHepalyei ceTyaTku, MUOTIaTHEH,
kapaunomuonarue. [lpu cuanpome MELAS (mitochondrial encephalopathy, lactic acidosis and
stroke-like episodes) rumomapaTupeo3 coueTaeTcs ¢ MHUTOXOHIPHAIBHOW SHIle]anonaTuen,
JIaKTaT-alluJI030M, HHCYJIBTONMOAOOHBIMU dnu3ogamMu. HecmoTps Ha TO, 4YTO TpU JAHHBIX
3a00JIeBaHUAX TUIONAPATUPEO3, KaK MPaBHIIO, HE BBICTYIAET OCHOBHBIM CHMIITOMOM, B psilie
CJIy4aeB B J1e0I0Te pa3BUBAIOTCS UMEHHO MMITOKATbLIMEMHUECKUE CYIOPOTH, YTO CITY)KUT ITOBOJIOM
Ui JanpHedmero oOcnenoBanus. [loapoOHas wuHpOpManus TpEACTaBIeHA B pasjele

JlononaurenbHON HHGOpMAIUH.
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1.2.5. 'unonapaTupeos3 U THIIOMarHueMus

IIpu cHM>KEHMM YPOBHS MarHusi B CbIBOPOTKE, KAK U IIPU T'MNoKanbiuemun, cexkpenus [ITT
JIOJDKHA YCWINMBAThCs, OAHAKO AeDUUUT MarHus IMPUBOAUT K IMATOJIOIMYECKOMY CHHIKEHUIO
ypoBHs [ITI" u pa3BUTHIO pE3UCTEHTHOCTH KOCTHOM TKaHW M IMOYeK K ero 3¢gdekram [17,23].
[TaToreHeTMuecKUii ME€XaHU3M Pa3BUTHUS TMIIONAPATHPEO3a MPU TMIOMAarHUEMHMHM OCTAaeTCs J10
KOHIIA HESICHBIM.

Heduunt Maraust HabJIOAAETCS BCIEACTBUE:

° HEJ0CTaTOYHOTO MOCTYIUICHHUS C IUILEH;

o CHIDKEHHs a0copOLny B KHIIEUHUKE (MaiibabcopOuus, CHHAPOM KOPOTKON KHIIIKH,

TsDKeNas U IPpOAOLKUTEIbHASI pBOTA, JUapesi, CTEaTopes);

. ceMeiiHasi TUIIOMarHueMusi ¢ BTOPUYHOMN TUIOKanbliemuein (myrtanus TRPMO6)
[24,25];

o ayTOCOMHO-JIOMUHAHTHAsI TUIOKAJIBIIMEMHS (aKTUBHPYIOLIAsh MyTalus B TeHE
CASR) [26];

. ceMeiiHasi TUIIOMarHiueMusl ¢ Turnepkanbunypueit u Hedpokansunnozom (FHHNC)
[26—28];

° npremMa JICKApCTBEHHBIX MpenapaToB:

o THuazuasl, pypocemua**;

O HWHTHOUTOPHI MPOTOHHOTO HACOCA;

o aHTuOaKTepuaIbHBIE MperapaThl CACTEMHOTO JIeHUCTBUS,
O TMPOTUBOTPUOKOBBIE TPEMapaThl CHCTEMHOTO JACHCTBUS,
O TPOTUBOOIYXOJIEBBIC MPEMAPATHI;

O HUMMYHOJEIPECCAHTHI;

O MOHOKJIOHAJIbHBIE AHTUTENA U KOHBIOTaThl AHTUTEN.

['unepmarHueMus Takke MOXKET MPHUBOAWUTH K HapymeHuto @yHkuuu OILDK myrem
nonasiyienus cekperuu [ITI ¢ pazputneM runokanbuueMuu. [ unepmMaraueMusi MOKET Pa3BUTHCS
OpU  CIEAYIOIUX COCTOSHUSX: XpoHuueckor  Oonesnum mouek (XBII); cemeiinoi
TUTMOKANIBIIUYPUYECKOW TUIMEPKANTBIIMEMUN; H30BITOUHOM TOTpeOIeHnn (mapeHTepaIbHOoe
BBEJICHHE MPEIapaTOB MardHus U JIp.); TOKOJUTHYECKON TEPATUH MPU SKIIAMIICHH.

1.2.6. Ipyrvue npu4mHbl rTMOOmIapaTupe03a

HCKOTOpBIe cirydan HU30JIMPOBAHHOTO ruInoIapaTupeosa, npu KOTOPBIX HC

UJICHTU(PHUIMPOBAHA TPUYMHA, TAKXKE MOTYT OBITh CJIEJCTBHEM ayTOMMMYHHOTO IOpPaKCHUs
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tkaaun OLPK. OmgHako, 3TO CcKopee OUArHO3 WCKIIOYEHHUS, I KOTOPOTO HE pa3paboTaHO
crenupuUIeCKNX JUArHOCTUICCKUX KPUTEpUEB. B pekux ciiydasx MpUYHHON TUIOMapaTHpeo3a
MOTYT CTaTh MH(UIBTPATUBHBIE 3a00JIeBaHUS, TaKU€ KAaK CApKOUI03, aMHJIOHI03, TUPEOUIUT
Punens u wmeracrarndeckoe mnopaxkenne OUK [29-32]. Tkans OUIXK oTHOCHMTENBHO HE
BOCIIPUUMYMBA K JTy4€BOMY MOBPEKICHUIO, TEM HE MEHEE, B JIUTEPATYPE OMKUCAHBI OUEHb PEIKUE
ciy4yau paJHallMOHHO-UHIYLIMPOBAHHOIO rumnonaparupeosa [33—36]. OTiioxkeHUus: MUHEPAJIOB B
tkanu OLK — nampumep, menu npu Oone3sHu BuiibcoHa M keneza mpH reMOXpoMmaTose -
ABIIAIOTCS PEIKUMH TPUYMHAMU pa3BUTHS runomnaparupeo3a. OmNucaHbl ClIy4au pa3BUTHUS
TUIIONIApaTHpPEeo3a BCJICACTBUEC MACCHUBHBIX TIOBTODPSIFOIIMXCS TPaHCPY3WH y MAIMEHTOB C
Tanmaccemuei [37-41].

1.3 Dnuaemuosiorus 3a00/1eBaHU MM _COCTOSHHMSA (TPynnbl 3a00J¢BAHMNA WU

COCTOSTHMI)

HMCIOIIII/IGCFI JaHHBIC O PACIIPOCTPAHCHHOCTH T'HIIOIIApaTHPCO3a OCHOBAHBI HAa KPYITHBIX

AMUEMHUOJIOTHYECKUX UCClIeIoBaHusX, npoBeaeHHbIX B CLLIA, [lanuu, Hopeeruu, Utanuu u psiie
apyrux crpaH. [lomyyeHHble pe3ynbTaTbl OTHOCUTEIBHO CXOJIHBI WU CBUJETEIBCTBYIOT O
pacnpoCcTpaHEHHOCTH runonaparupeo3a B nuanasone 23-37 va 100000 nacenenus [12,14,42—-44].

[TocneonepanoHHBIN TUIIONAPATHPEO3 YAIIle BCTPEUYAETCS CPEIN KEHIIUH, YTO CBSI3aHO C
Oomee wactou maronormert II[DK wm, crnemoBarensHO, TUpeowmdkTOMHEH — [45,46].
PacnpocTpaHéHHOCTh HACIEICTBEHHBIX ()OPM THIOMApaTUPEeO3a HE PA3NIUYaeTCs Y MYXKYUH U
keHIUH [43]. B poccuiickoil monyiasluu KPYMHBIX SMUAEMHOJIOTMYECKHX HCCIEIOBAaHUN C
[EJIBI0 OIEHKH PaCIPOCTPAHEHHOCTH TUIIONIApaTUPEO3a HE MPOBOIUIOCE.

JlaHHBIE O CMEPTHOCTU TAI[UEHTOB C XPOHMYECKUM THUIIONAPATHPEO30M JIMMUTHPOBAHBI
[45,47], TeM He MeHee, OTMEYEHO 2-KpaTHOE MOBBIIIEHUE PHUCKA CMEPTH CpeAu OONBHBIX C
Pa3BUBLIMMCS MOCIEONEPALIMOHHBIM THIIONAPATUPEO30M IO CPABHEHUIO C TPYIIION, HE UMEIOIEH
JTAaHHOTO XUPYPTHYECKOTO OCIO0KHEHUS MOCTIE ONEpaliy Ha NUTOBUIHOM *kene3e. [[0BbIeHHbII
PUCK CMEpPTH TMAIMEHTOB C XPOHUYECKUM THIIONMAPATUPEO30M  aCCOIMUPYETCS ¢
runepdocdaremueii, OONBIION ATUTEIBHOCTHIO 3a00JEBAaHUS H  YacTOTOM  AMU30/0B
runepkansiueMun [47].

1.4 Oco0eHHOCTH KOAMPOBAHUSA 3200J1eBAHUA WJIH COCTOAHUA (IPYNNbI 3200 1eBAHUM

HJIH COCTOSAHUN) no MeXIyHAPOAHOW CTATHCTHYECKOW KJaaccubukanum 0O0oJe3Hell u

npo0.ieM, CBA3AHHbBIX CO 3/I0POBbLEM

E20.0 Uanonaruueckuii runonapaTupeos
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E20.8 [Ipyrue ¢popmbl runomnaparupeos3a

E20.9 'unonaparupeos3 HEyTOUYHEHHBII

E89.2 I'mnonaparupeos, BOZHUKIINN MMOCIIe MEIUIIUHCKUX TPOLIEAYP

1.5 Kuaccudukanuss 3a001eBaHUs WJIHM COCTOSAHUSA (rpynnbl 3a00JieBaHMii MJIH

COCTOSIHM)

1.

3.

IHocneonepannoHHbIii rUNONApaTHPE03: [48]

TpaH3UTOPHBIN TUIIONAPATUPEO3;

XpoHuYecKui (CTOMKUI) THITOIIApaTUPEO3.

AyTOMMMYHHBII rUNIONIapaTHpPeo3™:

AyTOMMMYHHBIN TOAUTIaHAYIsIpHbIA cunapoM 1 tuna (AIIC 1 Tuna);
AyTOMMMYHHBIN TOTUTIaHAYIspHbIA cuaapoM 3 tuna (AIIC 3 tuma);
AyTOMMMYHHBIN TOTUTIaHAYISIpHBIN cuaapoM 4 tuna (AIIC 4 Tuma).
I'eneTH4eckuii U30JIMPOBAHHBINA IMIIONAPATHPEO3:

AYTOCOMHO-IIOMI/IHaHTHaH TUIIOKAJIbIIUEMHUA C FI/IHepKaJILIII/IypI/IE':ﬁ 1 Tuna

(HYPOCI1-ADH1)/cunapom baptrepa 5 tuma;

AYTOCOMHO—I[OMI/IHB.HTHaH THIIOKAJIbIIUEMUA C anepKanLtupHeﬁ 2 THIa

(HYPOC1-ADH2);

° CeMeliHbI U30IMPOBAaHHBINA TMIIONAPATUPEO3 (AyTOCOMHBIN, X-CBSI3aHHBIN).

4. I'unmonaparupeos B cocTaBe NOJTHKOMIIOHCHTHBIX T€HETHYECKHX CHHIPOMOB:

° Cunnpom u/lxopmku 1 tuna (DGS1);

° Cungpom u/Ixopmxu 2 tTuna (DGS2);

o CHARGE cunnpowm;

° HDR cunapowm;

o Cunapom Kennu-Kaddu 1 tuna (KCS1);

° Cunnpom Kennu-Kaddu 2 tuna (KCS2);

° Gracile bone dysplasia (GCLEB);

) MuTtoxoHapHaIbHbIE 3a00JIeBaHUS.

S. JApyrue ¢popMbI runonapaTupeosa:

° Hapymienust oOMeHa Marausi;

° NudunprpaTuBHBIC 3a00J1eBaHUS (rpanynemaros, reMOXpOMaTo3,
METAcTa3upOBAHUE);

° ['unonapatupeos B pe3yapTaTe J1yueBoro nospexaenus tkanu OLK.
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6. HNauonaruyeckuii runonapaTupeos.

* - cllyyaeB pa3BUTHSI TUIONAPATUPEO3a B paMKaX ayTOMMMYHHOTO MOJUTJIAHTYJISPHOTO
cunapoma 2 tuna (AIIC 2 Tuna) He onucaHo.

1.6 Kiinnnyeckasi KapTHHAa 3200/IeBaHUs MW COCTOSIHUS (TPYNIIBI 3200/1eBaHUI WJIN

COCTOSIHM)

OcHoBHbIE KJIIMHUYECKUE IIPOSIBJICHUS TUIIONapaTHPEO3a 00YCIIOBIICHBI

runokanbiuemuei. Henoctatok kanbiyst B OpraHu3Me MPUBOAUT K YaCTUYHOM JeTONIpU3aluu
NOTEHIMajJa MOKOos Ha MeMOpaHe HEHPOHOB, TEM CaMbIM YBEIMYUBAs BEPOATHOCThH 3allycKa
noreHuuana aeiicreus [49]. Kak cineacrtBue MOBBIIAETCS HEPBHO-MbIIIEUHAs BO30YAUMOCTh U
oOuiass ~ BereTaTWBHAasT ~ PEAKTUBHOCTh.  YCWIEHHE  YYBCTBUTEIBHOCTH  CEHCOPHOI'O
(4yBCTBUTENILHOTO) HEMPOHA MPOSIBIIACTCS B BUJIE TAPECTE3UH B KOHEYHOCTAX U B OKOJIOPOTOBOM
00J1aCTH; MOTOPHOTO (JIBUTaTEJIbHOT0) HEHPOHA — MBIIIEYHBIMH CIIa3MaMH, BILIOTh 10 TETAHUM;
OT KJIACCHYECKOTO KapromedaJibHOr0 cra3ma 10 >KH3HEyrpoKarouiero Japuurocmasma [50].
Tspkenas THIIOKAIBLIMEMHsI aCCOLMUPOBAHA KaK C JIOKAIBHBIMU, TaK W TE€HEPaIM30BaHHBIMHU
CyJ0pOraMy TOHUKO-KJIOHUYECKOI'O THIIA.

CreneHb BBIPaXXEHHOCTH CUMIITOMOB 3aBUCHUT OT YPOBHS KaJblUs B CBIBOPOTKE KPOBH, a
TaKKe OT CKOPOCTH TIPOTPECCHPOBAHUS THIIOKANbIUEMHUH. JJIT XPOHUYECKOTO TEUCHHS
3a00NeBaHMs XapakTepHa aJanTanus K HU3KAM YPOBHSIM KaJIbIIUSl CHIBOPOTKH KpPOBH C
OTCYTCTBUEM BBIPAKEHHOW KIMHUYECKOW KapTUHBI Jake IPH TSDKENOH T'MIIOKAIbLUEMUH.
[TpoBoumpyromuMu (GakTopaMy YXYAIIEHUS COCTOSHHMS B TaKUX CIIydasX MOTYT SIBJIATHCS
yBeIM4YeHNE (PU3UIECKON aKTHBHOCTH, MEIUIIMHCKHAE MPOIETyphl, OEPEeMEHHOCTh M JIAKTaIHs
[1,33].

1.6.1. OcTpas runokajaplueMus (THIIOKAJIBIIMEMUYSCKUN KPU3)

Octpast runokanblueMus (TUIIOKAIBIUEMUYECKHH KpH3) - 3TO KHU3HEYTrpoxkarolee
COCTOSIHHE, KOTOPO€ TPeOyeT HEOTJIOKHBIX JI€UCOHBIX MEPOTIPHUSITHIA.

Kimandeckn oHa MMPOABIACTCA MPUCTYIIAaMH TCTAaHUH, KOTOPBIM MOTYT INPEAIICCTBOBATH
NapecTe3nu JIuIa, KUCTEH U CTOI, YyBCTBO CTpaxa, 0€CIoKoicTBO, GHUOpHILIIpHBIE OEPrUBAHUS
OTJENBHBIX MBI Yalle Bcero CyJJ0poru BOZHUKAIOT B MBIIIIAX BEPXHUX KOHEUHOCTEH, pexe —
B HHU)XHHUX. BCHG}ICTBI/IG ClmasMa MYCKYJIATyphl JIMlla BO3HUKACT CaApAOHHUYCCKad ym,161<a, FY6BI
npuodperatoT GopMy «pblObero pray. [Ipu cra3me xKeBaTeIbHBIX MBI BOZHUKAET CYJOPOKHOE
cokatue yemocte (TpusMm). Cynoporm B MBIIIIAX BEPXHUX KOHEUHOCTEH MPHUBOIAT K

XapaKTEpPHOMY MOJIOKEHHUIO PYKH, HA3bIBAEMOMY «PYKOW aKyliepay: Majblbl CXKaThl U CIETKa
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MPUBEJEHBI K JaJ0HU, | manen cBeieH, KUCTh COTHYTa B Jyuye3amsicTHOM cycrase. [Ipu cnasme
MYCKYyJaTypbhl HW)KHHX KOHEUHOCTEH OeIpa W TOJICHW BBITSHYTBI, CTOIBI MTOBOPAYMBAIOTCS
BHYTPb, TYJIOBUIIIE BhIrMOaeTcsa K3aJau (OMHCTOTOHYC). BeiencTBue cyaopoKHBIX COKpalleHui
MeXpeOEepHBIX MBI, MBI KUBOTa M AuadparMbl pe3ko Hapyllaercs ApixaHue. M3ameneHus
OpraHOB M CHUCTEM TNpU TETAaHWHM 3aBUCAT OT IMpeoOsajaHus TOHYCa CHMITATUYCCKON WU
MapacUMIATHYECKON CHUCTEMbl. AKTHUBAIMS CUMIIATHYECKOM HEPBHOM CHUCTEMBbI MPUBOJIUT K
TaxUKapJIuu, MOBBIILIEHUIO apTEpUaIbHOTO MJaBJICHUS, MOOJEIHEHUIO KOXHBIX ITOKPOBOB
BCJIC/ICTBHE CHa3Ma Mepu(epuyecKux COCyJI0B, a MapacCUMMIATHYECKOl — K Opagukapaud u
TUTIOTEH3UHU, PBOTE, Auapee, noanypun. Cra3Mbl INIaJIKOM MYCKYyJIaTypbl BHYTPEHHUX OPTraHOB U
COCYJIOB MOTYT HWMHUTHUPOBATh pa3linuHble 3a00JI€BaHUs, BKJIOYas TMATOJOTHIO CEPIACHHO-
COCYAMCTON cHCTeMbl (MPUCTYIBl CTEHOKAPAUH, SHAAPTEPUMTA, MUTPEHHM MU T.A.), OPTaHOB
IpIXaHusl (Hampumep, OpOHXHalbHAs acTMa), >KEIYJOYHO-KHIIEYHOrOo TpakTa (XOJELUCTHT,
MaHKPEATUT, alllleHIUIUT, S3Ba JKEyIKa), MOYETI0JIOBOM CUCTEMBI (IUCTUT, HeDpuUT u aAp.) [S51].

1.6.2. Kinmanyeckue mposABIEHUS XPOHUYECKOTO TUITOIApaTUPEn3a

KnuHuueckue mposiBICHUST XPOHUYECKOTO THIIONApaTUPEe03a Pa3iiuYHbl U 3aTParuBaroT
MOYTH BCcE cHCTEeMbI opranu3ma (Tabmn.2). OHU MOTYT OBITH aCCOIMHPOBAHBI KaK C AMH30/1aMHU
TUTIO-, TaK U TUTIEpKaTIbIueMuu, runepdocdaremun [33].

Tadauua 2. Knnmanueckre CMMITOMBI THIIOTIApAaTHPEO3a.

Cucrembl OpraHos KunHuyeckue nposiBjieHust
[lepudepuueckas HepBHas | [lapecte3un, GuOpUIIISIpHBIE TOJAEPTrUBaHUS, TOHHYECKHE
cucTema CyJIOpOTH, TETaHUs, KapIONENaJbHBbIA CIa3M, CUMITOMBI

XBocteka u Tpycco

HeHTpaJ'ILHaSI HCPBHAA CUCTCMaA HeBp03, CHMI)XCHUC ITaMsITH, 6eCCOHHI/II_Ia, ACIpeccust

JlpixarenpHas cucreMa JlapuHrocnasm 1 6poHXO0CHIa3zM

XKenynouHo-KUIIEYHBIH TPaKT Hucdarust, ppota, Auapest U 3a0pbl

Cepneuno-cocyaucras cuctema | YanuHeHue unrepBana QT u Hecnenupudeckue H3MEHEHUS
3yomna T, HapyImieHus CepAeYHOr0 PUTMA, JWIATAIMOHHAsS
TUNOKAJIbIIMEMUYeCcKasi KapIMOMHOIATHUS

[Toukn Hedpomurnaz/medpokanpiinaos, CHIKeHHE QYHKIINHI TOYEK

CkeneTHo-MbllIeUHas cuctemMa U | MuonaTusi  CKENETHBIX MBI,  CIIOHIWJIOATpONaTHs,

3yObI TUTIOTUTa3usl  3yOHOW  dSManu, YKOpPOYEHHE  KOpHEH,
TUIIOIUIA3KS WK OTCYTCTBHE 3yOOB

Oprassl 3peHus CybxkancymnsipHas KaTapakTa, HanmnuiodieMa

KoxxHble TOKPOBEI CyXoCTh ~ KOXH, XpYNKOCTb  HOTTE€H, OHHXOJM3UC,

IyCTYJIE3HBIN IICOPHA3

CpCIlI/I MNPpECAUKTOPOB  PA3BUTHUA OCIIO>KHEHHUM Yy HOanueHToB C XPOHUYCCKUM

TUTIOTIAPATHPE030M OBUIH BBIJICICHBI cleayroniue [47]: IIUTeNbHOCTh TUIIONapaTupeosa 6omee
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20 net, BeIpayKEHHASI TUTIOKATIBIIMEMUS, STIU30bI TUIIepKaIbIeMun (6onee 4) - pakTopsl pUcKa
CEPJICYHO-COCYIUCTHIX OCIOKHEHUH; AMHU30/IbI THUIEepKalbllueMun (Oonee 4) Takxke ObLIH
aCCOLIMMPOBAHBI C Pa3BUTUEM N1aTOJOTHU MTOYEK.

IleHTpanbpHas HEPBHAS CHCTEMa

Kanpuudukanus cTpyKTyp TOJOBHOTO MO3ra y HMAalMEHTOB C THUIIONAPATUPEO30M MOMKET
onpenenarbess B 52-74% caydaeB [52,53]. Yame Bcero KanbUU(UKATHI BU3YATHU3UPYIOTCS B
0a3aNbHBIX TAHTJIMX, CPEIH IPYTHUX JIOKAIU3auil - Oesioe BeIECTBO FOJIOBHOIO MO3Ta, TajlaMyc,
3ybuaToe sIpo. XOTS TOYHOW MPHUMHBL, MPUBOIALICH K (HOPMHUPOBAHHIO BHECKEIETHOMN
KalbIM(UKAUU, HE YCTAaHOBJCHO, IMPOTPECCHPOBAHUE KAIbIU(PHUKAIMA TECHO CBSI3aHO C
u3MeHeHussMu  oOmeHa  Qochopa  (tumepdocdaremueii). KinmHudeckas — 3HAYMMOCTH
KanbU(UKALUK [IEHTPAIIbHOM HEPBHOW CHCTEMbl y MAIlMEHTOB C JJIUTEIBHBIM aHAMHE30M
rUrnomnaparupeo3a He u3BecTHa. [IpsmMoli CBsI3M € CHMITOMaMHU  MAaPKUHCOHH3MA
(HEBpOJIOTMYECKHE HApYIICHHsS IBM)KCHUS, XapaKTEPU3YIOIIHUECS TPEMOpPOM, OpaJauKHHE3HEH,
PUTHIHOCTBIO U MMOCTYPATbHON HECTAOUIILHOCTHIO) M IUCTOHHUH (HEBPOJIOTHUECKUE PACCTPOICTBA
JBUKECHHS, CBSI3aHHBIE CO «CKPYYHMBAHHMEM) HJIM aHOMAJIbHBIMH (PUKCHPOBAHHBIMH TI03aMH) HE
BBISIBIEHO W 3TH HApYLIEHHs OTMEYAlOTCA Tropa3fo peXke, ueM, HalpuMep, U30JIMpOBAHHAS
KanpluuKanysg Oa3albHBIX TaHIJMEB IO pe3yibTaraMm KommbioTepHoil ToMorpadpuu (KT)
roJIOBHOTO Mo3ra [52-54]. Hamuuue B3aUMOCBSI3M MEXIYy OOBEMOM U MECTOIOJIOKEHHUEM
OOBI3BECTBICHUH C HEBPOJOTMUECKUMHM CHMITOMaMu mpoTuBopeunBo [55]. Takxke
TUIIONAapaTHPEO03 CBSA3AaH C MOBBILIEHHBIM PHUCKOM ICHUXOHEBPOJIOIMUYECKMX 3a00JI€BaHUM, TaKuX
Kak genpeccust win ounossipaoe ahpGexTuBHOE paccTpoicTBo [45].

CepaeuHo-cocyaucTasi CHCTEMA

I'unokanpimemMuss CHoCOOCTBYET HApYIIEHUIO CEpAEYHOro puTMa. Y MAalUeHTOB C
XPOHMYECKON TUMOKAJIbIIMEMUEH Ha 3JIEKTPOKapAMOTpaMME MOXKET BBISBIATHCA Y/UIMHEHHE
untepana QT, Hapsay c¢ usamenenussMu U u T 3y06noB [56]. IlanueHTHl ¢ XpOHHYECKUM
TUIONAapaTUPEO30M HMEIOT MOBBIIIEHHBIE PUCKH (GUOPWIUIALMU TpeAcepAuil, TaXUuapUTMHUIA,
uH(papKTa MUOKap/a, UIIEMHUYECKON 00JIe3HH cep/ia, CepAeyHON HeJOCTaTOYHOCTH, UHCYIIbTA,
1epeOpOBACKYIAPHBIX 3a00IeBaHU U 3a001eBaHM nepudepuyeckux cocyaos [57].

BonbIIMHCTBO U3 3THX CUMITOMOB pa3peliaTcs Ha (JoHe KOMIEH Ay 3a00eBaHus U
JOCTH)KEHHUSI CTOMKOM HOPMOKAJIbLIMEMHH. 3acTOHas cepAedHas HEIOCTaTOYHOCTh, HeE
NOJ/IaoNIasiCsl  CTaHAAPTHOMY  MEIUKAMEHTO3HOMY JIEYeHHI0 (OCOOCHHO y JHIl C

MpEAIIECTBYIONIEH NAaTOJOTHEeN cepAla), pa3BUBACTCS PEAKO U SBISETCA YAaCTUYHO WIIU
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MOJIHOCTBIO  OOpaTHMMOHN TOCNie HOpMalM3aluu YpoBHS Kanblws. DopMmupyromascs mnpu
JUTUTEIIBHOM TSDKEJIOM TEUEHMHM THUIIONapaThupeo3a TUMOKaJbIMEeMUYECcKasl IUilaTallMOHHAas
KapAMOMHUOMATH, TaKXkKe, KaK MpaBuiio, oopatuma Ha ¢poHe KoMIleHcauu 3aboseBanus [58].

[ouku

TpanuuuoHHOE JE€YeHHE TmpernaparaMu Kailblius W BUTamMuHa D U ero ananoros
CIIOCOOCTBYET TMOBBIIICHHOM HJKCKpEUMH Kalblusi ¢ Mo4ol wu3-3a orcyrctBus [ITI-
OrocpeIoBaHHON peadcopOIuu Kaiblysl B IUCTATHLHOM KaHalble HegpoHa. ['unepkansunypus -
dakTop pucka HeQpoKaIbIIMHO3A U HEPPOIUTHA3A, ACCOIIMUPOBAHHBIX ¢ pazBuTueM XbI1, BrioTs
o0  TepmuHaibHOM  cramuu  [59]. Ilo mociemHMM — AJaHHBIM ¢~ YacTOTa  Pa3BUTHUSA
HedpoauTHa3a/HePOKATBIIMHO3a B JAHHOW KOTOPTE MAIMeHTOB BapbupyeT oT 12% mo 57%, npu
9TOM PUCKU MaHU(eECTallK B 5 pa3 BhIlE OOMICTIONYISIUOHHBIX MOoKa3zareneit [52,59]. Kpome
TOT0, UMEIOTCS JaHHBIE O 3HAUMMOM IOBBIIIEHUU PUCKA MMOYEYHOM HeJocTaTouHOCTH [60].

CKeeTHO-MBIIICYHAs CUCTEMA U 3V6I)I

OtcyrcTBue anekBatHoil cexpenuu IITI' ciocoOCTBYyeT CHUKEHUIO CKOPOCTU KOCTHOI'O
oOMeHa, B pe3yJsibTaTe MociIe KaKA0ro HUKJIa peMOISIMPOBAaHUS HE IPOUCXOJUT ONTUMAIbHOIO
OOHOBNIEHUsSI KOCTHOM TKaHM. [Ipy STOM dYacTo MNpH MNPOBEACHUU IBYXIHEPreTHYECKOU
pentreHoBckoi abcopormomerpun (DXA) oTMeuaeTcsi yBeIMUEHUE TTOKa3aTesie MUHEpaIbHOM
miotHocTH KocTu (MIIK), ocoGenHo B yyacTkax ¢ mpeo0saaganiueM TpadeKyIsIPHOTO0 KOMITOHEHTA
[61,62].

[TaTonornyeckoe 3HauY€HUE HAPYLIEHHOH MHUKPOAPXUTEKTOHMKU KOCTHOW TKAHU HE J0
KOHIIA [TOHATHO, XOTSI UMEIOTCS JaHHbIE 00 YBEJIMUEHUU YaCTOThI IEPETIOMOB KOCTEH CKeJeTa Mpu
JnaHHOW maTtojioruu [45,61]. XpoHHUeckuil rUNonapaTupeos Takke MOKET ObITh acCOLMUPOBAH
CO CIOHJIMJIOApTpONaTueil, XapakTepHusyroulelcs occuHKalmueid CBA30K M 00pa3oBaHHEM
CHUHIe3MO(PUTOB [63]. MuonaTusi CKeJIETHBIX MBIIIL], BBIABIsSEMAas y MallUEHTOB C XPOHUYECKUM
TUIIONIapaTUPE030M, XapaKTepU3yeTCs MOBBIIIEHUEM YPOBHS KpeaTuH(Ooc(hOKHHA3HI B CHIBOPOTKE
KpPOBH M HAJIMYMEM THCTOJOTHYECKHX M3MEHEHUN B OMONCHUWHOM MaTepuaie, U Mo-BUAUMOMY,
OTHOCHUTCS K IPOSBIICHUSM JJINTEIBHO HEKOMIIEHCUPOBAHHOW TSXKEJION T'MIIOKAIbLUEMUN [64].
[Tatonorus 3y00B Mpu XPOHUYECKOM THUIONAPATUPEO3€ BKIIOYACT TUMOIUIA3UI0 3yOHOH 3Manu,
YKOpOYEHHE KOPHEW, TUIIOIUIa31I0 WIIK OTCYTCTBHE 3y00B [65,60].

Opradsbl 3peHusd

FHnonapaTI/Ipeo3 XapaKTCPU3YCTCA MOBBIINICHHBIM PHUCKOM pPa3BUTHUSA CY6KaHCYJ'IHpHOI7I

KaTapakThl, paclpoCTPaHEHHOCTh JaHHOTO OCJIOKHEHHs BapuabenbHa M cocTaBisieT 27-55%.
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[Ipeamonaraercsi, 4TO JAOMOJHUTEIBHBIME (DAKTOpaMH PHUCKa TAHHOTO OCIOKHEHUS SBIISIOTCS
BO3PACT HA MOMEHT MaHU(ECTALUU U/WIH JUIMTENLHOCTh 3a00sieBanus [67—609].

Y npamnueHToB ¢ XPOHUYECKUM THIIONAPAaTUPEO30M OINUCAHBl PEAKUE  Clydyau
MANWI03IeMbl (OTeKa JUCKa 3pUTEIbHOTO HEPBA, BBI3BAHHOTO MOBLIIIEHUEM BHYTPUUYEPEITHOTO
nasienus ). OOpaTUMOCTh CUMIITOMOB OTMEYANIach Ha POHE KOPPEKIHK runokansimemuu [70].

Koka u ee npon3BogHbIE

IIpn runomapaTupeo3e pa3BUBACTCA IOPAXKCHHE KOXKU W €€ IPOU3BOAHBIX, 4YTO
OPOSIBIISIETCS. B IEPBYIO OUYEpeb CYXOCTbIO KOXH, XPYIKOCTbIO HOITeH, Oombluell ux
[IOJIBEP)KEHHOCTBIO K OHMXOJIM3MCY (OTCIauBaHUE HOITSA OT MATKUMX TKaHeW Jioxka). Penko B
KAa4eCTBE OCJIOKHEHUsI XPOHUYECKOTO TMIIONApaTHPE03a Pa3BUBACTCS TSKEIbIMA IyCTYJIE3HBIN
1copuas, OOYCIIOBJIEHHBIH, BO3MOXHO, y4acCTHEM BHYTPUKIETOYHOIO KalbliUi B PEryssiLuu

nponudepanuu u qudGepeHIUupoOBKH KEPaTHHOUUTOB [71,72].

2. JluarnHocTuka 3a00/IeBAaHMSA WJIM COCTOSIHMA (Tpynnbl 3a0oJieBaHMH WJIH
COCTOSIHMI), MeJIMUMHCKHE TOKA3AHMS WM NPOTHBONOKA3aHMS K INPHMMEHEHUI0 MeTO10B
JANATHOCTHKHU

Kpurepun ycraHOBIIEHHs JAMarHo3a THIIONApAaTHpPEO3a HAa OCHOBAHMU PE3YJbTATOB
7a00paTOPHBIX ~ HCCIENOBAaHMW:  TUMOKAJIbIMEMHUH  (HHU3KOIO  YpPOBHA  anbOyMUH-
CKOPPEKTUPOBAHHOTO WJIM HMOHM3MPOBAHHOTO KaJbIUsl KPOBH) B COYETAHHMM CO CHUIKEHHEM
yposHst [ITT" (unu BbIsIBIEHHEM HealleKBaTHO HU3koro ypoBHs I1TT).

e PexkomeHayeTCs  yCTaHaBIMBaThb JUAarHo3 TIUIIONApaTHpeo3a |y MAalUEHTOB C
TUIOKalIbliueMUed (HU3KOTO YpPOBHSA albOyMHUH-CKOPPEKTUPOBAHHOIO WM HOHM3MPOBAHHOTO
KaJblUg KPOBH) B coueTaHMM co cHmkeHueMm ypoBHs IITIT (unmm BbIsIBIEHHMEM HeageKBAaTHO
Huskoro yposus I[1TT) [1,33,73-82].

YpoBenb  yOenutenbHocTH  pexoMenpammii C  (YpoBeHb  JOCTOBEPHOCTH

J0Ka3aTebCTB — 5)

KommenTapuu: naubonee pacnpocmpaneHwviM — mecmom — ONsi  OUACHOCMUKU
SUNOKATbYUEeMUU SABNAeMCS UCCTIe008aHUe YPOBHs 0bwe2o Kanvyus 6 Kposu. Koppexmupoexa
KAnbyus Ha ypoBeHs AlbOyMUHA KPOSU He0OX00UMA C Yelbio UCKIIYEHUSL IOHCHOOMPUYAMETbHbIX
UNU  JIOHCHONONONCUMENbHBIX  Pe3YIbmamos Kaavyuemuu npu UMeHeHUU KOHYEeHmpayuu
NJIA3MeHHbIX DENKO8.

Dopmynvl 015 pacuema anbOYMUH-CKOPPEKMUPOBAHHO20 KATbYUSL:
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. ALOYMUH-CKOPPEKMUPOBAHHBII  KATbYULl NIA3MbL  (MMOIL/1) = U3MepeHHbllL
VposeHb 0bujeco Kanvyus niasmel (Mmoav/n) + 0.02 x (40 - usmepennvlii ypogeHsv anrbOyMuHa
niuasmol (2/1));

. AbOYMUH-CKOPPEKMUPOBAHHBIU KALYUL NAA3MbL (M/01) = U3MEePEeHHbIl YPOBEHb
obwe2o kanvyus naasmol (me/on) + 0.8 x (4 - usmepenHulil yposeHs arbOyMuHa naasmol (2/0n));

. K03 puyuenm nepecuéma: [kanoyuit] me/on x 0,25 ==> [kanoyuii] Mmonv/1.

Bosmoorcno makoice uccredosanue yposHs UOHUUPOBAHHO20 KANbYUSL 8 KPOBU, KOMOPbILL
6 Hopme Haxooumcsi 8 peepercuom ouanazone 1,03-1,29 mmonv/1. C yenvio noomeepocoenus
HAIUYUSA SUNOKATIbYUEMUU NPU COMHUMETbHBIX Pe3YIbmamax (HU3K0 HOPMATbHOM Ul HECKOJILKO
HUJICe HUMNCHEU 2paHuybl peghepencHo2o OUuand3oHa YposHe Kaabyusi Kpoeu) PeKOMeHOOBAHO
08YKPAMHOE ONpeoeieHue YPO8Hs KAlbyusl (UCCAe008AHUE YPOBHS UOHUSUPOBAHHO2O KANbYUS 8
KPOBU U/UlU UCCIe008aHUE YPOBHS 00We20 Kalbyusi 8 KPOSU, UCCIe008aHUe YPOBHS ANbOYMUHA 8
KPOBU C paciemom anbOyMUH-CKOPPeKmupo8aHHO20 Kaablyus KPO8U).

Hzmepenue cooepacanus IITI 8 kposu daem cyujecmeenHyo uHpopmayuio, Ho,  mo dxce
8pems, €20 pe3yibmamvl OOJJCHbL  OblMb KOPPEKMHO UHMEPNPEemuposanvl, mMaxk Kak
SUNOKATbYUEMUSL MOJCEM NPUBOOUMb K KOMHEHCAMOPHOMY OMHOCUMETbHOMY NOBIUEHUIO
cexpeyuu ITTI" u mackuposams ucmunHblil unonapamupeos. Takxum oopazom, sunoKaibyuemus
Ha @one HopmanvuHou rouyewmpayuu IITI mooxcem Ovimb NOBOOOM 0Nl OUHAMUUECKO2O
HaO00eHUs U 0000C1e008aHUsL NAYUESHMA.

2.1 ’Kaj100LI 1 aHAMHE3

Camoti wacmou scanoboti nayuenmos ¢ SUnonapamupeo3om AeIAemcs Haaudue cyoopoe
u/unu napecmesuti 8 MbIUYAX GEPXHUX U HUNCHUX KOHEYHOCMell, OKOJIOpPOmMOBol 001acmu.
Tayuenmoi ¢ OnumenbHbLIM AHAMHE30M SUNONAPAMUPEO3A NPEOBABIAIOM HCANOObL HA «MO320801
MYMany, CHUdCenue namamu u Kowyenmpayuu enumanus. OCHO8Hble Hcanobbl NAYUEHMO8 ¢
2UNONapamupeo3om npeocmasiensvt 6 maoiu. 3.

Taoauna 3. Puznyeckre, KOTHUTUBHBIE U AMOLIMOHAIbHBIE CUMIITOMBI TUIIONIAPATUPE03A

[83].
CuMIToM Yacrora, %
Dusuveckue cCUuMnMOMbI
Ycranocth 82
Boib B MBIIIIIAX / MBIIIEYHBIE CIIa3MBbI 78
[Tapecrezun 76
Teranus 70
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bonu B KocTAX U cycTaBax 67

PaccrpoiicTBa KuIIeyHUKA 46
XPpYIKOCTb / JIOMKOCTh HOTTEH 44
HenepenocumocTs sxapbl 44
I'onoBHbIE 00NN 42
CyXOCTb KOU U €€ MOBBIILIEHHAs TPaBMaTU3aLINs 40
3510KOCTb 37
Bprinaienue Bosoc 33
TomHoTa 30
[Tpobnemsl ¢ 3ybamu 29
Heliponartus 27
UyBCTBUTEIBHOCTD K COJIHILY 26
Otexu 23
[IpoGnemsl ¢ JpIxaHuEM 22
CHmKeHue cayxa 11

Koenumusnvie cumnmomol

«Mo3roBo#i TyMaH» / YMCTBEHHasI JICTAPTHsI 72
HeB0o3M0XHOCTh KOHLIEHTPUPOBAaTh BHUMAaHHE 65
CHIKeHue maMsTH/3a0bIBYNBOCTH 61
Hapymenne cua 57
OMOYUOHAbHBIE CUMNINOMbL
TpeBoKHOCTB/CTpax/BHYTpEeHHEE OECITOKONCTBO 59
CHMKeHNe HaCTPOEHUs/TPYCTh/ IeTIpeccHs] 53
OMOLMOHATBHAS YYBCTBUTEIHLHOCTD 47
ConmanbHas U30JISIIHS 32

e [larmeHTamM C TMOAO3pEeHHMEM Ha HAIWYUE THUIONApPATUPEO3a PEKOMEHI0BaH cOop
aHAMHECTUYECKUX JaHHBIX (COOp aHaMHe3a M ka0l B SHIOKPUHOJIOTHH) O TIPOBEACHHBIX
XUPYPTHYECKUX BMEIIATEILCTBAX Ha OpraHax IIIeH, a TAK)Ke O COIMYTCTBYIOIIEH MaTOIOTHUH,
accoIMUPOBaHHOM ¢ (hochopHO-KaIbIHEBBIM 0OMeHoM [1,7,75,84].

YpoBenb  yOenutenbHocTH  pekoMengaumii C  (ypoBeHb  J10CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

KommenTapuu: credyrowue gpakmopwsl no3gonaom 3ano0o3pums y nayueHma Haiuyue
2UNOKATbYUEMUU U SUNONAPAMUPEO3a.

o npoeedeﬂue XxupypasuiecKkozo emeuiamenibcmed 6 obnacmu uweu,
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o Hanu4ue napecmesuii 8 001ACmMu UYd, BEPXHUX U HUNCHUX KOHEYHOCMell,

° Hanuuyue QUOPULTIAPHLIX NOOEPeUBAHUL  OMOENbHBIX — MbllY, CYOopoe 8
NPOKCUMATbHBIX MbIUYAX,

° 8blsGIeHUe KATbYUDUKAYULU 20TI08HO20 MO324,

° npU HAPYUIEHUSAX CepOedH020 PUMMA.

2.2 PuzukajabHoe 00caeT10BAHUE

° [TaruenTam ¢ MOJO3pEHHMEM Ha HaJIM4YMe THIONapaTthpeo3a Ajs OLEeHKHU (akTa
MPOBEJCHUST XUPYPrHUECKOr0 BMEIIATENIbCTBA HA OpraHax IlIed PEKOMEHJO0BAHO MPOBOAUTH
OCMOTD IepeiHeN TOBEPXHOCTH 1ieu [84].

YpoBenb  yOenureabHocTH  pekoMmeHaauumii C  (YypoBeHb  10CTOBEPHOCTH
J0KAa3aTeJbCTB — 5)

° VY nmanueHToB ¢ MOJ03PEHHUEM Ha HaJIW4uue FHUIOoNapaTupeosa C IeNbl0 BhISIBICHUS
KIIMHUYECKUX TPOSBICHUN THIMOKAIBIIMEMUN PEKOMEHIYETCS OIEHKa CUMITOMOB XBOCTEKA U
Tpycco [1,85].

Yposenb  yOenureqnbHocTH  pekoMengaumii C  (ypoBeHb  JI0CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

Kommenmapuu: nonosxcumenvuuviil cumnmom ITpycco — nosenenue cyoopoe 8 Kucmu
(«pyka axywepay») uepe3 [1—3 munymsl nocie cOagleHusi nieya MAaH}Cemou npu usmepeHuu
apmepuanvHo2o 0agnenus. J{aHHbIl CUMAMOM — BblCOKOUY8CMEUMENbHbIU U CneyuduuHblil
NPU3HAK eunokatvyuemuu — eviasisiemces y 94% nayuenmos c eunokanvyuemueti u'y 1% nwooeii ¢
Hopmokanvyuemueu. Cumnmom Xeocmeka — coKpawjenue mblidy IUYa Npu NOCMYKUBAHUU 8
Mecme 6blx00a JUYe8020 Hepea — MeHee UYECMEUMENbHbl U Cheyu@uuHblil NPUSHAK.
Ompuyamenvuvii  cumnmom Xeocmeka Habawdaemces y 30% nayuenmos, umerouux
eunoKanbyuemuto, noaodicumensvusiil - y 10% nrooeti 6e3 0anHol namonocuu.

2.3 JIabopaTopHbIe JHATHOCTUYECKHE UCCJIeI0BAHUSA

° [TaruenTamM ¢ MOJO3pPEHHEM HA TUIONMAPATHPEO3 ISl UCKIIOYEHHS] BTOPHUYHBIX
IOPUYMH TUMOKAIBIIUEMHUN PEKOMEHIyeTCsl NCClIeIOBaHNe YPOBHSA HeopraHuueckoro ¢ochopa B
KPOBH, UCCIIEZIOBaHNE YPOBHS OOIET0 MarHus B CLIBOPOTKE KPOBH, HccieioBaHue ypoBHs 25-OH
BUTaMuHa /I B KpOBH, HCCIIEI0BaHUE YPOBHS KpeaTUHUHA B KpoBU ¢ pacueToM CK® [73-75,86—
89].

YpoBenb  yOenurTenbHocTH  pekoMeHgamumii C  (ypoBeHb  [10CTOBEPHOCTH

A0Ka3aTeJabCTB — 5)
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KomMmenTapumu:

° npu  msadcenou eunomaznuemuu cuudxcaemcs cexkpeyus IITI u noeviwaemcs
pesucmeumuocmo K IITI" kocmeu u novek,

° msoicenvii  depuyum  eumamuna D moocem  Ovimb  accoyuuposam ¢
eunoxanvyuemuei. Oyenka cmamyca eumamura D nposooumcs nymem onpedenenus 25(0OH)D,
umo aensiemcs Hauboniee OOCMYNHLIM U HAOEHCHLIM MemOoOOM 1aOOPAMOPHOU OUASHOCTMUKU.
Pexomenoyemcs nposeprxa Hadedxcnocmu ucnoavzyemozo memooa onpeoenenus 25(0OH)D
OMHOCUMENbHO 00UEeNnPUHAMBIX MeAcOYHapoOoHvix cmandapmos (DEQAS, NIST). Onpeoenenue
yposHs akmueno2o memaodoauma 1,25(OH).D ne noxazano, mak kax 0auHvli Memaboium umeem
KOpOMKUIL nepuoo noJyevlee0eHus u ne ompaxcaem cmamyca eumamuna D é opeanuzme;

° npu ocmpou eunepgochamemuu ocgop axmugHo ceAzvlieaem Kalbyul, YUMo
NPUBOOUM K €20 OMIIONCEHUIO 2IIABHLIM 00PA30M 8 KOCMAX, A MaKice 8 Opy2ux MKAHsX, 8bl3bl8as
CUNOKATbYUEMUIO,

° CUNOKATbYUEMUSL 4ACMO HAOII00Aemcs NPU CHUNCEHUU CKOPOCMU KYOOUKOBOU
Gunompayuu (CK®) u pazsumuu XbI1, ocobenno na cmaousx XbII 4 u 5. I'unokanvyuemus npu
XBIl  sagnsemca cneocmeuem  cHudwcenuss cuwmesa 1,25(OH):D  u  conpososcoaemcs
eunepgochamemueti, Komopas 6 c68010 ouepedb NPUBOOUN K OMA0HCEHUIO Pochamos Kanbyus 6
MASKUX MKAHAX, MeM CaMblM ewe Ooee cCnocoocmeys 2unoKaiIbyueMuu.

° Pacuem CK® no EPI npouzeooumcs no ¢popmyne: CK® = a X (kpeamunun Kposu
(me/on)/b) ¢ *x (0.993) eospacm. I[lepemennas «a» umeem ciedyroujue 3HAYeHUs 8 3A8UCUMOCMU
om pacwvl U noia: YepHoxodcue. dceHwunvl = 166, myscuunvl = 164, benvie/npedcmasumenu
opyeux pac: xceHwunvl =144; myscuunvr = 141. [lepemennasn «by umeem creoyrowue sHaueHus
6 3asucumocmu om pacwvl u nona: sxceHuunsl = 0.7; myscyunvr = 0.9. Ilepemennasn «c» umeem
cnedyrowue 3HAYEHUs 6 3ABUCUMOCMU OM pPAcbl U USMEPeHUs KPeamuHUHA: HCEHUJUHbI:
Kkpeamunut 6 Kposu <= (0.7 me/on = -0.329; kpeamunun 6 kposu > 0.7 me/on = -1.209; myscuunsl:
kpeamunun 6 kposu <= 0.7 me/on = -0.411; kpeamunun 6 xposu > 0.7 me/on = -1.209.
[https://www.kidney.org/content/ckd-epi-creatinine-equation-2009]

° [TariuenTaM ¢ MOCIEONEPAIMOHHBIM  TUIIOMAPATHPEO30M  PEKOMEHIYETCS
YCTaHABIIMBATh XPOHUYECKYIO0 (opMmy 3a00JieBaHHS TPH COXPAHCHUW THIIOKAIBIUEMUN B
COUYETaHUM C HU3KUM MJIM HU3KO HopManbHbIM ypoBHeM IITI cryctst 6 u Oonee mecsiiieB mocie

MPOBEJICHUS XUPYPTUYECKOTO BMEIIaTeNbCcTBA B obnactu meu [1,33,74-79,82,85,90].
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YpoBeHb  y0eauTeabHOCTH  pekoMeHaaumii B (ypoBeHb  10CTOBEPHOCTH
A0Ka3aTeabCTB — 4)

KommenTapuu: oxono 60-70% crnyuaeé nocieonepayuorHHol 2UnoKaibyuemuu umerom
MPAH3UMOPHBLIL  XapaKkmep U paspewarmcs 6 meueHue 4—06 Hedelb nocie onepayuu
(mpanzumopHulil eunonapamupeos). Cmouxas sunoxaibyuemus (Coxpanenue nompeoHoCmu 8
mepanuu npenapamamu sumamuna D u e2o ananoeos (anvaxanvyuoonr**, xaroyumpuonr**) u
npenapamamu Kaavyus) 6 covemanuu ¢ yposrwem LTI nudice peghepercuuix snauenuti cnycms 6 u
bonee mecayes nocie Xupypeuuecko2o iedeHus CeUu0emeabCmeyiom 0 pa3eumuu XpoHU4ecko2o
eunonapamupeosd.

e [larueHTaM ¢ THUIONAPATHPEO30M PEKOMEHIOBAaH JUHAMUYCCKHH MOHUTOPHUHT
nokaszaTejieii KpoBM W MouHM (UCCICIOBaHHME YpPOBHS OOIIEr0 KalblUsi B KpPOBH,
UCCIIC/IOBAaHUE YPOBHS albOyMHWHA B KPOBH, HCCIICIOBAHUE YPOBHS MOHHU3HPOBAHHOTO
KalblUsl B KPOBH, WCCIICJIOBAHWE YPOBHS Heopranudeckoro ¢ocdopa B KpoBH,
WCCIICIOBAaHNE YPOBHS KPEaTHHWHA B KPOBH, WCCIICOBAHHC YPOBHS KAJIBIHS B MOYEC
(cyTOuHBIIf aHANMK3)) IS OIICHKHU a/IeKBAaTHOCTHU MPOBOIMMOM Tepanuu [74,75,84].
Yposenb  yOenurenbHocTH  pekoMengauuii C  (ypoBeHb  JI0CTOBEPHOCTH

J0KAa3aTeJbCTB — 5)

KommenTapumn: ounamuueckoe ucciedoganue Ypo8Hs o00we2o Kaibyus 6 Kposu,
UCCne008anue YposHs anbOYMUHa 6 Kposu (C pacuemom aibOYMUuH-cKOPPEeKmupo8aHHO20
Kanbyus), uccie0osanue yposHsi hocghopa 6 Kposu, ucciedosanue ypoeHs KpeamuHuHa 6 Kpoeu ¢
pacuemom CK®D 6 cnyuae xomnencayuu 3a601e8anusi peKoMeH008aHO NPO8OOUmMs ¢ uacmomou 1
paz 6 3-6 mecayes. IIpu omcymcmeuu KoMReHCayuu unonapamupeo3a u/uiu KoOppekyuu 003
CMAaHOapmHoOU mepanuu pekomMeH0o8aHa 0Oolee uacmas oyeHka noxazamenell @ocghopHo-
KaIbyueso2o 0OMeHd, 00 HECKOIbKUX pa3 6 Heoemio, 0/id OYeHKU A0eK8amHOCmuU noo00OpanHouU
mepanuu.

Junamuueckuii. MOHUMOpPUHE CYMOYHOU JKCKpeyuu Kaibyusi (UCCie008aHue YpOoeHs.
Kanvyus 8 moue) peKkoMeHO08ano nposodums 1 paz 6 6-12 mecayes. B cnyuae eviseieHus
SUNEPKATbYUYPUL  U/UTU — HASHAYEeHUU MUA3U008 UIU  MUASUOONOO0OHBIX — OUYPEemuKos
KOHMPOJbHOE UCCIe008aHUe VPOBH KANbYUs 8 CYMOYHOU MOYe PEKOMEHOOBAHO GbINOJIHUMb
uepes 1,5-2 mecaya 01 oyeHKU A0eK8AMHOCMU NPOBOOUMOL0 JIe4eHUs!.

2.4 UHCTpYMEHTAJbHBIE JIUATHOCTHYECKHE MCCIETOBAHUS
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Pexomenoosarno nposedenue KomMnieKcHo20 00C1e008a UL C Yelbl0 AKMUBHO20 GbIAGTIEHUS
0CN0JHCHEH U 3A0071e8aHUS.

° [TarimeHTaM ¢ rUNONapaTUPE030M PEKOMEHYETCs POBEJCHHUE YIbTPa3ByKOBOTO
UCCIICIOBAHMSI TIOYCK /WM KOMITBIOTEPHOH ToMOrpaduu MovYeK W HAAIMOYCYHUKOB ISl OI[CHKH
WX CTPYKTYPHBIX H3MEHEHHH B CBSI3U C MOBBIIICHHBIM PHCKOM HedponuTuaza/HepoKalblnHO3a
[74,75,91-100,174-177].

YpoBenb  yoOeaureqabHocTH  pexkoMeHaaumidi C  (YypoBeHb  J10CTOBEPHOCTH
J0KAa3aTeJabCTB — 3)

Kommenmapuu: y nayuenmog ¢ XpOHUYECKUM SUNONAPAMUPeO30M Ha (oHe npuema
mepanuu npenapamamu eumamuna D u e2o amanozos, npenapamamu Kaibyus 3HAYUMO
nosvluiaemcs puck passumusi Hegporumuasa/megppoxanvyunosa. Pecynaprnoe npogedenue
BUZVATIUUPYIOWUX  MEMOOUK CHOCOOCMEYem PAHHEMY BbIAGIEHUI0 OAHHBIX OCI0JCHEHULL.
Hcnonvzosanue ynompaseykosoco ucciedosanusi (Y3HU) 6Oonee npeonoumumenvho 0
OUACHOCTMUKU MeOYILIAPHO20 HePPOKATLYUHO3A Y NAYUEeHMO8 ¢ 2unonapamupeosom. Kpamunocmo
06cnedosanuss onpeoensiemcs: UHOUBUOVATILHO 6 3A6UCUMOCHU OM UMEIOWUXC USMEeHeHULl,
O00HAKO OONLUUHCINGO IKCNEPMOE Npednazaiom npogedeHue Yibmpa3eyKo8020 UCCIe008aAHUS
NOYeK U/Unu KOMNbIOMEPHOL MOoMo2paduu NoYeK U HAOno4euHukos 1 pas 6 200.

° [TanimeHTaM ¢ XpOHUYECKUM THITOTIAPATUPEO30M TIPH JUTUTEITLHOCTH 3a00JIeBaHUS
O6onee 10 mer s BBISBICHHUS KaTapakThl PEKOMEHIOBAHO MEPUOJUYECKOE IPOBEACHUE
KOMIIJIEKCHOTO O()TalbMOJIOTHYECKOT0 00CiIeI0BaHus (npuem (ocmomp, KOHCyIbmayus) epaya-
ogpmanvmonoea  nepeuuHblll, Npuem  (OcMOmp,  KOHCYIbmMayus)  8pava-ohmanbmonozd
nosmopuwiti) [101,102, 178].

Yposenb  yOenurTenbHocTH  pekoMeHgammii C  (ypoBeHb  [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 4)

Kommenrapuu: y nayuenmos ¢ XpoHuueckum 2unonapamupeo3om NoebluleH pPUCK
pazeumus  kamapakmol. [IpodondcumenvHocms — 3a001e6anHus, a mMakdxice OMCYMCmeue
KOMNeHcayuu 2unonapamupeo3a paccmMampuearomcs 6 Kayecmee npeopacnonazarujux
@axkmopos, 00HAKO 8 HACMOAWUL MOMEHM OMCYMCMEYem NOHUMAHUe Namoz2eHe3a pa3eumus
Kamapaxmsl npu eunonapamupeose. Ilayuenmam ¢ O1umenbHbM AHAMHE30M SUNONAPAMUPEO3a
NnoKazamo HabaoeHue y ogmanvmonoca (npuem  (OCMOmMp, KOHCYIbMAayus) epava-

ogpmanvmonoza  nepeuuHbvlll, npuem  (ocMOmp,  KOHCYIbMAyus)  8pava-ohmanbmonozd
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NOBMOPHBIL) C YEabl0 CB0EBPEMEHHOU OUASHOCMUKY PA38UmMus Kamapakxmsl U onpeoeneHus
nompeOHOCmU 8 CNEYUATUSUPOBAHHOM ee JiedeHUl.
e [lpy HaIMYMU HEBPOJIOTUYECKOH CHMIITOMATHKH IallAEHTaM C XPOHUYECKUM

THIIONAPATHPEO30M PEKOMEHIYETCs IIPOBEICHHE KOMITBIOTEPHOM TOMOTpaduu roJIOBHOTO

MoO3ra U IpreM (0CMOTp, KOHCYJIbTaIlMs) Bpada-ueBposora [43,45,53,55,74,75,103,104].

YpoBeHnb  yoenutenbHocTH  pekoMenaanmumii C  (YypoBeHb  0CTOBEPHOCTH
J0KAa3aTeJabCTB — 5)

KommenTapum: xiunuyeckue nposieienus Kalbyuukayuu paziuyHblX — 0moenos
YEeHMPATbHOU HEPEHOU CUCTEeMbl Y NAYUEHMO8 C OJIUMENbHbIM AHAMHE30M 2UNONapamupeosa
Hecneyugpuunvl. K Hauboree pacnpocmpaneHHbIM OMHOCAMCA O08U2amenbHble HAPYUIEHU:
PUSUOHOCMb  MbLUY, NAPKUHCOHU3M, 2UNEPKUHe3bl (Xopesi, mpemop, OUCMOHUS, amemos,
opoghayuanvHas OUCKUHe3Us);, KOSHUMUBHbIE PACCMPOUCMBA; MO3J)CEUKOBble CUMNMOMbL U
Hapyuienus peuu. B pade ciyuaee ommeuaromes snunenmuyeckue npucmynsl, oemenyus. Hepeoko
HaO0Oaemcs CcoyemaHue pasiudHblX — KIUHUYeCKUX cumnmomos. Bompoc o nanuyuu
Namo2eHemu4ecKoll 63auUMOCEs3U MeHCOy He8PONOSULECKOU CUMNMOMAMUKOU U 00beMoM,
JloKanuzayuell 00bl36eCmeIeHUll 0Cmaemcs. npomugopedusuim. Ilpu 603HUKHOGEHUU OAHHBIX
CUMNIMOMO8 U/UlU 8blA6IeHUU Katbyudurkayuu 6azanvHulx eanenueé no dannvim KT 2onoenoco
MO32a NOKA3AH npuem (0CMOmp, KOHCYIbMayus) 6paia-Hegpoaosa.

° [TarueHTaM ¢ XpOHUYECKUM THIONAPATUPEO30M HE PEKOMEHAYETCS PeryispHoe
nposeaeHre DXA 11 OLEeHKH COCTOSIHUSA KOCTHOTO TKaHu [45,74,75,105—-108].

YpoBenb  y0enuteabHocTH  pekoMenaaummii C  (YpoBeHb  1O0CTOBEPHOCTH
J0KAa3aTeJlbCTB — 5)

KommenTapuu: npu eunonapamupeosze KOCmMHbl 00MeH 3aMeOlleH, MAaKuM 00pazom
omcymcmeyom npeonocvliku K cHudcenuio MIIK ¢ meuenuem 6pemenu 6 omcymcmeue
conymcmsylowux (akmopog puckd, maxkux Kax mepanus euoKoKopmuxouoamu. /s oyeHKu
COCMOAHUA KOCMHOU MKAHU NAYUEHMAM C XPOHUYECKUM SUNONApamupeo3oM HcelamenbHO
npoeedeHue KOMNIEKCHO20 00CNe008aHUS, BKII0UAIOWE20 ONpeoeleHUe MapKepos KOCMHO20
oomena (onpedenenue C-KoHYego2o menonenmuod 8 Kposu, UCCIe008aHUe VYPOBHS
OCMeoKanbyuHa 8 Kposu, onpedeieHue aKmusHOCMU WelouHol gocghamasel 6 Kposu) u
penmeenozpaguio Kocmetl (penmeenozpaghus NO360HOYHUKA 2pYOHOU omoen (I npoekyus),
penmeenozpaghus  NO360HOYHUKA NOACHUuHBIL omoden (I npoexyus), penmeenocpagus

nopamceHHoﬁ yacmu KOCmMHO20 CKerema).
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2.5 nble AMATHOCTHYECKHE MCCIEN0BAHUS

e [lammeHTaM C TUOMAPATUPEO30M  HEYTOUHEHHOW  ITHOJIOTUHM  PEKOMEHIyeTCS
TeHETUYECKOE KOHCYJIbTUPOBaHUE (TIpueM (OCMOTp, KOHCYJIbTALlMs) Bpaya-reHeTUKa) Mpu
MOJI03PEHUM Ha HACJIEACTBEHHBIN XapakTep natosoruu [1,15,16,74,75,109-113].

YpoBenb yOeauteqbHocTH pekoMenaanuii C  (YypoBeHb 10CTOBEPHOCTH
A0Ka3aTeJabCTB — 4)
KommenTapum:

° nayueHmam ¢ U30IUPOBAHHBIM — CUNONAPAMUPEO3OM  HESICHOU  dMUOTI02ULU,
BO3HUKUIUM NOCTIe NEPBO2O 200d IHCUHU, PEKOMEHOYemcsi NOOPOOHbIL cOOp aHaMHe3a U Hcaloo
nayuenma, uccieoosanue eena AIRE ons ucknouenusn AIIC 1-20 muna (ucxoono oyenka mymayuu
R257X, xax wHaubonee uacmoti 01 POCCUUCKOU NONYIAYUU, 8 CAydde OMpUyamerbHo2o
pesyrbmama — cekeeHuposanue 2ena). /uacnoz AIIC 1 muna modxcem Ovimb yCmaHosieH
KAUHUYECKU NPU HATUYUU Y NAYUEHMA KAK MUHUMYM O8YX U3 MPeX «OCHOBHBIX» KOMNOHEHMO8
3abo01esanus («Kiaccuyeckas ouada uiu mpuaay), a maxdice npu HAIUYUU 0OHO20 U3 HUX 8
cyyae npucymcemeus 3a601e8anusi y poocmeenHuka nepgoz2o nopsaoka. C yenvto gepugurayuu
CUHOPOMA Maxaice Modicem ObIMb UCNONIL30BAHO ONpedeeHue anmumen K unmepgeporny I muna,
ocobenno k UH®-w u k UH®D-02, npednodicennvlx 6 xavecmee OUACHOCMUYECKUX KpUumepues
3abonesanusi. Onpeodenenue aumumen K 21-eudpokcunasze none3Ho 0N NPOSHO3UPOBAHUS
Pazeumusi HAONO4YeYHUKOBOU HedoCmamouHocmu. Aneopumm 0b6ciedo8anus npu NOOO3PEHUU Ha
AYMOUMMYHHBIN 2UNONapamupeo3 npeocmasgien 6 pasoeie J[onoiHumenbHoU uH@opmayuu
(Iloopazoen 7.4).

° 2UNONAPAMUPEO03 HEXUPYPSUUECKOU SMUONOSUU MOdcem Oblmb 8bl36aH pPAOOM
paznuunelx gaxkmopos. Eciu npuuuna ecunonapamupeosa He YCMAHO8NEHd, PEKOMEHOOBAH
HOOPOOHYLIL COOp anamHe3a U Hcaiod NayueHma, 2eHemuyecKkoe mecmupo8anue u/uiu cemeiHuli
ckpunune. CmanHoapmHo2o Npomoxona 00cn1e008aHus Ha Ce200HAWHUU OeHb Hem. JlanHas
DpeKomMeHOayusi 0COOEHHO BaXdCHA O/l MON0ObIX NAYUEHMO8, MAK KAK NOCMAHO8KA OUACHO3d
mpebyemcs 01 NIAHUPOBAHUS BEpeMEeHHOCMU U NOCAeOVIOUe20 MOHUMOPUH2A 3d 803MONCHBIM
pazeumuem CONYMCMEYIOWUX 2UNONApamupeo3y KOMNOHEHMO8 3abonesanus (Hanpumep,
namonaozuu cayxa u nousex npu mymayuu GATA3). I'enemuueckue gopmvl eunonapamupeosa
Mozcym Ovlmb Kak 8 cocmage CUHOPOMANbHO20 3A00Ne6aHus, mMaKk U U30IUPOBAHHOU
9HOOKpuUHONamuel, makou Kax aymocomMHO-0OMUHAHmMHas 2unoxkanivyuemus. Hacneocmeennvie

Gopmol 3a601e6anusi npedcmasiensvt 8 mabauye 4. Aneopumm ob6cedo8anus npu NOOO3PeHUU HA
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eunonapamupeos 8 pamMKax — HAcle0CMEEeHHO20 CUHOpPOMA NpeocmasieH 8  pazoee
HHonoanumenvrou ungpopmayuu (Iloopazoen 7.5).

Tabauua 4. HacneacrBennbie ¢popMbl Tunonapatupeosa [77].

3a0os1eBaHus ‘ HacaenoBanue ‘ Jlokanu3zauus ‘ I'en
CUHOPOMANbHBLUI 2UNONAPAMUPEO3
Cunnpom Jn/lxopmxu 1 Tuna AD 22ql1.2 TBX1
Cungpom JluJlxopxu 2 Tuna AD 10p13-14 NEBL
CHARGE cungpom AD 8ql2.2 CHD7
AIIC 1 Tuna AR 21g22.3 AIRE
HDR-cunapom AD 10p15 GATA3
Cunapom Kepuca — Celipa MuToxoHp. NA Muroxona. JIHK
Cungpom MELAS MuToxoHIp. NA Mutoxona. JJHK
Cunnpom aedurmra MTP AR 2p23 HADHB
Cunnpom Kennu-Kaddu 1 tuna AR 1g42.3 TBCE
Cungapom Kennu-Kaddu 2 tuna AD 11ql2.1 FAMI1IA
Cungpom Canbsan — Cakatu AR 1g42.3 TBCE
Jlucmiazust «TOHKUX» KOCTEH AD 11ql12.1 FAMIIIA
AymocomHno-0oMunanmHas 2UNOKAIbyUeMusl
AyTOCOMHO-JOMUHAHTHAas AD 3qg21.1 CASR
rUnoKampiueMust 1 Tumna u
cunapom baprepa 5 Thna
AyTOCOMHO-JJOMHUHAHTHAas AD 19p13.3 GNAIl
TUMIOKAJIBLUEMHUS 2 TUTIA
H3onupoeannsiii cunonapamupeos
AyTOCOMHBII THIIONIAPATUPEO3 AD nmu AR 6p24.2 n GCM2 u PTH
11pl5
X-CBsI3aHHBIN TUIIONAPATUPEO3 XR Xq26-27 SOX3!

AD — ayrocoMHO-TOMHMHaHTHBIM, AR — ayrocoMHO-peneccuBHbIi, NA — HE H3BECTHO.
MuroxoHp. — MuTOoXOoHApHanbHoe. MTP — MUTOXOHAPHATBHBIN TPUPYHKIIMOHATBHBIN OENoK.

1 — npuunnHas posb SOX3 B pa3BUTHH X-CBA3aHHOIO TMIIONAPAaTUPEO3a HE OIpeIesieHa.

3. .JIe"leHI/le, BKJIIOYasi MCIUKAMCHTO3HYI0O U HEMCIUKAMEHTO3HYIO Tepalnuu,
AUETOTEepaNnuio, 066360.]11/IB3HI/I6, MCAUMIUHCKHE MOKas’saHusd H TIPOTHBOMOKAa3aHMA K
INPUMECHCHUIO METOAOB JICICHUSA

3.1 HeJuu JieyeHuss 1 MOHUTOPHHTA THNONAPATHPE032A

OcnosHule yenu 00120CPOYHOU Mepanuu SUnonapamupeo3a npeocmasienst 8 maoauye .

Tadauua S. OcHOBHBIE IENH JTOJITOCPOYHOM Tepanuu rUIonapaTupeosa.
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ITapamerpbl

Ieau geyenns

IleseBoii (Mana3oH

YpoBeHb abOyMUH-
CKOPPEKTUPOBAHHOTO

[Tonnepxkanve Ha HU>KHEH TpaHULE
WIA HECKOJILKO HIDKE HIDKHEH

2,1-2,3 MMOJIB/TT

KaJIbIMs KPOBU rpaHuLIbl pedepeHcHOTO

Jrarna3oHa naboparopun y

MaleHToB  0e3  KIMHHUYECKHX

CHMIITOMOB T'UIIOKAJIBIUEMUN
Yposenb  cyrouHou | Ilognepkanue B npenenax | Myxuunsl: <7,5 MMOJB/CyT
SKCKpPELMU  KaJIbIUs | IEJEBOI0 JIUana3oHa Kenmunel: <6,25 MMOJIB/CYT
(uccnemoBanue

YpOBHSl KaJlbliUs B
CYTOYHOU MOue)

YpoBenb  (ocdopa | [Tonnepxkanue B npeaenax pedhepeHCHOTO AUaa3oHa JiabopaTopuu
CBIBOPOTKH KPOBHU

YpoBeHb maraus | [loanep:kanue B mpenenax pedepeHcHOro auamna3zona sadboparopuu
CBIBOPOTKH KPOBHU

YpoBeHb Kak B o0mieii momymsiiuu 30-60 ur/ma (75-150 HMomb/M)
25(OH)Butamuna D

O0111ee caMOuyBCTBUE
Y Ka4eCTBO )KU3HU

[TepcoHanu3upoBaHHOE JICUCHUE

NudopmupoBannocts | MHGOpMHUpOBaHWE MalMeHTa O CHUMITOMAaX THUIOKAJIBIMEMUU H
/oOpa3oBaHue THIIEPKAIBLIIUEMHH, OCIOKHEHUSIX 3a00J1€BaHUs
. Y nmanveHToB C TUIIONAPaTUPEO30M PEKOMEHAYETCS MOAAEPKUBATH YPOBEHb

KaJbIUsl CBIBOPOTKU KPOBU (AIbOYMHH-CKOPPEKTHPOBAHHBINA HIIM HOHU3UPOBAHHBIN KaIbIuil) B
mpelenax HIKHEH TpaHUIlbl UM 9yTh HUXKE HIDKHEW TpaHHIlbl peepeHCHOro auarna3zoHa Mpu
YCJIIOBHHM OTCYTCTBUSI CHMIITOMOB W TPHU3HAKOB TUIOKAIBIIMEMHH C IEJIbI0 MPO(OUIAKTHKA
pa3BUTHS OCIOXHEHUM 3a0oneBanus [74,75,78,114].

YpoBenb yoOeaurenbHocTH PpexkoMmenaamuii C (ypoBeHb [J0CTOBEPHOCTH
A0Ka3aTeJNbCTB — 5)
KommenTapuu: 6 wHacmoawee epems He OocmucHymo eOUHO20 KOHCEeHCyca

OMHOCUMENbHO ONMUMATLHO20 VPOBHS KAIbYUsL CblBOPOMKU Kpoeu HA (hoHe mepanuu
eunonapamupeosa. Iloooepoicanue ypoeHs Kanbyus Cbl@OPOMKU KPOBU HA HUMNCHEU 2paHuye
pegepencrozo ouanazona unu HecKOIbLKO Hudxce NPOOUKMOBAHO CIMpeMAeHUeM K NpoQuiaKkmuke
CUNEPKATLYUYPUL U OCTIOHCHEHUL CO CmOopousl nouek. Tepaneemuuyeckue yenu — YpoeeHb
aAnbOYMUH-CKOPPEKMUPOBAHHO20 — Kalbyusi Kposu 68 npederax 2,1-2,3  mmonv/n  unu
UOHU3UPOBAHHO20 Kanvyus 6 npedenax 1,05-1,15 mmonv/n — ocHO8aHbl HA NOOOePHCaAHUU

d)uS’uOﬂOZU‘teCKMX npoyeccos 6 opecasusme. HeKOmOPble nayuermaosl mocym, O()HCZKO, Hy()dedmbCﬂ

32



8 0Oonee BbICOKUX YPOGHAX KAIbYUs CbIBOPOMKU KpOBU OJisl  YCMPAHEHUS CUMNIMOMOS
CUNOKATbYUEMUU.

o Y NanueHToB € TUIONAPAaTHPEO30M PEKOMEHIOBAHO IMOJICPKUBATh YPOBCHb
CYTOYHOM IKCKPEIMH KAIbLUS B Tpeesax Mmoy-Crenu(uIeckoro neineBoro Auana3oHa ¢ Ielbo
npOo(QUIAKTUKY TOYCYHBIX OCIOXKHECHUM [52,74,75,93,114].

YpoBeHnb  yoenutenbHocTH  pekoMenganmumii C  (YypoBeHb  10CTOBEPHOCTH
J0KAa3aTeJabCTB — 4)

Kommenrtapuu: ssudy oepuyuma IITI" u omcymemesus e2o s¢ppexma na myoyiapHuyro
peabcopbyuto  Karbyus 6 noukax, O HAYUEHMO8 C 2UNONAPAMUPEO30M XAPAKMepHd
SUNEPKANbYUypusi U KAk cledcmeue MNosvluieHue pUcka Hegppoarumuasa/ne@poraibyuHosa.
Hannvix 06 accoyuayuu cmeneHu Unepraibyuypull ¢ pUCKOM pazeumusi Namoaiocuu noYex Ha
ce200HAWHNUL OeHb HedocmamoyHo. Eciu npednonoscums, ymo namozenes KamHeoOpa308anust 6
NOYKAX y NAYUEHMO8 C 2Y- U CUNONAPAMUPEO30M U SUNEPKATbYUYpUel aHAI02UYeH, Mo
nooodepoicanue YpoB8Hs CYMOUYHOU IKCKpeyuu Kalbyusi 6 npeoenax noj-Cneyuihpuieckoeo
pegepencrozo ouanazona no380aum npedomepamums pasgumue 0aHH020 o0ciodcherus. Llenesotl
OUana3zoHn ypoeHs Kaivbyus 6 CYMOYHOU mMoue O Mydcuun cocmasgnsem 0o 7,5 mmoav/cym (300
me/cym), 0nsa gceHwun 00 6,25 mmonv/cym (250 me/cym) unu menee 0,1 mmonv/ke/cym (4
me/ke/cym) ons auy oboezo nona. Onpeodenenue Kaivyusi 8 CYMOUYHOU MoOYe ) NAYUEHMO8 C
XPOHUHECKUM 2UNONAPAMupeo30M pekomendosano 1 paz 6 6-12 mecsyes, a makdice 6 ciyuae
nosvlutenusi kpeamununa u chudiceruss CK®, bisi61eHHbIX NpU OUHAMULECKOM KOHMPOJE.

. Y manueHTOB ¢ THUMONAPATHPEO30M PEKOMEHAYETCS TOJICPKUBATh YPOBCHD
Heopranuyeckoro ¢pocdopa KpoBH B npeenax peepeHCcHOro 1uamna3ona ¢ Heiabio TpoGuIakTHKA
BHeCKeNeTHOU Kanmbibukanuu [1,33,52,74,75].

YpoBenb  yOenurenbHocTH  pekoMengaumii C  (ypoBeHb  JIO0CTOBEPHOCTH
J0KAa3aTeJbCTB — 5)

KommenTapuu: noodepoicanue yposus gpocpopa 6 npedenax pegepencrnoco ouanazoHa
HeoOX00uMo 011 NPOUIAKMUKY BHecKelemHblx Kanvyugurayutl. Iunepgocamemus npu
eunonapamupeose 00ycnosnena kak omcymcmeuem gocghpamypuueckozo oevicmsus ITI, max u
nosvlulenHol abcopoyuell gochama uz KuweyHuka noo GIUAHUEM Mmepanuu Nnpenapamamiul
sumamuna D u e2o ananoeos.

° VY manueHTOB ¢ THUMONAPATUPEO30M PEKOMEHAYETCS MOJACPKUBATh YPOBEHD

MarHus B Ipejnenax pegepeHcHoro nuanasona [74,75,115,116].
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YpoBenb  yOenuteibHocTH  pekoMenaanmii C  (YpoBeHb  10CTOBEPHOCTH
A0Ka3aTeJlbCTB — 5)

KomMmenTapum: npu cunonapamupeose 4acmo HaOI00aemcs CHUNCeHUe YPO8Hs MASHUS
cvlgopomku  Kpoeu. Il unomacHuemusi cama no cebe modcem OblMb NPUYUHOU PA3GUMUSL
UNOKANbYUeMUY U  (DYHKYUOHANbHO20 2UNONApamupeo3d, a makdice Npensmcmeosams
0ocmudiceHur0 Komnencayuu 3abonesanus. Ilpuuunoil eunomacnuemuu Modxcem sAGIAMbCs
mepanus UHSUOUMOPAMU HNPOMOHHO20 HACOCA, UMY MUASUOAMU UTU MUASUOONOOOOHBIMU
ouypemuxamu. i1 HOpMAIU3AyUU YPOBH MACHUSL CHIBOPOMKU KPOBU PEKOMEHOOBAHO
UCnonb308aHue npenapamos maznus. Ilpenapameol MacHus He 6ce20a XOpoulo NEPeHOCAMCs U3-3d
pazeumus  Hceny0OUHO-KUWEYHbIX paccmpoticm. HMnmepean medcoy npuemom npenapamos
KATbyusl U npenapamos MazHusi 00axiceH ovimo He MeHee 1,5-2 uacoe 60 uzbedcanue CHUNCEeHUs
ycgosieMocmu 000Ux MUKposiemMenmos!

° VY ManueHToB ¢ THIONApPaTUPEO30M PEKOMEHIOBAHO TOICPKUBATh YPOBEHB 25-
OH Butamuna D B anana3one, peKOMEHI0BAaHHOM J1j1s1 oOuedt nomyssiiuu [1,74,75,82,117-121].

YpoBenb  yOenureqbHocTH  pexoMeHgamuii C  (ypoBeHb  J0CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

KommenTapun:

. 8 Hacmosuee 8pemMs, 8 C6A3U C OMCYMCMEUeM CPABHUMENbHBIX UCCIe008aHUll,
02PAHUYEHbl  OQHHbIE O NPEUMYUecmeax UCNOIb308aHUSL KOMOUHUPOBAHHOU — mMepanuu
npenapamamu sumamuna D u eco ananozog (anvgaxanvyudon**, kareyumpuon**) u namugnoi
Gdopmul sumamuna D (xonexanvyughepon™*) nao monomepanueu npenapamamu eumamuna D u
e2o ananozo8 (arvpaxarvyudon**, karoyumpuon™**). Tem ne menee, uacmoma cocnumanuzayuii
€ 0CmMpOoil 2UNOKAIbYUeMUel 3HAYUMO 8blule HA MOHOMepanuu npenapamamu sumamura D u eco
ananoeos (anvghaxanoyudon**, xamrvyumpuon**), uem Ha mepanuu HAMUSHLIMU Gopmamu
sumamuna D (konexanvyugepon™**) 6 cynpagusuonocuueckux 0ozax. Imu oanHvie Mo2ym Oblmb
00BACHEHbl PA3IUYHBIMU NePUOOAMU NOJYBbIBEOCHUS. NPENnapamos, Ko2oa npu OO0CIMUNCEHUU
adexeamnozo yposHa 25(0OH)D xonebanus xanvyuemuu Kposu MeHee BblpadiCceHbl, 4eM Npu
UCNONL308AHUU  KOPOMKOOelcmeylowe2o npenapama eumamuna D u e2o ananozos
(anvghaxanvyudon™**, xaroyumpuon™**).

. s 601bHbIX ¢ cunonapamupeo3om, makace, Kak u 01s oOwjeti Nonyisayuu, 6

bonvuuncmee cayuaes xapakmepen He0ocmamox unu oeguyum eumamuna D. B céazu c uem ona
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€20  KOppeKyuu  yenecooopasHo  UCNONb308aHUe  HAMUGHbIX  Gopm  eumamuna D
(konexanvyugpepon™*).

. s poccuticxoii nonynayuu onmumanvivie yposu 25(0OH)D ycmamnogénenvt 6
ouanazone 30-60 ne/mn (75-150 wmonv/n). ¥Yposnu 25(0OH)D 6onee 100 ne/mn (250 Hmonv/n)
Mo2ym cmamb NPUYUHOU MOKCUYECKo20 6o30elicmeus eumamuna D na opeanusm u e
PEKOMEHOYIOMCAL.

. Heoocmamounocms eumamuna D accoyuuposana c Hapyuienuem npoyeccos
MUuHepanuzayuu, pemooeruposanus Kocmuou mxanu. Oouaxo ¢ynkyuu eumamuna D wHe
02PAHUYMUBAIOMCST MOTLKO KOHMPOAEM (ochHOpHO-KATbYUueso20 0OMeHd, OH makdce eausiem Ha
MHO2ue @usuonocueckue npoyeccvl 6 opeanusme. Bueckenemuvle («Hexknaccuueckuey)
agpghexmor sumamuna D peanuzyromcs 3a cuem HAIUYUSA 80 MHO2UX KIEMKAX CHeyupuyecKux
peuenmopos (VDR), kpome mozo 8 HeKomopuvlx mKaHAX npucymcmeyem coocmeenuas 1 anvgha-
2UOPOKCUNLA3A OISl 6HYMPUKIEMOYHO20 CUHMEe3ad AKMUBHOU (hopMbl 20PMOHA.

. Tepanus npenapamamu eumamuna D u e2o npouzeo0uvimu (arb@axaibyudon™**,

kanvyumpuon**) ne oxazvieaem enuanus na ypogeusb 25(0OH)D cvieopomku kposu.

e [lanueHTam ¢ XpOHWYECKUM THIIONApAaTHPEO30M MPU HATHUUM TunepdochareMun u/unm
NPEBBIIIEHUM 1IEJIEBBIX IOKa3aTeled Kalblus B CYTOYHOM Moue Ha (oHe
HOPMOKAJIBIIMEMUU JJISl BBISBJIEHUS «CKPBITHIX» AMU30/0B THUIO-/TUIIEPKATbLMEMUNA U
NEPCOHATM3UPOBAHHOTO 1M0100pa TEPANUU C YKa3aHUEM HWHAMBHUIYalIbHON KPaTHOCTH U
BpEMEHU I@pHeMa NpenapaToB PEeKOMEHJOBAHO MPOBEIEHUE CYTOYHOIO Mpouis
KanpruemMui (12-kpatHoe rccie0BaHre ypoBHS 00IEro Kajlblins B KPOBH, UCCIIEI0BAaHUE
YpOBHS albOyMHHA B KPOBU € PACYETOM alIbOyMHH-CKOPPEKTUPOBAHHOTO KAJIbLIMSI KPOBU

B cyTkH) [101,122].

YpoBenb  yOenurtenbHocTH  pexoMeHaamuii C  (YpoBeHb  /10CTOBEPHOCTH

J0KAa3aTeJabCTB — 4)

KomMmeHTapum: wHaiuuue yenegoco ypoGHs Kanibyusi CblBOPOMKU KPOSU 8 PAHHUE
ympeHHue uacvl Ha (QOHe npuema CMAanOapmHOU Mmepanuu modxcem Obimb HEeOOCMAMOYHbIM
Kpumepuem 0Jisi OnpeoeneHusi KOMneHcayuu 3a001e6aHus. Yuumoleas omHoCumenbHo KOpOmKull
nepuood NoayevleeoeHus: npenapamos sumamuna D u e2o npouzeoouwvix (anvgaxarvyudon™*,

Kanoyumpuon™**) ona cmabunbHo20 NOOOEPHCanUsl Yyenesblx 3HAUeHUll Kanbyusi Kposu ux npuem
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PEKOMEHOYemcs OCYuWeCmsisims HecKOIbKo pas 6 cymku. Mcciedoeanue cymounoeo npoguis
KanbyueMuu y NayueHmos ¢ XpOHUYecKuM SUnonapamupeo3om Ha one npuema cmaHOapmHou
mepanuu  A6IAemcs. NOJNE3HbIM UHCMPYMEHMOM O OYeHKu 3ggpexmusHocmu  Oelicmeus
npenapamos Ha NPOMSANCEHUU CYMOK. Dmo Nno3eoisem 3aQuKkcuposams KoLeOauus YposHs
KAIbyUus KpOoBU, KOMopbvle Nexlcam 6 OCHO8e HecOOmMEemcmeus 1abopamopHoll U KIUHUYEeCKOU
KOMNEeHCcayuu 2unonapamupeosd, ocoOeHHo cpedu nayueHmos c unepgochamemue u/unu
npesvlileHUeM YelesblX NOKazameell Kaibyus CYmoyHoU MOYU.

o Memooonoeusi nposedenuss cymounoco npouis Kaibyuemuu y NayueHmos c
XPOHUYECKUM 2UNONAPAMUPeo30M noopasymesdaem UcCCie008aHue YpPOosHa 00wWe20 Kalbyus 6
KPOBU U UCCIed08anue YPOGHS albOYMUHA 8 KPOBU (C pACYemom aibOYMUH-CKOPPEKMUPOBAHHO20
Kanbyus Kposu) 6 Kposu Kadcovle 2 yaca 6 medeHue CYmoK Ha one npuema cmaHOapmHou
mepanuu eunonapamupeosa. B meuenue cymok, koecoa npogoosamcsi 3amepvl YPOGHSI KAlbyus
Kposu, nayuenm eedem OHEBHUK, 8 KOMOPOM OmMeyaem 6pems npuema u 003bl Npenapamos
Kanvyusi u npenapamos eumamuna D u e2o ananozos (anvghaxanvyuoon™*, xareyumpuon™*).
Pe3ynbmamot  cymouHou KanvyuemMuu aHATUUPYIOMCS 8PAYOM-IHOOKPUHOLO2OM 6Meche  C
epaguxom npuema aeKapcmeeHHou mepanuu nayuenma. Ha ocnosanuu  nomyuenHoll
uHopmayuu 8paAYOM-3HOOKPUHOIO2OM OENAOMCS 8bIBOObI O HEOOXOOUMOCIU KOPPEKYUU 003
U/Unu Kpamuocmu npuema npenapamos Kaivyus u npenapamos sumamuna D u e2o ananozos
(anvpaxanvyudon**, karoyumpuon**).

. Pexomenayercs crenuaibHOe OOyY€HHE TMAlMEHTOB C THUIIOMAPAaTUPEO3OM C
00CYXXJIeHUEM BO3MOXKHBIX CHMIITOMOB THIIO- W THUICPKAIBIIMEMUN W/WIH OCIOXHCHHN
3a00JIeBaHUS, a TAK)KE MEp MX MPOPWIAKTHKU B IEISIX CHIKCHHS PHCKA YKU3HEYTPOKAIOITUX
cocrosHuii [74,75].

YpoBenb  yOenurenbHocTH  pexkoMengaumii C  (ypoBeHb  JI0CTOBEPHOCTH
JI0Ka3aTebCTB — 5)

KommenTapumn: pexomenoosano ounamuueckoe Hab00eHue u pe2yiapHulil MOHUMOPUHE
ouoxumuueckux noxazamenei Kpo8u U MOYU Y NAYUEHMO8 C SUNONaApamupeo3om, O0OHAKO,
HeCMOMpPS HA pecyapHblil KOHMPONb U AOeK8AMHYI0 MEPAanuio 2cUnonapamupeosd, puck
pazeumus  2uno- U SUNEePKAIbYUEMUYECKUX COCMOsHUU coxpaHusemcs. Taxum obpazom,
HeoOX00UMOCMb  CYOLEKMUBHOU  OYEeHKU NAYUEHMOM COOCMBEHHO20 COCMOSAHUS, 3HAHUE
CUMNIMOMO8 U NPOAGIEHUll 3A001e8aHUSA, KOMOPOUOHBIX COCMOAHUL, NPUSHAKO8 Neped03upOBKU

JleKapCcmeeHHblMU cpedcmeaMu SABNSAECMCSL BAINCHLIM ACNEKMOM 6 JleYeHUulu U OOCMUNCECHUU
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00/120CPOYHO20 KOHMpOAs HAO 3abonesanuem. B mabnuye 6 npedcmasnena KiuHuyeckas
CUMNMOMAMUKA, 0 KOMOpPOU cledyem UHGOpMUposams NAYUeHmos, uymobObl OHU MO2IU
CAMOCMOAMENLHO 3aN0003PUMb Y cebs 2UNo- Uil SUNEPKATbYUueMuto Ha panHeli Cmaouu.

Tabauma 6. KioumHuveckas CHMNTOMAaTHKa, O KOTOPOH cienyeT HWH(OPMHUPOBATH

MAIMEHTOB, YTOOBI OHM MOTJM CaMOCTOSTEIBHO 3amoJO3pPUTh y CeOsi THUMO- WIN
TUTIEPKATBIMEMUIO HA pAHHEH CTaJIUu.
Opranbl/cucTeMbl I'mnokajabunemMust I'mnepkanbuuemmusi
Cnaboctb
Henpeccust INonmoBHas 60J1b
PaznpaxurenbHOCTh CoHnuBOCTh
enTpasnbHas
CnyTaHHOCTb CO3HaHUS U CryTaHHOCTb CO3HAHUSA U
HEpBHAas CUCTEMA
JIe30pUEHTAIUS JIe30pUEHTAIUS
Cynoporu CHIKeHHe MaMsITH 1

KOHICHTPpAllMX BHUMAaHUSA

OnemeHus U OKalbIBaHUs
(mapecTe3un) B najgbLax pyK U HOT,
OKOJIOPOTOBOH 06J1acTH
YacTslid, apUTMUYHBIN ITYJIBC
CuMIITOMBI cEpIeYHON
HEJOCTaTOYHOCTHU

Hertipo-Meltieunas
cucremMa

Merreynas ¢i1adocThb

Cepneuno-
COCYIIUCTAast CUCTEMA

YacTslid, apUTMUYHBIN ITYJIBC
AprepuranbHasi THIIEPTEH3US

[Toreps annerura
TomHoTa, pBOTa
bonsb B xuBOTE
3anopsl
[Tommypus
CyxocTb BO pTY, XKaxkaa

Kenynouno-

o Bosb B xxuBOTE
KHIIIEYHBIN TPAKT

Ilouku -

3aTpyAHEHUS JbIXaHUS
Caucrslee 1bIXaHnue -
UyBCTBO «CHABJIEHUSD) B TOPJIE

OpFaHLI JAbIXaHUA

3.2 KoncepBaTuBHOE JieUueHH e

J]ekapcmeeHHble npenapaniul, ucnoJjibzyemole ons  Jeyenus cunonapamupeosa

npeocmasieHvl 8 maoauye 7.
Ta6auuna 7. JlekapcTBeHHBIE TIpenapaThl Jis JE€UYeHUs TUIoNapaTupeo3a (BOCIOIHEHUS

neduIuTa Kaublys, MarHus).

MexnyHapoaHoe
yHapoa Cpennss
HENaTeHTOBAHHOE EnuHunsl KpatHoctb
CYyTOYHAs 1032
HAMMEeHOBaHHe U3MepeHust npuemMa
JIEKAPCTBEHHOT0 Npenapara
Anbdakanprpmpon** 1,0-4,0 MKT 1-3 pas/cyTku
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Kanpmurpuos™** 0,25-2,0 MKT 1-3 pa3/ cytku
I[IpenapaTsl KanbIms ° 1000-3000* Mr 1-4 pa3/cyTku
Konexanbrudepomr** 500-20002 ME 1 pas/cyTkn

#FHIIPOXHOP_TIH 22?]1/I 52,123 12,5-100 Mr 1-2 pas/cyTku
#Xnopramuaon '[125,126] 50-100 Mr 1 pas/cyTku
[Ipenaparsl Maraus 300-400° MI 1-3 pas/cyTku

. cynbhanunamupl, nedcTBYIOIME HA KOPTHKAIBHBINA cerMenT netau [ense.
2 - npodunakTuyeckas 103a Kojekanbuudepona**, mokasana npu yposse 25(0OH)D>30
ar/min (75 HMOIbB/T), B ciaydae AeuIMTa WM HEIOCTATOYHOCTH BUTaAMHHA D MOXeET
notpedoBaThes OONbIIas 1032 mpenapara.

3. B TOM Yucie B cOCTaBeé KOMOMHHPOBAHHOTO IIpenapara «kapOoHAT KambLus +
KoJIeKabIu(epor™*y,

4 _ B mepecyeTe Ha 3IEMEHTAPHBIHA KalbIUii

>- B IlepecyeTe Ha 2JIeMEHTAPHBINA MarHuii
k% o
- [Iperapar BXOAHUT B CIIMCOK JXKU3HCHHO HeO6XOIII/IMBIX 1 BAXKHCUIIHNX JICKAPCTBCHHBIX

npenapatos CKHBJIII).

. JlexapcTBeHHAss Tepamus PEKOMEHIYeTCs BCEM IMallMeHTaM C XPOHUYECCKHM
TUTIONAPAaTHPEO30M  C  CHMIITOMAMH  TUNOKAJIBIIMEMHM W yPOBHEM  allbOyMHH-
CKOPPEKTUPOBAHHOTO KaNbIHs MeHee 2,0 MMOJIB/T WJIM MOHU3HPOBAHHOTO KaJIBIHS CHIBOPOTKHU
kpoBH MeHee 1,0 Mmonb/1. B cimydae 6eccuMITOMHOTO T€UEHUS XPOHUUYECKOTO TUIIONapaTHpeo3a
U YPOBHEM albOyMHUH-CKOPPEKTUPOBAHHOTO KaNbIUsA MEXIy 2,0 MMOIB/T U HUXKHEH TrpaHulleh
pedepencHoro AuanazoHa peKOMEHAYETCsl IPOOHast Teparus ¢ MOCIEIYIONIEH OLIEHKOW 0011Iero
camouysctBus [1,33,52,74,75,127].

YpoBenb  yOenurenbHocTH  pexkoMengaumii C  (ypoBeHb  JI0CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

KommeHnTapuu: sexapcmeennas mepanusi — eunonapamupeo3a 'y —NAyueHmos ¢
BBIPANCEHHLIMU — CUMNMOMAMU — SUNOKANbYUeMUU  He  Gbl3bleaem  COMHEHUl,  O0OHAKO
He0OX00UMOCMb  JleueHUuss 0eCcCUMNMOMHBIX NAYUEHMO8 ¢ J1aDOPAmopHO NOOMBEPIHCOECHHOU
Jle2Koll 2unoKanrbyuemuel 0cmaemcs. OMKpbIMsiM 6ONPocoM. TouHbIL YpOBeHb Kanbyus KpPOsU,
npU KOMOPOM 00JIHCHA ObIMb UHUYUUPOBAHA mepanusl, He onpedeneHl. Peskoe cuucenue yposus
Kanbyusi Cobl@OPOMKU KPOBU MOMCENM CNPOBOUUPOBAMb PA3GUMUE CUMNIMOMO8 SUNOKANbYUEeMUU
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Odadxice npu coxpamnenuu nadbopamoprol Hopmoxarvyuemuu. C Opyeol CmMOpoHbl, MeOeHHO
PA36UBAIOWAACA U ONUMETbHO CYWEeCMBYIOuasn BblPANCEHHAS 2UNOKATbYUEMUS MOJMCEm He
CONPOBOAHCOAMBCS KIUHUYECKOU CUMNMOMAMUKOU, YMO CKopee 8ce20 C8A3aH0 ¢ adanmayuel
OpP2aHU3MA K XPOHUYECKUM UBMEHEHUM KAIbYUeso2o 2omMeocmasd. Y nayueHmos ¢ COXpaHHou
@ynxyueil OLLPDK yposens kanvyus nodoepicusaemcs 8 eCoMa Y3KkOM peghepercHoM Ouanasone.
Takum obpazom, nayueHmam ¢ 6eCCUMNMOMHBIM MeYeHUeM SUNONapamupeo3a Moxcem Ovims
PEKOMEHO0BAHO JeUeHUe C Yelbl0 B03MOJCHO20 YVIYYUleHUsi ux cocmosinus. Ecau nuxaxux
VAyumeHull He npousowio nocie 6-12 mecsayes mepanuu, nompebHOCHb 6 Jiedenu Modicen Obimb

nepecmompeHa, 0cobenHo npu JecKoul cunoxkatvyuemuu.

e [lanuenTamM C THMIONMApPaTHPEO30M JIJIST JOCTHIKCHHS KOMIICHCAIIMH 3a00JICBaHUS
PEKOMEH/IyeTCsT ~ Ha3HA4YEeHUE MpenapaToB BUTaMHMHa D W €ro  aHaJoroB
(ampdakamprumon™**, KaapUUTPUON**) B COYETAaHWMU C TpernapaTaMyd  KajbIus
[1,33,74,75,84,85,121,128-132].

YpoBenb  yOenureabHOCTH  pekomeHaaumii C  (ypoBeHb  [10OCTOBEPHOCTH
J0KAa3aTeJabCTB — 4)

KommenTapun:

° Cmanoapmuas mepanus eunonapamupeos3a 6Kiwyaem 6 cebs npenapamol
sumamuna D u eco ananoeos (anvgaxanvyuoon™®*, xarvyumpuon™**) u npenapamol Kaaibyus.
Cpeonemepanesmuyeckue 003vl  Kanvyumpuoaa™*  cocmaenaiom  0,25-2,0  mxe/cymxu,
anvghakanvyuoona™** - 1,0-4,0 mxe/cymku. IlpooondcumenbHocmy  2unepraibyuemMuieckoeo
aghghexma kanvyumpuona™* cocmasnsem 6 cpeonem om 2 0o 6 uacos, anvgaxanrvyudona™* - om
6 00 8 uacos. Taxum 0b6pazom, 01 obecneuenuss CmadUIbHO20 YPOBHSL KAlbYUsl KPOBU mMpeOyemcsi
UX MHO2OKDAMHbIL NpUeM 6 medeHue Cymok, 0COOEHHO npu HeoOX0OUMOCMU HA3ZHAYEeHUsl 003
bonee 1,5-2,0 mxe 6 cymxu.

. s noodepoicanus ypoeHs Kaabyusi Kpoeu 6 npeoenax uyenesoco YpOGHS.
pekomenoyemcs mumpayusi 003 Hnpenapamos eumamuna D u ezco auanozos, pazoenenue
cymmapmuot 003wl npenapama 6 2-3 npuema. Tumpayus 0036l 00bIYHO NPOUZBOOUMCS C UACOM 8
0,5 (unu 0,25) mxe ona anvghaxanreyuoonra™* u 0,25 mxe onsa karvyumpuona™**. borvwutl wae
UsMeHeHust 003 Modcem  Nompebo8amvbCs NPU  GbIPANCEHHLIX — 2UNO/SUNepKalbyueMull.
Pexomenoyemviti pemennou unmepsan 0 Koppekyuu 003 npenapamos sumamura D u eco
ananoeos (anvghaxanvyuoon™*, xanvyumpuon**) cocmaenisem 2-3 OHs, YmMO 00OYCIOBIEHO UX

Gapmakoxunemukon u Kax ciedcmeue, a0ek8amuol OYeHKoU NpoeedeHHbIX usmeHeHuu. [lpu
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MANOCUMNIMOMHOM MeYeHUU U YMEPEHHbIX KOeDaHUAX noKazameiell KaibyuemMuu 1a6opamophas
OYEHKA A0eK8AMHOCIU CKOPPEKMUPOBAHHBIX 003 MOdcem Obimb npouszgedena uepes 7-10 ouell.
s oyenxu kKiuHuweckou 3gppexmusHocmu no00OPAHHOU mepanuu U O0CMUNCEHUSL CMAOUNTbHBIX
3HAUeHUll KalbyueMuu Moxcenm nompeoosamvcs okono 2-3 mecayes, 0cobeHHo OJisi NAYUEHMO8 C
8bICOKOU NOMPebHOCMbIO 8 npenapamax eumamuna D u e2o ananozos.

. H3zonuposannoe Hazmauenue npenapamos Kalbyus HNAMOEHEeMmU4yecKu He
Onpasoamno u  6bl3vlgaem UL KPAMKOBPEMEeHHOe HO8bluleHUe noKasameneli Kalbyuemuu
CbI6OPOMKU KPOBU.

. Hayuenmam c¢ eunonapamupeo’om peKoOMeHOYemcs KOppeKyus NUMAaHus c
8bICOKUM nompeodaeHueM KalbYUlcooeprcaujux npooyKmoa.

. ns nevenus cunonapamupeosa (60cnoiHerus oehuyuma Kanibyus) UCnOIb3YIOMCs
paznuunvle npenapamsl Kaavyusa. Kax npaeuno, npumensiomcs npenapamsi, coodepoicauyue
kanoyus kapoouam (40% snemenmapro2o Kanvyus), 8 Mom Yucie 8 Cocmase KOMOUHUPOBAHHO20
npenapama «Kaibyus Kapoonam -+xoaexanvyugepony 6 cpedHecymounvix 0ozax 1-3 2 (mozym
ObIMb UCNONIBL3068AHBL U DONlee 8blcOKUe 003bl). Taxoice mocym Oblmb UCNONBL30BAHBL NULYEBbIE
o0obasxku kanvyus yumpama (21% snemenmapnoco kanvyus). Ilpu nasnauvenuu neodX00uUMO
Yuumuléams 0COOEHHOCMU HAPMAKOKUHEMUKY PA3TUYHbIX NPEenapamos: Kaibyus KapOoHam
JIyyule 8cacvleaemcs 8 KUCOU cpeoe HcelyoKa, NoOdImMomy bonee npednoumumesien npuem emecme
¢ nuuetl; Kanvbyus Yumpam peKomMeH008aH NAyUueHmam ¢ axaopeuopuell uiu noayuaruux ieyeHue
UHUOUMOPAMU NPOMOHHO20 HACOCA.

. Buvicokue 003vl npenapamogé Kanvyus Mo2ym cHU3UMb NOMpPeOHOCMb 8 GUMAMUHE
D u eco ananocax u yayuwumes KOHmMPOAb 3a NOOOEPAUCAHUEM UYeNe8o20 Ypo8Hs Gocgopa
CbI8OPOMKU KPOBU, CB53b18as (hochambl 6 KuuieuHUKe.

J Jlis TanMeHToB C XPOHUYECKHM THIIONApaTUPEO3OM W THIEPKAIbIINypHEH
PEKOMEHIOBAHO CHUKEHHE 103 MPEmapaToB Kbl U HU3KO-COJIEBas TUETa NS JOCTHXKECHUS
LEJIEBOTO YPOBHS dKCKpenuu kanbuus [ 1,33,52,74,75,84,85,93,121,123,124,126,133—-138].

YpoBenb  yOenutenbHocTH  pekoMeHgauuii C  (ypoBeHb  JI0CTOBEPHOCTH
J0Ka3aTebCTB — 5)

o Jlis manMeHToB C XPOHUYECKHM THIIONApaTUPEO3OM H  THIEPKATIbIINYpHEH
pEeKOMEHJI0OBaHa  Tepamus  TUasuaaMu  (HruIpoxsopoTuazuaoM™*)/Tuazuaonogo0HbIMU
TUypeTHKaMu (#XJIOPTATUIOH™*) IJIsl JOCTUKEHUS IIEJIEBOTO YPOBHS SKCKPEIUH KaNbIHS TpPU

YCJIOBUM MCKJIIOYEHUS NIEPENO3UPOBKY IperapaTaMy KaJlbLys U IpernapaTaMu BuTamuda D u ero
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aHayioroB (anbdakanpuunon™*, kamprurpuon®*) [1,33,52,74,75,84,85,93,121,123,124,126,133—
138].

YpoBenb  yOeaureqabHocTH  pexkoMeHaauuid C  (YpoBeHb  /I0CTOBEPHOCTH
J0KAa3aTeJabCTB — 4)

KommenTapumu:

) T'unepkanvyuypus asnsemcsa hpakmopom pucka pasgumusi NOYeYHbX 0CI0HCHEHUL
npU XPOHUHECKOM SUNONApamupeose, 6 Ce:A3U C 4eM YPOBeHb CYMOUHOU IKCKpeyuu Kaibyus
PEKOMEHO0BAHO NOOOEPIAHCUBAMD 8 NPedelax Yereso2o0 OUAna3oHd.

) T'unepkanvyuypus npu HOPMOKATbYUEMUU UZOIUPOBAHHO UMU 6 COYEMAHUU C
eunepgocamemuelt modxcem ceuOemenbCmeos8amy 0 HAIUYUUU NePed03UPOSKU NPenapamamu
Kanbyus u npenapamamu sumamurna D u e2o ananoeos (anvgaxanvyuoon™**, kareyumpuon™*).
Takum nayuenmam peKOMEHOOBAHO 6 Nepsylo ouepedb pAacnpedeieHue CYMOUYHbIX 003
npenapamosé Ha 2-4 npuema, ymeHbuleHue 003 NPENnapamos Kaibyus Uu/uiu npenapamos
sumamuna D u eco ananoeos (anv@axanoyudon**, karvyumpuon**).

. Ilpu omcymemeuu s¢gppexma om GbINOIHEHUST OUEMUYECKUX DPEKOMEHOayuil U
KOppeKyuu 003 Npenapamos, peKkOMeHO08AHO UCNOIb306AHUe Mepanuu muasuoamu (Hanpumep,
#euopoxnopomuaszuo**). Cuuowcas dKCKpeyuro Kaivyusi ¢ MOYOU, MUA3UObl CHOCOOCMBYIOm
VBEIUYEHUIO YPOBHSL KATbYUsl 6 CblGOPOMKE KPOSBU, d MAKINHCE CHUNCCHUIO NOMPEOHOCMU 6
npenapamax Kanvyusi u gumamuna D u e2o ananoeos.

* Pexomenoayusi no ucnoivzosanuro #Heuopoxiopomuasuoa®* u #Hxropmanuoouna y
NAYUEeHmMo8 ¢ 2UNONAPAMUPEO30M OCHOBAHA HA PE3VIbMAMAX UCCIe008AHUL, OEMOHCMPUPYIOUUX
CHUDICEHUE YPOBHS IKCKpeyuu Kaibyus HaA (YoHe ux npumeHerus. dphgdexmusHocms muasuoos
(#euopoxnopomuaszuo™*) 6 kauecmee npenapamos, CHUNCAIOWUX CYMOUHYIO IKCKPEYUIO Kanibyus
8 MOUe U PUCKU pa36UmMusi Kalbyuuxayus nouex 00Ka3aHbl 8 HeCKOIbKUX PAHOOMUSUPOBAHHBIX
KAUHUYECKUX UCCTIe008AHUAX, HA OCHOBAHUU KOMOPHIX 6bINOIHeH Memaanaiuz (n=571)
(P<0,0001) [123]. B wuccredosanuu Santos F. u coasm. npu uUCnoIb308aHUU
#Heuopoxnopomuaszuda™* ¢ dosze 1-2 me/ke/cym y nayueHmos ¢ XpOHu4ecKum 2unonapamupeo3om
CHUDICEHUe ~CYMOYHOU IKCKpeyuu Kaibyus U KalbYUull/KpeamuHuH08020 COOMHOULEHUS
Habawoanroce ¢ 3,2+0,8 wme/ke/cym u  0,19€0,04 oo 1,3+0,6 wme/ke/cym u  0,05+0,02
coomeemcmeenno. Takum obpazom, npumenenue #euopoxiopomuasuoa™** nozeonsem cHu3UMb
CYMOUHYIO DKCKPeYUuio Kaavyusi ¢ MoOYol y OanHou kocopmel nayuenmos [138]. Ilokazano, umo

Uucnoiv3oearue #XJZOPMGJZM()OHCZ Yy nayueHmoes C cunonapamupeo3om makotce npu(;o()um K
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CHUDICEHUIO IKCKpeyuu Kanvyus. B uccnedosanuu Porter R.H. u coagm. 6wi10 nonyueno, umo Ha
gone npuema #xr0pmanudoHa CHUMICeHUe CYyMouHOU IKCKpeyuu Kanvyus cocmasunio co 179 do 88
me/cym (P <0,001), npu smom cpeOHuli yposeHb Kaibyus Kposu O0ocmue peghepeHcHo20
ouanaszona (¢ 8,2 me/on oo 9,3, P<0,05) (n=7, npooorxcumenbHocms ucciedo8auus — 25
mecayes) [126].

. Dhdpexmusnocms  UCNONB308AHUS MUASUOOE 00303ABUCUMA, NPUEM  OOJIHCEH
couemamvcs ¢ HU3KO-CONe8oU Ouemoll. Pexomenoosano ucnonvzosanue muasudos GHYymMpb
08adicObl 8 OeHb, HawalbHas 003a #Heuopoxiopomuaszuoa™* moocem cocmasisamo 25-50 me 6
cymku [52,123-125]. Cynvghonamuowt (#xnopmanuoon) moeym ucnonvszosamvcs 1 paz 6 cymku
e6Hympw 6 0oze 25-200 me [125,126]. IlpodonscumenvbHocmo neyerus UHOUBUOYATbHA U 3A8UCUM
om 00CMuUICeHUsT KOMNEHcayuu 3a001e6aHus U pazeumusi NOOOYHLIX 3P heKmos.

. Puck nobounvix s¢hghexmos eozpacmaem npu yseruueHuu 003 NPEnapamos,
nomeHyuaibHvle nobouHvie pghexkmovl credyem mMuamenrbHO KOHMPOIUPOBAMb 60 BpPeMs
Jleyenus, 6 nepsylo ouepedb OCYWeCmEIsimb KOHMPOb JJIeKMPOIUMHO20 COCMABA KpPOBU
(uccredosanue yposHs KAausi 8 KpOoSU, UCCIe008aHue YPOGHS HAMpuUsi 8 KPosu, UCCIe008aAHUE

VPOBHA MA2HUA 8 KPOBUL) U apmepuaibHo20 0A61eHUs.

. Jlns manuMeHToB € XPOHMYECKUM THIONapatupeo3oM U runepdocdaremueit
peKoMeHyeTcst Hu3Ko-pochaTHas aAueTa U KOPPEKIUs J03 CTAaHAAPTHOW TEpanuud C IENbIo
IOCTHXKeHUsT  HopModochareMun U NPOPHUIAKTUKH  BHECKEIETHOM  KalblU(UKAIMK
[47,74,75,121,139].

YpoBenb  yOenureabHocTH  pekomenaaumii C  (YypoBeHb  10CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

KommenTapum: ewvicokuii yposenv ¢pocghopa 6 cvlgopomre Kpoeu nogvluiaem pucku
BHeCKeleMHOU KATIbYUDUKayu, Xoms MeXanuzm OaHHbIX USMEHEHUll He U38ECHIEH.

. s koppexyuu eunepgochamemuu peKoOMeHOOBAHO COONOOEHUE OUEMUUECKUX
peKomeHOayull  Nno  O02PAHUYEHUl0  nompebOneHuss npooykmos,  bocamvix  ocgopom.
Pexomenoosano makdce yeenuuenue 003bl NPEenapamos Kaubyus U YMeHbuleHue 003bl
npenapamog eumamura D u e2o ananozos (anvghaxanvyuoon™*, xaneyumpuon™*) ons cuudicenusn

scacvisanus pocghopa 8 KuuileuHuxke.
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J T'unepghochamemus npu HOpMOKANbYUEMUU MOHCEM CEUOEMENbCNBO8AMb O
Hanu4uu nepeoo3uposKu npenapamamu eumamurna D u eco ananoeos (anvghaxanroyuoon™*,
Kaneyumpuon**).

. B ceoro0 ouepeov eunepghocpamemus na Goue eunoxanvyuemuu A611emcs
6MOPUUHOL NO OMHOWEHUIO K CHUNCEHUIO YPOBHS KAbYUs CbIBOPOMKU KPOSU U He ABNAemcs
noKazamuem K CHUdICeHUuo 003 npenapamos eumamuna D u e2o ananozoé (anvghaxanvyudon™*,
Kanoyumpuon™**), a nanpomus, Kk ux nOGbLULEHUIO 00 OOCTNUNCEHUS HOPMOKATbYUEMUU.

° Y DanmMeHToB C THIIONAPATHPEO30M TIPU  BBISBICHUH  COITYTCTBYIOIIETO
neunuTa/HeT0CTaTOYHOCTH BUTaMUHA D Ui €ro BOCIIONIHEHHS! PEKOMEHIyeTCsl Ha3HaYeHHE
npenapaTroB HaTUBHOM (hopmbl BuTamMuHa D (kosiekanbiudepon™*) B cTaHAapTHRIX 103aX, KaK JJIs
olmieil momynsuuu, HECMOTps Ha JIeYeHHWE mpernapaTaMu BHUTaMMHa D U ero aHajioros
(ampakaneruaon**, kampuurpuon**) [74,75,84,140,141].

YpoBenb  yOenureabHocTH  pekoMmeHaauumii C  (YypoBeHb  10CTOBEPHOCTH
J0KAa3aTeJbCTB — 5)

KommenTapuu: y nayuenmos ¢ eunonapamupeo3om, HOAYUAIOWUX — MeEPanuio
npenapamamu eumamuna D u e2o ananozos, npenapamamu Kauivyus, no00epucanue yeneso2o
ypoeuss 25(OH)D noszeonsiem peanuzosams 6HecKeniemmuvle «HeKIaccuueckuey 3ghghexmol
sumamuna D, a marxoice obecneuumsv 06onee cmolikue nokaszamenu kanvyuemuu. Tepanus
npenapamamu eumamuHa D u ez2o ananocos (anvgaxanrvyudon**, kanvyumpuonr**) wue
okasvieaem enuanus Ha yposenv 25(0OH)D cwvieopomku kpoeu. Haznauenue namusHou (opmol
BUMAMUHA D (konexanvyugepon**) He0bX00UMO ons B0CNOIHEHUS
oepuyuma/nedocmamounocmu eumamuna D. Jozwl konexanvyughepona™*, ucnonvzyemvie 0
Koppexkyuu oegpuyuma/nedocmamounocmu sumamuna D, a makoce nodoeparcusaioujue 003bl He
OMAUYAIOMCSL O PEKOMEHO0BAHMbIX 0151 0bwell nonyaayuu. Ilayuenmam c eunonapamupeo3om
DPEKOMEHO0BAH KOHMPOTb (hOCHOPHO-KATbYUEB020 0OMEHA 8 NePUOO HAZHAYUEHUS HACLIYATOUUX
003 Konekanvyughepona™* ona ceoespemenHno20 GviA8IeHUss MEHOCHYUU K SUNepKAIbyueMul u
KOppeKyuu mepanuu.

e He pexoMeHAyeTCs MHCIIONB30BaTh IMAapaTUPEOUIHbIE TOPMOHBI W WX AaHAJIOTHU
(#repumapatun®*) g nedyeHus TUnonapaTupeo3a B PyTUHHOM KIMHUYECKON MpaKTHKe
[75,77].

YpoBenb  yOenurenbHocTH  pekoMengaumii C  (ypoBeHb  J10CTOBEPHOCTH

A0Ka3aTeJdbCTB — 5)
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KommenTapum: nopmoxanvyuemus y nayueHmos ¢ cunonapamupeo3om moxcem Ovims
00CmMueHYma UCNONb308aHUEM MePanuu napamupeouoOHbiMy 20pMOHAMU U UX AHA02AMU (KOO
ATX: HO5AA). B Poccuiickou Dedepayuu 3apecucmpuposannHbim npenapamom 0aHHOU pynnul
aenaemes  #lepunapamuo™*, ucnonv3yemvlii 01 JaeyeHuss ocmeonopo3da. B HeckonvbKux
UCCIEe008AHUAX NO UCNONb308AHUIO NPENaApama 8 JedeHUuu XpOHUUEeCKo20 2UNONnapamupeosa
cpednssi 0osza cocmaguia 37€2.6 wmxe/cym [142-145]. Tepanua #Tepunapamuoom™**
CONPOBOIHCOAEMCSL CHUNICEHUEM 003 NPenapamos Kaivbyus u npenapamos sumamuna D u e2o
ananoeos (anvghaxarvyudon™*, xambyumpuon®*) u cnocobcmeyem noOOePI’cAHUIO YPOBHS
KAbyUs CbleOPOMKU KPOBU 6 npeodenax yenesoeo ypoeus. Tepanusa #Tepunapamuoom™** moocem
VAYUUUMS NOKA3AMeENU CYMOYHOU IKCKPeYUU KATbYUs U KAYeCme0 HCUZHU NAYUEHINO08, A MAKHCe
CHU3UMb PUCKU NOYeyHbIX ocnodcheHud. OOHAKO Ha Ce200HAWHUU OeHb He HAKONIEHO
00CMAMOYHO 3HAHUUL O OO0JI2OCPOUHBIX Pe3VIbMAmMax UCHONb308aHUs 0aHHO20 npenapama. B
Poccuiickoii @edepayuu npenapamsi uz epynnol «llapamupeoudHnvie 20pMoHbl U UX AHAL02U (KOO
ATX: HO5AA)» ne 3apecucmpupogansl no NOKA3aHUIO 1e4eHUs NAyueHmos ¢ 2UNOnapamupeo3om.
Tepanus #Tepunapamuoom™* 6 pexcume 20 mxe 1-2 paza 6 cymku noOKO#CHO Modxcem Oblmb
PACCMOMPEHA OMOENbHbIM NAYUEHMAM C XPOHUYECKUM SUNONAapamupeo3om npu omcymcmeuu
KoMneHcayuu 3a001e6anus Ha oHe OOabUUX 003 Npenapamos Kauivyus u eumamuna D moavko
no pewleHuro 8pavebHol Komuccuu. JumenbHocms mepanuu onpeoensiemcs UHOUBUOYAIbHO
[142-145].

Ippexmusnocmv u b6ezonacHocmsv ucnonvzosanusi mepanuu #lepunapamuoom™* ona
JleYeHUs  cUNonapamupeo3a  NpoOeMOHCMPUPOBAHbI 6  OMKPLIMOM — PAHOOMUZUPOBAHHOM
uccnedosanuu, npoooaxcumenvHocmoto 3 2o0a (n=27, eospacm 18-70 nem). [layuenmor c
XPOHUYECKUM 2UNONApamupeo3om 0wl PaAHOOMUZUPOBAHbL HA 2 2pYnnbl: NOIyHaroujue
cmanoapmuylo mepanuro (cpednsia 0o3a xanvyumpuoaa™** 0,91+0,2 mxe/cym) u mepanuio
#Tepunapamuoom** 2 paza 6 cymku (cpeonss 0oza 37+2,6 mxe/cym (0,5 mxe/ke)). [lo ucmeuenuu
3-nemneco nepuooa uccie0os8aHus 6 odeux epynnax Ovlia O00CMUSHYMA KOMNEeHCAyus
eunonapamupeosa, Ha @oue neuenus #HIlepunapamuoom™* ommeueno maxdxce CHUdCeHUE
sblpadceHHocmu eunepranvyuypuu. Taxkum obpazom, mepanus #Tepunapamuoom**nokazana
€68010 2¢hexmusHocms U 6e30nacHOCMb npu Jedenuu eunonapamupeosa [142].

Ipeumywecmso ucnonvzosanus mepanuu #Tepunapamudom™* 6 pescume 08yKpamHvix
UHbEKYULl 8 meyeHue CYMoK No CPAGHEHUI0 ¢ OOHOKPAMHOU UHbeKYUel NPOOEMOHCMPUPOBAHO 6
Opy2om panoomMu3uposanHom ucciedosanuu (n=30, eozpacm 48.6+18.4 nem). Omo uccnredosarnue
nokazano, umo mepunapamuo 6 pexcume 20 mxe 00uH pas 6 0eHb Obll HedoCmamoueH Ois
npekpawjenus npuema npenapamos Kaavyus U Kaibyumpuoaa ** 0is noooepicanus HOpMaibHOU
KOHYenmpayuu Kauvyus 8 cvieopomke. Hanpomue, 0ns Oonee uem NOI0BUHBL NAYUEHMOS,
nonyuaswux mepunapamud 20 mxe 06a paza 6 OeHb, CMAHOApPMHAs mepanusi Oblla
ommenena.[143].

lpyeoe pandomusuposanHoe ucciedosamue MAaKHce HOKA3ANO0 — NPeUMyujecmso
UCNoNb3068aHUs. 08YKpamHol unvekyuu #lepunapamuoa™**e meuenue cymoxk no cpasHeHuro ¢
OOHOKPAMHOU UHbEKYUU )y nayueHmos c eunonapamupeozom (n=I14, eospacm 4-17 nem).
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Jnumenvnocmov uccredosanusn cocmasuna 28 nedenw. Ilo umozam ycmanosneno, umo Ha @owe
o0gykpamnou unvexyuu #lepunapamuoa*™*e meuenue cymox yoaemes 0ocmuusb u no00epiIcams
yenegvle NOKA3AMeNU Kaubyusi 6 meyeHue CYmoOK, d Maxdice YMEeHbUUmMb 8apuabeibHOCmy
CYMOUHO020 NPOPUIA KATbYUeMuu, ¢ UCNONb308AHUEM MeHbUlell CYMOYHOU 003bl npenapama no
cpasHenuio ¢ pexcumom 8 1 unvexyuro #lepunapamuoa™*e cymxu (0o3a npenapama npu pexcume
08adcovl 8 cymku 25+15 mre/cym; npu oonoxpamuou unvexyuu - 58 £ 28 mxe/cym; P < 0,001)
[144].

B nacmoswee spems maxcumanvusiii nepuod mepanuu #Tepunapamudom™* y doemeti ¢
Hexupypauueckumu popmamu sunonapamupeosa cocmagisiem 6,9+3,1 2ooa (1,5; 10), 6 cpeoneti
0o3ze 0,75%0,15 mxe/ke/cym. Ha pone nevenus ommeuaemcs 3navumoe CHud3CeHue nompeoHocmu
8 npenapamax Kaivyus u npenapamos sumamuna D u e2o ananozoe, nonoxcumenbHas OUHAMUKA
Mapxepos kocmHot pezopoyuu [145].

eHe pexkoMeHayeTcs HCIONB30BAHHE TUTHUAPOTAXHCTEPOJa B JICYCHWH NAIMEHTOB C
XPOHUYECKHUM runomnaparupeosom [74,146—-149].

YpoBensb yoenureabHocTH pekomMenaannii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB
—4)

KommenTapum: oucuopomaxucmepon — cunmemuyeckuu ananoe eumamuna D, panee
AKMUBHO NPUMEHABWIULICS 8 KOMNWIEKCHOU mepanuu eunonapamupeosda. B coomeemcmeuu c
COBPEMEHHBIMU NPEOCMABNICHUSAMU OAHHLLIL NPEenapam He OO0JHCEH UCNOb308AMbCSL 8 JeYeHUU
XpoHuyeckozo  eunonapamupeosa. OcobeHHocmu — memaboausmMa  OUSUOPOMAXUCMEPONd
(Onumenvuviti  nNepuood  NOLY8bIGEOEHUs, OMCYMCMBUe peyiayuy  CUHme3a  aKMUGHbIX
Memaborumos OucUOpomaxucmepora no muny oOpaAmHOU C6s3U, BbICOKASL OUOLOSUYECKAs
AKMUBHOCMIb) U, KAK Cledcmeue, Y3Kuil mepanesmuyeckull OUana3on 00yCciasiusanm 4acmoe
pazeumue UNepKarbyueMul U acCOYUUPOBAHHLIX C Hell HapyuieHull. Jueuopomaxucmepor
0enoHupyemcs 6 newenu, HCUpo8oUu MKAHU, KOHCe, MbIUYAX U KOCHAX, 8 CBA3U C YeM e20 Oelicmeaue
MOdHCem NpoooNAHCAMbCs ewe 68 meyeHue [—2 mecsayes nocie npekpaweHuss npuemda. Imo
obycnasnueaem APOJIOHSUPOBAHHYIO MOKCUYHOCb npenapama. Ilepeodosuposka
OULUOPOMAXUCTNEPOTOM NPUBOOUM K 2UNEPKATbYUEMUU, A NPU OTUMENbHOM ee COXPAHEHUU — K
Hapyuwlenuro  (OYHKyuu  nouex,  KapoOUuockieposy,  NHEeBMOCKIEpO3y,  He@poCKiepo3y.
T'unepkanvyuemus,  00yCI061eHHA — UHMOKCUKAYUel  OUSUOPOMAXUCMEPOTIOM,  mpedyem
OIUmMenvHol KOppeKyuu, ebloopa boaee akmueHoU MakmuKu 1e4eHus..

3.3 Xupypruueckoe Je4eHue

Xupypeuueckux memo0og neuenus 0aHH020 3a001e8aHUs He pazpadomato.

3.4 UHoe Jeuenue
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Hnoe neuenue ne npuUmMeHiemcs.

4. MeaunuHckasi peadnJanTAIUMS U CAHATOPHO-KYPOPTHOE JieYeHHue, MeIMIMHCKHE
NMOKA3aHMS M MPOTUBONOKA3AHMUS K NPUMEHEHHI0 MeTO/I0B MeIMLIMHCKO peaduaIuTanuu, B
TOM YHCJIe OCHOBAHHBIX HA MCIO0JIb30BAHUM NPUPOAHBIX Jie4eOHbIX (PAKTOPOB

Cneyughuueckas peaburumayus He pazpabomaua.

5. lpoduaakTuka u AWCHAHCepHOe HaO/II0leHHe, MeIMUUHCKHE TOKA3aHUS M
NMPOTHBONOKA3aHUS K PUMEHEHHI0 METO10B NPOPUIAKTUKH

° [TaruenTam nepen MIaHUPYEMBbIM XHUPYPrHUY€CKHM BMEIIATEIbCTBOM Ha 00JaCTH
IIeM pPEKOMEHJ0BaHO uccienoBanue ypoBHs 25-OH Butamuua /| B KpoBH M KOMIIEHCALUs €r0O
IeUIUTA/HETOCTATOYHOCTH € IENbI0  NPO(UIAKTHKA PA3BUTHS  ITOCICONEPANMOHHOTO
TpaH3uTOpHOTO runonapatupeosa [80,139,150-157].

Yposenb  yOenurenbHocTH  pekoMeHgamuii C  (ypoBeHb  [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 4)

KomMmenTapuu: passumue nocieonepayuonHo20 mpausumopHo2o 2unonapamupeos3a
accoyuupos8aHo ¢ Hauiuduem npedonepayuonnozo depuyuma/nedocmamournocmu 25(0OH)D.

o Bo u3b6exxanue nospexaeHus u/nim aesackynaspuzannu OLLDK e pexomennoBaHa
o0s3aTenpHas UX PEBU3US BO BpeMs orepanuu Ha opraHax meu [158—160].

YpoBenb  yOenureabHocTH  pekomeHaauumii C  (YypoBeHb  10CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

Kommenrapuu: ssinonnenue suzyanuzayuu OILIJK 60 6pemsa onepayuu c813aHO ¢
DPUCKAMU NOBPEHCOEHUS. KPOBOCHADIMCEHUS JHCele3, A MAKHCE MONCEM CYUJeCMBEeHHO VEeauuuns
ONIUMENbHOCMb ONEPAMUBHO20 MEULAMENbCIEA, YMO ABTIAEMC sl HE3A8UCUMBIM PaKMOpoM PUCKa
pazeumus eunonapamupeosa. [na udenmuguxayuu OILPDK, a makoce 0na oyenku ux
HCU3HECNOCOOHOCIU 80 8peMsl Onepayu npeonoyYmuUmenbHo UCHOIb308AHUEe (PI0OPeCYEeHMHOL
aneuoepaguu ¢ #unooyuanunom zenenvim [179]. I[lopowox #Hunooyuanuna senenoco (25 me)
pacmeopsiemcs 8 20 M1 cmepuibHOU 600bl 0151 UHLEKYUL, NOCTIe 4e20 6600UMCs 5 Ml pacmeopa
8HympueeHHo (konyenmpayus 8,3 me Ha I ucciedosanue).

® B nepgvle cymku nocjie Xupypeuiecko2o emMeuamenbcmed 8 001acmu ueu pekoMeHoyemcs
uccnedosanue ypoeHs NapamupeouoHo20 20PMOHA 8 KpPOBU UCCIe008aHue YPOBHs 00uje2o
Kanbyus 6 Kpoew, WCCIEOBaHWE YpPOBHA albOyMHMHa B KPOBH C pacdyeToM ajibOyMHH-
CKOPPEKTUPOBAHHOTO KaJbLIMsl KPOBU HJIM MCCIIEJOBAHUE YPOBHS MOHM3MPOBAHHOTO KAJBIHS B
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KPOBU Uil JAMArHOCTHKHM THUIIONApaTHpeo3a M ONpeAeieHUs NOTPeOHOCTH B HAa3HAYCHUU
IIPenapaToB KajablLUs U IpenaparoB ButamuHa D u ero npousBoausix [80].

YpoBenb  yOeauTeqIbHOCTH  pekoMeHgauuii B (ypoBeHb  /10CTOBEPHOCTH
J0KAa3aTeJbCTB — 3)

KommenTapuu: necvompsa na mo, umo 6 Hacmosuee 8pems He pa3padbomanvl yemKue
epemenHbvle Kpumepuu 0715 3a60pa kposu Ha IITI" u noxazamenu Karvyusi 8 NOC1E0NEPAYUOHHOM
nepuooe, NpPoOBeOeHHvle UCCIe008AHUS OeMOHCMPUPYIOM YEHHOCMb UMePEeHUsl OAHHbIX
napamempos 8 meuenue nepsvix 24 uacos nocie onepayuu Ha opearax weu. Ypoeens ITI menee
10-15 ne/mn 6 nepevlii Oenb nocie onepayuu paccmampuéaemcst KaKk npeouxkmop pa3eumuis
nocieonepayuoHHo20 2unonapamupeosa (vyecmsumenvuocmos 97,7%, cneyuguunocmo 82,6%).
Ilocneonepayuonnas oyenxa 1abopamopHulx noxazamenell ocopHo-Karvyueso2o oomena —
Heobxo0umoe ycnosue OJisl C80€8PEMEHHO20 HA3HAYeHUs npenapamog sumamuna D u e2o
aHAN0208 U NPenapamos Kanbyusl.

° [TanenTam, TepeHECHIMM TOTAJIBHYIO THPEOUAIKTOMHIO, PEKOMEHIOBAHO
PYTUHHOE MPUMEHEHHE NEPOPATBHBIX MPENapaToB KalblHs B TEUYCHHE MEPBBIX 2 HENENb MOCIIe
orepanuu A NpoUIaKTUKKU OCTPOl runokanbieMuu [161,162].

YpoBenb  yOenureabHOcTH  pekoMmeHaaumii C  (ypoBeHb  [I0CTOBEPHOCTH
J0KAa3aTeJbCTB — 5)

. [TarueHTamM B XOA€ XUPYPTrUYECKOTO BMEIIATEIbCTBA HA OpraHax IIed Mpu
neBackynspuzanuu  OLDK pexomeHmoBaHO TMpOBEACHHE WX AayTOTPAHCIUIAHTAIUU IS
npodUIaKTUKH MOCIEONEepalMOHHOT0 runonapaTtupeosa [164,165].

YpoBenb  yOenureabHOCTH  pekomeHaanmii C  (ypoBeHb  [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 4)

Kommenrapuu: aymompancnaiaumayua  OLLDK, Oesackynapuzogannoti 6 xooe
Xupypeuiecko2o emewamenscmea Ha obracmu weu, AGNAemcs IPhekmusHblM  Memooom
npouiakmuku nocieonepayuonno2o 2unonapamupeosa. Hopmanvnvie OLLPK, xax npasuno,
MPAHCHIAHMUPYIOMCA 8 2PYOUHO-KIIOUUYHO-COCYCBUOHYIO MbIUUYY, M020ad KAK U3MEHeHHble,
2UNEPNIA3UPOBaHHbIe Jicene3bl bojee NPeonoumumensHo MpaHCniaHmupo8amy 8 Naeueryyesyio

MblIUYY HE OOMUHAHIMHO20 npe()nﬂe%ﬂ.
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6. Opranusanusi oka3aHusi MeJHIUHCKOI MOMOIIH

AMOynaTOpHBIN 3Tan OKa3aHUs MEIULUHCKON TOMOILIU:

1) mpoBeaeHue 1aboOpaTopHOro OOCIENOBaHUA C ONpEAEICHUEM OMOXMMUYECKUX
nokasaresuen (GocopHO-KaIbIEBOI0 OOMEHA B KPOBU U B MOYE;

2) mpoBeaeHHE MHCTPYMEHTaJIbHOTro obcienoBanus - Y3U mouek (mo moxazanusim KT
nouek), no noxkasanusM KT ronoBHoro mosra;

3) KOHCYNbTAIlMM CMEXHBIX CIIELUAINCTOB — Bpayda-o(TajbMoiiora, Bpaya-yposora (1o
MOoKa3aHUsIM), Bpaua-Hedpoiiora (1o moka3aHusM), Bpada-kapauosiora (1o Mmoka3aHusM), Bpada-
HeBpoJiora (110 TTOKa3aHUsIM);

4) xoppekuus IpernaparoB CTaHIAPTHOM TepamnuM THUIOoNapaTtupeos3a Ui JAOCTHKEHUS
LIeJIeBBIX MOKa3aresnel pochopHO-KaIbLUEBOr0 0OMEHa.

ITokazaHus Ui IUIAHOBOM rOCIUTAIN3AMH B MEIUIIUHCKYIO OPraHU3aIHIo:

1) He0OX0IMMOCTh KOPPEKLIUHU IIPENapaToB CTAHJAPTHOM Tepaluy rUnonapaTupeosa s
JOCTHIKEHUS TICJIEBBIX TTOKa3aTenel (hochopHO-KATBIIHEBOrO 00MEHa;

2) HEBO3MOKHOCTb JJOCTH)KEHUS LIENEBbIX MoKa3aTeneil (ocopHO-KalIbLueBOro oOMeHa
IPY UCTIOJIb30BAaHUM CTaHIAPTHOW Teparnuy THIIoNnapaTupeosa.

[TokazaHus Juist SKCTPEHHON TOCHUTAIN3ALNN B MEAUIIMHCKYIO OpraHU3aIuIo:

1) ocTpasi TUTIOKATBIIUEMHS;

2) pa3BUTHE )KU3HEYTPOKAIOLINX OCIONKHEHUH, CBA3aHHBIX C OCTPON T'MIOKaJIbIEMUEH
(JTapuHTrO/O6pOoHX0CHa3M, HapyIIEHUs] pUTMa Cep/lia, TeHepaIn30BaHHbIE CYA0POTH);

[TokazaHus K BBITUCKE NAIIMEHTA U3 B MEAUIIMHCKONW OpraHU3aIiu:

1) cToiikoe ymaydlleHHE COCTOSHHUS, KOTJa MalUeHT MoXeT Oe3 yiiepOa i 310pOBbs
IOPOJOJDKUTh JIEYeHHE B aMOYJIAaTOPHO-MOJIMKIMHUYECKOM YUYPEXKACHUH WIM JOMAallHUX
YCIIOBUSIX;

2) nmpu HEOOXOIUMOCTH TepeBo/ia OOIBHOTO B APYTYIO OPTaHU3AIMIO 3PaBOOXPAHECHHUS;

3) rpy0oe HapylleHHe TOCTIUTAIbHOTO PEKUMA;

4) Mo MUCbMEHHOMY TPeOOBaHUIO OOJIBHOTO JIMOO €ro 3aKOHHOTO MPEACTABUTENS, €CIIH
BBINKCKA HE YIPOKAET KHU3HU OOJIBHOTO U HE ONacHa JUIsl OKpYy>Karolux. B aToM ciydae BeIUCKa
MOJKET OBITh MPOU3BEACHA TOJIBKO C pa3pelIeHts IIIaBHOr0 Bpada O0JIbHUIIBI MJIH €T0 3aMEeCTUTENs

1o JieueOHoM padore.
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7. JonojiHUuTEeIbHAsA MH(POPMALHA (B TOM 4YHCJIe (PAKTOPbI, BIAMAIOLIME HA HUCXOI
3a00J1IeBAaHUA UJIH COCTOSTHUS)

7.1 Jleuenune oCcTpOii rTNNOKAJILIIMEMHAN

Jlis KynupoBaHUSI OCTPON TUIIOKaJIbIIMEMHH PEKOMEHIYETCS yCTaHOBKA IEHTPAIbHOIO
BEHO3HOTO KaTeTepa, 4YTO IO3BOJIUT IMPEJOTBPATUTh CKIEPO3UPOBAaHHE NepuPEpUIECKUX BEH
BCJIEJICTBUE HWHQY3UM TMpenaparoB Kanblusa. [IpeanodTuTeNnbHO HCHOIB30BAHUE KalbLUs
[IIIOKOHATa™*, Tak Kak KaJbIUs XJIOPUJl UMEET CePhe3HbIC OCIOKHEHHS B BUIE HEKPO3a MITKUX
TKaHEeH, B Cllydae BbIXOJa pacTBOpa U3 COCYIUCTOTO pycia.

JUig KynupoBaHHUsSL OCTPOMl T'MIOKAJbLIUEMHH HCIOJb3YETCS BHYTPUBEHHOE BBEJICHUE
IpenapaToB Kajuplus B 2 3Tamna: 1-2 ammyinsl 10% pactBopa KajibLius INIIOKOHaTa™ ™, cogepxaliye
90-180 Mr s1€MEeHTapHOTO KallblLiMsl COOTBETCTBEHHO, B 50 mi1 0,9% pacTBopa HaTpus xyuopuga**
(umu B 5% pactBopa AekcTpo3bl**) B Teuenue 10-20 MuUHYT; MOCIenyrollee MEIICHHOE
BHYTPUBEHHOE BBeleHUE Kanblus rirokoHara** 100 mi (10 ammyn) co ckopoctero 0,5-1,5
mr/kr/gac B 1000 Mt 0,9% pactBopa Hatpus xinopuna** (wm 5% pacTBopa JEKCTPO3bI) B TCUCHHUE,
B cpenHem, 8—10 Jacos.

B 3aBucHMMOCTH OT CHTyallud MOTYT OBITh HCIOJB30BaHBl CJEIYIONINE BapUAHTHI
MapeHTEePaIbHOTO BBEACHUS IPENapaToB KaJlbIIMs:

1. Brenenue kanpuus riokoHaTa** BHyTpUBEHHO 00TIOCHO B KojmyecTBe 20-60 mut
- 6bIcTpO Oe3 pa3eneHus 0,9% pactBopoM HaTpus xyopuaa™™ (mmu B 5% pacTBopa AEKCTPO3bI).
MeTon rcnonb3yeTcst IpU BBIPAKEHHBIX CUMIITOMAX TUITOKaIbIIeMHH (TTAIIMEHTHI ¢ KITHHUYECKON
KapTUHON «cTpaxa CMepTH» WIM B OeccOo3HATENIbHOM COCTOSHUM). Jlo3a BBOJAMMOTO KajbIUs
OTIpeeNAeTCs 1O MOSIBICHUIO TUCIENICHUECKUX 5Kajlo0.

2. BBenieHne monoBHHBI J103bl KajblMs IIIIOKOHATa** BHYTPUBEHHO OOJOCHO 0e3
pa3Benenus (40 — 50 mu 10% pacTtBopa KanbIus MIIOKOHATa**), octanpHas qo3a Kanbims (50 —
60 mi 10% pactBOpa Kanblus IIIIOKOHATa™**) BBOAUTCS BHYTPUBEHHO MEJIJICHHO B pPa3BEIEHHOM
cocrostanm (0,9% pactBopa HaTpusi xjnopuma** umm 5% nmeKcTpo3br*™*) co CKOpOCTBIO st
ungpysomara 0,5 — 1,5 mkr/kr/gac. JlaHHbIN cocoO BBEACHHS SIBISIETCS CaMbIM YaCThIM IS
KYIMUPOBaHUSI OCTPOI THMOKAIBIEMUH, MO3BOJISIONIMM OBICTPO HOPMANIM30BaTh KIMHUYECKOE
COCTOSTHUE TMallUEHTA.

3. Brenenue Bceit 10361 mapeHTepaibHBIX MpenapaToB Kaibius (80 — 100 m 10%

acTBOpa KaJblUs IIOKoHaTta**) passemerHuoro B pactsope (0,9% uatpus xmopuga** wiun 5%
b
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JEKCTPO3bI**). MeTo1 HCIIONB3YeTCsl MPEUMYIECTBEHHO [T TIOJIEPKaHMs aIeKBATHOTO YPOBHS
KaJIbIHA C LEJIbI0 MPO(UIAKTUKH Pa3BUTHS OCTPON THIIOKATIBIIEMHH.

[TapentepasibHOE BBEJICHUE IIPENApaTOB KaJbIUsl BCErJa MPEKpaIlaeTcs Npy MOSIBICHUN
JTUCIICTITUYECKUX KaI00 (TOITHOTA, PBOTA).

BHyTpHuBeHHOE BBEIEHUE KAIBLUS TPEOYET OCTOPOKHOCTH Y OOJIBHBIX C TUIIOKATIHEMUEH
U Y TALIMEHTOB, MPUHUMAIOUINX JUTOKCUH**, B CBS3U C MOBBIIICHHBIM PUCKOM apUTMHIA.

OaHOBpEMEHHO Ha3HAYAIOTCS MepopaibHbIe Iperaparhl KalblHs U IIpenapaThl BUTAMUHA
D u ero ananoroB (anbdakanblumon™*, kampiuTpuon®*). llenp Tepamuu — KymupoBaHUE
CUMITOMOB OCTPOW T'MIOKAJbLIMEMUU BCJIEICTBUE TUIIONAPATUPEO3a M  HOPMaIU3alus
nokasaresei oOLIero 1 MOHU3UPOBAHHOTO KaJbIMsl Ha HI)KHEN rpaHulle pepepeHCHBIX 3HAaUEHU N
WJIH HECKOJIBKO HIKE B OTCYTCTBUE KIMHHUYECKUX CUMIITOMOB THIIOKATbIIUEMUH. JIJ KOpPEKIIUU
Tepanuu HeoOXOIUM YacCThlii KOHTPOJb YPOBHS Kalblusl KPOBH (KaKable 6—12 yacoB B Hayale
JICYCHUSI, TIOCTIE CTA0MIIM3AINH COCTOSHUS TAIIUSHTa — KX Ible 24 Jaca).

CTOUTBH OTMETUTB, YTO MIPH HAJTMYMH Y MAIIMEHTA BRIPAKCHHON TMIIOMarHMeMUH TTOKa3aHa
€e KOPpEeKILHsS C HCIOJIb30BAaHMEM KaK MEepOpalibHBIX IpernapaToB (mpenaparsl KOMOWHAIIUU
pasnunuHbIX npenaparoB marHus 300-400 mr/cyTt), Tak ¥ BHYTPUBEHHBIX ()OPM — BHYTPHBEHHO
CTpyitHO 2 rpamma marHus cyiabgparta** B TeueHue 10-20 MUHYT, BHYTPUBEHHO KamnesnbHO 25%
pactBop Maruus cyiabdara** 2-4 rpamma B 150-200 mi1 GU3HOIOTUYECKOTO PacTBOpa HATPHS
xjopupa®*.

AJITOPUTM KYNMPOBAaHHUS OCTPOii TMNOKAIbIIHEMHH BCJIeACTBHE THNONapaTupeo3a:

1) Kanpuus rmrokonat** 20-60 mu B/B O6omrocHo, w/mnm 1-2 ammynel 10% pactBopa
Kanblus TiokoHaTa** (90-180 Mr asieMeHTapHOTO KanbIus cooTBeTcTBEeHHO) B 50-100 M 0,9%
pacTBopa HaTpus xyuopuaa** (uiam 5% BOJHOTrO pacTBopa JeKCTpo3bl™*) B/B B TeueHue 10-20
MHUHYT C OJHOBPEMEHHBIM Ha3Hau€HHEM IEpPOPAJIbHBIX IpErnapaToB Kalbliis W IpenapaToB
ButamuHa D 1 ero ananoros (anbdakaasiiuaon™*, kaneuutpuoa™*). [lpu HeoOX0AMMOCTH MOKET
OBITH MpoJIoJKEHA MH(Y3MOHHAS Tepanus Kaublus TiokoHaToM™* mo cxeme: 10 ammyn 10%
pactBopa Kanblus rarokoHaTa** (900 mr snemenTapHoro kanbius) B 1000 mu 0,9% pactBopa
NaCl** (unu 5% pactBopa nekcTpo3sl**) co ckopocThio 50 mi/gac (B cpenHeM B TeueHue 8§—10
4acoB).

2) Ilpenapats! BuTamuHa D 1 ero ananoros (anbgakaibuaon™* B cpegnem 3-3,5 MKr/cyT
W/ KaJdbUUTpUON™* 1,5-2 MKI/CyT mepopajbHO) B COYETAaHUH C INpernaparaMu KajblMs B

cpeaHeM 3000 Mr 1o a1eMEeHTapHOMY KaJlbLIMIO BHYTPb Ha 3-6 MPUEMOB B CYTKHM BO BpeMs WU
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cpasy mociie npuema nuuu). [lpu coxpaHeHnH THITOKAIBIIUEMHN MOTYT OBITh IPUMEHEHBI Ooee
BBICOKHE JIO3BI [TOJI KOHTPOJIEM KalbIus U Gochopa KpoBu.

7.2 Benenue 0epeMEeHHOCTH IPU THIIONAPATHPEO03e

PU3H0I0rnIecKre acleKThl PEryISIIn MUHEPAJIbHOIO 00M€eHA BO BpEMiA 6CDCMCHHOCTI/I

K ogHOMYy u3 OCHOBHBIX KOMIIEHCATOPHBIX MEXaHHU3MOB, OO0ECIIEUMBAIOLIMX ILJIOJ
JIOCTAaTOYHBIM KOJMYECTBOM KaJbllUg BO BpeMs OEpeMEHHOCTH, OTHOCHTCS YCHUJICHHE €ro
abcopbuuu B KUIIEYHMKE MaTepu. B mepuoj nakranuu ajekBaTHas KOHIEHTPALUs KaJbLUs B
IPYyHOM MOJIOKE JOCTHUTaeTcs, B OCHOBHOM, 3a CYET YCHJICHMs pPe30pOTHUBHBIX IPOLIECCOB B
KOCTHOW TKaHU. DTU U3MEHEHMSI CBSA3aHbI C YBEIMUYECHUEM POAYKLIUY TAKUX KJIFOUEBBIX TOPMOHOB
kak Kanpuutpuoi u [T -mogo6usiit nentug (ITTToll).

VBennyeHne CHUHTE3a KalbLUUTpUoia HaOmomaerca ¢ | TpumecTpa UM K KOHIY
OEepeMEHHOCTH €ro ypOoBEeHb COCTaBisieT A0 2-3 HopM. Perymsuus merabonusma ButamuHa D y
OepeMeHHOW >KEHIIMHbl B OCHOBHOM 3aBUCUT OT aKTUBHOCTH la-THIpPOKCHIIA3bl IOYEK,
HaxoJsIIEHcs MO KOHTPOJIEM JCTPOr€HOB, NPOJAKTHHA M 4YEJIOBEYECKOrO IUIALICHTAPHOIO
naktoreHa. [Ipu stom ypoBeHb 25(OH)D ocraercs cTaOMiIbHBIM, HECMOTPSI Ha YCUJIEHUE €r0
KOHBEpCUM B aKTHUBHYIO (GopMmy. Bo MHOTMX TKaHSX OpraHum3Ma, BKJIKOYas MOJIOUHBIE XKeJe3bl,
JEUIyalIbHYI0 000JIOUKY, TUTAleHTYy U Ap., yBenuuuBaetcsi cunre3 [ITImll. Yposens [ITI'nll
Bo3pactaeT ¢ 3 mo 13 Henmemio recranuu, U OoJiee 4YeM BTPOE MPEBBIIIACT IMOKA3aTeNb 10
6epemenHoctu. Mmenno B sty mepuonsl IITI'mIl neiicTByer kak SHAOKPHHHBIA (akTop,
PEryJIMpYOIIMIA MUHEPAIBHBIN U KOCTHBIN romeocTas HezaBucumo ot IITT. ITTI'nll tak ke, kak
u [1TT, cnocoOeH cTUMyIHpPOBaTh PE30POIIMI0 KOCTHOM TKaHH, peadCOpOIMIO KaIbIIUS B TTOUKAX,
YTO B KOMIUIEKCE OO€eCleyrBaeT HacChIEHUE TPYJHOrO0 MOJIOKa HEOOXOJUMBIM s
HOBOPOXIACHHOI'O KOJIMYECTBOM KAJIBLIMSL.

Iponykuus IITT OLLDK npu HactymieHun O€peMEHHOCTH CHUXKAETCSl U €r0 YPOBEHb B
KpPOBH JEPKHUTCS B HHU3KO-HOPMAJIBHOM JUANa30HE€ WM JAKE HIKE NOMYJISIUOHHBIX
pedepeHcHBIX Mokaszareneil B | TpumecTpe, YTO CBSI3aHO C TeCTAllMOHHBIM TOBBIIIEHHEM
npoaykuu IITI'nll u kaneuuTpuona ¢ 3-eit Hexgenu 6epemenHoctu. Takum obpazom, I1TT, kak
peryasaTop pochopHO-KanbLHeBOro 0OMeHa, TepsSeT CBOIO JOMUHUPYIOIIYIO POJIb B 3TOT MEPHOJ
1 TOJIbKO K KoHIy [II-ro TprmMecTpa ero mpoyKuusi BOCCTAaHABIMBAETCSI.

Kanbuuronnn — ropmon-antaronuct IITI, npoaynupyemsiii C-kineTkaMy IIUTOBHIHON
JKene3bl, a B MEepUOoJbl OEPEeMEHHOCTH M JAKTallud - MOJIOYHBIMM KeJie3aMH M IUIalleHTOM.

IToBrITIIEHHNE YPOBHA KaJIbHUTOHHWHA BO BPEMA 6epeMeHHOCTI/I H JIaKTalluh OTMCYCHO TaKXC Yy
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NAIMEeHTOK, paHee NEePEHECUINX TOTAJIbHYI0 THUPEOHIPKTOMHUIO. YBEIMYCHHE CHUHTE3a 3TOTO
TOPMOHA BO BpeMsi OEPEeMEHHOCTH peanu3yercs 3a c4eT 3(PQPEeKTOB ACTPOreHOB (3CTpaanoia,
ACTpPOHA W AICTPUOJIA) W HAIPABJICHO HAa MOJABJICHHE AKTUBHOM JeMHUHEpalM3alluM CKeyeTa
MaTepHu.

Bo BpeMsi GepeMEHHOCTH M JIAKTAallUM 3a CYET YBEJIMYEHUs 00beMa LUPKYIHPYIOLICH
KPOBH ¥ TEMOIMITIOLIUU CHUKAETCS] YPOBEHb OOIIETO KaJbIHs CHBIBOPOTKU KPOBH, B TO BPEMsI KaKk
YPOBHU aJIbOYMUH-CKOPPEKTUPOBAHHOTO U HOHU3UPOBAHHOTO KAJIBIIHS OCTAIOTCS HEU3MEHHBIMH.
YpoBeHb KaibllMsl KpOBU IUIOMAA, KaK MPaBUIIO, OKA3bIBAETCS HECKOJIBKO BBINIE IMOKa3aTenei
KaJbIIMEMUH Y MATEPH.

HccnenoBanusi Mo BeACHUIO OEpPEMEHHOCTH Ha ()OHE XPOHHUYECKOTO THIONApaTHpeo3a
OTrpaHHYeHbI HEOONBIIMMU BHIOOPKAMU (Yallle ONKMCAaHUE CePUH KIMHUYECKHUX ciydaeB). Tem He
MeHee, SKCTIIEPTHOE COOOIIECTBO BBIJEINAET KIIFOUEBbIE TOJI0KEHUS 10 TAKTUKE BEICHUS U JICUCHUS
JTAHHOTO 3200JIeBaHMSI IIPH T'€CTAIHH.

OcHOBHbIE NMPUHUMIBI M0 BeJIeHUI0 0epPeMEHHOCTH y MAUMEHTKH ¢ XPOHHMYECKUM
TUNONAPATHPEO30M:

. ONTUMATBHBIM CUUTACTCS MOJICPKAHNE YPOBHEH HOHU3UPOBAHHOTO U aTbOyMUH-
CKOPPEKTHPOBAHHOTO KAaJbI[Usl KPOBH B TIpeAeiax HIKHE-HOPMAJBHOTO JHara3oHa (Iis
aTbOYMHUH-CKOPPEKTUPOBAHHOTO Kb B mpeaenax 2,1-2,3 MMob/i, 711 HOHU3UPOBAHHOTO
KanmpIus - B npeaenax 1,05-1,15 mmonn/n) Bo nzbexaHne HeOIArompuUsITHOTO BO3JEHCTBUS Ha
pazsutue OIDK mmoma. [ns pacdera ypoBHS ambOyYMUH-CKOPPEKTUPOBAHHOTO KaJbIIUS
OPUMEHSIOT (QOopMyay: albOyMHUH-CKOPPEKTUPOBAHHBIN KaJbIMM MIa3Mbl (C IMOMPaBKOMN)
(MMONB/IT) = WM3MEPEHHBbI ypoBeHb OOIIero Kaublug Iutasmbl (Mmoib/n) + 0,02 x (40 -
M3MEpEHHBIN YPOBEHb aTbOyYMUHA TIIa3MBblI (T/7));

. B TEpUOJ] TECTAllUU CIIEAYEeT MPOBOAUTH MOHUTOPHHT IoOKazaTeneil (ocdopHo-
KaJbIIMEBOTO OOMeHa (MCCIeIOBaHHE YPOBHS OOIIEro KaJbIUsl B KPOBH, MCCIIEIOBAHUE YPOBHS
aTb0yMUHa B KPOBH, UCCIIEIOBAaHUE YPOBHS MOHU3UPOBAHHOTO KaJbIHS B KPOBH, HCCIIEIOBAHUE
ypoBHs ¢ochopa B KpOBH) € 4aCTOTOH He pexke ueM | pa3 B 4-6 Henenb 11 NpOpHIAKTHKY THITO-
U TUTIEPKaJIbIIEMHIH;

. B CIy4ae M3MEHEHUs Teparny MOXKET IMOTpedoBaThes Ooiee YacThlii KOHTPOJIb, B
cpenneM 1 pa3 B 7-14 nHel 10 NOCTHXKEHUS LEJIEBBIX MMOKA3aTeNIeN KalblIMEMUN;

. ciefyeT moanaepxuBath ypoBHH ¢ochopa, marnus u 25(OH)D B mpenemax

pedepeHCHOro Trana3oHa;
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. CIIeIyeT MPEKPaTUTh JICUCHUE THUA3HIaMHU/THA3UIONOA00HBIMU TUYPETUKAMU HA
nepuoj; 0EpeMEHHOCTH U JIaKTaIlHH;

. CeyeT MPEKPAaTUTh JICUCHHE IpernaparaMH MapaTUPEOUIHBIX TOPMOHOB U HX
aHajoraMuy Ha IepuoJi 0EPEeMEHHOCTH U JIAKTAIINH,

. MAIUEHTKH C XPOHUYECKUM THIONAPATUPEO30M HYXKIAITCI B OOYUYCHHH,
HANPaBIICHHOM HA TMOBBINICHUE WHPOPMUPOBAHHOCTH O CHUMIOTOMATUKE THUIO- U
TUTICPKATIBLIIUEMHUH.

B mpencraBieHHBIX HMCCIEAOBAHUAX IO JICYCHUIO XPOHUYECKOTO THITONApaTHpeo3a BO
BpeMsi OCpEMEHHOCTH y KEHIIMH HAOJII0OJATNCh 3HAYUTENIbHBICE H3MEHEHMsI MOTPEOHOCTH B
npenaparax Kajablus U Mpenaparax BuTaMuHa D u ero aHamoros (4aiie KaiabIuTproiga™™*, pexe
#anbakalblya071a) B 3aBUCUMOCTH OT CpPOKa I'eCTallud M INepuoja Jiaktanuu. CpemaHue T03bl
npenapatoB Kanbius gocturain 2000-3000 Mr B CyTKH, 10361 KaJIbIUTpUONa™* — 1-2 MKT B CYyTKH,
1036l #anb(hakaablUa0Ia — B CPeIHEM 2 MKT B CyTKH. JIabopaTOpHBI KOHTPOIb MPOBOIUICS
Kaxple 4-6 HeJellb B TEUCHHUE BCe OCPEMEHHOCTH ISl OOSCIICUCHUS aICKBATHOTO YIIPABIICHUS
COCTOSIHEM U KOPPEKTHUPOBKH JIO3UPOBOK IIPH HEOOXOAMMOCTH. Ba)KHO OTMETHUTB, YTO HECMOTPS
HAa TO, 4YTO OEpeMEeHHOCTb W TEePUOJ JaKTAI[MM 3asBICHbl B MPOTUBOIOKA3aHUAX IS
KanpLuTpuona™*/#anppakanpuunona™™*,  anprepHaTuB  JUIsl  JICYEHUS  XPOHHUYECKOTO
TUTIONIApaTUpPE03a B TIEPHOJl TeCTAllMd HE CYIIECTBYIOT. B JOCTYNMHBIX HCCIIEIOBAHUIX
MPOJEMOHCTPUpPOBaHa 0€30MacHOCTh MPUMEHEHMsI JIaHHBIX JIEKapCTBEHHBIX IpEnaparoB B
yKa3zaHHbIX fJo3ax [180-182].

7.3. AYTOUMMYVHHBII FTHIIONAPATHPEO3

AyTOMMMYHHBI = TUIIONApaTUPEO3 - BTOpas IO PacHpoCTpaHEHHOCTH (opma
rurnonapaTpeosa, 00yciaoBIeHHas HMMYHO-OIIOCPE0BaHHBIM pa3pymeHueM kietok OLLDK. On
MOYET OBITh U30JIMPOBAHHBIM 3a00JIeBaHHEM, OJTHAKO 3HAYUTEIBHO Yallle BCTPEYaeTCsl B paMKax
HacnenctBeHHoro AIIC 1-ro tuma, Takke U3BECTHOTO KaK KaHAMI0-3KTOAEpMalbHAs TUCTPOdus
(Autoimmune Polyendocrinopathy with Candidiasis and Ectodermal Dystrophy — APECED) [14].
PacripoctpanenHocTh nanHOTO 3a60seBaHus orneHeHa B 1:100 000 HaceneHusi B OOJIBIIMHCTBE
CTpaH, OoJbIIast pacpoOCTPAaHEHHOCTh OTMEUEHa B TakuX cTpaHax kak OunmsHaug (1:25000) u
Capaunus (1:14000) u cpenu nepcuackux espeeB B Mzpaunne (1:9000) [166].

AIIC 1-ro Thma — MOHOT€HHOE ayTOCOMHO-PEIIECCUBHOE 3a00I€BaHNE, B OCHOBE KOTOPOTO
JeKUT HapylIeHHEe CTPYKTyphl TeHa ayTouMMyHHoro perynstopa (AIRE). T'en AIRE

pacrioyiaraeTcsi Ha JJJIMHHOM I1e4e 2 1-if XpoMOCOMBI, KOAUPYET sIIEPHBIH (hakTOp TPAaHCKPUTILTUH
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U UTpaeT OAHY M3 KIIOYEBHIX poJici B (HOPMUPOBAHMM HMMMYHOTOJIEPAHTHOCTH. B ocHOBe
MaTOTreHe3a JCKUT ayTOUMMYHHas ICCTPYKLIMS Pa3IuYHbIX SHIOKPUHHBIX xkenes3 [167]. Jns ATIC
l-ro Tuma xapakTepHa KjlacCMuecKas TpHaJa: CIM3UCTO-KOXKHBIA KaHIAMJ03, I'MIIONAapaTHpeOs,
XpOHMYECKasl HaIIOYEYHUKOBAs HEAOCTAaTOUYHOCTh. 3a00seBaHue AeOOTHPYET, KaK MIPaBUIIO, B
nerckoMm Bo3pacte. bonee yem y 80% mnaumenroB ¢ AIIC 1 tuna runomnapaTupeos sBIisSeTCS
€/IMHCTBEHHBIM SHJIOKPHHHBIM MIPOsiBICHUEM 3a0oneBanus [167].

B nopasnstonieM OOJIBIIMHCTBE CIIydaeB MEPBBIM MPOSBICHUEM CTAHOBUTCS CIU3HUCTO-
KO>KHBIM KaHJ1103, pa3BUBarouiics B nepsbie 10 et »u3HM, yale B Bo3pacte okojo 2 yeT. Ha
(oHE CIU3UCTO-KOKHOTO KaHAN103a Y 84% IMallueHTOB MOSABISAETCS TUIIONAapaTUPeOs3, IPU ATOM B
88% cnyuaeB oH aeOroTupyeT B Bo3pacte a0 10 ner. K apyrum xomroHeHTaM CHHIpoMa
OTHOCATCS caxapHbli Juaber 1-ro Tuma, TUpeouaAUT XalIMMOTO, LEIHAKUSA, BHUTUINIO,
ayTOMMMYHHBIN T€aTUT, TMIIOTOHAU3M U apyrue [16].

Kowmmoueuts!r AIIC 1 tumna:

. ['maBHBIE KOMITOHEHTHI:

0 CJIN3UCTO-KOKHBIM KaH1]103;

0 TUIONapaTHpeos;

0 NepBUYHAS HA/IMTOYECYHUKOBAS HEJJOCTATOYHOCTb.
. Jlpyrue BO3MOKHBIE TIPOSIBIICHUS:

0 KEpaTur;

0 ayTOMMMYHHBIH T'eNaTuT;

0 NIepBUYHAS OBapHAIIbHAS TUCHYHKITHUS;

0 TUTIOTUIA3Us 3yOHOM dMau;

0 HHTEPONATHs C XPOHUUECKOW Jrapeel Wiln 3aropamu;
0 dorodobus;

0 MIEPUOTUYECKH JKap C CHIIBIO;

0 ITHEBMOHWT;

0 HepuT;

0 NaHKPEaTHT;

0 caxapHblii quader 1 Tuna;

0 (GyHKIMOHATBHAS aCTIICHUS;

0 LEeJINAKUS;

0 TUPEOHTUT;
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0 PETUHUT;

0 aruIa3usl KpacCHOI0 POCTKA KOCTHOI'O MO3ra;

0 MOJINAPTPUT.

B mHacrosmiee Bpemsi OCTaeTcsl HEU3BECTHBIM, YTO BBICTYNA€T MHUIIECHBIO JUIA
ayrouMMmyHHOro mnoBpexaenus kinetok OIDK. B nureparype paccmaTpuBaeTcss HECKOJIBKO
AQHTUTCHOB, AyTOAHTUTEJIA K KOTOPBIM MOTYT OBITh OTBETCTBEHHBI 32 pa3BUTHE I'MIIONAPATHPE03A.
B 1996 rogy Y. Li m coaBT. BHepBbie BBIBWIM akTHBHpylomue anturena k CaSR. B
UCCIIeIOBaHKE ObUTH BKITIOYECHBI 25 MAIlMeHTOB, CPEIU KOTOPHIX Y 17 MpUYMHON runonapaTupeosa
obu1 AIIC 1-ro THIA, a y 8 YeToBEeK 0TMEYAJIOCh COUYETAaHUE TUTIONAPATUPE03a U ayTOUMMYHHOTO
tupeouauta. B pesynabrare y 56% NAnMEHTOB ¢ TUIONApaTUPEO30M ONPEAEIISINCh BBICOKHE
tuTpbl anTuTen K CaSR, Toraa kak B rpymme KOHTPOJS 3TH aHTUTENA He ObLIM HalJIeHbl HU Y
onHoro yenoBeka [168]. OgHako B psAfe ApYrux padOT KOPPENSALUU MEXKAY aKTUBUPYIOLUIIMHU
antutenamu K CaSR u runonaparupeo3om y nauueHtoB ¢ AIIC 1-ro Tuna BbIsIBIEHO HE ObUIO
[169]. Anturena xk CaSR, HO oOmagarornuie OJOKHUPYIOMICH CIHOCOOHOCTBIO, Takke ObLIH
oOHapyXeHbl IPU AyTOUMMYHHOUN TUIIOKAJIbIIMYPHUUECKOM rurnepkanbiuemud [170].

NALPS — MyJIbTUIIPOTENHOBBIN KOMIUIEKC, AKTUBUPYIOIINI BHYTPUKJIETOUHbIE KHHA3bI U
CHHTE3 TPOBOCIIATIUTEIBHBIX IUTOKMHOB, BKIIOUaeT B ce0si: NACHT (neuronal apoptosis inhibitor
protein), C2TA (MHC class 2 transcription activator), HET-E (incompatibility locus protein from
Podospora anserina) u TP1 (telomerase-associated protein), BrepBble OOHapyxeH M.
Alimohammadi u coaBT. B KkauectBe cneuupuyeckoro anturesa OILDK. Bcero 6snu10
obcnenoBano 87 manueHtoB ¢ AIIC 1-ro tuma, y 73 U3 KOTOPBIX OTMEYAJICS TUIIOMIApaTUPEO3.
Cpenu manueHToB C rumnomnaparupeo3oM antutena Kk NALPS wunentudunuposansl B 49%
HaOmronenuit, y nanrenTos ¢ AIIC 1-ro tuna 6e3 cHwkenus pynkuuu OLLDK nanHble aHTHTENA
He ObLIM 0OHapyKeHbl HU y oHOoro namuenTa [171]. IlogoOHble pe3ynbTaThl MOTY4YEHBI B paboTe
A. Meloni u coaBT., B kotopoui anturena Kk NALPS BwisBinenst y 64,3% mnamueHToB ¢
TUIONapaTUpeo30M U He ObUIM OOHapyKeHbl y MalueHTOB Oe3 rumomaparupeo3a [172].
Paznuunbie opMbl ayTOMMMYHHOT'O THITIONIApAaTHPE03a MPECTaBICHbI B Ta0IUIE 8.

Tabauna 8. AyroummyHHbIe (POPMBI THIIONIAPATHPEO3A.

Bo3pact 3abosieBanust

AccounMpoBaHHbIE I'eneruk
MaHupec- AHTHTEA /
3a00J1eBaHusA a

Taluu CHH/IPOMBI

ClM3UCTO-KOKHBIH
Myrtanuun NALPS5Abs

5-20 net KaHINI03 W/Win 00JIE3HE > AIIC 1 tuna

A B AIRE | IFNoAbs, TPHAbs,
Annucona
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AADC, THADs,
ACA, 21-OHAbs
B3pocasie Sgﬁziﬁrg:?ﬁgﬁ;{ HLA (?) CaSRAbs (?) AIIC 3 tuma
JIroOble npyrue
ayTOMMMYHHBIE
3a0oseBaHus (MCKIIIOYast
B3pocasie CHTHBHCTOKOMKHBIN HLA (?) CaSRAbs (?) AIIC 4 tuma
KaHaugo3, 001e3Hb
Annucona u
ayTOMMMYHHBIC
3aboneBanus 11DK)
N3onuposan.
B3pocnsie Her HLA (?) CaSRADbs (?) ayTOMMMYHH.
I'unolIT

XapaKTepI/ICTI/IKa OCHOBHBIX CHHAPOMOB B paMKaX KOTOPBIX BCTPCHACTCA aYTOI/IMMYHHHﬁ

TUIIONIapaTUpeo3 NpecTaBiieHa B Tadnuie 9.

Ta6auna 9. Knaccugpukanus u xapakrepuctuxa AIIC.

XapakTepucTHKA AlIC 1 AIIC 2 IPEX
bonesns Annucona, bonesns Annncona, AyTOMMMYHHast
TUIIONIAPATHPEO3 ayTOMMMYHHBIE SHTEPOIATUS
OcHOBHBIE paTHpeos, T i P %
OOSIBIICHIS XPOHUYECKUU 3aboneBanus LK, HEOHATAJIbHBIN
P CIM3UCTO-KOKHBIN caxapHslii Tuaber 1 | caxapusiif auaber 1
KaHIU/103 THUTIA THUIIA, YK3EMa
ITepBruuHBIi1
TUTIOTOHAN3M,
ayTOMMMYHHbBIE
3aboneBanus LLDK,
caxapHbiii auader 1 AyTOMMMYHHBIN
THUIIA lPaCT I/II”[[ SHTEPUT racz UT an}(;neunﬂ AYTOHMMYHHBIC
Hpyrue, ’ PHT, p pHT, > | 3a0oneBanus DK,
¢ ManpabcopOmei, BUTHUIINTO,
aCCOLIMMPOBAHHBIE reMOJINTUYECKAS
renaTuT, TaHKPEaTuT, HeTHaKus,
MIPOSIBJICHUS . aHeMUs,
MTHEBMOHUT, HEPUT, MepBUYHBII
TPOMOOLIUTOTICHHSI
BHUTHJIATO, aJIOTICIIHS, THUTIOTOHAN3M
TUcTpodus HOTTEH,
TUTIOTUTA3Us 3yOHOU
SMaJu, KEPaTHT,
PETHUHUT
TunuuHbli BO3pact €TCTBO [ToxpocTkoBBIi
p A o AP . MitaieHuecTBO
MaHH(ECTAITUU MTOJAPOCTKOBBIN MIEPHOJT | TIEPUOJI, B3POCIBIN
PacnipocTpaHeHHOCTH 1:100 000 1:1000 1:1 000 000
3amecTuTeNnbHasA
3amecTuTenbHas 3amecTuTenbHas
TOpMOHaJIbHAs,
Jleuenune rOpMOHaJIbHAas TOpMOHaIbHAas
MIPOTUBOTPUOKOBAs,
Tepanus Tepanus,
MMMYHHOCYTIPECCHUBHA
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s Tepanus pu
renaTuTe,
ManbabcopOIuy,

HedpuTe, MHEBMOHUTE

U KepaTure

TPaHCILIaHTalluA
KOCTHOI'O MO3ra

AnpeHalloBbIN U

AJZlpeHaNIOBBIN KPU3,

JOMHMHAHTHO

OcCoXKHEHHS, THITOKAJIBIIHEMUYECKHI
. OCJIO’KHEHUS WNndexun
BKJIFOYAst CMEPTh KpHU3BbI, paK pOTOBOM
caxapHoro auadera
MMOJIOCTH H ITMIIEBOIA
AIRE, ayTOCOMHO- "
T'ens! u THO yr TlonureHeTnuecKuii: FOXP3, X-
pELEeCCUBHO WU N
Haclea0BaHUs MHC u apyrue CBS3aHHBIN

AyToaHTuUTENA K

AyToaHTHUTENA K

uHTEpPEepOHy-® U AytoanTtutena k 21- GADG6S,
UHTEPPEPOHY-O THIIPOKCHUIIA3E, TMQOIUTO3,
NmvmynHbIH deHOTHTT (>95%), opran- GADG65, 1A-2, s03uHODUIHS,
crerupUIeCcKue TUPOTPOITUHOBOMY THTIEPITPOTYKITHS
BHYTPUKIICTOYHBIE peuenrtopy, TPO [UTOKUHOB, THIIEP
Oenku IgE

IPEX — X-cBs3aHHBII HIMMYHOAMCPETYJIATOPHAs MOJM3HIOKPUHONIATUS U DHTEpONaTHs,
MHC — rnaBHBIN KOMIUTIEKC TUCTOCOBMecTUMOCTH, GADG65 — glutamic acid decarboxylase 65; 1A-
2 - islet antigen 2; TPO — TupeouaHast nepokcuasa.

Wntepdeponst (MDH) Bnepsbie OblM OTKPBHITHI B 1957 T. Kak areHThl, 3alUIIArOIINe
KJIETKH OT BUpycHON uHpexkuuu. Beigenstor ase rpynnsl UOH: k rpynne UOH 1-ro tuna
otHocstcs: UOH-a, UOH-B, UDH-¢, UOH-k, UOH-0, UDH-6, UDPH-1, a xk U®H 2-ro tuna
tonbko W®H-y [173]. Ilpm mnpoBeneHuu uccneqoBaHUs MAIlMEHTOB C€ TIE€HETUYECKU
noarsepkaeHHbIM auarHozom AIIC 1 tuma, a takke AIIC 2 Tuna M M30IMpPOBaHHBIM
ayTOMMMYHHBIM NOPa)XEHHEM OpPraHOB-MHUIIEHEH ObUIO MoiydeHo, 4yTo y manueHTtoB ¢ AIIC 1
TUIA OBLIN BBISBJIEHBI BBICOKHE TUTPBI aHTUTEN K O00nbMHCTBY noaTtunoB UOH-a, ocobenHo k
NOH-02 u UOH-0 (y 100% nauuentoB). Hu y onnoro u3 mauuentos ¢ AIIC 2-ro tuna wiu
U30JIMPOBAaHHBIMH ayTOUMMYHHBIMH 3a00JI€BAHUSMU 3T aHTHTEa OOHApYXKeHbI He Oblu. Takum
o0pa3om, antutena k MH®-o okazanuck BeicokocnenupuuabiMu i1 cunapoma AIIC 1-ro tuna
HE3aBHCHUMO OT CIEKTpa MaHU(ECTUPOBABIINX KOMIOHEHTOB [110].

[Ipucyrcrue anturen k UGH-w aBnsercs qnuarnocrnueckum kpurepueM AlLIC 1-ro tuma.
CexBenupoBanue reHa A/RE mo-peKHEMY OCTAaeTCs BaKHBIM JTallOM JMArHOCTUKH 3TOTO
CHUHAPOMa, OCKOJIBbKY IT03BOJISIET IPOBOJUTH T€HETUUECKOE KOHCYIbTUPOBAHHUE U OCYILECTBIATh
IJITAHUPOBAHUE  CEMBH.

AHFOpI/ITM JUArHOCTUKKU  pa3JINYHBIX

dbopM  ayTOMMMYHHOTO

THITONIapaTHPE03a MPECTaBIIeH B OJIOK-cxeme 1.
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Biaok-cxema

THIIONIapaTHPeo3a.

1. AnropuTt™M JMArHOCTUKM pa3iIMYHBIX (HOpM  ayTOMMMYHHOTO

XpoHuyeckut TunolT

'

CNU3UCTO-KOMKHBIM KaHAWMA03
u/unu bonesHb AgaucoHa u/mamn
myTauma AIRE u/unm nosutusHble

NALPS5Abs, IFNAbs, TPHAbs,

AADC, THAbs

a
p'—. ANcC-1

!

AyToummyHHble 3abonesaHun
WMTOBMAHOM Xenesbl

Aa
— ANcC-3

'

Nio6ble apyriue ayToMMMYyHHbIe
3abonesanuna (kpome Gonesxu
AQANCOHA M AYTOMMMYHHBIX
3abonesanni LK)

a
i ANcC-4

./HeN

N30nnpoBaHHbIK
ayTOMMMYHHbIH
fnoNT

feHeTuyeckue dopmbl
MnoNT
(M30nKMpOBaHHbIE UAK
CMHAPOMAaNbHbIE)
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7.4. 'mnonaparupeo3 B paMKaX HACJIEICTBEHHBLIX CHHAPOMOB

Cunapom HuJxopmku

Cunppom JluJlXKopku sBISETCS CIEACTBUEM HENPABWIBHOIO pPa3BUTHUS OpPraHOB-
MIPOM3BOHBIX TPETHETO M YETBEPTOTO )abepHbIX KapMaHOB. Berpedaercs on y 1 u3 4000 — 5000
HOBOPOJXKJEHHBIX, U B O00ibIIMHCTBE ciay4yaeB (70-80%) sBiseTCs CIIEACTBUEM T'€TE€PO3UTOTHON
mukpoaenenmuun B 22ql11.21-q11.23 yuactkax. XoTs OOJBUIMHCTBO CIy4aeB SIBIISIOTCS
CIOPaJUYECKUMHU, ONIUCAHbI U SJICPHBIE CEMBU C ayTOCOMHO-IOMUHAHTHBIM TUIIOM HACJIEI0OBAHUS
curapoma. Knunnuecku cunapom JAu/Kopoku nmposBisieTcs 3a71ep>KKON B pPa3BUTHH, «BOTYBUM
HeOoM», arutasueidl win runomtasueit OLDK u Tumyca, mopokamu cepiua M XapakTEpHBIM
BHEIIHUM BHJIOM (KBaapaTHBIM KopeHb Hoca). Cunapom Jlu/[xopmxu — Benymias MpUYMHA
HNEPCUCTUPYIOLIEH MMITIOKAIBLIUEMHH Y HOBOPOXKIEHHBIX, TP ITOM MPOSIBUTHCS TUIIONAPATUPEO3
y TaKMX NAIIMEHTOB MOXKET KaK B HEOHATAJIbHOM NIEPUOJIe, TAK U MO3/IHEE B TeueHue xku3Hu. Cpeau
BCEX JIFOJIEH ¢ 3TUM 3a00J1eBaHUEM rUIonapaTupeo3 BecTpeyaercs y 60% mnaiueHTos.

Cunapom HDR (Hypoparathyroidism, Sensorineural Deafness, and Renal Dysplasia

Syndrome)

Cungpom HDR sBnsercs ciaencrBueM myrauun B reHe GATA3, OKanu30BaHHOTO B

kopotkoMm Miede 10 xpomocombl (10pl14—15). Cam GATA3 saBisieTcsi TpaHCKPUIIIMOHHBIM
(bakToOpoM, dKCIPECCUPYIOUIMMCS Y TO3BOHOUHBIX B moukax, OLIDK, Tumyce, BHyTpeHHEM yxe,
I[MHC. Omnwucanbl ciaydyan Kak ayTOCOMHO-IOMHHAHTHOTO, TaK M ayTOCOMHO-PELIECCHBHOIO
Haclie10BaHus cuHApoMa. OCHOBHBIMH MTPOSIBJICHUAMU 3a00JI€BaHUS SABISIOTCS AUCIUIA3HS TOYEK,
ryxora u runonaparupeo3. Taxxe manueHtsl ¢ HDR-cuaapoMom wamie BCero HEBBICOKOIO
pocTa, 4TO MOXKET OBITh CBSI3aHO C AEPUIIMTOM COMATOTPOITHOTO TOPMOHA.

CuunpoMm Caapsn—Cakaru v cuaapoM Kenau-Kaddu 1 tuna

Cunnpom Canbsin—CakaTtu u cunapom Kenun-Kaddu 1 Tuna xapakrepusyroTcst CX0KUMU
KJIMHUYECKUMH TPOSIBIIEHUSIMU: BPOXACHHBIM THUIONAPATUPEO30M, BBIPAKEHHOU 3aJepiKKOMN
pocTa, OTCTaBaHUEM B YMCTBEHHOM pa3BUTUH, MHUKpoledanueil ¥ JUIEeBbIM IUCMOP(GU3IMOM.
Cunapom Canpsa—CakaTu daiie BCEro BCTpedaeTcs y JoJed ¢ apaOCKUMM KOpHSAMH. Y
nanueHToB ¢ cuaapomoM Kennu-Kaghu, mnoMumMo onucaHHbIX HapyIIEHUH, Takke HabIoAat0TCs
ocTteockyiepo3 u uMmmyHoaehunut. O6a 3a001eBaHUs SBISIIOTCSA CIEACTBUEM MyTallid B TEHE
TyoynuH-cnenuduanoro mamnepona E (7BCE) B 10Kyce, KOTOPBIM KOIUPYET O€TT0K, OTBEUAOIINMA

3a CBA3BIBAHUC TYGyJII/IHa.
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Cuunpom Kenun-Kadbdu 2 tuna

Cunnpom Kennu-Kappu 2 THma — reHermueckoe 3abosieBaHUE, IOpaXKarolee
MPEUMYIIECTBEHHO CKEJIET, I1a3a, TAKXKE BCTPEYAIOTCS pa3IMYHbIE [TaTOJIOTUH OPTaHOB T'OJIOBBI U
nred. OJTHUM U3 YacThIX KOMIIOHEHTOB 3aboseBaHus (auarHoctupyercs y 30-79% mnanueHToB)
SBIISICTCS THIIONIapaTUpeos3. 3a00IeBaHNe MPOSIBIAETCS YACTHIMH SMTU30/1aMU TUTIOKATIBIIUEMUH, a
€r0 HEeNOCPEACTBEHHOM MPUYMHOM SBISIOTCS pa3indHble MyTauu B rene FAMI11A (family with
sequence similarity 111 member A). HacienoBanue cunipoma ayToOCOMHO-IOMUHAHTHOE.

M3oaupoBaHHbBIN THIIONAPATUPEO3

['unonapatupeo3 MOKET BCTpeUaThCsl M30JIMPOBAHHO M HACIEOBATHCA KaK ayTOCOMHO,
TaK 1 X-CLEIUICHHO.

AyTOCOMHO-PELIECCUBHBIN HM30JMpPOBaHHBIN TUOnapaTupeo3. Ha ceropgsmHuii neHb B
JUTEpaType  HMMEETCS  ONMCAaHME  HECKOIbKMX CeMed C  ayTOCOMHO-PELECCHUBHBIM
rurnonapaTupeo3oM. OCHOBHOI MPUUMHON 3TOTO 3a00JIeBaHMS SBISETCA MOTeps (PYHKIMH T'eHa
GCM?2 (glial cells missing), Takke wu3BecTHoro kak GCMB B nokyce 6p23-24. GCM2
JKCIIpeccupyercs B OCHOBHOM B pasBuBaromuxcs OILDK. I'mnomapatupeo3 KIMHHYECKU
IIPOSIBIIIETCSL YK€ Y HOBOPOXKAEHHBIX Aerei Bcaeactsue areHesuu OILDK. Cambimu yacTsiMu
BapuantamMu Mytaruii GCM2 SBASIOTCS JOMUHAHTHAs WHTHOMPYIOMAs WM PEleCCUBHAs
MHaKTUBUpYIoLas. B 1o ke Bpems, rerepo3urotueie Mytauuu B GCM2 He npUBOJAT K KaKUM-
1100 HapymeHusM GopmupoBanus U pyHkunoHuposanus OIDK.

X-clLerIeHHbIH U30JMPOBAaHHBIN runonapatiupeos. Jlenennu/uacepuu B Jokycax Xq27.1
1 2p25.3 ¥ BO3HUKILUHI BCIEICTBUE 3TOr0 X-CLEMJIECHHBINA TUIONapaTupeo3 ObLIH ONKMCAaHBI B ABYX
POJICTBEHHBIX CEMbAX. Y MYXKYMH C O3THM CHHJIPOMOM C JE€TCTBAa BO3HHUKAIOT
TUIOKATbLINEMUYECKUE CYJOPOXKHBIE TPHUCTYNBI BCJIEJICTBHE HW30JMPOBAHHOIO JedeKTa B
pazsutun OLXK.

CHuokeHHBbIH cuHTe3 nian cexkpeuus [ITT

AVyTOCOMHO-IOMHHaHTHas runokaisimemus (A1)

A/ 1 Tuna xapakrepusyercs aktuBupyrouiei myramnueit B rene CASR. CaSR craHoBsTCA
CBEPXUYYBCTBUTEIbHBIMU K CBIBOPOTOUHBIM KOHILIEHTPALMIM KaJbliMs, a cuHTe3 U cexpenus [1TT
MOJIAaBJISFOTCS, HECMOTPSI HA HOpMOKabIMeMuIo. TakuMm 00pa3oM, BOZHUKAET (PYHKIIMOHAIbHBIN
runonaparupeo3. A/[I" 2 Tuna BO3HMKAET NPU HAINYNN aKTUBUPYIOIIEW MyTauuu B reHe GNAI ]
(guanine nucleotide-binding protein alpha 11). GNA/I xogupyet anbda-cyobenununy G-6emka

G11, xoTopslii sBiIsieTCs KiIOUEBBIM MeanaropoM CaSR-omocpeoBaHHOIO CUTHAJIBHOTO IYTH.
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Mytauuas GNAII npuBogutr K wu30bITouHOMYy nonasiaeHuto cekpenuu IITIT npaxe npu
runokanpimeMun. Y mnanueHtoB ¢ AJI[T pa3BuBaeTcsi yMepeHHas TMIOKaJIbIUEMUS, TsKeast
TUIOKAJIbLIMEMUSI MOKET BOSHUKHYTH B yCI0BHsIX cTpecca. [loueunas peabcopOuust Kanblus npu
AJIT" 1 tuna cHuxeHa BeieacTBue mytaiuu CaSR B moykax; y TakKuX MalMEHTOB Pa3BUBACTCS
runepkanbuuypus. [loueunas peabcopouus kanpuus npu AJII" 2 Tuna He cTpagaert.

OpanM w3 penkux BapwantoB Manudecranmu Al sBisiercs cunapom baprrepa ¢
runokaneueMuei. OH  XapakTepus3yercs  TUIOKaJbLUHMEMHEH, TUIIOMarHUeMued U
TUIONApaTUpPeo30M, a TaKke Mpu3HakamMu JuchHyHKIuU nernu [enne (monuypue,
TUTIOKAJTUEMUYECKUM QJIKAJIO30M, TOBBIIIEHUEM KOHIIEHTPAIlMM PEHHHA W ajbJOCTepOHa B
1J1a3Me, HU3KUM apTepUaIbHBIM JIaBIICHUEM U PE3UCTEHTHOCTBHIO COCYIOB K aHTHOTEH3HHY Il
[IpuunHO pa3BUTHS CUHApPOMA sIBIIAETCS MyTauus B JIokyce 3q21.1, orBeuaromem 3a CaSR.

Mytannu B rene IITT

B nmreparype onmMcaHO HECKOJIBKO PEAKHMX MyTauud B reHe PTH, HapylIammMX €ro
cunte3 u cekpeumto IITI. Hampumep, ayrocOMHO-JOMMHAHTHas MyTalusl B CUTHAJIBHOU
nocnenosarenbHocty  npenpollTT”  Hapymaer HOpMasbHBI  IPOLIECCUHI  MOJIEKYJBl W,
cienoBatenbHo, oOpasoBanme IITI. Takxke omnucaHbl ceMbU € H30JIMPOBAHHBIM
TUIONIapaTUpe030M, 00YCIIOBIEHHBIM ayTOCOMHO-pEIleCCUBHON MyTauuel B rene PTH.

Anturena k CaSR

IIpy no3gHeM pa3BUTHM THUIIONAPAaTUPEO03a BO3MOXKHOW NPUYMHONW MOTYT SIBISATBHCS
LUPKYJIUpYIOIINE akTUBHpYtole anTuTena k CaSR. DT anTHTENa HE IPUBOJIAT K HEOOpaTUMOM
nectpykuuu OLK, mostomy cyiecTByeT BEpOSITHOCTh CIIOHTaHHOM pemuccuu. B muteparype
OMMCAHbI KaK M30JIMpOBaHHbIE (POPMBI TUIIONIapaTUpPE03a, BbI3BaHHOrO aHTUTEeNamMu Kk CaSR, Tak
U Cclydad, acCOLMHMPOBaHHBbIE C APYTMMHM AayTOMMMYHHBIMHM 3a00J€BaHUAMHU (TUPEOUTUTOM
XamumMoTo, 00JIE3HBIO AJIJTHCOHA).

Cunnapomsl pesuctedTHocty K [ITT

PesucrentHocTh opranos-muieHen k [1TI, Takxke n3BecTHas Kak CEBAOTUIIONAPATHPEO3
(ceBnol TIT), sBisieTcss TPYNMOBBIM MOHATHUEM Ul HECKOJBKUX T'€TEpPOreHHBIX 3a00JIeBaHUH,
XapaKTepU3YIOIUXCS HEYYBCTBUTEIbHOCThIO TNepudepudeckux TkaHed k IITT. Ilo naHHbIM
7a00OpaTOPHBIX ~ HMCCIEIOBAHWKA y TaKUX TMAIMEHTOB oOOpamaroT Ha ceOs BHUMaHUE
runokanpiuuemusi, runepdocdaremusi, nopeimenue yposHs IITI. Huwxke npuBeneHo omnmcanue

ocHoBHBIX (hopm niceBrol TIT.

61



Ilceaol TIT 1 Tuma

[ceBnol TIT 1 Tuma siBnsieTcs cneacTBueM Mytanuu B reHe GNAS1, koaupyroriem anbda-
cyobenuuuily cruMmynupytomero G-6enka, acconuupoBanHoro ¢ perentopom [1TI. Ot myranuu
MPUBOJIAT K HecriocoOHocTH (G-0eJka akTUBMPOBATH aIcHUIATIHKIa3y nocie cBs3biBanus [ITI ¢
€ro peLenTopoM, 4To B UTOTe MPUBOJUT K HEBO3MOXHOCTU TPAHCIYKIUU CUTHAaja B OpraHax-
MUIICHSIX. Y moaed B runoduse, ronagax u DK mnpenmyliecTBEHHO 3KCIpecCUpyeTcs
MaTepUHCKHUI ajuielb 3TOro reHa. B cBs3uW ¢ 3TUM KIMHUYECKHE MPOSBICHUS 3a00JeBaHUS
3aBUCAT OT JOKAJIM3aLUMU MyTallid B MaTEPUHCKOM MUJIM OTLHOBCKOM ajuienie. Ha ocHoBaHuM 3THX
pasznuuuii BeIACISIOT HecKoabKO oaBuaoB [IceBaol TIT 1 Tuma.

llcegool TIT mun la. Dtot Tun nceaol IIT — ayrocomMHO-TOMUHAHTHOE 3a00JIEBaHHUE,
BbI3BaHHOE MyTanuei, npuBogsmend k norepe ¢pynkiuuu GNASI. Ilepenaetrcs ncesaol TIT la
TUNA [0 MaTepuHCKOM JmHuU. [Ipu sTOM Mytamuum mnocne csaseiBanus IITIT ¢ penentopom
AKTUBAILIUY AICHWIATUUKIIA3bl U TPAHCAYKUHUH CUTHaja He mpoucxoauT. Kimmanyecku nceaol TIT
la Tuna yamie BCEro MpOSBIIAETCS KOMIUIEKCOM CHUMITOMOB, M3BECTHBIX KaK HacCJI€ICTBEHHAs
ocreoauctpodust OndpaiiTa: HU3KUM POCTOM, OKUPEHHEM, KOPOTKOH IlIeeH, OKPYTJIBbIM JIUIIOM,
MOJAKOXHBIMU KaJbI[MHATAMHU, YKOPOUYEHHBIMH YETBEPTHIMU U MATHIMU METaKapMaJbHBIMU U
MeTaTap3ajJbHBIMU KOCTSIMH M OTCTaBaHHWEM B pa3BUTUU. lloMHMO 3TOro, y malMeHTOB C
nceBnol TIT la Tuma MoxkeT HAOMIOAATHCS PE3UCTEHTHOCTh K JPYTUM TOPMOHAM, JEHCTBUE
KOTOPBIX peannsyercs qyepes G-Genku: TOHAJOTPONUH-PUIU3UHT TOPMOHY,
dommukynoctumynupyoomeromy ropmony (®CI'), moremHusupyromemy ropmony (JII) u
tupeorponnHomy ropmony (TTI). B Ouoxumuueckom aHaiu3e KpoBH oOOpamjaroT Ha ceds
BHUMaHuE€ TuUNoKanbliueMus ¢ runepdocdaremueii, pasBuBarolIuecss B  pe3yJbTaTe
pe3ucTeHTHOCTH mouek K aeicteuto IITI, u BropuyHelii runepnaparupeos. Ilomumo sroro, y
NAIMEHTOB MOXET DPa3BUBAThCA (PUOPO3HBIM OCTEHT, MOCKONIbKY pe3ucTeHTHOCTh K IITI He
3aTparuBaeT CKeJleT.

Ilcesoo-ncesool TIT. Tlpn HacneaOBaHUM MHAKTUBUpYIOLIEH MyTanuu B reHe GNASI no
OTLIOBCKOW JIMHUU TaKXe pa3BHUBaeTCs (PEHOTHIl HACIENCTBEHHOM ocTeoauctpodpun Onbdpaiita.
Opnako, TmTpM  YCIOBMM  HAQJIWYMS  HOPMaJbHOIO  MaTepuHckoro amiens  GNASI
HEYYBCTBUTEIBHOCTH ITOYEK K AercTBhIO IITI" He Bo3HMKaeT. ChIBOPOTOUYHBIE YPOBHH KajbLus,
docdopa u [1TI" y Takux marmeHTOB OCTAIOTCS B TIpeiesiax HOpMBI. Takoe COCTOSIHHE TIOTYUHIIO

Ha3Banwue nceno-ncesgol TIT.
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IIpoepeccupyiowas kocmuas cemeponnasus. YHaCIE€JOBaHHAs IO OTLIOBCKOW JIMHUU
nHakTuBanua GNAS] Takke MOXKET BBI3bIBATh MPOTPECCHUPYIONIYI0 KOCTHYIO T€TEpOILIa3HIo.
JlanHoe 3aboseBaHue AEOIOTHPYET B pPaHHEM JETCTBE M XapaKTEPU3YeTCsl HKTONUYECKUM
KOCTeOOpa30BaHUEM B JEpMe, MBIIIAX U COEIUHUTEIbHOM TKaHU. B KiMHHM4eckoll kapTuHe
MOTYT HaOJII0IaThCsI IPU3HAKH, XapaKTEepHbIE I HacleACTBEHHOU ocTteoaucTpodun Onbdpaiita,
HE COIPOBOXKAAOIINECT U3MEHEHUEM KOHIeHTpanus Kanbuus uiau [ITI B cBIBOPOTKE KPOBH.

Ilcegool TIT muna 1b. Tlceaol'TIT Ttuma 1b — peakoe ayTOCOMHO-JOMHHAHTHOE
3abosieBaHue, NepeAarolieecs MO MaTepUHCKOM auHuU. Ero mpuuuHON sBisSeTcs MyTalus,
nopaxarolias peryiasTopHele sneMeHTsl reHa GNASI, a He cam reH. B 3tom ciyuae
pesuctentHocTh K IITI, mo Bcel BUAMMOCTH, pa3BUBAETCS TOJBKO B TKAHM IIOYEK, IIO3TOMY Yy
TaKUX TAlMEHTOB HAONIOJNAIOTCS TUIOKaIbLUeMus, runepdocdaremMuss M BTOPUYHBIN
runeprnaparupeos 6e3 Kakux-110o nposiBIeHU HacieAcTBeHHON ocTteoquctpopuu Onbpaiira.

llce0ol TIT muna Ic. D10 3a005ieBaHUE SBISETCS CIEACTBUEM MYTAllH, HapylLIaroIleH
ces3piBanne G-Oenka ¢ pernenropom [ITI. Takum obGpa3om, G-0e10k CroOCOOCH aKTUBHUPOBATH
aJICHUJIATIUKIIa3y, HO 3TOT MpoLecc He cBs3aH ¢ aktuBanuen peuentopa IITI. denorunuuecku
Takue MaluueHThl cXoaHbl ¢ OonbHbIMM ¢ nceBaol IIT la Tuma M uUMEOT Bce NPU3HAKH,
XapakTepHsie s octeoauctpodun Ondpaiita.

IlceBnol TIT tuma 2

VY nanuenTtoB ¢ niceBaol TIT 2 Tuma HeT KIMHUYECKUX MPOSBICHUM, XapaKTEPHBIX IS
HacyencTBeHHOU octeoauctpoduu Ondpaiita. J[1s HUX XapaKTepHBI MOBBIIIEHHE KOHIIEHTPALIUU
MUKJINYECKoro  azgeHo3uHMoHodocharta (HAMD) B  Moue, HE CONPOBOXKIAIOIIEECS
runepdocdaTtypueil B oTBeT Ha BBeieHUe 3k30reHHoro [1TT.

Jpyrue dopmsel pesucreHTHOCTH K [ITT

Pesucrentrocts k [ITI Takke MOXKeT OBITh BEI3BaHA PEIIECCUBHONW MHUCCEHC-MyTallue B
nocienoBareabHoCcTH, kKomupyromiedn IITD (1-84), koropas NpUBOAUT K HEBO3MOXKXHOCTH
CBSI3BIBAHUS TOPMOHA C PEIEITOPOM.

JApyrue npuyMHbI THIONAPATHPE03a

MuToXoHaApUaIbLHBIS 3a00JIeBaHUSs

['mnomaparrpeo3 SBISIETCS KOMIIOHEHTOM MHOTHX MHUTOXOHIPHAIBHBIX 3a00JICBaHUMH,
BO3HUKAIOIIMX BcliiencTBue Aenenuid B mutoxoHapuanbHor JIHK. Huxe nmpuBoautcs kpaTkoe
onucaHue HEKOTOPBIX MUTOXOHAPHUATBHBIX 3a00JI€BaHUH, CONPOBOXKIAOIIUX CA

TUIIONIAPATUPEO30M.
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Cungpom Kephca-Ceilpa — MHUTOXOHJpUaibHas LMTONATHS, XapaKTepU3YIOLIascs
sHIedaronaTueit, opTaabMOIUIETHEH, TUTMEHTHBIM PETUHUTOM U KapIMOMUOTIATHEH.

MELAS cunzpom — coueTaHre MUTOXOHAPHUATLHON MUOMATHH, SHIIe(aTONaTHH, JTaAKTaT-
anua03a W UHCYJIbTOMOJOOHBIX SMU30A0B. Bo3HMKaeT BciencTBUE TOYEYHOW MYyTallUU B
MHUTOXOH/IPHAJILHON TpaHCIOpTHON puboHykiaenHoBoi kucnore (TPHK) m macnmemyercs mo
MaTepUHCKOM JuHUM. Yame Bcero MaHU(ECTUpyeT B JETCTBE, IOCIE€ OTHOCHUTEIHHO
0J1arornoJIy4Horo Nepruoia paHHETo Pa3BUTHS.

Jedunut MutoxoHapHanbHOro TpudyHKIMOHaIbHOro Oenka (MTPDS) — napymenue

OKHCJICHUA JKHUPHBIX KHUCIOT, THTIOTJIMKEMHAEH |

MaHU(DECTUPYIONICe HEKETOTHYECKOM
COTPOBOKIAIOIICECS KapIUOMHONATHEH, TUCHYHKIIMCH TIICUCHU, CKEJICTHOH MHOIMaTued u
3aIepKKOM B pa3BUTUM. B HekoTOpeIX ciydasx y marepeid nered ¢ MTPDS B mepuon
OepeMEeHHOCTH OTMEYaJICS SMU30/] OCTPOTo MEUYEHOYHOT0 MOBpexaAeHus [48,77].

Jlanubie 00 OCHOBHBIX NPUYMHAX HACJIECACTBEHHOTO THUIIONApaTUPE03a, KIFOUEBBIX

KJIIMHUYECKUX MPOSBIECHUN U 1a00paTOPHBIX N3MEHEHUSX NpeacTaBieHbl B Taduuue 10.

Tadauua 10. OcHOBHBIE IPUYMHBI HACJIECTBEHHOIO ruIionaparupeosa [75].

Kiannauyeckue u Heo0xonnmbie
MounekyJisipHbI
J1aGopaTopHbIe 1aHHbIE, . reHeTH4ecKue U
3ab6oneBanne i cyOcTpaT
MO3BOJIAIONINE 3aNI0A03PUTH HHbIE
3a0oJieBaHusA
3a0oJieBaHue HccJIeI0BaHusl
AKTHUBUPYIOILA
AyTocoMHO- Yamie 0eCCUMITTOMHBINA, PEXE — C aM I;i]u/m CexBenupoBanye
JIOMMHaHTHBIN N b . YT CASR wim GNA11
YMEPEHHOU MMIIOKANIbIIUEMUEH, CASR (1 Tum)
runomnaparupeos 1 u (11 cyOopenuanma
BO3MOYKHA TMIIEPKAIBLILY DU uma GNAII (2
2 THTIOB 6enka Gall)
THIT)
l'unokanbruemusi,
AyTocoMHO- TUIIOMarHUeMusl, THIIOKaJTUEMHS,
OMUHAHTHBIN aJIKaJ03, THIEPKAIbLUYPUs
A ’ p HHYpH, CekBeHHpOBaHNE
TUIIONAPATUPED3 C TUIIOKAIIUEMUS U CaSR CASR
cunapomoM baprrepa THIIOHATPUEMUS, 00€3BOKHBAHHIE
5 tuna B 3aBHCHMOCTH OT TSDKECTH
3a00JeBaHus
PTH, GCM2
N [IpeobnamaroT KIMHUYECKHE T CEeKBEHHPOBAHHE B
W3onupoBaHHEIi
nabopaTopHbIe CHMIITOMBI 3aBUCHUMOCTH OT
TUIONAapaTupeos3 .
TUIONIapaTHpeo3a KJIIMHUYECKON
KapTHUHBI
AyTOCOMHO- IITT wm
PELECCUBHBII GCM2
AyTOCOMHO- TT unu
JTOMHUHAHTHBIN GCM2
X-CBSI3aHHBIN Jloxyc SOX3 (y
peLeCCUBHBIN MYXYHUH)
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HDR-cunapom
(TumomnapaTupeos,
TIIyX0Ta, JUCIIa3us
MOYeK)

CeHcoHeBpabHas TyTOyXOCTb,
aHaTOMHYECKUE 0COOCHHOCTU
Pa3BUTHA IOYEK U HAPYIICHUS UX
(YHKIMOHUPOBAHHUS, ayTOCOMHO-
JOMUHAHTHBIN THII
HaclleJ0BaHUs

T'en GATA3

CekxBeHHpOBaHHUE
rena GATA3,
CITyXOBBI€ TECTHI,
BU3YaIIA3aIHS
TOYEK

Cunnpom
HuJlxopmxu

AHoManuu cepaedHo-
COCYIHMCTOM CUCTEMBI, B T.4.
terpana damno, nedexTh
MEKKEITYJOUYKOBOM
MEeperopoiKy, truncus arteriosus,
MaTOJIOTUH JYTH a0PTHI
(BcTpeuarotes y ~80%);
UMMyHOAe(pHUIUT (JacThie
WH(EKIMOHHBIE 3a00IeBaHMsl, a-
WM TUIIOIUTA3Us TUMYca, T-
KIIETOYHAsI TUMQOIICHUS ),
THIIOTIAPaTUPE03, AaHOMAITUH
CTPOCHUSI TJIOTKU U TOPTaHH,
BOJIYbS IACTh, IOBEICHUECKHE U
MICUXUATPHUYECKHE HApYIICHUS,
0 TATLMOJIOTUYECKHC
HapylIeHus, IOTeps CIyxa

Paznuunbie
IeQEKTHI, B T.4.
JeJIeLH U
MHUKpPOAEICLUI
B22ql1.2
XpoMocoMme

Cunnpom Kennu-Kaddu

Tun 1 unu cuaapOoM
Canbpsn—Cakatn
(ayrocomHO-
PEIEeCCUBHBIH)

Hwu3zkuii poct, 3aaepxka pocra,
MaJIEHbKUU pa3Mep KUCTEH U
CTOII, KOPTUKAJIBHOE HCTOLEHUE
Y MENYJUIIPHBIA CTEHO3
TpyOYaThIX KOCTEH, OTIOKEHHOE
3aKpBITHE POJHUYKOB,
JUcMOp(hU3M JTUIA, aHOMAJINN
IJ1a3, THIIONAapaTHPE03

I'en TCBE

CexBeHUpOBaHUE
reaa TCBE

Tun 2 (ayrocomHO-
JIOMUHAHTHBIN)

Jucmiazug KocTel, HU3KUM pocT,
KOPTUKaJIbHOE UCTOHUYECHUE U
MEIYJUIAPHBINA CTEHO3 TPyOUaThIX
KOCTEH, OTIIO)KEHHOE 3aKPBITHE
POIHUYKOB, AUCMOP(H3M JHIIA,
AHOMAJIMH IJI1a3, THIIONapaTHPE03

I'en FAMI1114

CexkBeHHUpOBaHUE
rena FAMI111A4

FI/IHOHapaTI/IPGOS, aCCOI_II/II/II)OBaHHBIf/i C MUTOXOHApPHUAIIbHBIMU 0oIIe3HAMH

I[I/Ia6CT, noTepA Ciiyxa, MUT'PCHHA
1 KOTHUTHUBHBIC HAPYIICHUA

"HoM re"e TPHK

OdranpMoruIerus, HapyIIeHUs CnenmanbHbIE
MMUTMEHTAIUN CeTYATKH U Kpynnas KIIMHUYECKUE
Cungpom BHYTPHUCEPICUHOM JIeIenst o0cienoBaHusl, B
Kepmnca-Ceiipa MIPOBOJIMMOCTH, IPOKCUMAIbHASL | MHUTOXOHIPHAIb | 3aBHUCHUMOCTH OT
u OynbOapHas ci1abocTh, noit JIHK MOPaKEHUS
BO3MOJKHA aTaKCHs OpraHoOB U CHCTEM
OHuedanoMuonaTus, JaKTaT-
Crrpom aIu103, MHCYJIBTONION00HBIE MyTtarus B
MELAS AMU30]1bI, OPTATEMOTLICHUS, MUTOXOHJIPHATH
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Hapyuienus B okucneHuu

JKUPHBIX KUCIOT, Myranuu B
Cunnpom
MTPDS aCCOLIMUPOBAHHBIE C MUTOXOHJPHAIb
HEUPOIATUEN, PETUHONIATUEN U HOM I'€HOME

OXXHUPCHUECM MICUCHU

GNAI11 - G protein alpha subunit 11, GATA3 - GATA-binding protein 3, FAMI11A -
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
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KpnTeplm OIleHKH Ka4yeCcTBa MEeIUIMHCKOH MOMOIIIH

OHIOKPHUHOJIOTa HOBTOpHBIﬁ

Onenka
Ne
Kpurtepun xavecrBa BBINOJIHEHHU S
(na/uer)

BbIII0JIHEHO HCCleI0BaHUE YPOBHS IapaTUPEOUTHOTO

1. Ja/Her
rOPMOHA B KPOBU
BrironHeHo uccneoBaHue ypoBHs 00ILIET0 KalbIUs B

2. Ja/Her
KpOBU
BrInonHeHo uccieoBaHie ypoBHs alnbOyMuHa B

3. Ja/Hert
KpOBU
BbInosHEeHO Kcciel0BaHUE YPOBHS KpeaTUHUHA B

4. Ja/Her
KpOBU
BbInonHeHo ucciieoBaHue ypoBHs O0IIEro Maruus B

S. Ha/Het
CHIBOPOTKE KPOBHU
BbIoIHEHO UCCIeI0BaHNE YPOBHS HEOPTaHUUECKOTO

6. Ja/Hert
(bochopa B kpoBu
BbINOMHEHO HccieI0BaHUE YPOBHS KaJbIUs B MOUYE

7. Ha/Her
(CyTOYHBIN aHATU3)

8. |BBINONHEHO YIBTPa3BYKOBOE UCCIIEJOBAHKE MTOUYEK Ha/Her
[IpoBeneHo nedeHre anb(akaabluI0IOM** 1in

0. Ha/Her
KaJTbLUTPUOIOM™** u/uiu npenapaTamMu KajibLusl
BrinonHeH npuem (0cMOTp, KOHCYIIbTAIUs ) Bpayda-

10. Ja/Hert
PHIOKPUHOJIOTa NIEPBUYHBIN
BoinonHeH npueM (0cMOTp, KOHCYJIbTallMs) Bpaya-

1. Ja/Het
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IIpunoxenne Al. CocraB paloueil rpynnbl mo pa3spadorke H NepecMOTPY
KJIMHMYECKUX peKOMeHanui

PykoBoauTenu:

Henos nn.' - [Ipesunent Llentpa, Ynen Ilpesmmmyma PAH, akamemuk, IIpesumeHt
Poccniickoil acconyanuy SHIOKPUHOJIOTOB, IVIABHBIM BHEINTATHBIM CIELUATUCT YHIOKPUHOJIOT
MunuctepcTBa 31paBooxpaHeHus Poccun.

Mensanuenko I.A.! - akxagemmx PAH, Buue-Ilpe3unent Poccuiickoii acconuanuu
9H/IOKPUHOJIOTOB, 3aMecTUTENb JlpekTopa 1o HayyHoU paboTe.

Moxkpsimesa H.I'.! - Tupextop LlenTpa, JOKTOp MEIULMHCKUX Hayk, uieH-kopp. PAH,
el Poccniickoil acconuanuy 3HI0KPUHOIOTOB, HAYYHBIA PYKOBOJUTENb OTAEICHUS aTOJIOTUN
OKOJIOIIMTOBH/IHBIX KeJie3 U HapYIIEeHUH MUHEPAIbHOI0 OOMEHa.

Pabouas rpymma:

Annpeesa E.H.' — nokrop Menuuumuckux Hayk, npodeccop, Jupexktop HuctuTyTa
penpoAYKTUBHON MEIUIIMHBI, 3aBEAYIOIIas OTACIEHUEM SHIOKPUHHON THHEKOIOTHH.

Benbuenu JI.I.! - 10KTOp MeIMIMHCKHX HayK, Npodeccop, uleH Accolualuu
SHIOKPUHHBIX XUPYProB, 3aBEAYIOIIUN XUPYPTHUECKUM OTeneHneM Nel.

bubuk E.E.! - kanaupar MeIMIMHCKMX HAyK, CTAPIIMI Hay4HBIH COTPYIHUK OT/AEIEHMS
NaTOJIOTUU OKOJIOUIMTOBUIHBIX JK€JI€3 U HapyLIEHUH MUHEpPaIbHOI0 0OMEHa.

Epemkuna A.K.! — kanaunar MeIUIMHCKUX HAyK, 3aBeAylOllas OTJAeIEeHHEM TaTONOIUH
OKOJIOIIMTOBH/IHBIX JK€JIe3 U HapyIIeHUH MUHEPaIbHOrO OOMeHa.

Kaponosa T.JL* - nokTop MemMUMHCKHX Hayk, mpodeccop Kadeapbl BHYTPEHHHX
6omesneit, pykoBoautens HUJI kimHrnYeckoi SHIOKPUHOIOTHH.

Kum W.B.! — kanaumat MeMIMHCKUX HayK, 4ieH ACCOIMAlMK SHIOKPUHHBIX XUPYPIOB,
3aBEAYIOLINN XUPYPrudecKuM otaeseHnem Ne3.

Kopanesa E.B.! - kammumar MeIMIMHCKMX HAayK, Hay4HbI COTPYIHMK OT/ENEHHUS
MATOJIOTUU OKOJIOUIUTOBUIHBIX JKEJIE3 U HapyLIEHUH MUHEpPaIbHOI0 0OMEHa.

Kprokosa 1.B.? - kanau1aT MeMIIMHCKUX HAYK, TOIEHT Kadeapsl sH10kpuHOI0rHd DY B.

Kysuenop H.C.! - 10KTOp MemMUMHCKHMX HayK, wWieH ACCONHMALMH JHIOKPUHHBIX
XUPYPros., mpodeccop, pyKoBOAUTEIb IPYIIILI SHIOKPUHHON XUPYPTHH.

Muphas C.C’ — KaHAMOAT MEIUITMHCKUX HayK, wWieH Pocculickoil accouunanuu

SHAOKPHUHOJIOT'OB.
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Mynynos A.M.? — ToKTOp MeIUIIMHCKHUX HayK, Ipodeccop PAH, [Tpesunent Poccuiickoro
00111eCcTBa CNEIHUAINCTOB MO OMYXOJSM TOJIOBBI M II€H, 3aBEAYIOIIUNA OTACICHUEM OITyXoJen
TOJIOBHI U IIIEH.

1 - ®I'BY «HMMULI] snpokpunonoruny Munsapasa Poccuun

2 - Kimuanueckuii rocnurans Jlanuuno «MaTh U JUTS

3 -I'bY3 MO MOHUKU um. M. ®@. Bnagumupckoro

4 - ®I'BY «HMMUIL] um. B. A. AnmazoBa» Munsapasa Poccun

5 - 000 «Knunuka @omuHa J[onropykoBckas»

Kondmukr naTEpecos:

JI1si OKOHYATENbHOM PEeNaKIMM U KOHTPOJIS KauyecTBa PEKOMEHJAlUU ObUIH TOBTOPHO
MPOAHANIU3UPOBAHBl YWIEHAMU pa0ouell TPYMIbl, KOTOPbIE MPUIUIA K 3aKIIOYEHHIO0, YTO BCE
3aMEeYaHMs] 1 KOMMEHTApHUH dKCIIEPTOB MPUHATH BO BHUMAHKUE, PUCK CHCTEMAaTHUECKUX OIITHOOK
npu pa3paboTKe peKOMEHIAIMIA CBEJICH K MUHUMYMY.

VY aBTOPOB M IKCHEPTOB HE OBLUIO KOH(MIMKTA HHTEPECOB NMPH CO3TAHMH KIMHUYCCKHX

PEKOMEHJAIIHH.
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IIpunoxkenne A2. MeronoJ10rusi pa3padoTKu KIHHUYECKUX PeKOMeH Al il

MeTobl, UCTIONB30BaHHBIE I cOOpa /CENEeKIMU T0KA3aTebCTB: MOUCK B 3JICKTPOHHBIX
0a3ax JaHHBIX [0 KIIOYEBBIM CJIOBaM, CBA3aHHBIM C THIIONApAaTUPEO30M M COOTBETCTBYIOILUMU
paszenaMy KIMHMYECKMX pekoMeHaauuil. OlLeHKa KadyecTBa M PEJICBAaHTHOCTH HailIeHHBIX
HUCTOYHHUKOB (Agree).

OnucaHnue  METOMOB, MCIOJB30BAHHBIX Ul  CcOOpa/CENEKIMM  JI0KAa3aTeNIbCTB:
JI0Ka3aTeabHOM 0a30i A peKOMEeHIaluil sBIIAI0TCS MyOsnKanuy, Bomenmue B KoxpanHoBckyto
6ubnuoreky, 6a3bl nanHplx EMBASE 1 MEDLINE, e-library. I'myObuna noucka cocrasisiia 6oiee
15 ner.

MeTo/1b1, NCIIOJIb30BAaHHBIE I OLIEHKU Ka4eCTBa U CUJIBI I0Ka3aTEIbCTB!

. KonceHncyc sxcniepToB

. OreHka 3HAYUMOCTH B COOTBETCTBUU C  YPOBHSIMU JI0KA3aTEIbHOCTH U KJIacCaMU
pexomMeHauui (mpuiararTcs).

IleaeBasi avIMTOPHUA JAHHBIX KIMHUYECKHX PEKOMEHIAIIMIA:

1. Bpau-3H/I0KPUHOJIOT;
. Bpay-xXupypr;
. Bpau oO11eil npakTuku (CeMeiHbIi Bpay);
. Bpa4y-TeparenT;

. Bpau-ypoJIor;

2

3

4

5

6. Bpad-HedpoJIoT;
7. Bpa4-HEBPOJIOT;

8. Bpau-KapAuoJIoT;

9. Bpau-aKyIep-ruHeKoIor.

Ta6auua 1. Illkana orieHk ypoBHe# 1ocToBepHOCTH JokaszarenbeTs (Y IJ]) ans mertonoB

JUAarHOoCTUKHU (I[I/Ial"HOCTI/I'-IeCKI/IX BMGHIaTeJ'II)CTB)

YA Pacuiugposka

1 CucremMaTH4ecKue 0630pLI I/ICCJ'IGI[OBaHI/Iﬁ C KOHTpPOJIEM pe(bepeHCHLIM MCTOAOM WU
CHCTEMATHYCCKUH 0630p PaHAOMU3UPOBAHHBIX KIIMHUYCCKUX I/ICCJ'ICI[OBaHI/Iﬁ C IPUMCHCHHUECM

METa-aHaJInu3a

2 OT}ICJ’IBHHC HCCJICAOBaHHA C KOHTPOJICM pe(i)epeHCHHM MCTOAOM MM OTACIBHBIC

PAaHAOMU3UPOBAHHBIC KIIMHUYCCKUC UCCIICAOBAHUA U CUCTECMATUICCKUC 0630pBI I/ICCHCI[OBaHI/Iﬁ
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JIF000ro HH3aﬁHa, 3a HCKIIIOUCHUEM PAaHAOMHU3UPOBAHHLIX KIMHUYCCKUX I/ICCJ'Ie):[OBaHI/II‘/'I, C

MNPUMCHCHHUEM MCTa-aHaJIn3a

3 HccenenoBanms 6e3 mOCiIeI0BaTEIFHOTO KOHTPOIIS peepeHCHBIM METOAOM HITH UCCIIEI0BAHUS
¢ pedepeHCHBIM METOJOM, HE SBJISIONIMMCA HE3aBHCHMBIM OT HCCIIEAYEMOTO METOAa WU

HCPAaHOAOMHU3HWPOBAHHBIC CPABHUTCJIBHBIC HMCCICOAOBAHHA, B TOM YHCJIEC KOI'OPTHBIC

HCCIIEJOBAHHUS
4 HecpaBaurenbHbIe HCCIeIOBaHAS, OMMICAHUE KIIMHUIECKOTO CITydast
5 Nmeetcs mums 000CHOBaHNE MEXaHN3Ma JACHCTBUS WM MHCHHE DKCIIEPTOB

Tabauua 2. Illkana oreHku ypoBHe 1ocToBepHOCTH qokazarenbets (Y /1) st MeTonos

PO UIAKTUKH, JICUCHUS U peadrmmuTanuu (MpoQuiIakTHIeCKuX, JICUSOHBIX, PeaOUIUTAIIHOHHBIX

BMEIIIATEIHLCTB)
YA Pacuiugposka
1 Cucrematunueckuii 0030p PKU ¢ mpumeHneHreM Mera-aHanmza
2 Otnensabie PKU 1 cucremaTiueckue 0030phl HCCIISI0BAaHU JIFOOOT0 qu3aliHa, 32 HCKIIIOUCHHEM

PKMH, c npumeHeHneM MeTa-aHaIN3a

3 HepaHI[OMI/I?;I/IpOBaHHI)Ie CPaBHUTCIILHBIC UCCJIICA0BAHN, B T.4. KOTOPTHLIC UCCJIICAOBAHNA

4 HeCpaBHI/ITeJ'ILHBIe HCCJIICAOBAaHU, OIHMCAHUC KIMHUYCCKOTO CiIydad HWIM CCPpUH CJIydacB,

HUCCICIOBAaHUA «CJ'Iy‘laﬁ—KOHTpOJ'IL))

5 HNmMeeTcs nuimb OOOCHOBaHUE MEXaHH3Ma ,I[eflCTBI/IH BMCIIATCJILCTBA (,Z[OKJ'II/IHI/I‘IGCKI/Ie

I/ICCJ'IG,I[OBaHI/IH) HJIM MHCHUC 3KCIICPTOB

Ta6auna 3. Illkama omeHku ypoBHe# yoOenuTenbHOCcTH pekomeHmanmii (YVYP) mns
METOJIOB NPO(UIAKTUKH, JTUArHOCTHKH, JEUeHUs U peadunurtauuu (MpodpuiakTUYeCcKux,

JTUAarHOCTUYECKUX, JICUEOHBIX, PEaOMINTAIIMOHHBIX BMEIIATEIHCTB)

yyp Paciumm¢poBka

A CunbHas pekomeHAanus (Bce paccMaTpuBaeMble KpuTepuH 3(QQEKTUBHOCTH (MCXOIbI)
SBIISIIOTCS. BKHBIMHM, BCE HMCCJIEIOBAaHUS MMEIOT BBICOKOE WM YIOBJIETBOPHUTEIILHOE
METOAOJIOTUYECKOE KAauyeCTBO, HUX BBIBOABI MO0 HHTEPECYIOUIMM HCXOJaM SBISIOTCS

COTJIACOBAaHHBIMH)

B VYcnoBHass pexoMeHaanusi (He BCe paccMaTpuUBaeMble KpHUTEpUU OSPPEKTHBHOCTH
(Mcxompl) ABNSIOTCS BaXXHBIMH, HE BCE WCCIEAOBAaHUS WMEIOT BBICOKOE HIIH
V/IOBJIETBOPHTEIEHOE  METOJIOJIOTHYECKOE  KadecTBO W/WIM WX  BBIBOJBI IO

WHTEPECYIOIIUM UCXO0/IaM He SBIISIOTCS COTJIACOBAHHBIMH)

C Cnabas pexoMmeHzaius (OTCYTCTBHE JIOKa3aTelIbCTB HAJUICXKAIEro KauecTBa (BCe

paccMaTpuBacMbIC KPUTCPpUU 3(1)(1)€KTI/IBHOCTI/I (I/ICXO)_IBI) SIBIIAKOTCA HCBA’XXHBIMH, BCC
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HCCICJOBaHUA HMMCIOT HH3KOC MCTOAOJIOTMYCCKOC Kady€CTBO MW HX BBIBOJABI IIO

HUHTCPECYIOIIUM HUCXO0JaM HE SABJIAIOTCA COI‘HaCOBaHHBIMI/I)

IMopsinok 00HOBJIEHUS KIMHUYECKUX PeKOMEHIAlM i

Mexanu3m  OOHOBIICHHS ~ KJIMHUYECKUX  PEKOMEHIAIMKA  MpeaycMaTpUBaeT WX
CHUCTEMAaTUYECKYIO aKTyaJM3allIo — He yallle, yeM | pa3 B 6 Mecs1eB, WIH [IPU HOSIBICHUU HOBOU
uH(pOpPMAIIUU O TAKTUKE BEICHUS MAIlCHTOB C JaHHBIM 3a00eBaHueM. Pemenre 06 00HOBICHUN
npuaumaer M3 P® Ha oOcCHOBE TNpPENJIOKEHUM, MPEACTABICHHBIX MEAUIMHCKUMH
HEKOMMEPYECKHUMH TpodecCHOHATbHBIMU opranu3anusiMu. ChopMUpOBaHHBIC MPEIIOKCHUS
JOJDKHBI ~ YYUTBHIBaTh  PE3yJbTAaThl KOMIUIEKCHOM OIICHKM JICKAPCTBEHHBIX Ipenaparos,

MEUIIMHCKUX U3/CIIUN, a TAKKE PE3yJIbTaThl KIMHUYECKON anpoOalnu.
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IMpuioxenne A3. CipaBoYHble MaTepPUAIbI, BKJIKYAs COOTBETCTBUE MOKA3AHUI K
NPUMEHEHHI0 H TPOTHBONOKA3AHMHI, CINOCOOOB NPHUMEHEHHSI M /103 JeKAPCTBEHHBIX
NpenaparoB, HHCTPYKIMH MO MPUMEHEHHIO JIeKAPCTBEHHOT0 Mpenapara

AXTyanbHbIC HHCTPYKIIUH TI0 TPUMEHEHHIO JIEKAPCTBEHHBIX TIPENapaToB PAcIIOIOKEHBI Ha
obuIIHaTEHOM caiTe MuH3apaBa Poccun http://grls.rosminzdrav.ru/Default.aspx
(http://grls.rosminzdrav.ru/Default.aspx).

[lpuHIMnbl JedeHuss U NPOPUIAKTUKH JAePUIIMTA/HEJOCTATOYHOCTH BUTamMHHa D y
MAIMEHTOB C TUIONMAPAaTHPEO30M COOTBETCTBYIOT MPHUHIIUIAM, U3J0KEHHBIM B KIMHHYECKUX
pekomennanusax «IEOUILNUT BUTAMWHA D YV B3POCJIbIX: IMAT'HOCTUKA, JIEUEHUE
U MMPODUITAKTUKA» (Komnexktur aBTopos: Iluraposa E.A., Poxunckas JI.A., benas XK.E.,
IzepanoBa JI.K., Kaponosa T.JI., Hmpur A.B., Menpanuenko I'.A., [Jlemor M.N.) doi:
10.1185/03007995.2013.766162, https://minzdrav.gov-murman.ru/documents/poryadki-
okazaniya-meditsinskoy-pomoshchi/D%2019042014.pdf).
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puinoxenune B. Uudopmanus 11 nanueHTa

Yro Takoe oxojommToBHIHBbIE Keje3bl (OLXK) n kak onn padoraror?

OxonommmroBuanbie xkene3bl (OLK) — 310 Manenbkue (pasMepoM C PHCOBOE 3€pHO)
SHIOKPUHHBIE JKEJIe3bl, PACIIONI0KEHHBIE B 00JIACTHU LIEU PSAIOM C LIUTOBHUIHON *KeJle30H, Mo ee
3a/IHeH moBepxHOCTH. Y denoBeka yaiie Bcero umerorcs 4 OLLDK — mo ogHoi BepxHel U HIHKHEN
C KaKJI0M CTOPOHBL.

[TapaTupeounnbiii ropmon (maparropmoH, [ITI) - oCHOBHOW TOPMOH, peryaupyHOIIHi
ypoBeHb Kaibius u pochopa kposu. [ITI" BeipabaThiBaeTCs OKOIOMIMTOBHIHBIMH JKEJI€3aMHU.

B cinywae, eciu OUK ygamunu npu oneparuu win oHM BbIpadateiBatoT mano [T,
Pa3BUBAETCS COCTOSTHUE C HU3KUM YPOBHEM KaJIbIIUSl B KPOBU — TMIIONIAPATUPEO3.

Yro Takoe 'mnonaparupeos?

Orto peakoe 3aboneBaHue, MPU KOTOPOM B pe3ynbTare ymeHbleHus cekperuu [ITT
CHUYKAETCSl YPOBEHb KaJIbIUS B KPOBH.

KaxoBbl npuuunbl ['unonaparupeo3a?

Yamie Bcero rumnonapaTupeo3 pa3BUBAECTCS IOCIE XUPYPrHUUECKOrO0 BMELIATENIbCTBA B
obnactu mieu — yaaneHus MUToBUAHON sxemne3bl, 6o OLK. Tak kak OLLK pacmonoxeHb
PAIOM C IUTOBUJIHOM JKEIIe30M, €€ yIalieHne MOXKET MPUBECTH K UX MOBPEKACHUIO, HAPYIIEHUIO
KPOBOCHAOXKEHHS WJIM HETIPETHAMEPECHHOMY YIaJICHHUIO.

Bonesns MOXKeT pa3BUThCS U B pe3yNbTaTe HACIEACTBEHHBIX TeHETUUECKUX 3a00IeBaHHH.
B wactHocTh, npu nospexaenuun kinetok OIDK onpenenennsiMu 6enkamu (antutenamu). Takoe
MOBPEXK/ICHUE HA3bIBAIOT ayTOMMMYHHBIM 3a0osieBaHuEeM. [Ipu 3TOM rumomapatupeo3 MOKET
OBITh KaK €JIMHCTBEHHBIM MPOSBICHUEM, TaK U COMPOBOXKIATHCS Pa3BUTHEM APYTUX OOJE3HEH,
HanpUMep, MaToJIOTHeH HAANMOYEYHUKOB (TMEepBUYHASI HAIIOYEYHHKOBAS HEJOCTATOYHOCTH) U
MOPaKCHUEM KOKU U CIU3UCTHIX (CIM3UCTO-KOKHBIN KaHAu103). Penko runomapatupeo3 MoxeT
OBITH BbI3BaH JAPYTUMU T€HETUYECKUMHU U3MEHEHUSAMHU (“TI0OJIOMKaMu™’ B T€HaX).

IMoyemy KaJbUMi TAK BaxKeH?

Kanpiuit — Hanbonee pacpocTpaHeHHBI MUHEPAT OpraHu3Ma YeJIOBeKa U MMEeT BaKHOE
3HAUEHUE /ISl PA3IMYHBIX MIPOIECCOB B HEM Mpoucxoaanmx. Kanpiuit HeoOXoaum st KocTel u
3y0OB, a TaKke JJIs1 pabOThI Cep/Iia, MBIIII, HEPBOB U APYTUX OPTAHOB.

Kaxue cumnromsl y 'unonaparupeosa?

CuMnOTOMBI THNONAPATUPEO3a PA3BUBAIOTCSA M3-32 HU3KOTO YPOBHS KaJbLIUSI B KPOBH

(TUMOKAJIBLINEMHUH ).
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Hx Bam HeoOX0auMo 3HATh, ECIIH:
e y Bac panee Obu1a oneparus o yAaajJieHUIO IMUTOBUIHOM xkene3nl uiu OLK;

e B Bameii cembe ObutH Citydan 3a00JIeBaHUS ¢ HU3KUM YPOBHEM KaJbIUsl B KPOBH.

CUMIOTOMBI THITOKAJIBIIUEMHUN OYEHb Pa3HOOOPa3HbI M BKIIIOYAIOT B CEOS:

o [ToxanbiBaHuE 1 OHEMEHHE BOKPYT PTa, a TAK)KE B pyKax U HOTax;
o Cynoporu, noaepruBaHusi UM CKOBAHHOCThH MBIIIII;

o OmrynieHre «BHyTPEHHEN IPOKI»;

o HemoTuBupoBaHHas ycTanocTh U cl1ab0OCTh;

o 3aTyMaHEHHOCTh, CITyTaHHOCTh CO3HAHUS («MO3TOBOM TYMaH).

HJ’II/ITGHLHOC TCUCHUC T'HIIOIIapaTupeOo3a MOXKET OBITh HpI/I‘IHHOﬁ Ppa3BUTHA:

o JeTIPECCUN;
o YXYIIICHUS TTAMATH ¥ KOHIICHTPAIUK BHUMAHUS;

. MaTOJIOTHH TMoYeK (00pa3oBaHUE KAMHEH);

. MATOJIOTUU 3yOHOM SMay WU MpoOJIeMbl CO 3peHUEM (KaTapakTa);

J MATOJIOTUN CEPJICYHO-COCYTUCTON CHUCTEMBI (HApyIIEHHE CEpPACYHOTO pPHUTMA,

«mepedomn» B paboTe cepara).

B cjIydae, €Clin Br MPUHUMACTEC NPCIIapaThl JJI JICUCHUS TUIIOIIAPATUPCO3a — ITPCIIapaThl
KaJlbllusd W IIpeliapaTbl BUTAMHHA D u ero aHamoroB — IIpu uX NCPECAO3UPOBKE BO3MOKHO

Ype3MEepPHOE MOBBIIIEHUE YPOBHS KalbLMs KPOBU (THUIEPKATBIUEMUS) U MOSIBICHUE CIEAYIOLINX

CHMIITOMOB:
. CyXxocCTb BO PTy, XKaxJa U 4aCTOE MOUYEHUCITYCKAaHUE;
. I'omoBHas 60JIb;
. Ycranocts;
. IToTepst anmeTuTa, TONIHOTA, PBOTA.

Kak ycranaBiuBaercs nuarno3 I'mnonaparupeosa?

[Ipy Hamuuum y Bac CUMNOTOMOB THIOKaJIbIMEMUU JOKTOp HampaBuT Bac Ha
nabopaTopHOoe OOCIeIOBaHUE C OMpEACICHUEM YPOBHEHW KaibIus KpoBH, ¢ocdopa u I1TI. B
CIIy4ae BBIABIICHUS HU3KOTO ypoBHs Kambius u [ITI, Beicokoro ypoBHs docdopa Bac nanpassr
K Bpauy-3HJIOKPHUHOJIOTY.
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CuMOTOMBI THUIMOKAJIBIMEMUHN, PA3BUBAIOLIMECS B IEPBBIC JIHU IIOCIE ONEpali Ha
opraHax mieu, Kak IpaBuiIo, IMO3BOJISIOT OBICTPO yCTAaHOBUTH AuarHo3. B cioywae apyrux dopm
rurnonapaTupeo3a s UX AUarHOCTUKU 4acTo TpeOyeTcs paclIMpeHHOoe 00cie10BaH1eE.

YTo HY:KHO 3HATH 0 JIeYEHUH THIonaparupeo3a?

JleyeHne Ha3HAYAIOT JUISI TOJJEP’KAHMS YPOBHS KaJbIMsl KPOBU B TpeAeiax HUKHEH
IpaHUIBI HOPMAIBHOTO JuanazoHa (2,1-2,3 MMOIb/IT) C 1eNIbI0 TPEIOTBPALICHHUS HIIM CBECHHS K
MUHUMYMY CHMIITOMOB TUIOKajdblMeMuu. [l NpoQUIAKTUKH OCIIOKHEHHH 3a00jeBaHMs
HE00X0/IMMO JMHAMUYECKoe 00CIeI0BaHNE B BUJIE AaHAJIM30B KPOBHU U MOYH.

B xadecTBe OCHOBHOH TepaIruyu HIIONAapaTHPE03a HA3HAYAIOT IpenapaTsl BUTaMuHa D u
€r0 aHAJIOTOB, MPETapaThl KaIbIHs.

XpoHuuecKuil (MOCTOSIHHBIN) rHIONApaTUPE03 HEOOXOJMMO JICUUTh BCIO JKU3HB!

IIpenapaToB mapaTupeonIHOr0 rOpMOHA M €ro aHAJIOTOB JUISl 3aMECTUTEIbHON Teparnuu
rurnonapaTupeosa B Poccuu He 3aperucTprupoBaHo.

Kaxkogo Jieuenne 'unonaparupeosa?

JleueHne XpOHHUYECKOro (IIOCTOSIHHOTO) rUIonapatupeos3a noxusHeHHoe. CTaHgapTHON
Tepanuei runonapaTpeosa ABIseTca MpUeM IpenapaToB aKTUBHOTO MeTaboauTa BUTaMuHa D u
ero aHajgoroB (anb(hakaJbIUA0T**, KaNBIUTPUOI**), a TaKKe MpernapaToB Kajabllus. AKTHBHAS
¢dopma ButamuHa D HeoOXoanMa /1Sl BCACHIBAaHHS KAJTBIUS U3 JKEITYI0YHO-KUIIIEYHOTO TPaKTa —
KaK W3 MPOAYKTOB MUTaHMUSA (MOJOYHBIE MPOAYKTBHI), TAK U U3 JIEKAPCTBEHHBIX IpernapaToB
KainblMsa. J{03bl M KpaTHOCTh NpHEMa IMpenapaToB 3aBUCAT OT BBIPAKEHHOCTH CHMIITOMOB
TUIMOKATBIIMEMHUH W OT YPOBHS Kamblusi KpoBu. [lms mombopa JedeHHWs W AOCTHOKEHHS
KOMIIEHCAIlM1 HEOOXOAMMO PEryisipHOe 00CiIeIoBaHNe y Bpaya-3HI0KpHHOIIOra (pueM (0cMoTp,
KOHCYJIbTAllMsI) Bpada-3HA0KPHHOJIOTA).

bepemMeHHOCTB M JTaKTALUA

'umomapatupeo3 He SBISIETCS MPOTHBOIIOKa3aHHEM K OEpEeMEHHOCTH TPH YCIOBUHU
KOMIIEHCAINH 3a00/I€eBaHU.

Ecnu Bel mnanupyere 6epeMEHHOCTh WM KOPMIIEHHE T'PY/bIO, TO BaKHO THIATEIBHO
CIIEUTh 3a YPOBHEM KaJbIMsl KPOBM, IOAJEPKHUBATH €ro B IEJIEBOM JAMANa30HE s
NIPEOTBPALICHHS YXY/IIICHUSI CAMOYYBCTBHUS U PA3BUTHUS OCIOKHEHUH.

Bo Bpemst 6epemMeHHOCTH HEOOXOAMMO OTIPENENSITh YPOBEHb HOHH3HUPOBAHHOTO KaJIBIIUS

KpOoBU 1100 HCIOIb30BaTh pvaCTHHﬁ IIOKa3aTecjib aJ'IB6y'MI/IH-CKOppCKTHpOBaHHOTO KaJIbIIus

93



CBIBOPOTKH KPOBH, TaK KaK OHM 0oJiee TOUHO OTPAXKAIOT COJEPKAHHE KalbLUsi B KPOBH, 4eM
YPOBEHB OOIIETO KAIIBIIUS.

W3mepeHuss ypoBHEH HMOHU3MPOBAHHOI'O WM albOyMHUH-CKOPPEKTUPOBAHHOIO KasbLUs
KPOBHU JIOJKHBI IIPOBOJUTHCA € 4acTOTOM 1 pa3 B 2-3 Hepenau B 3aBUCUMOCTH OT IMOTPEOHOCTH U
IIJIaHA JICUYEHUS.

Ecnu y Bac nnu Bamero naptHepa ecTh reHeTHUECKas WM ceMeHas (HacaeICTBEHHas )
(opma runonapatupeosa, IaHUPOBaHUE OEPEMEHHOCTH I0JIKHO BKJIOUYATh B ce0sl FeHETUYECKOE
KOHCYJIbTUPOBaHME JIJIs ONPEICICHUs pUCKa ITepeauu 3a00J1eBaHMsI U BOZMOKHBIX CIIOCOOOB €ro
IIPENOTBPALICHUS.

YpoBeHb KAJbLUA 1 MEHCTPYAJIbHbIN IUKJI

VYPOBEHB KanbLUs TECHO CBSI3aH C N3MEHEHUSMHM YPOBHS 3CTPOreHa - )KEHCKOIO II0JIOBOTO
TOPMOHA.

YPOBHU 3CTpPOreHa U3MEHSIOTCS B TEUEHHE MEHCTPYaJIbHOIO LIMKIA, a, CJIEIOBATEIbHO,
MEHSETCS M YPOBEHb Kanblus KpoBU. Eciin Bl 3amedaeTe BOSHUKHOBEHNE CUMIITOMOB HU3KOTO
KaJblUs KPOBH BO BpeMsi MEHCTpYalMii, TO MPUHHUMAITe 4yTh OOJIbIIE MPENnapaToB KalbLUs B
JTOT MEPUOL.

Takske 0TMEUYEHO, UTO B IPEAMEHCTPYAIbHBIN IEPUOJ MOXKET IMOBBIIIATHCS TATA K CIAJAKON
numie. M30bITouHOE MOTpeOsIeHne CclagocTell MOXKET NMPUBECTU K YCUJICHHOMY BBIBEICHUIO
KaJblUg C MOYOH W DPA3BUTHIO CUMIOTOMOB THMOKajdblMeMUH. UToObl Kanmbuii Obl1 Oosiee
CTaOMIJIbHBIM, 3aMEHHTE CIIa/I0CTH, HAIIpUMep, Ha 75% TEeMHBII 1IOKOIa.

Kakue CUTyalluUd MOTI'YT CIIPOBOIMPOBATH CHUKCHUE Ka.]'lblll/lﬂ?

v MHTEHCUBHBIE W/WJIN MIPOJOKUTEIbHBIE (PU3UUECKHE HATPY3KH;
v CTpeccoBasi CUTYaIlus;
v HapylIeHHe CTyna (quapes) Wid Apyrue 3a00JCBaHUS JKEIYI0YHO-KHIIEYHOTO

TpaKTa, CHUKAIOIINEC BCACBIBACMOCTD JICKAPCTBCHHBIX IPCIIAPaTOB,

v U3MCHEHHE /103 COMYTCTBYIONIMX JIEKAPCTBEHHBIX MPEMapaToB WM Ha3HAuYCHHE
HOBBIX;

v U3MCHEHHE TTMTaHKsI, CHI)KEHHE TIOTPEOIeHUS KalblinsA ¥ BATaMUHA D ¢ mutiei;

v npoure 3a00JIeBaHus, COMPOBOMKIAIOIINECS TUapeeii, TOIMHOTOW W/UITK TOTepei
arIeTHTa;

v Hu3kuii yposeHb 25(OH)Buramuna D;
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v MEHCTPYaIHH.
I[Tpu pa3BUTHH CHMIITOMOB HH3KOTO YPOBHSI KaabI¥si KPOBH (THITOKATBIIHEMHH ):
v IPUMUTE [UIAHOBBIC MPENaparhl KAIbIHs U BUTaMuHA D U ero aHajJoroB paHsblie,

KaK TOJIbKO Bu1 IMOYYBCTBOBAJIN YXYAIICHHUE COCTOSHU,

N4 Bbl MoOXeTe TpHUHATH JOMOTHHUTEIbHYIO TaOJETKy Mpernapara KaibIus MpU
HEOOXOIMMOCTH;
N4 €CJIM CUMIITOMBI HU3KOI0O KaJIbI[AA OECIOKOSAT Bac B TeueHMe HECKOIBKAX JHEN —

9TO MOBO/I 171l BHEOYEPETHOTO UCCIIEIOBAaHUS YPOBHS OOIIET0 KaNbLKs B KPOBH U KOHCYJIbTALIUU
Bpaya-3HI0KPUHOJIOTa /ISl KOPPEKLIUU TEpAIuy;
v WUTHOPUPOBAHUE CHUMIITOMOB MOXET MPHUBECTH K BBIPAKEHHOMY YXYIIICHHIO
camouyBcTBHs. OCTpasi TMIOKAJIbLIMEMHUS OIIaCHA IPEX 1€ BCETO HAPYIIEHUEM CEPIEUHOr0 pUuT™Ma!
v ecsin Barie cocTosiHie yXyaIIaeTcs CTpEMUTENIBHO HECMOTPS Ha I0IIOJIHUTEbHBIH
IIpUEM IpenapaToB Kalblys U BUTAaMMHA D 1 ero aHajioros, BEI30BUTE CKOPYIO IIOMOIIb — Bpauu

MOT'YT BBCCTH IIpCHapaThl KaJIbIHUA BHYTPUBCHHO U 6I)ICTp0 MNOAHATH YPOBCHDb KAJIbIHA KPOBU.

Kakwue cutyaruu MOTYyT CIIPOBOIIMPOBATH OBBIIICHUE KAJTBIIHSI?

v nepeI03uPOBKa JIEKApCTBEHHBIX IPENapaToB;

v pe3Koe YBEIMYCHHUE JI03 TpenapaToB KajblMs U BUTAMHHA D M €ro aHajaoros,
0COOCHHO 0€3 KOHTPOJIsl aHAIIM30B KPOBH;

v BBICOKHI YPOBEHb KaJbIIMsl KPOBU 4Yallle BCETO MPOSBISCTCS MOTEPEH amnmeTuTa,

TOMHOTOﬁ, BO3MOJXHA pBOTA, Kax1ad, CyXOCTb BO PTY.

[Tpu pa3BUTHN CUMIITOMOB BBICOKOT'O YPOBHS Kalblisl KPOBHU (TUIEPKATBLIUEMHH):

v neiTe Kak MOYKHO OOJIbIlIe KUAKOCTU (He MeHee 2-2,5 TUTPOB MUTHEBOW BOJBI B
CYTKH);

v HE3aMe/UINTEIbHO BBIMOJIHUTE HWCCIEIOBaHHE YPOBHSA OOIIEro KalbliUig B
KPOBH/HCCIIEZIOBAaHUE YPOBHS HWOHMU3UPOBAHHOTO KalbIUsl B KPOBU M IIOCETHTE Bpaya
SH/IOKPUHOJIOTA /ISl KOPPEKIIUHU TepaIuy;

v IIPU BBICOKOM YPOBHE KalbIIMsl KPOBU JIeHAIIUi Bpau MOXKET CHU3HUTH /103y WU
MOJIHOCThIO OTMEHUTH Mpenaparbl Kalblus W BUTaMuHAa D M ero aHjoroB Ha omnpeaeseHHOe

BpEMSI;
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v MocJie pa3pelieHus] JaHHOW cuTyanud BaM Heo0XoauMo BO30OHOBHUTH MPHEM
npenapaToB BUTaMuHa D M ero aHajoroB M MpenapaToB KalbLHs MO CTPOTHM JIaOOPaTOPHBIM
KOHTPOJIEM U HAaOJII0ICHUEM JIeHaIlero Bpaya.

Kakmue cnenuajncrsl He00X0AUMBbI?

Bam Moxker motpeboBaThcs HaOIIOIEHUE HECKOIbKHUX CHEIHATUCTOB B 3aBUCUMOCTH OT
CUMITOMOB U HAJIMYMSI OCJIIOKHEHU 3a00JIeBaHUS.

. Bpau-a3HIOKpUHONIOr — OCHOBHOM Bpad Ui JIEUCHHWS THUIIONAPATUPEO3a,

CKOppekTupyeT Baiy tepanuto, a Takke Ha3HaYUT HEOOX0AMMOE 00Cie10BaHuE JIIsl KOHTPOJIS

3a00J1eBaHUS;
. Bpau-aedposor — He0OX0 UM NP HapYILIEHHON (GYHKLUU ITOYEK;
. Bpau-yposnor — npu Hanu4uKu KaMHEH B ITOYKaX;
. Bpau-opransmonor — s peryiaspHoro oOcieloBaHUs oOpraHa 3peHHsl U

BBISIBIICHHSI KATAPAKThI (IOMYTHEHUE XPYCTAIMKA TJ1a3a),

. Bpay-KapHOJIOT — IIPH Pa3BUTHH aPUTMHUH, YaCTOTO MYJIbca, O0JIN 3a TPYAHMHOM.

Kak yacTo Heo0X0auMo NpPoXoauTh 00CIeJ0OBAHUA?

BOJ’II)HII/IHCTBy IMAaguCHTOB C JIHUTCJIBHBIM TCUCHHUECM rnnonapaTI/Ipeo3a HCO6XO]II/IMO
nabopatopHoe oOcriejoBaHKe ¢ 4acTOToM 1 pa3 B 3-6 MecsIieB.

Bam moxer motpeboBaThCcsi 6osee YacThli KOHTPOJb JIAOOPATOPHBIX MOKa3aTesel, 1o
HECKOJIBKUX pa3 B HEJENI0, B HaJdalle JICUCHUS WU MPH HEOOXOAMMOCTH ero Koppekuuu. [Ipu
BO3HUKHOBCHHUU CHMIITOMOB KaK THIIO- TaK H FI/IHCpKaHI)HI/ICMI/II/I HCO6XOI[I/IM BHeHHaHOBBIﬁ

KOHTPOJIb MoKa3aTesei KpOBH.

96



Yek-auCT NalMEeHTA C rnnonapaTnpe030M*

Jlara

JlabopaTopHble noka3aresin

Kanpuuit o0mui

Kanpmuii

MOHU3UPOBAHHBIN

AnpOymMuH

Kanpruit ans6ymun-

CKOPPEKTUPOBAHHBIN

Maruui

docdop

Kpeatunun

pCK® o EPI

Kanpumii B cyrounoi
Moue
25(OH)Butamun D
TTT
ceT4

J103bI JIeKapCTBEHHOI Tepanuun

Anbdakanpipmon™*

Kanprurpuon™*

KapOonat xanpuus

[utpart xanpuus

[Ipenapatel Mmaruus

Konexanbuudepoma**

I'unotuasun

JleBoTHpOKCUH

HaTpus™**

* 6Hecume pesyibmamsvl AHAIU306 U 003bl npenapamoes u nokascume ux ceoemy jedauiemy epady

OJ151 OMCNEAHCUBAHUSL OUHAMUKY OCHOBHBIX NOKA3amenell.
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Ipunoxkenne I'I-I'N. IIIkajabl OLEHKH, BONPOCHMKH M [pyrue OICHOYHbIE
HHCTPYMEHTBI COCTOSIHUS NAlUeHTAa, IPUBeJCHHbIE B KIMHUYECKUX PEKOMEHIalusaX

He npengycmotpeno.
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