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CHucok coKpalneHuu

1,25(0OH),D — 1,25-guruapokcuButaMut D, KaabIUTPUON

25(0OH)D — 25-ruapokcuButamut D, KanbIUARON

ATIIC — ayToMMMYyHHBII TIOJIUIIAHTYJIIPHBIA CUHIPOM

AJIT" - ayTOCOMHO-/IOMUHAHTHAS TUITOKAIBIIUEMUS

JKBJIHII - 5)xu3HEHHO HEOOXOAMMBIE U BaXKHEHIIINE JIEKapCTBEHHBIE Mpenaparhbl
NP - uatepdepon

KT — xommnbrorepHas Tomorpadust

JII" — MrOTEMHU3UPYIOIIMI TOPMOH

MKB-10 - mexxmynaponnast kinaccudukanus 6ones3neit 10-ro mepecmorpa
MIIK - muHepasibHas INIOTHOCTh KOCTH

OHIIX — OKOIOIIUTOBUIHBIC JKEIE3bI

npenpolITI" — npe-npo-naparupeonIHbII TOPMOH

ITTT (PTH) — maparupeouHbIii TOpMOH, TTapaTropMoH (parathyroid hormone)
[ITI'1P - peuentop k naparupeougHnomy ropmony 1 tuna (PTHIR)

[TTT Il — maparropMOH-TTOTOOHBII TIESTITH.T

[IceBnol TIT — ncepnorunonaparupeos

[Tcerno-nceBnol TIT — ncepno-nceBgorunonapaTupeos

CK® — ckopocTh KIIyOOUKOBOH (hUIBTpaLIUU

TTI" — TMpeoTpPONHBINA TOPMOH

VY3U — ynbTpa3ByKkoBOE UCCIICIOBAHUE

OPD23 — paxTop pocra pubdpodnactos 23

OCT - GoMTUKYIIOCTUMYIUPYIOIINI TOPMOH

XBII — xponuueckas 60€3Hb MOYEK

IMHC — nenTpanbHas HEpBHas cUCTEMa



DK — mmroBuaHAs *kKene3a
AD — ayTocoMHO-TOMHUHAHTHBIN TN HacyieqoBaHus (autosomal dominant)
AIRE — ren ayroummyHnHoro perynsatopa (The autoimmune regulator)

APECED - kanaumo-skromepMaibHas auctpodus (autoimmune polyendocrinopathy with candidiasis
and ectodermal dystrophy)

AR — ayTocoMHO-perieccUBHBIN TUIT HacienoBaHus (autosomal recessive)
AD — ayToCOMHO-IOMUHAHTHBIHN TUI HacleaoBaHus (autosomal dominant)
CaSR - kanb1uii-uyBCTBUTEIBHBIN perenTop (calcium-sensing receptor)

CHARGE - xomo6oma (coloboma), nedekts cepana (heart defects), arpesust xoan (atresia choanae),
3amenneHue pocra (growth retardation), anomanuu nojioBbIX opraHoB (genital abnormalities) u

aHoMmanuu yxa (ear abnormalities)

DXA — nByxsHepreTuueckass pPEHTTEHOBCKasg abcopOuuomerpus, peHTreHojneHcutomerpus (dual

energy X-ray absorptiometry)

FHHNC - cemeiiHas rumoMarHueMus ¢ TUIepKaiablimypueii u HedpokambimHo3om (familial

hypomagnesaemia with hypercalciuria and nephrocalcinosis)
GATA3 - GATA-binding protein 3

HRD - runomaparupeo3, 3aaepxka paszsutus, aucmopdusm (hypoparathyroidism retardation

dismorfism)

MELAS - mutoxonapuanbHas 53HIE(AIOMUONATHS, JAKTaTallu03, WHCYJIBTOTOJO00HBIC 3MU30/bI
(mitochondrial encephalopathy, lactic acidosis and stroke-like episodes)

MTP — muToXOHIpHanbHbIi TPUDYHKIIMOHATBHBIN OETTOK
NA — He U3BECTHO
PTHIR — peuenrop k napatupeoungHomy ropmony (Parathyroid Hormone 1 Receptor)

VDR — penenTtop Butamuna D



TepMuHBI U onIpeaeICHUS

I'mnonaparupeo3 — COCTOSIHME, XapaKTEPHU3YIOLIEecs CHUKEHHOM MPOMyKIUeH NapaTHpeouIHOTO
ropmoHa (IITI") okomommroBugHbiMH skene3amu (OUK) mam pe3aucTeHTHOCThIO TKaHEHl K €ero
JEHUCTBUIO, YTO TMPUBOAUT K PA3IUYHBIM HApyIICHHSM, Mpexae Bcero (HochopHO-KaIbIMEBOTO

oOMeHa.

TpaH3uTOpPHBIA NOC/EONEePALMOHHBIN THNONAPATHPEO3 — TUIOKAJIBLMEMUS, PAa3BUBAIOLIASACS B
nepBble 24 daca rocie onepanuy Ha opraHax LIEW M pas3pellarolascs B TedeHue 4—6 Helenb 1ocie

XUPYPTUICCKOTO BMCIIATCIILCTBA.

XpoHuYecKuii (CTOMKUI) MOC/JIeoNnePANMOHHBIH THIIONAPATUPEO03 — TUITOKAJIBLIMEMUS B COUETAHUN
c HeanmekBaTHO Hu3kuM ypoBHeM [ITT cmycts 6 wMecsieB u Oornee ToOCiHe XHPYPrUYECKOTO

BMCHIATCJILCTBA HA OpTraHax IICH.

BpoxneHHbI rumomapaTupeo3 - TeTEpPOreHHas IO ATHONOTMH Tpynma 3adomeBanuii OIK,
MNPOSBIISIIOIIMXCS  Cpa3y I0CJI€ POXKICHUS M XapaKTEPU3YIOIIMXCS YaCTUYHBIM WM TOJHBIM

BbINaJICHUEM UX (DYHKIHUH.

HcesnornnonapaTnpeos - PC€AKOC HACJICACTBCHHOC 3&60J’I6B3HI/IC, XapaKTCPU3yromeeCa KIMHHUKO-

1a00paTopHBIMU MTPU3HAKAMU rUIIoNaparupeosa Ha GoHe nosbiieHHoro yposHs [ITI" B kpoBu.

Hedpokanbunnos — muddysHoe oTIOKEHHE COJCH KaldbIMs B TKAHHW MOYEK, COMPOBOXKIAIOIIEECS

BOCHAJIUTCIbHO-CKICPOTUYICCKUMHA U3MCHCHUSIMU U MOYCYHOMN HEAOCTATOYHOCTBIO.

Hedpoaurnas — Hannume KOHKPEMEHTOB B YAILIEYHO-JIOXaHOYHOMN CUCTEME ITOYEK.



1. Kparkast nagopmanus 1mo 3a001€BaHNI0 WIH
COCTOSIHUIO (Ipynnbl 3200/ 1eBAHUM UJIHA COCTOSTHUM)



1.1 Onpenenenue 3a00/1eBaHUsA UM COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

I'umonmaparupeo3 — cocrosiHHMe, Xapakrtepusyromeecs cHkeHHoW mnpoxykuueit [ITIT OHK wmm
PE3UCTEHTHOCTBIO TKAHEM K €ro JeWCTBHUIO, YTO COMPOBOXKIACTCS HapylmeHusMu (ocdopHo-

KaJIbI[MEBOTO OOMEHA.



1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHnﬂ HJIH _
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSHUMN)

1.2.1. ®usuogorus gochopHo-KaIbLLHEBOr0 00MEHA

OLDK KOHTPOJMPYIOT BHEKJIETOYHBIM KaJbIUEBbIM TomMeocTa3 IyreMm cekperquu IITI. B
MapaTUpoOLMTaX MEPBOHAYAIBHO CHHTE3UPYETCS MENTHA-NPEAIIECTBEHHUK, cocTtosmuid u3 115
aMUHOKHUCIOTHBIX ocTatkoB (mpernpollTI (1-115)). B pesynsrare cneumduueckoro mporeonusa N-
KOHIIA MpPEeIIIeCTBeHHUKA MPOMCXOAUT TpaHchopMmalus B aKTUBHYIO IMOJHOPA3MEPHYIO MOJIEKYIY
IITI, Bxkmrowaronryro 84 amMuHOKUCIOTHBIX ocTarka (1-84)). IITI ymakoBbIBaeTCS M XpaHUTCS B
CEKpPETOPHBIX T'paHysiaX M BBICBOOOXKIACTCS M3 MapaTUPOIMTOB B OTBET HA CHIKEHUE KOHIICHTPALIUU
MOHU3UPOBAHHOTO Kanblusa KpoBu. Ha mnoBepxnoctu kietok OIIDK skcmpeccupyeTcss Kajbluid-
yyBCcTBUTENbHBIN penentop (CaSR), 0OcHOBHON (QyHKIIMEN KOTOPOro CUMTAETCS MOAYJISALMS CUHTE3a U
cekpeuud IITT, a Takke koHTposb xku3HeHHOro nukia kietok OHK. Cexpeuns [T makcumanbHa
MIPU HU3KOM YPOBHE MOHU3UPOBAHHOTO KAaJBIUS, MOBBIIICHUE YPOBHS KaJbIUs, HA0OOPOT, CHIKAET
ero cekpeuuto. I[ITT" mupkynupyer B KpPOBOTOKE M Jajiee CBS3bIBAETCS C TPaHCMEMOpPAaHHBIM
peuentopom PTHIR, compsixennbiM ¢ G-0ekoM. AKTHUBAIUSI 3TOTO PEIenTopa B KOCTHOW TKaHHU U
MOYKaxX IPUBOAUT K IMIOBBIIICHUIO IIOKAa3aTeled KaJdblUUEMHH, W TOCJIEAYIOIIEMY ITOJABICHUIO

npoxaykiuu [ITT OLK mo mexanusmy oTpuniatebHONU 00paTHOM cBs3u [1].

IITI" taxxe ywyacTByeT B perymsauuu pocpopHoro odmMeHa. [loBeilieHne ypOBHS LHUPKYIUPYIOIIETO
docdopa kpoBH MPUBOAUT K CTUMYIISIITUU cekperuu [1TI, KoTopelil B CBOIO ouepeapb BO3ACHCTBYS Ha
MOYKH, CHIXKAeT TyOymsipHyto peabcopobumio ¢ocdartoB. Tomeoctas dochopa IONOTHUTEITHHO
perynupyerca ¢pakropom pocta ¢pudpodbmactoB 23 (DPPD23), koTopblil mIpeacTaBisieT CcoOOU
OMOJOTUYECKH AKTUBHBIM OCTEOIUT-CEKPETUPYEMbI TMOJUIICNITH]], HWHTUOUPYIOIIUNA TOYEUHYIO

TyOynsipHyto peadbcopoumio ¢pocdaros u cuate3 kampiuTpuona (1,25(0OH),D) B moukax.

[ITI" cnocoOcTBYET MOAAEPKAHNIO HOPMAJIBHOTO TOMEOCTa3a MarHus, MOBbIIIas ero peadcopOIuio B
JTUCTATHHOM KaHaJblle W B KJIETKAaX MO3TOBOM YAacTH AMCTAILHOTO HM3BUTOTO KaHaibla. CTOWKHIA
BBIPAQXKCHHBIN AEPUIIUT MarHus MPUBOIUT K Pa3BUTHIO TMIIOKAJIBIUEMHH MOCPEACTBOM IMOJABICHUS
cekpeuun IITI" m pa3BuTusi pe3ucTteHTHOCTH K ero s¢dexkram. ['unepmarHueMusi MOXKET TaKxke

nomaBisiTh BeicBoOOXKAeHue [ITT uepes aktuBanuio CaSR u cmocoOCTBOBAaTh THITOKATBITUEMHUH.

JlpyruM BaXHEWIIUM pErynsaropoM (GocPopHO-KaIbIIMEeBOrO OOMEHa SBISETCS KaJIbLUTPHUOIL
[Tono6HO CTEpOMIHBIM TOPMOHAM, OH CBSI3bIBAETCSI C BHYTPHUKIETOYHBIM PEUENTOPOM KIIETKH-
mumieHu. OOpa3yercs KOMILIEKC TOPMOH-PEIENTOp, KOTOPBIA B3aWMOACUCTBYET C XPOMAaTHHOM H
UHAYLIUPYET TPAHCKPUIILMIO CTPYKTYPHBIX T€HOB, B pE3YyJIbTare Yero CHUHTE3UPYIOTCs Oenkw,
OMOCPEAYIOIINE JIEUCTBUE KaJbLUTpHONA. B sHTEpouMTax KaJbLUUTPUOJI HHIYLHUPYET CHUHTE3
KaJIbLIUN-TIEPEHOCIINX OENKOB, 00ECHEUMBAIOIINX aJeKBaTHYI0 a0COpOLMI0 HMOHOB KajblUs U
¢docharoB u3 MOJOCTH KUIIEUHHKA. Jlaliee KambIIUTPHUOI KOHTPOJIUPYET TPAHCIIOPT UOHOB KaJbIIUS U3
SMUTETUOLUTOB B KpPOBb, Oyiarojapss dYeMy HX KOHIIGHTpAlusi BO BHEKIETOYHOH KHUIKOCTH
MOJIIEP’KUBAETCSI HA YPOBHE, HEOOXOAMMOM JIJIsi MUHEpAIU3alud OPraHUYeCKOr0 MaTpUKca KOCTHOU

TKaHU. B moukax KanplIUTPUOI CTUMYITHPYET peadCcopOINio MOHOB KalbIHs U (pocaToB.



Hapsgy c¢ IITI' u xanpmuTpuonoM B perynsuuu OoOMeHa KajbIlus YYacTBYeT KaJbIIUTOHUH,
CUHTE3UpyeMblil napapoiunKyIsspHbiMu C-kinetkamu mutoBuaHOM sxkenesbl (IXK). Ero cexpenus
BO3PACTAET IMPH MOBBIIIEHUH CHIBOPOTOUHON KOHIEHTPAIMHU KaJlbLUs U, HA0OOPOT, YMEHBIIAETCS MpHU
€ro CHwxkeHuu. SBnsace antaroHucToMm IITI, KanbIMTOHMH BO3JIEMCTBYET HA CKEJET, INI€ TOPMO3UT
KOCTHYIO pe30pOIMI0 M, KaK CJEICTBUE, MHIMOMPYET BBICBOOOXKIEHME Kajiblus. Kpome Toro, on
MO/IABJISIET KAHAJBIEBYIO peadCOpOIMI0 MOHOB KaJblMsl B TOYKAaX, TEM CaMbIM CTUMYJIUPYS HX
AKCKpELHUIO MoYKaMu ¢ Mo4yoil. OcHOBHasg (u3nonornyeckas posib KaJbIIUTOHWHA 3aKIIOYaeTCS B
NOJJICP)KaHUU CTPYKTYPBI CKellieTa BO BpeMs pOCTa, OEPEMEHHOCTH W JIaKTallld, KOTAa MOTPEOHOCTH

TKaHEW B KaJIbI[UU PE3KO BO3pACTaET [2].

1.2.2. Cocrosinue ¢ochopHO-KAIbIHEBOr0 00MeHA NPU TMIIONAPATHPE03e

[Ipu runomaparupeose OTCyTcTBHE WM HenoctatodyHocTh IITIT Hen3OekHO COMpOBOXKIAETCA
pa3BUTHEM TUINOKAIbIMEMAA. K OCHOBHBIM NATOT€HETHYECKUM MEXAaHH3MaM OTHOCSTCS: CHUKEHUE
AKTUBHOCTH OCTEOKJIACTOB C YMEHBIIICHHEM BBICBOOOKICHUS KaJbI[US M3 KOCTEH; MOBBIIICHUE
AKCKPELMHU KaJblUsl C MOYOM; NOJABICHUE CUHTE3a KaJbIIUTPUOJIA B MTOYKAX U CHUXKEHUE abcopOuuu
kanbuug u3 kumeynuka. Jeduuur IITI npuBoaut x runepdocdareMun Kak HapsMYyIO OCPEACTBOM
YBEIMYCHHUSI TIOYCYHOU TyOymsipHOM peabcopbumu ¢docdaroB, Tak U KOCBEHHO 3a CHYET
TUIOKaJIbIIMeMUH. XpoHUYeckas runepdocdaremMusi y MalKdeHTOB C TUIONAPATUPEO30M, Kak ObLIO
NIOKa3aHO, aCCOLMMPOBAaHa C MOBBIMIEHHEM B KpOoBU YpOBHA DPD23. OCHOBHBIE MPUYUHBI Pa3BUTHUS

TUIonapaTupeo3a NpeAcTaBieHbl B Tadauie 1.

Tabauuna 1. Dtuonorus runonaparupeosa [3].

MopexaeHne OLLPK Bcneacreue xvpypruyeckom onepaummn Ha opraHax Lemu

Bcneacteune pagnoTepanuu opraHoB Wew uay paguonoarepanmm

BcneactBne  ayTOMMMYHHOTO  MOPAXeHWsi:  W30/IMPOBAHHOIO WM
ACCOLMMPOBAHHOrO C MOMUMNAHAYASAPHbLIM cnuHapomoM (AMC 1 Tuna)
[AIRE]

fmnonapatnpeos
BCleAcTBMe  aeduunTa Bcneactene  umHdwunbTpaumn OLUDPK  onyxonbto, rpaHyleMaTo3HbIX

nTr 3aboneBaHuin wunn 6GonesHen HakonneHus (6onesHb BwunbcoHa,
remMoxpomaTo3)

Bcnencrteue nospexaeHnsa OLLK npu Tupeonante Puaens

FeHeTn4veckne Bcneacrenme HacneACTBEHHOrO MOPAXeEHWs B paMKax reHeTUdecknx
3aboneBaHus, CMHAPOMOB, aCCOUMMPOBAHHbIX C ruUnomnapaTtMpeo3oMm (Takme Kak
3aTparvsaiwolmne pasBuTtue Ovbxopmxn, CHARGE, KeHHu-Kaddwn, Canbsaa-Cakatn, HDR u ap.)
OUDK w/unm  npoaykumio [TBX1, NEBL, GATA3, TBSE, FAM111A, CHD7, SEMA3E]

ntr

Bcneactene HapyLleHUn MUTOXOHAPUANbHOrO reHoMa

Bcneacrene n3o0nMpoBaHHOIO NOBPEXAEHUS FEHOB, OTBETCTBEHHbIX 3@
pazsutne OUPK [PTH, GCM2, SOX3]

[MaTtonornyeckas cekpeuns Mpn ayTOCOMHO-AOMUHAHTHON runokanbumemMmnm tmun 1 [CASR] v tvn 2
nTr [GNAS11]

Mpn Hannuum akTBMpyOWKMX aHTn-CaSR aHTuTen

Mpn XpOHMYECKOW rMMo- U rMnepMarHMeMmm

DYHKLUNOHANbHbIN MceBaormnonapaTnpeos BcneacTtsue reHeTMyeckux  aedekToB B NoCT-peLenTopHOM
rmnonapaTmpeos curHanuHre [GNAS, STX16, NESP55, PRKAR1A, PDE4D]

BCneacTBue
nepudepmnyeckomn
PE3UCTEHTHOCTN TKaHEMN
K aencrteuto MTI




1.2.3. IlocneonepanuOHHbIN THNIONAPATHPEO3

Xupypruueckoe BMEIIaTeIhCTBO Ha OpraHax IIeW - camasl pachpoCTpaHEHHas MpUYMHA Pa3BUTHUS
rUIonapaTupeos3a, o0yciaBiuBaionias okoio 75% Bcex ciayyaeB JaHHOTO 3aboneBanus. K onepanusim,
aCCOLIMMPOBAHHBIM C Pa3BUTUEM TUIIONAPATUPEO03a, OTHOCAT TUPEOUAIKTOMUIO TIPH 37I0KAYECTBEHHOM
nmopakeHUH B oOmactTu TONOBBL W 1men (c/0e3 TeHTpaJIbHOW W/uianm OOKOBOWM  MICHHOMU
auMmdoanccekuu), npu aud@dy3HOM TOKCHUYECKOM W MHOroysjioBoM 300e. [locieonepannoHHbIM
TUIONAPAaTUPEO3 MOXKET ObITh OOYCIIOBIEH KaK HEMOCPEICTBEHHbIM YylaJieHueM, TaKk U
MHTpaoIepaluoHHON TpaBMoi wian HapymieHueM kpoBocHaOxenust OLLDK. IlocneonepanmoHHbIN
TUTONAPaTHPE03 MOXKET BO3HUKATH TIOCJIE€ XUPYPTUYECKOTO JICYCHHs] IO TIOBOAY MEPBUYHOTO
TUIEpIapaTUpe03a, KOrAa Moclie yAaJdeHUs JOMHUHUPYIOIIEW NapaTUpPeoUIHON TKAaHW OCTaBILIHECS
OILPK He crtocoOHBI BOCCTaHOBUTH JA0CTaTouHY0 npoaykiuto [1TT.

K nomoJHMTEIbHBIM (baKTOpaM pUCKa pa3BUTHA MMOCICOICPALIMOHHOI0 THUIloIapaTupeo3a OTHOCAT

[4]:

e JKCHCKMH IO,

e nedunuT BUTaMuHa D;

e OCPEMEHHOCTD U JIAKTAITHUIO;

e ayTOMMMYHHBIC 3a00aeBanus LIDK;

e TpEALIECTBYIONIME IIYHTHPYIOIIKE ONepaliy Ha kelynke (6apuarpudeckast Xupyprus).

TpaH3UTOPHBIN ITOCIECONEPANMOHHBIA THUITONIAPATUPEO3 OINpenesaeTcs Kak cHukeHue yposHs IITI B
COYETAaHWUU C TUIOKAJbIIMEMUEH B TeueHUE He Oojee YeM 6 MecsleB IMOCie ONepaluu u
peructpupyerca 'y 25-30% DanueHTOB, MEPEHECIIMX TOTaJbHYI TUpeouadKTomuto. Croiikas
runokanbliemMus B couetanuu ¢ ypoHeM IITT Huxe pedepeHCcHbIX 3HaUeHUI cnycTd 6 MecsueB U
Ooree TOCiIE€ XHPYPTrUYECKOTO  JIEYCHHUS  CBHJIETEIBCTBYIOT O  PAa3BUTUU  XPOHHUYECKOTO
TUIONapaTupeo3a, coctarisier okoio 3% cmydaeB [1,5]. Huszkue ypoBHU KambIUs W HEAOCTATOK/
nepuuut BuramuHa D (25(OH)D) nepen onepauueid, Hu3kuil nokasarens 1T Bo BpeMs omnepaiuu,
aytorpanciuiantanus OLDK (peummnantupoBanue Tkanu OLK B o6nacTh mew win mpearieybs B
X0/ie ormeparuu), Oosblias MPOIODKUTEIHHOCTh OMEpalid ObUIA OIpeneNeHbl KaK HEe3aBHCHMbIC
OPEIUKTOPBl TPAH3UTOPHOTO THUIIOMapaTHpeo3a IMocie Tupeoumdkromun. K daxtopam pucka
XPOHUYECKOTO TUIIONAapaTUpeo3a TaKKe OTHOCAT: OMBIT XHpypra, OTCyTCTBHE BHM3yaju3aluu Ooliee
neyx OIIDK Bo Bpems omepanuu, ypOBEHb KalbIus KpoBH MeHee 1,88 mmonsw/n (7,5 mr/mn) npu
HOpMaJIbHOM amana3oHe 2,12-2,62 mmomnb/n (8,5-10,5 mr/mm) — yepes 24 yaca mocie omneparuu u
HEOOXOIMMOCTh TOBTOPHOIO XHUPYPrHUECKOrO BMEIATEIbCTBA MPU PA3BUTUU KpoBoTedueHHs. Puck
XpPOHUYECKOTO  TUIONapaThpeo3a TECHO CBsS3aH C  KOJIMYECTBOM  OCTaBIIMXCS In  situ
¢yukmonnpyronmx OLLDK Bo Bpems omeparuu: 16% mpu coxpaneHusix 1-2 sxenesax, 6% mpu 3
xenesax u 2,5% npu 4 [6,7]. B peakux ciydasx MHOCIE€ONEPALMOHHBIN TUIIONAPATUPEO3 MOMKET
Pa3BUTHCS CITYCTS TOJbI TIOCIIE onepai. MexaHu3M, JeXaluidi B OCHOBE 3TOT'0 SIBJICHUS 10 KOHLIA HE
M3y4YeH, HO BO3MOXXHO CBSI3aH C BO3PAaCTHBIMH HM3MEHEHUSMU COCYAUCTOM CTEHKH apTepHil,

KpOBOCHaOXKaromuX octarounyro Tkanb OLLDK.

1.2.4. 'eHeTH4YecKue NPUYMHBI THIIONAPATHPE03A




I'eneTnueckast 3TUONOTUSA TUIIONIapaTUpeo3a Berpeuaercss menee yeM B 10% ciydaeB [8]. OcHOBHYIO
OPUYMHY THUIONApaTupeo3a MPeACTABIAIOT COOOM XPOMOCOMHBIE MMKpPOAEIECHMH U MOHOTE€HHBIE

aHomaiuu [9].

1.2.4.1. AyTOMMMYHHBII THIIONIAPATHPEO3
AYTOMMMYHHBI THIONApaTUPEO3 - BTOpas MO PacHpOCTPAHEHHOCTH ¢opMa THUIONAPaTUPE03a,
0o0yCIIOBIICHHas: MMMYHO-OTIOCpenoBaHHbIM pazpymiearemM kietok OILDK [10]. O moxer OBITh
M30JIMPOBAaHHBIM 3a00JICBaHHEM, OJTHAKO 3HAYUTEIHHO Yallle BCTPEUACTCA B paMKaxX HACJIEICTBEHHOTO
ayTOUMMYHHOTO nonurianayispHoro cunapoma (AIIC) 1-ro tuma, Takke W3BECTHOTO KaK KaHIU0-
skrofepmanibHas auctpodus (Autoimmune Polyendocrinopathy with Candidiasis and Ectodermal
Dystrophy — APECED) [11]. AIIC 1-ro Tuma — MOHOTEHHOE ayTOCOMHO-PEIICCCUBHOE 3a00ICBaHNE, B
OCHOBE KOTOPOTIO JIEKUT HAPYIIEHUE CTPYKTYpbl 'eHa ayTOMMMYHHOro peryistopa (4/RE). B ocHoBe
narorese3a 3a0o0JieBaHUS JICKUT AayTOMMMYyHHas AECTPYKLMSI pa3IMYHBIX HHIOKPUHHBIX IKEJes,
Bmtoyas OIDK. [ns AIIC 1-ro Tuma XapakTepHa KiacCHYecKas TpHaaa: CIU3HCTO-KOKHBIN
KaHJIUI03, THUIIOMapaTupeo3, XPOHHWUYECKas HAAMOYCUHUKOBAS HEAOCTAaTOYHOCTh. 3a0ojieBaHUE
NeOITUPYET, KaK MpaBUjIo, B JIETCKOM Bo3pacte. B mopasisitonieM OONBIIMHCTBE CIy4aeB MEPBBIM
MPOSIBJICHUEM CTAHOBUTCS CIM3UCTO-KOXKHBIM KaHIWA03, pa3BUBArOUIuiics B nepBbie 10 JeT XKu3HW,
game B Bo3pacTe Okoio 2-x jeT. Ha ¢oHe cnm3ucro-kokHOTO KaHAuao3a y 84% manueHToB
HOSBIIETCS] TUIIONIAPATUPEO3, KOTOphIil B 88% ciyuaeB aeOrotupyet B Bo3pacte 10 10 ner. K npyrum
KOMIIOHEHTaM CHHApPOMa OTHOCSTCSl caxapHbli auaber 1-ro Tuma, TUMOTHPE03, ManbadcopOLus,
LEeINaKus, BUTWINTO, AayTOMMMYHHBIA TremaTut, TumnoroHagusMm u apyrue [12]. IlompoOnas

nHdopmanus npeacTaBieHa B paznene JlonomHuTenbHOM nHPOpMaIiu.

1.2.4.2. 'eHeTHYeCKHE BAPUAHTHI H30JJMPOBAHHOIO TMIIONIApaTHPE03a
B 3aBucuMoctu 0T maroreHe3a 3a00JeBaHUS TCHETHUECKHME BapHaHThl  H30JIHMPOBAHHOTO
TUIONAPaTUPE03a YCIOBHO MOTYT OBITH pa3/ieleHbl Ha TPU OCHOBHBIE Tpynnbl. B mepByro rpynmy
BXOAAT 3abosieBaHMs, XapakTepusyromuecss HopMmaibHbIM pa3ButueM OILDK, HO HapymieHHOMN
cekpeuueit [ITI. K ganHol rpynmne OTHOCUTCS ayTOCOMHO-JIOMUHAHTHAS! TUTIOKAJIBIIMEMUS, B OCHOBE
KOTOPOH JIeXaT aKTUBHUPYIOLIUe ToueuyHble MyTaunn reHa CASR. B HacTosIee BpeMsi OIMCAaHO OKOJIO
40 axktuBUpyromux wmytarui [13]. AkTuUBalMs peLEnTOpHOro Oejika MPUBOAUT K HAPYLICHUIO
perymauun cexkpeuuu [T mo npunmumy oOpaTHON CBA3M, KOrla HOPMallbHbIE WM HU3KHE
MOKAa3aTeIN yPOBHS KallbllMs COMPOBOXKIAIOTCSA CHIDKEHHEM BBIPAOOTKM ropmoHa. Jljis 3a0oieBaHus
XapaKTepHa yMEpEHHas TMIOKAIbIIMEMUS B COYETaHUU cO cHrkeHueM ypoBHs IITI, y OonpmmHCTBa
NalUeHTOB HaOmofaeTcsl runomaruuemus. KimHnueckass kapTuHa BapuadesibHa OT O€CCUMITOMHOM
TUMOKAIBIIMEMUH JI0 THUIOKAJIbLIIUEMUYECKUX KpHU30B. [l manmumeHToB € JaHHBIM 3a00JeBaHUEM
XapaKkTepHa THMEPKAIBIIMYPHUS C BBHICOKUM PHCKOM HedponuThaza/HepoKalbIIMHO3a W HApPyIICHUS

(YHKITUH TIOYCK.

Anomamuu pazsutus OLLK oTHOCATCS KO BTOpO# rpyIine 3a0ojeBaHni, BOSHUKAIOIIUX B PE3yIbTaTe
MYTaIMi TPAaHCKPUIIIIUOHHBIX (akTopoB. Jledekt rera GCM?2 (glial cell missing 2) neXHUT B OCHOBE
HapymeHus: ¢opmupoBanuss OUK wu HaciaenyeTcs 1o ayTOCOMHO-PEIIECCUBHOMY THIly. X-
CUEIJICHHBI PELECCUBHBIM BAPHUAHT CBA3BIBAIOT C JIEJIECUUSIMU W MHCEPLUSAMH Ha ydacTke Xq27.1.
[IpenmnonoxuTenbHo, yka3aHHbIE MyTaIluu BIUSIOT Ha (QyHKIUIO Oenka S0X9 — TpaHCKPUOTOPHOTO

dakropa, umeromiero 3HadeHue B pazsutuu OLK [14].



B Tperpro rpynmy MOXKHO BKIKOUMTH MyTauuu reHa PTH, npuBoasimue K HAPYUWIEHHUIO €ro
IIPOLIECCUHIAa U CEKPELMH W COINPOBOXKIAIOIIMECS PA3BUTHEM H30JMPOBAHHOIO THIIONIAPATUPEO3a.
JlaHHBIE MYTAaIlMy BCTPEYAIOTCS JOCTATOYHO PEIKO, UMEIOT ayTOCOMHO-PELUUCCUBHBIN U ayTOCOMHO-
JOMUHAHTHBIA THUMBI HacjenoBaHuA. Hapyimaercs mMOCTTpaHCIAIMOHHAsS 00paboTKa MOJEKYJIbI
npenpolITT’ w/unm TpaHCHASIUU MaTpUYHOM PHUOOHYKIEMHOBOW KHUCIOTHI [15]. Tomo3uroTHbIe
myTtaiuu rexHa npenpollTI” mpuBogsT k 3HaunmoMy cHukeHuto ypoBHs IITIT (Bmimote n0
HEOMpENEISIEMbIX ~ 3HAYEHH) B COYETAHMM C CHUMITOMAaTMYECKOM TUIMOKalbLIUEMUEH U
runepdocdaremueii. Ilogpobuas wuHPOpMalnuMa TpeacTaBlieHa B pasaene JlomomHuTenbHOU

uHpopManuu.

1.2.4.3. 'mnonaparupeo3 B cocTaBe NMOJUKOMIIOHEHTHBIX TeHeTUYEeCKHUX 3a00/1eBaHU
l'unonaparupeo3 MOXET BXOAWTb B COCTaB IIOJIMKOMIIOHEHTHBIX T€HETUYECKUX 3a00JI€BaHUM.
Cunapom Jn/>xopxu Bei3Ban aeneuuen 22ql1, uro npuBoaut k BpoxkaeHHon aucrenesnn OILDK u
COOTBETCTBEHHO K Tumomnaparupeody. [ns manHoro 3abosjeBaHusl TaKXkKe XapakTepHa AucMopdus,
BPOXCHHBIC MOPOKHU CEpAIla M TSKEIbI UMMyHOAeDUIUT. bobHbIE 0OBIYHO MOTHUOAIOT B JETCKOM
Bo3pacte [16]. Cunnpom bapakara, nau HDR-cungpom (hypoparathyroidism, deafness and renal
dysplasia syndrome) — ayTocOMHO-IOMUHAHTHOE 3a0oJjieBaHuE, BbI3BaHHOE AchexToM reHa GATA3,
JIOKaTM30BaHHOTO B KOpoTkoM Tuiede 10-it xpomocomel (10p15). ['en kogupyeT O6enok, oTBeyaronuii 3a
pazsutue OUK, BHyTpeHHero yxa, noyek. YpoBeHb [ITI" konebnercst oT HUKHEN TpaHUIlbl HOPMBI J10
Heonpezensemoro [17]. Cungpom Kennn—Kaddu Briroyaet B ce0s1 HU3KOPOCIOCTh, aHOMAJIUU IJ1a3,
octeockiepo3. Cunapom Canbsin—Cakatu, win cupapom HRD (hypoparathyroidism retardation
dysmorphism) uacto paccmarpuBaeTcsi kKak BapuaHT cuHapoMa Kennu—Kadpdu wu mposeusercs
TUIONAPATUPEO30M,  TSKEIOW  3aJepKKOM  (U3MYECKOrO0 M MCUXOMOTOPHOTO  Pa3BUTHS,
MuKpouedanueit, ocooeHHocTsaMu (peroruna. Y nanueHton ¢ cunapomamu Kennn—Kadou 1-ro tuna
(ayrocoMHoO-penieccuBHOe HaciienoBanue) u Canbsa—CakaTu BBISBISAIOT MyTauuu B reHe TBCE

(tubulin-specific chaperone E) [18].

I'mnonaparupeos SBIIACTCS KOMIIOHEHTOM HEKOTOPBIX Oone3nen MUTOXOHJIPUAIBHON
JI€30KCUPUOOHYKIEHHOBOM KHCIOTBI W OCOOEHHO xapakTepeH mis cuHapoma Keprca—Ceiipa B
COYETaHWU C HapYXHOM o@TaabMOIIeTHel, MUTMEHTHON JereHepanueld CceTyaTKd, MHUOTATHuel,
kapauomuonaruent. [Ipu cunapome MELAS (mitochondrial encephalopathy, lactic acidosis and stroke-
like episodes) rumomapaTUpeo3 COYETAETCSs C MHUTOXOHJPHANBHOW JHIedaIonaTuen, JIaKkTar-
alM1030M, WHCYJIBTONMOJOOHBIMU 3mu3ogamMu. HecMoTpss Ha TO YTO NHpu JaHHBIX 3a00JIeBaHUSX
TUIONAPaTUPEO3, KaK MPaBUIIO, HE BBICTYNAET OCHOBHBIM CHUMIITOMOM, B psijie Cily4aeB B JeOrOTe
Pa3BUBAIOTCA MMEHHO TUIOKAIBIUEMUYECKHE CYIOPOTH, YTO CIYXKHUT MOBOAOM s JajbHEHIIero

obcnenoBanus. [logpoOHas naHpopManus mpeacTaBicHa B pasaeie JomoTHuTepH0i nHOOPMAITUH.

1.2.5. I'unonaparvpeo3 ¥ rMNOMarHMeMusi

CHmwkeHre KOHIIEHTPAIlMU MarHus B TUTa3Me YBEITUYUBACT pPeaOCOpPOIMIO MarHusl B MOYKaxX, HE BIUSS
Ha a0copOIuIo KalblMsl B KuUIeuHHKe. [Ipu CHUKEHUM YpPOBHS MarHus B CBIBOPOTKE, Kak U IpHU
runokaneimemun, cekperust [ITI momkna ycumuBarbes, OgHAKO ACHUIMT MarHUs TPUBOAUT K

MaTOJIOTMYE€CKOMY CHIKEHUIO ypoBHs [ITIT u pa3BuTHIO pE3UCTEHTHOCTH KOCTHOM TKAHU M TMOYEK K



ero »ddexkram [13,19]. TlaroreHeTnueckuii MeXaHW3M pPa3BUTHs TUIIONApaTupeo3a IMpu

TUIIOMAaroiucMmnmn OCTacTCsd HEC COBCCM M3YUYCHHDLIM.

Jedurut maraus HaOIIOMACTCS BCIICACTBHE:

HEJ0CTATOYHOTO MOCTYIUICHUS C MULIEH;

e CHIKEHMS abcopOLMM B KHUIIEYHUKE (MajgbaOCOpOIMs, CHHAPOM KOPOTKOM KHUIIKH, TsDKeNas U
MPOAODKUTENIbHAS PBOTA, TUapesi, cTearopes);

e CEMeEilHasi TMIIOMarHueMus ¢ BTOPUYHON rumnokanbiuemuen (mytauust TRPM6) [20,21];

e ayTOCOMHO-/IOMHUHAHTHAas TUIOKaJbLueMuUs (akTuBHpytomas mytaius B rene CASR) [22];

e ceMeiHas TUIOMarHuemMus ¢ Tunepkansunypueit u negpokansimaozom (FHHNC) [22-24];

e IpHEMa JIEKAPCTBEHHBIX IIPENapaToB:

o THa3UIbl, PypocemMum**;

o HMHTHOUTOPHI MPOTOHOBOTO HACOCA;

© AHTHOWOTHKH;

o MPOTUBOIPUOKOBBIE MIpEnaparhl JjIsi CHCTEMHOTO UCTOIb30BaHus (amdoreputiun B**);

o MPOTHUBOOIMYXOJEBBIC Mpenaparsl (HUCIIATHH**, kapOorutaTun™*);

o HMMMYHOJICTIPECCAHTHI (TaKpOIUMyCc™*, UKIOCIOpuH™**);

o MOHOKJIOHAJIbHBIC aHTHUTENA (IIETYKCUuMao**).

['unepmarnuemusi Takxke MOXKET NMPUBOAUTHL K HapymieHuto Qynkiun OUDK nmyrem nopasnenus
cekpeund [ITI ¢ pazBuTHEM runokagblUEeMHUn. [ UIIepMarHueMusi MOKET Pa3BUTHCS NIPU CIEAYIOLINAX
COCTOSIHUSIX:  XpoHHMueckor  Oone3nu  mouek  (XBII); cemeitHONl  rUNOKaIbLUYypPUUYECKON
TUNEepKaIbIIMEMUH; M30BITOUHOM MOTPEOIeHUN (MapeHTepalbHOE BBEACHHUE IMpEnaparoB MarHus H

1p.); TOKOJIUTUYECKOMN Tepanuu MpH SKIAMIICHU.

1.2.6. /Ipyrue npu4vHbI THNONAPATHPE03A

Hekotopeie ciiydan W30IMPOBAHHOTO THUIOMAPATUPEO3a, TPH KOTOPHIX HE WIACHTH(PHUIIMPOBAHA
NpUYMHA, TAKXK€ MOTYT OBITh CIEACTBUEM ayTOMMMyHHOro mnopaxkeHusi Tkanu OIIDK. Onnako sto
CKOpee JUarHo3 HUCKIIOYEHHs, Ui KOTOPOTro He pa3paboTaHo creuu(UuecKux AMArHOCTUYECKHUX
KpuTepueB. B peakux cioydasx NpPUYUHOM THUMOMApAaTHPEO3a MOTYT CTaTh HHQPUIBTPATUBHBIC
3a00JIeBaHMsI, TAKUE KaK CAPKOMI03, aMUJIONI03, TUPCOUTUT PUeNst u MeTacTaTuyeckoe MopakeHue
OLDXK [25-28]. Tkaup OIK oTHOCUTENBHO HE BOCIPUHUMYMBA K JIyYEBOMY MOBPEKICHHUIO, TEM HE
MEHEe B JMTEparype OIHUCAHbl OYEHb PEAKUWE ClIydah PpaJHallMOHHO-HUHIYLHPOBAHHOIO
runomnapatrupeosa [29-32]. Otnoxenus muHepanoB B Tkanu OIK — nanpumep, meau npu Gone3Hu
Bunscona wu kemesa Tpu  reMoxpomarose - SBJSIIOTCSL  PEIKMMHU TPUYMHAMU  Pa3BUTHUSA
runonaparupeos3a. OmnucaHbl Ciaydad pa3BUTHS —THUIONAPATUPEO3a  BCIEIACTBHE MAaCCHUBHBIX

MOBTOPSIONIUXCSA TpaHC(y3uld y MaMeHToB ¢ Tanaccemueit [33-37].



1.3 Dnuaemuosorus 3360J1§BaH1/m WJIM COCTOSTHMS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

['unonaparupeo3 310 penkoe 3aboneBaHue ¢ pacnpocrtpaHeHHOCThi0 0,25 Ha 1000 HaceneHwus.
Nmerommecss gaHHbIE O PaCOpPOCTPAHEHHOCTH THUIONAPATHPE03a OCHOBAaHBI HA  KPYHHBIX
SMUJEMHUOJIOTUYECKUX HccienoBanusix, nposeneHHbix B CIIA, Januu, Hopeernn u Wranum.
[TonydyeHnHble pe3ynbraThl OTHOCUTEIBHO CXOAHBI M CBHUJIETENBCTBYIOT O PaCHpOCTPAHEHHOCTH

runomnaparupeosa B auanazone 23-37 na 100000 nacenenus [8,10,38—40].

[TocneonepanOHHBIN TUNIONAPATUPEO3 Yallle BCTPEYACTCS CPEAM KEHIIUMH, YTO CBSI3aHO C OoJsee
yacroi mnaronoruer I[K wu, cnepoarenvHo, Tupeouadkromuen [41,42]. PacnpocTpaHEHHOCTH
HAaCJICZICTBCHHBIX ()OpM THIIOTIApaTHpeO3a He pa3IndaeTcs y My>KUuH U keHImuH [39]. B poccuiickoit
HNONYJISIUIUA KPYMHBIX SMUJIEMHOJOTHUYECKUX HCCIECIOBAHUN C IEIbI0 OLICHKU pPaCIpOCTPAHEHHOCTH

TUuIoIapaTupeo3a HE MpOBOANIIOCE.
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1.5 Knaccudpukanust 3a001€BaHus MM COCTOSTHHSA
(rpynnbl 320071€BAHUMA UJIA COCTOSTHUI)

1. ITocneonepanMOHHbIN TUNIONAPATHPE03: [43]

o TpaH3UTOPHBIN TUIIONIAPATUPEOS;

o XpOHHUYECKUH (CTOMKMIT) TUIIONIapaTUPEO3.
2. AYyTOMMMYHHBIH rHIIONIAPATHPE03*:

o AyToMMMYHHbBIN onuranayispHbiid curapom 1 tuna (AIIC 1 tumna);
o AyTOMMMYHHBIN onurnanAyispHbii curapom 3 tuna (AIIC 3 tuma);

o AyTOMMMYHHBIN oMUrasAyspHbii cuapom 4 tuna (AIIC 4 tumna).
3. 'eHeTHYeCKUIT U30TUPOBAHHBIN THIIONIAPATHPEO3:

e AyTOCOMHO-JIOMUHAHTHasi TUTNOKanbIMemMusi ¢ runepkanpimypuein 1 tuma (HYPOCI1-ADHI1)/
cunapoM baprrepa 5 Tuna;
e AyTOCOMHO-IOMUHAHTHAas TUMOKalblueMus ¢ runepkanbiuypueit 2 tuna (HYPOC1-ADH2);

o CeMelHbBIN W30JMPOBAHHBIN THIIONAPATUPEO3 (AYTOCOMHBIN, X-CBA3aHHBIN).
4. 'mnonmapaTrupeo3 B COCTaBe MOJTMKOMIIOHEHTHBIX T€HETUHYECKUX CHHIPOMOB:

o Cunapom dulxopmxu 1 Tuna (DGS1);

Cunapom uJlxopmxku 2 tuna (DGS2);
o« CHARGE cunapowm;

e HDR cungpowm;

e Cungpom Kennu-Kaddu 1 tuna (KCS1);
e Cunnpom Kennu-Kaddu 2 tuna (KCS2);
e Gracile bone dysplasia (GCLEB);

e MuroxoHapuaibHbIE 32007IEBAHUS.
5. Apyrue ¢popMbI runonaparupeosa:

o Hapymenus oOMeHa MarHus;
o NudunprparuBHbie 3a0051eBaHUs (TPaHyIeMaTO3, FEMOXPOMATO3, METACTa3UPOBAHNUE);

o T'umomaparupeos B pe3yibrare Jy4eBoro noBpexaeHus Tkanu OLK.
6. UnuonaTru4ecKkuii rTMIoNapaTupeos.

* - CllyyaeB pa3BUTHSI TMIIONAPATUPEO3a B paMKaxX ayTOMMMYHHOIO MOJIUIIAHAYJISIPHOTO CHHApOMa 2

tuna (AIIC 2 Tumna) He onucaHo.



1.6 Kiimanyeckas KApTHHA 3a§0J1eBaHnﬂ W _
COCTOSTHUSA (IPyNnbI 3200/ 1€ BAHUM UJIM COCTOSIHUMN)

OcHOBHBIE KIMHUYECKUE MPOSBICHUS TUIIONapaTupeo3a 00yCIOBIECHb HAJTUYUEM THUIIOKAJIbIUEMUU.
Henocrarok kanbuus B OpraHu3Me€ MPUBOAUT K YACTHYHOW JIETIOISPU3ALMM MOTEHIMAla MOKOS Ha
MeMOpaHe HEHPOHOB, TEM CaMbIM yBEJIMUYMBAas BEPOATHOCTH 3alycka MmoTeHIuana aeicreus [44]. Kax
CJIEJICTBUE MOBBIIIAECTCSA HEPBHO-MbILIEYHAs BO30yAMMOCTh U 0OIas BEreTaTUBHAs PEAKTUBHOCTD.
VYcuiieHne 4yBCTBUTENBHOCTH CEHCOPHOTO (YyBCTBUTENBHOTO) HEHPOHA TMPOSBISETCS B BHJIE
MapecTe3nii B KOHEYHOCTSAX M B OKOJOPOTOBOM 00JIACTH; MOTOPHOTO (IBHTaTEIHLHOTO) HEHpOHA —
MBIIIEYHBIMUA CIIa3MaMH, BIUIOTh 1O TETAaHWH; OT KJIACCUYECKOro KapIoneAalbHOTO cra3Ma o
KU3HEYTpokKaomero JjapuHrocnazMa [45]. Tsbkemass runokaiblIMEMHsS acCOUMMPOBaHA Kak C

JIOKAJIbHBIMH, TaK U T'CHCPATIN30BaHHBIMHU CYJOPOraM TOHUKO-KIOHHWYCCKOT'O THUIIA.

CreneHp BBIPAKEHHOCTH CUMIITOMOB 3aBUCHUT OT YPOBHS KaJIbLIMS B CBIBOPOTKE KPOBH, a TAKKE OT
CKOPOCTH TPOTPECCHUPOBAHUS T'HUNOKAIbIMEMHUH. [l XpOHMYECKOro Te4eHHsl 3a0oJeBaHUs
XapakTepHa ajanTalus K HU3KUM YPOBHSIM KaJblUs CHIBOPOTKHA KPOBHU C OTCYTCTBHUEM BBIPAKEHHOU
KJIMHUYECKOM KapTUHBI Jake MpU TSDKEJIOW TUmnokaimpiemMun. [IpoBouupyronmmu  pakTopamu
YXYALIEHUS COCTOSHMSI B TaKUX CIy4asX MOTYT SIBISTHCS BO3pacTaHue (PU3MUECKON aKTUBHOCTH,

MEIUIIMHCKHE TPOIEAYPhI, OepeMeHHOCTh U akTanwms [1,29].

1.6.1. OcTpas runoKaAJbIMEeMuUs (THIOKANbIUEMHUYCCKHUI KPU3)

Octpasi runokaiabuueMusi (TUMOKAIBIIMEMUYECKU KpU3) - OTO KUZHEYTPOXKAIOIIEE COCTOSIHUE,

KOTOpO€ TpeOyeT HEOTJIOKHBIX JIeUeOHBIX MEPOTIPUSTHIA.

Knunuuecku oHa mposBisieTCcsl MPUCTYNaMU TE€TaHUU, KOTOPHIM MOTYT MPEIIIECTBOBATh MAapeCcTE3Un
JuIa, KUCTEH W CTOM, YYBCTBO CTpaxa, OCCIOKOWCTBO, (pHOPMIIApHBIC MOASPTUBAHMS OTIEIHHBIX
MbIIII. Yaiie BCEero Cylopord BO3HHMKAIOT B MBIIIIAX BEPXHUX KOHEYHOCTEHM, pEKE — B HUIKHHX.
BcenencrBue cmazmMa MycKynaaTypbl JiMIla BO3HHMKAET capIOHUYECKas YibIOKa, TyObl MpHOOpeTaroT
bopmy «peIObero pTay. [Ipu cmazMe keBaTeIbHBIX MBIIII BO3HUKAET CYIOPOKHOE CHKATHE YCTIOCTEH
(Tpu3Mm). Cyopord B MBIIIIAX BEPXHUX KOHEUHOCTEH MPHUBOAST K XapaKTEPHOMY MOJOKEHUIO PYKH,
Ha3bIBAEMOMY «PYKOM aKyllepa»: Mayblbl CXaTbl U CJErKa MPUBEAECHBI K JIaJloHH, | maner cBeleH,
KHCTh COTHYTA B JIy4€3aIsSICTHOM cycTaBe. [Ipu cmasMe MycKynaTypsl HIDKHUX KOHEYHOCTEH Oenpa u
TOJICHH BBITSHYTHI, CTOIBI TIOBEPTHIBAIOTCS BHYTPH, TYJOBHIIE BBHITHOAETCS K3aau (OMHUCTOTOHYC).
BcenenctBue cynopokHBIX COKpalIEHUH MEXpPEeOSpPHBIX MBI, MBI KUBOTAa U JuadparMbl pe3Ko
HapyImIaeTcs abixanue. VI3MeHeHns opraHoB U CUCTEM MPU TETAHWU 3aBUCAT OT MpeodIagaHus TOHycCa
CUMMATUYECKOW WJIM MapacUMIaTUYECKOM CUCTEMbl. AKTHBALUS CUMMIATUYECKOM HEPBHOW CHCTEMBbI
NPUBOJIUT K TaXWKapIWH, MOBBIIMICHUIO apTepUaIbLHOTO AABJICHUS, TTOOJICTHEHUIO KOKHBIX MMOKPOBOB
BCJICZICTBUE cHa3Ma TNepudepuyecKkux COCyI0B, a IMMapacUMIATHYECKON — K Opaaukapauv u
TUIIOTEH3UH, PBOTE, Auapee, noiuypuud. Crnasmbl [AJKOW MYCKylIaTypbl BHYTPEHHUX OPraHOB U
COCYIOB MOTYT MMHUTHPOBATh Pa3IUdHBbIC 3a00JICBaHMS, BKIIFOUAs ITATOJIOTHIO CEPIACYHO-COCYIUCTOM
cucTteMbl (IPUCTYMBI CTEHOKAPJWHU, SHAAPTEPUUTA, MUTPEHH U T.JI.), OPraHOB JbIXaHUs (HAIpPUMED,
OpoHXHabHAsI acTMa), KEJIYIOYHO-KUIIIEYHOTO TPaKTa (XOJCHHUCTHUT, MAHKPEATUT, anmneHIUINT, S3Ba

YKEITYy/IKa), MOYETIOIOBOM CHCTEMBI (ITUCTUT, HEDPHUT U ap.) [46].



1.6.2. Kiinnuveckue nNposiBJeHUs XPOHMYECKOI0 TMIONapaTupeo3a

Kimandeckre mnposBICHHS XPOHUYECKOTO THIONAPATHPE03a Pa3JIMYHbl M 3aTParuBarOT IOYTH BCE
cucTemMbl opranusma (Tab6mn.2). Knuanyeckue CMMITOMBI XpOHUYECKOTO THIIOTIApaTUPe03a MOTYT OBITh

aCCOLIMUPOBAHBI KaK € AIM30[]aMH TUII0-, TaK U TUIepKaIbIueMu, runepdocdaremun [29].

Tadauua 2. Knuauyeckre CMUMOTOMBI TUIIONapaTUPe03a.

CucrteMbl opraHos KnuHuueckmne nposiBrieHns

Mepudepnyeckaa HepBHas cucTema Mapecte3uun, GubpuUnnspHble NoAEPrMBaHNs, TOHUYECKUE CY[0pOrM,
TeTaHus, KaprnoneaasnbHbIii CnasM, CUMATOMbl XBocTeka v Tpycco

LleHTpanbHas HepBHasa cucTeMa HeBpo3, CHMXXeHMe NaMsaTn, 6eccoHHuUa, Aenpeccus

[bixaTenbHasa cucrema NapuHrocnasm n 6poHxocnasm

XKenyaouyHo-KuLeYHbI TpakT Oucdarns, pota, Avapes 1 3anopbl

CeppeydHo-cocyamcras cmcrteMa YannHeHne mnHtepBana Q-T u Hecneuuduyeckme naMeHeHus 3ybua

T, avnataunoHHasa rmnokanbumeMmyeckas KapamommonaTusa

Moukmn Hedponutrnas/HedpokanbumMHO3, CHUXEHME DYHKLUNM MoYeK

CKeneTHO-MblleYHas CUCTEMa n Munonatma CKeneTHbIX MblWwLl, CroHAWoaTponaTug, runonnasug

3y6bl 3y6bHON 3Mann, yKOpO4YeHWe KOpHEelN, rvnonnasvs unm oTCyTCTBUE
3y6oB

OpraHbl 3peHus CybkancynsipHas KkaTapakTa, nannuaosaema

Ko>Hble MOKpOBbI CyXOoCTb KOXW, XPYMKOCTb HOITEW, OHWUXONMU3UC, MYCTyNe3Hbll
ncopuas

L[eHTpaJ'ILHaH HCPBHAA CHUCTEMA

Kanpuudukanust cTpykTyp rOJIOBHOIO MO3ra y MalMeHTOB C TUIIONAPATUPEO30M MOXKET ONPEAEIATHCS
B 52-74% cnyuaeB [47,48]. Yaie Bcero kanpludUKaIMU BU3YATU3UPYIOTCS B 0a3albHBIX TaHIIUSX,
Cpeau ApPYrux JIOKajau3aluil - Oeoe BEemecTBO TOJOBHOTO MO3ra, Tajamyc, 3yodaroe siapo. XoTs
TOYHOW MPUYUHBI, MPUBOIAIICH K (OPMUPOBAHHUIO BHECKEIETHON KalblUU(UKALIMU, HE YCTAaHOBJICHO,
MPOrPECCUPOBaHUE  KajdbUU(UKAIMKM TECHO CBSI3aHO C M3MeHeHusMH oOMeHa ¢ocdopa
(runepdocdaremueii). Kiimanueckast 3HAYMMOCTh KalblU(DUKAIIMN IEHTPATHHOW HEPBHOU CUCTEMBI Y
MAIMEHTOB C JUTMTEIHHBIM aHAMHE30M THIIONapaTupeo3a He u3BecTHa. [Ipsmoii cBs3M ¢ cuMITOMaMu
NapKUHCOHM3MA (HEBPOJIOTUYECKHUE HApYILICHHs JBIDKEHUS, XapaKTepU3YIOIIHECs TPEeMOpOM,
OpaIuKUHE3UEH, PUTUIHOCTHIO U MOCTYPAIbHON HECTAOUIBHOCTBIO) U JTUCTOHUU (HEBPOJIOTHMUECKUE
paccTporCTBa JBMKCHHMSI, CBA3AHHBIE CO «CKPYYMBAHHUEM» WU AHOMAJIbHBIMU (DUKCUPOBAHHBIMU
1I03aMH) HE BBISIBJICHO U 9TH HApYyIIEHUsI OTMEYAIOTCS TOPa3o pexe, yeM, Halpumep, U30JIUpPOBaHHAS
KaJplupUKams 0a3ajabHBIX TAHIIMEB MO pe3yibTaraMm KoMmibioTepHoil Tomorpaduu (KT) ronosuoro
Mosra [47-49]. Hanuume B3aMMOCBS3M MEXAY OOBEMOM M MECTOTIOJNOKCHHEM OOBI3BECTBICHUU C
HEBpPOJIOTUYECKUMHU cUMOTOMaMu 1npoTuBopeunBo [50]. Takke rumomaparupeo3 CBsi3aH C
MOBBIIIICHHBIM PUCKOM HEWPOTICUXUYECKUX 3a00JIeBaHHUM, TAaKUX KaK ACTPECCUs WM OUIONISpHOE

addexTuBHOE paccTpoiicTso [41].

CepneuHo-coCcyIucTas CucTemMa




['mmokanpiueMus CrOCOOCTBYET HApPYIICHHIO CEPICYHOrO pUTMA. Y MAIMEHTOB C XPOHUYECKOU
TUTNIOKAJIbIIMEMUEN Ha 3JIEKTPOKAPANOTpaMME MOXKET BBISBIATHCS yuiMHeHUe nuteppaia QT, Hapsiay ¢
mmeHeHussMu U u T 3y6moB [51]. BonpmMHCTBO W3 3TUX CHMIOTOMOB pa3pemarTcs Ha (oHe
KOMIIEHCAMK 3a00JIeBaHUS WM JOCTMDKCHHS CTOMKOM HOPMOKAJIBIIMEMHUH. 3aCTOWHAs CepedHast
HEJ0CTATOYHOCTh, HE MOJIAI0NIAsCA CTAHJAPTHOMY MEAMKAMEHTO3HOMY JIEYEHUIO (0COOEHHO Y JIMIL C
HCXOAHBIMHU 3a00JI€BaHUSIMU CEP/Ila), PA3BUBACTCS PEIKO U SIBISETCS YACTUYHO WJIM TIOJHOCTHIO
oOpaTtuMoi TIOCe HOpMalW3alid ypoBHS Kanmblwsa. dopmupyromascs mpu JUTUTSIHBHOM TSHKEIIOM
TEYEHUM TUIONapaTUpeo3a TUIOKAIbIMEMUYECKas AWIaTalldOHHAs KapJMOMHOMATHs, TaKXkKe, Kak

npaBuiio, oOparuma Ha (oHe KoMIIeHcalnu 3a0oeBanus [52].
[louku

TpaauUHOHHOE JIeYEHHE MpernapaTaMyd KaJbLUs U IpernaparaMu BUTaMHHA D W ero nmpou3BOJHBIMU
CIIOCOOCTBYET MOBBIIMICHHON 3KCKPEIMH KaJblMsl ¢ MOYOi u3-3a orcytcTtBusi [ITI-onmocpenoBanHoi
peabcopOIM Kalblisi B AUCTAIBHOM KaHaiblle HedpoHa. [umepkampiimypus - Qaxtop pucka
He(poKaNIbIIMHO3a U HEPPOIUTHA3A, ACCOLMUPOBAHHBIX C PA3BUTHUEM XPOHUYECKON OOJIE3HM MOYEK,
BIUIOTh JI0 TEpMHUHAJIbHOM cTaauu. PacnpocTpaHeHHOCTh He(QPOKAIbIMHO3a CpPeaud OOIbHBIX,
MOJIYYAKOIINX CTAHIAPTHYIO T€pAInIo, BapbupyeT B npeaenax 12-57% [53].

CKelleTHO-MbIIIeYHas CUCTEMA U 3yObl

OtcyrctBue anekBatHoi cekpernmu [ITIT cmocoOCTByeT CHMKEHHMIO CKOPOCTH KOCTHOTO OOMEHa, B
pe3yapTare Mocie KaKJI0ro LMKJIA PEMOJCIMPOBAHUS HE IPOUCXOIUT ONTUMAJIBHOIO OOHOBIICHHUS
KOCTHOM TKaHW. lIpm 53TOM 4Yacto mpu MPOBEIECHUM JBYXIHEPIETUUECKOM PEHTTEHOBCKOM
aobcopormomerpun (DXA) ormedaercs yBeaWYeHHE ITOKa3aTee MUHEPATbHOW IIOTHOCTH KOCTH

(MIIK), ocobeHHO B y4acTKax ¢ mpeolaganueM TpabeKyIsspHOTO KoMmoHeHTa [54,55].

I1aTtomoruyueckoe 3HaYCHUE HapymeHHOfI MHUKPOAPXUTCKTOHUKHU KOCTHOM TKaHHU HE J0 KOHIIa IOHSTHO,
XOTAd UMCIOTCA JAaHHBIC 00 YBCIIMYCHHUHN 4aCTOTHI IICPCIIOMOB KOCTEH CKeJleTa npu I[aHHOﬁ IaToJIOTruu

[41,54]. OnHako TpeOyroTCs TalbHEUIITNE UCCIICTIOBAHUS.

XpOHMUECKUN THUMOMAPATUPEO3 TaKKE MOXKET OBITh aCCOIMHPOBAH CO CIOHAMIOAPTPONATHEH,
XapaKTepu3yIlolehcss occudukanueld CBA30K W oOpasoBaHWeM cuHAe3MopuToB [56]. Mwuomarus
CKEJIETHBIX MBIIIL], BBIABIIIEMAs Y MALUEHTOB C XPOHUYECKUM THUIIONAPATUPEO30M, XAPAKTEPUYETCS
MOBBIIICEHUEM YPOBHS KpeaTHH(GOCHOKHHA3BI B CHIBOPOTKE KPOBH M HAJIMYHUEM THCTOJIOTUYECKHUX
W3MEHEHHM B OHMOICHIHOM Marepuaie, W IMO-BUIUMOMY, OTHOCUTCS K TPOSBICHUSM IIUTEIHHO
HEKOMIICHCUPOBAHHON TspKeJoW runokaneimemun [57]. [latomorust 3y0oB Tpu XPOHUYECKOM
TUIONAPAaTUPE03€ BKIIIOYACT THIMOIJIA3UI0 3yOHOW 3Malid, YKOPOUEHHE KOPHEM, TUIOIUIa3ui0 WU

oTCcyTCTBHE 3y00B [58,59].

Oprasel 3peHus

l['unmonaparupeo3 XxapakTepu3yeTcs IMOBBIIICHHBIM PHUCKOM pPa3BUTHSA CyOKamCyasipHOM KaTapakThl,

pacupoCTPaHEHHOCTh JAHHOIO OCJIOKHEHUs BapualenbHa M coctaBisieT 27-55%. [lpeanonaraercs,



YTO AOOIIOJHHUTCIIbHBIMH (baKTOpaMI/I pUCKa AOAHHOI'O OCJIOXKHCHUA SABJIAIOTCA BO3pAaCcT Ha MOMCHT

MaHU(eCcTaNU /WU JJIUTEIIbHOCTh 3a0oeBanus [60—62].

VY nanueHToB ¢ XPOHHUYCCKHM THUIIOIIApaTupeO30M OIIMCAHblI PCAKHC ClIydau MNMAIIHUIIII03CMbI (OTeKa
AUCKa 3PUTCIIbHOTO HEPBA, BBISBAHHOI'O IMOBBINICHUCM BHYTPHUYCPCIITHOTO I[aBJIeHI/IH). O6paTI/IMOCTI>

CUMIITOMOB OTMeuajach Ha (JOHE KOPPEKIIMH TUnoKaibiuemMun [63].

Koxa u ee npon3Bo/iHbIE

[Ipu runonapatupeos3e pa3BUBAETCS MOPAKEHUE KOKH U €€ MPOU3BOJHBIX, UTO MTPOSIBISIETCS B IIEPBYIO
O4Yepeslb CYXOCThIO KOXH, XPYHKOCTHIO HOTTEH, OONbIIed HX TMOABEPKEHHOCTHIO K OHUXOJIHU3UCY
(oTcnamBaHME HOITA OT MATKMX TKaHEW Jioka). Peako B KauecTBE OCIOKHEHHMS XPOHUYECKOTO
TUIONApaTUPE03a pPa3BUBACTCS TSKENbIA IYCTYJNE3HbIM Icopua3, OOYyCIIOBIEHHBIH, BO3MOXKHO,
y4acTHEM BHYTPHUKIIETOYHOTO KaJlbIMs B peryasuuu npoiudepanun u  aud@epeHnnpoBku

KepaTUHOIUTOB [64,65].



2. Jlmarnocruka 3a001eBaHUsI UJIM COCTOSTHUS
(rpynnbl 32001€eBAHAMA UJIH COCTOSTHUI) MEeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHECHUIO
METOA0B JMATHOCTHUKM

Kputepun ycTtaHOBIEeHHsS AMarHo3a TUIIONApaTHpeo3a Ha OCHOBAHWUHU PE3YJbTaTOB JIa0OpaTOPHBIX
UCCJIEIOBAaHUM:  TUIMOKaJbLUMEMUN  (HU3KOTO  YpPOBHS  albOyMHUH-CKOPPEKTUPOBAHHOIO  WIIU
MOHU3UPOBAHHOTO KaJlblIUg KPOBU) B coyeTaHUU co cHuxkeHuem ypoBHs [ITI' (wnu BbisBIEHHEM

HeaJiekBaTHO HU3Koro ypoBHs [1TT).

o PexomeHIyeTCs yCTaHABIMBATh AUArHO3 TUIIONApPATHPEO3a y NALUEHTOB C TUIIOKAIbLUEMHUEN
(HM3KOTO YpOBHS anbOyMUH-CKOPPEKTUPOBAHHOTO MJIM HOHU3MPOBAHHOIO KaJbLUsl KPOBU) B
coyetaHuu co cHukeHueM ypoBHs IITI' (unm BbIiBAEHMEM HeanekBaTHO HU3KOro ypoBHs IITT)
[1,29,66-75].

YpoBeHb yOeauTEeILHOCTH peKoMeHaaunii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 2)

KomMmenTapuu: wHaubonee pacnpocmpanennviM mecmom ONs1  OUASHOCMUKU — 2UNOKATbYUeMUU
A6/5emcs uzmeperue yposusa ooujeo kanoyus. Koppexmupoexa kanvyus Ha yposeHsb anbOyMuna Kposu
HeoOX00UMA C Yenbio UCKIIOUEHUS. IOHCHOOMPUYATNENbHBIX UL JIOHCHONOTIONCUMETbHBIX PEe3YIbINamos

Kanbyuemuy npu UsMeHeHUuy KOHYeHmpayuu nia3mMeHHbIX 0enKos.
Dopmynel 0na pacuema anbOYMUH-CKOPPEKMUPOBAHHO20 KAIbYUS!

. Obwuii kanvyutl n1asmol (MMOIL/1) = USMEPEHHBIL YPOBEHb Kalbyus naasmel (Mmoawv/1) + 0.02

X (40 - usmepernHwlll yposensb arbOyMuna niamol (2/1))

. Obwutl Kanvyuti naasmol (Me/0n) = usmepeHHblll YposeHsb Kaabyus niasmol (me/on) + 0.8 x (4 -

U3MepeHHbIl YPOBEHb AlbOYMUHA NAA3Mbl (2/01))
. Kosghgpuyuenm nepecuéma: [kanoyuii] me/on x 0,25 ==> [kanvyuii] mmonv/n

Boszmooicho makoice onpeoeieHue YpOoGHs UOHUSUPOBAHHOU (paryuu Kaibyus 6 CblOpomKe Kposu,
Komopullli 68 Hopme Haxooumcs 6 pegepencuom Ouanazoune 1,03-1,29 mmonv/n. C  yenvro
NOOMEEPHCOCHUSL HATUYUS SUNOKATbYUEMUU NPU COMHUMETbHBIX Pe3yIbmamax (HUu3Ko HOPMAalbHOM
UTIU HECKONILKO HUdCe PehepencHo20 Ouana3ona ypoeHe Kaabyus KPosu) PeKOMEHO0B8AHO O8YKPAMHOE

onpeoenenue yposHsa Kalvyus (anb0yMuH-cKOPpeKmupo8aHHo20 Uil UOHUIUPOBAHHOZO0).

Hzmepenue cooeporcanus IITI 6 kposu oaem cyuwjecmeennyio ungopmayuro, Ho, 8 Mo Hce 8pemsl, e20
pe3ynomamsl OONHCHbL OblMb KOPPEKMHO UHMEPRPEemuposansl, mak KaK SUNOKANbYUEMUs MOHICem
npueooums K KOMNEHCAMOPHOMY OMHOCUMENIbHOMY nogbiuienuio cekpeyuu T u mackuposamo
UCmuHHbIL 2unonapamupeos. Taxum oopasom, eunokarvbyuemus Ha Gone HOpMaIbHOU KOHYEHMpayuu

LTI moowcem 6bimb NOBOOOM 0151 OUHAMUUECKO20 HAONI00eHUsl U 0000Ce008aAHUS NAYUEeHMA.



2.1 /Kaa100bI 1 aHAMHE3

Camoti wacmotl dHcanoboii nayueHmos ¢ 2Unonapamupeosom AGIAemcs Haiuyue cyoopoe u/uiu

napecmes‘m? 6 Mbliuydx 6E€PXHUX U HUINICHUX KOH@LIHOCWlelz, OKO./lOpOI’I’lOGOZZ obnacmu. Hauueﬂmbl C

ONUMENIbHbIM —~ AHAMHE30M cunonapamupeosa npedbﬂeﬂ}ziom arcanobwl
CHUS{CEHUE namAamu u KOHYenmpauuu

2UNOnapamupeo3’om npeocmasietvl 8 maoin. 3.

GHUMAHUAL.

OcHoeHule

HA «M0320801 mymany,

HCan00bl nayuernmoes

Tadauna 3. @uznueckre, KOTHUTUBHBIE U AMOIMOHAIBHBIE CUMIITOMBI TUIIONIapaTupeo3a [76].

c

CuMnTOM

YacTtoTa, %

Qusnyeckmne cuMNToOMbI

YcTanoctb 82
Bosnb B MblWLAX / MbllLleYHble Crna3Mbl 78
MapecTe3nun 76
TeTaHus 70
Bonu B KOCTAX M cycTtaBax 67
PaccTporicTBa KuwweYyHnKa 46
XpynKocTb / IOMKOCTb HOITeWn 44
HenepeHOCMMOCTb Xapbl 44
FonoBHble 60n 42
CyXOCTb KOXW U ee MOoBblleHHas TpaBMaTnsaums 40
396K0oCTb 37
BbinageHune Bosoc 33
TowHoTa 30
Mpobnemsbl c 3ybamu 29
Herponatus 27
YyBCTBUTENBHOCTb K COJTHLY 26
OTekn 23




MpobneMsbl ¢ AgbIxaHWeM 22

CHuXXeHune cnyxa 11

KOrHuTMBHbIE CUMITOMbI

«Mo3roBol TymMaH» / yMCTBEeHHas netaprus 72
HeBO3MOXHOCTb KOHLEHTPUPOBATb BHUMaHME 65
CHMXeHue namaTn/3abbiIBUMBOCTb 61
HapylweHue cHa 57

DMOUMOHaIbHbIE CUMATOMbI

TpeBOXHOCTb/CTpax/BHYTpeHHee 6eCrnoKoNCTBO 59
CHWXXeHWe HacTpoeHusl/rpycTb/aenpeccus 53
SMoLMOHaNbHas YyBCTBUTENBHOCTb 47
CoumanbHasa nsonaums 32

° HauueHmaM C n0003p€H1/l€M HA HAJlu4due cunonapamupeosa peKOMeHOOGCZH C60p aAHAMHeCcmu4ecKux
OAHHBIX O I’Zp06€a€HHblx Xupypeuiveckux emeuitanmeilbCmeax HA opecanax uweu, a maxoce o

conymcmayroujeti namoio2uul, acCoyuuposantoll ¢ gocgopuo-kanvyuesvim oomernom [1,3,68,77].
YpoBennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: credyrowue gaxkmopsr noszgonsiom — 3ano0o3pums Y  nayueHma — Haiudue

cunoxKaivyuemuu u cunonapamupeosa.

o NpoBedeHUe XUPYPSUYECKO20 BMeUlamenbCmed 6 001acmu uleu,

e Hanuyue napecmesuti @ 001ACMU TUYA, BEPXHUX U HUNCHUX KOHEUHOCMEll,

o Hanuyue QuOPULIAPHLIX NOOEPSUBAHUL OMOETLHBIX MbIULY, CYOOPOS 8 NPOKCUMATLHBIX MbILUYAX,
o BblABIEHUE KATLYUDUKAYUU 20]I08HO20 MO32d,

o NpU HAPYUWEHUAX CepOedHO20 PUMMA.



2.2 Ou3uKaAJbHOE 00CTeI0BAHUE

o [layuenmam c nodo3peHuem Ha HAIUYUE SUNONAPAMUPEO3d OJisl OYEHKU Qakma nposedeHus
XUPYPeUHECKO20 BMEeUamenbCmea Ha OPpeanax weu peKomeHO08aHo nposooums 0CMOMp nepeonell

nogepxrocmu weu [77].
Yposenv yoeoumenvrnocmu pexomenoayuii C (yposenv 0ocmogepuocmu 0oKazamenvcme — 5)

o V nayuernmos ¢ noc)03peHueM Ha HaAaudue cunonapamupeosa C Uenvbio 6blAA6/IEeHUSA KIUHUYECKUX

NPOAGIEHUN 2UNOKAIbYUEMUU PeKOMeHOYem s oyenKa cumnmomos Xeocmeka u Tpycco [1,78].
Yposenwv yoeoumenvnocmu pexomenoauuit C (yposenv 0ocmoseprocmu 00Kazameabcme — 5)

Kommenmapuu: nonoosicumenvhuiii cumnmom Ipycco — nosignenue cyoopoe 8 KUcCmu («pyka akyuiepay)
yepez 1—3 munymol nocie coaenienus nieda MaHdiCemoll npu usmMepeHuu apmepuarbHo2o OaG1eHUs.
Hanuwiti  cumnmom — BbICOKOUYBCMBUMENbHLIL U CHeYUDUUHBIL NPUSHAK SUNOKATNbYUEMUU —
gviaensemcs y 94% nayuenmoe c eunoxkarvyuemueti u y 1% nrooeii ¢ Hopmokanvyuemuen. Cumnmom
Xeocmera — cokpawenue Moy auya npu NOCMYyKUSAHUU & Mecme 8blX00a IUYe8020 Hep8a — MeHee
yyecmeumenvuvlli u cneyuuunslii npusnax. Ompuyamenvuviti cumnmom Xeocmeka nabnooaemcs y
30% nayuenmos, umerOWUX UNOKATbYUEMUIO, noxodcumenvhvlii - y 10% nodeti be3 OanHOl

namoJjiocuu.



2.3 JIabopaTopHblie JMATHOCTHYECKHE MCCIeI0BAHUS

/Inarno3 runonaparupeo3a OCHOBbIBAECTCH HA pe3y/ibTaTax JJadopaTopHOro 00Cjae10BaHMS.
Kpurepuu ycranoBjenust 3a0071eBaHUSI MJIM COCTOSTHMSA:

PekomenyeTcss ycTaHaBiIMBaTh JUArHo3 TUIONApPAaTUpPEO3a Yy IMMAIMEHTOB C TUIIOKAJIbLMEMUEH
(HM3KOTO YpPOBHSI albOYMUH-CKOPPEKTUPOBAHHOTO WM HWOHM3UPOBAHHOTO KajlbI[Usl KPOBH) B
coueTaHuu co cHrkeHuem ypoBHs [ITI' (wim BbIsiBIeHHEM HeanekBaTHO Hu3koro ypoBHs IITT)
[1,29,66-75].

YpoBeHb yoeauTeJIbHOCTH pekoMeHnaalnuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

KomMeHTapuu: raubonee pacnpocmpanenHvivM mecmom O  OUACHOCUKU —SUNOKATbYUuemMuu
A6/15emcs uzmepenue yposHsa obuje2o kanoyus. Koppexmupoexa kanvyus Ha yposeHsb anbOyMuna Kposu
HeobxX00uMa ¢ Yernvio UCKIIOUeHUS TOHCHOOMPUYAMENbHBIX UNU JIOHCHONOLOHNCUMENbHBIX PE3YIbMAm o8

KanbyuemMuu npu usmMeHeHUuu KOHYeHmpayuu niasmeHHulx OenKos.
Dopmynel 014 pacuema anbOYMUH-CKOPPEKMUPOBAHHO20 KAIbYUS!

. Obwuii kanvyutl naamovl (MMOIb/1) = UBMEPEHHDIU YPOBEHb Kalbyus naasmol (Mmoav/1) + 0.02

X (40 - usmepernHwlll yposensb arbOyMuna niamwi (2/1))

. Obwuil kanvyutl naamuvl (Me/01) = uamMepeHHwvlll YyposeHs Kaavyus niamvl (me/on) + 0.8 x (4 -

U3MEpPEeHHbIU YPOBEHb AlbOYMUHA NAA3MbL (2/07))
. Koagppuyuenm nepecuéma: [kanvyuii] me/on x 0,25 ==> [kanoyuii] mmonv/n

Bozmooicno makaoice onpeoeneHue Ypo8Hs UOHUSUPOBAHHOU (paryuu Kaibyus 6 CblOpomKe Kposu,
Komopulli 68 Hopme Haxooumcs 8 pegepencuom Ouanazone 1,03-1,29 mmonv/n. C  yenvro
NOOMBEPIHCOCHUST HATUYUSL SUNOKATIbYUEMUU NPU COMHUMETbHBIX Pe3Vabmamax (HUu3Ko HOPMAalbHOM
U HECKONILKO HUdCe PehepencHo20 Ouana3ona ypoeHe Kaabyus KPosu) PeKOMEHO0B8AHO O8YKPAMHOE

onpeoenenue yposHsa Kalvyus (anbOyMUuH-cKOppeKmupo8aHHo20 Uil UOHUSUPOBAHHOZO).

Hzmepenue cooeporcanus IITI 6 kpoeu oaem cywecmeenuyro uHgopmayuio, Ho, 8 Mo JHce 8peMs, e2o
pe3ynomamsl OONHCHbL OblMb KOPPEKMHO UHMEPRPEmUposansl, mak KaK SUNOKANbYUEMU MOICem
npueoouUmsb K KOMNEHCAMOPHOMY OMHOCUMENTbHOMY nogbiuienuio cekpeyuu T u mackuposamv
ucmuHmbll eunonapamupeos. Takum obpazom, 2unokatvyuemusi Ha QoHe HOPMANIbHOU KOHYEHMPayuu

LTI mooicem 6v1mb NOBOOOM 0151 OUHAMUHECKO20 HAONI00EeHUS U 0000CNIe008aHUs NAYUESHNA.

o [lanuenTaM C MOJO3pEHMEM HA HAJWYWE TUIIONAPATUPEO3a I MCKIIOYEHHS BTOPUYHBIX MPUYUH
TUMOKAJIBIIMEMUH PEKOMEHJIyeTCs, MCCIEOBaHUE YPOBHsS HeopraHudeckoro Qocdopa B KpoBw,
UCCJIeIOBaHUE YPOBHSI OOIIEro MarHusi B CBIBOPOTKE KpOBH, HccienoBaHue ypoBHsA 25-OH

BUTaMUHa /| B KpOBH HCCIIEIOBAaHHE YPOBHS KpeaTuHa B KpoBH ¢ pacueToM CK® [66—68,79-82].

YpoBeHb yoeauTeJIbHOCTH pekoMeHAanui B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 3)



KomMmenTapumn:

o npu msadxcenou eunomacHuemuu cHuxcaemcs cexkpeyusa IITI u nosviwiaemcs pe3ucmenmHocmy K
IITI kocmeti u nouex,

o msoicenvil depuyum eumamuna D moodncem 6vimsb accoyuuposan ¢ eunoxkanvyuemueli. Oyenka
cmamyca eumamuna D npoeooumcs nymem onpedenenus 25(0OH)D, umo sensemcs naubonee
OOCMYNHBIM U HAOEHCHbIM MemoooM aabopamopHou ouacHocmuku. Pexomendyemcs nposepka
HAOeNCHOCU UCNONb3YemMo2o memoda onpeoenenus 25(OH)D omuocumenvno o6wenpuHsamvix
medcoynapoonvix cmanoapmos (DEQAS, NIST). Onpeoenenue yposHs akxmuenoco memaboiuma
1,25(0OH) ;D ne nokazano, maxk Kax OaHHblU Memaboaum umeem KOPOMKUL Nepuoo noiysvleedeHuUs
u He ompadicaem cmamyca eumamuna D é opeanusme;

o npu ocmpoti euneppocamemuu ocgop axmueHo ceazvieaem Kalbyuil, 4mo NpPueoOUm K e2o
OMLONCEHUIO 2TIABHBIM 00PA3OM 8 KOCHIAX, a MAKJiCe 8 OPY2UX MKAHAX, Bbl3blEAsl CUNOKATbYUEMUIO,

o 2UNOKATbYUEMUS YACTNO HAONI0O0AemC s NPU CHUNCeHUU cKopocmu Kiyooukosou gurempayuu (CKPD)
u pazeumuu XbBII, ocobenno na cmaousx XBII 4 u 5. I'unoxanvyuemus npu XBII sensemcs
cneocmeuem cHudxcenust cunmesa 1,25(OH),D u conpoeoocoaemcs eunepgpocghamemueti, komopas
8 C8010 0Uepedb NPUBOOUM K OMJLONCEHUIO (Pochamos Kanbyus 8 MASKUX MKAHAX, MeM CAMbIM euye
bonee cnocobcmeys SUNOKATbYUEMUL.

o Pacuem CK® no EPI npouszsooumcs no ¢opmyne: CK® = a x (kpeamunun kposu (me/on)/b) ¢
(0.993) eospacm. Ilepemennasn a umeem ciedyroujue 3Ha4eHUus 8 3a8UCUMOCMU OM PAcbl U NOAA:
yepHoxodcue: dceHuunvl = 166; mysicuunvt = 164; benvie/npedcmasument Opyeux pac: HceHujuHbl
=144; myorcuunvr = 141. Ilepemennasn b umeem cnedyrowue 3Hauerus 6 3a8UCUMOCIIU OM PACHL U
nona: owceHwyunvl = 0.7, myscuunvr = 0.9. Illepemennas ¢ umeem cnedyowue 3HA4YeHUs 8
3a8UCUMOCINU OM PACHL U USMEPEHUSI KDEAMUHUHA: HCEHUWUHDBL: KpeamuHut 6 Kposu <= 0.7 me/on =
-0.329; kpeamunun 8 kposu > 0.7 me/on = -1.209; myscuunvl. kpeamurnutr 6 kposu <= 0.7 me/on =
-0.411; xkpeamunmun 6 xposu > 0.7 me/on = -1.209. [https://www.kidney.org/content/ckd-epi-

creatinine-equation-2009]

o [laruenTaM ¢  TOCJEONEPAIIMOHHBIM  TUIIOMAPATUPEO30M  PEKOMEHIYeTCS yCTaHaBJIMBAThH
XpOHUYECKYIO (popmy 3a00J€BaHUsl MPU COXPAHEHUM TMIOKAJIbLUUEMHH M HU3KOro ypoBHs [ITT
cnycts 0oJiee 4emM 6 MeCsIEB MOCie MPOBEACHUS XUPYPruuecKoro BMEIaTelIbcTBa Ha 00JIaCTH IIeU
[1,29,67-72,75,78,83].

YpoBeHb yOeAuTEeIbHOCTH peKoMeHAannil B (YypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 4)

KommenTtapuu: oxono 60-70%  cnyuaes  nocieonepayuoHHOU — SUNOKATbYUEMUU — UMEIOm
MPAH3UMOPHBLIL XAPAKmep U paspeuaromces 6 meyenue 4—6 nedenv nocie onepayuu (MpaH3umMopHsiil
eunonapamupeos). Cmotuxasa eunoxkanvyuemusi ¢ couemanuu ¢ yposuem IITI" nuowce peghepenchvix
3HaueHuli cnycms 6 mecayes u bonee nocie Xupypeuiecko2o 1edeHus CeUOemenbCmeayiom o0 pa3eumuu

XPOHUYECKO2O cunonapamupeosa.

e [lanmeHtam ¢ runonapaTupeo3omM PEKOMEHJI0BAH JUHAMUYECKUN MOHUTOPHUHI IOKA3aTeJIe KPOBU

Y MOYH JJIsl OLICHKHU aJICKBAaTHOCTHU MPOBOAUMOM Tepanuu [67,68,77].

Yposennb yoenureabHOCTH pekoMenaanuil C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)



KommenTapuu: ounamuyeckuii MOHUMOpUHe 00wWe2o Kaivyus, aibOyMuHa (¢ paciemom aibOyMuH-
CKOPPEKMUpoB8anHo2o Kaavyus), gocpopa, maenus, xpeamununa c pacuemom CKD 6 cayuae
KoMneHcayuu 3a001e8anusi peKoOMeHO08AHO Npoeooums ¢ yacmomou 1 pas 6 3-6 mecayes. Ilpu
OMCYMCMBUU KOMNEHCAYUU SUNONApamupeo3a u/uil Koppekyuu 003 CMAHOApmMHOU mepanuu
pekomenoosan bonee wacmas oyewka noxazamenei GochoprHo-Karbyuesoco 0OMeHa, 00 HECKOIbKUX

pas 6 neoento, 071 OYeHKU A0eK8amHOoCmu N0OOOOPAHHOU Mepanuiu.

Hunamuueckuti MOHUMOPUHE CYMOYHOU IKCKPeYUU Kaibyusi peKoMeHO008ano nposooums 1 pasz ¢ 6-12
mecsayes. B cuyuae eviasnenus eunepkanvyuypuu u/uiu  HA3HAYEHUU MUAZUOO08 KOHMPOIbHOE
uccnedosanue yposHs Kaibyusi 6 CYMOYHOU MoYe PeKOMEHO0BAHO 8bINOIHUMb Yepe3 1,5-2 mecaya 0ns

OUEHKU A0eKsamuocmu I’lpOGO()MMOZO JIeHYEeHUA.



2.4 NucTpyMeHTAJIbHbIC JUATHOCTHYCCKUE
UCCJIeA0BAHMSA

PCKOMGHI[OB&HO MMPOBCACHUC KOMIIJIICKCHOT'O O6CJ'I€I[OBaHI/I${ C HOCJIbKO AKTHUBHOI'O BBISABIICHUS

OCJIOKHEHUI 3a00JIEBaHUSI.

e [lanueHTaM ¢ TUNONAPATUPEO3OM PEKOMEHOYEemCs exce200Hoe NpoedeHUue Vibmpa3eyKo8020

UCCIe008aAHUSL NOYEK O/ OYEHKU UX CIMPYKMYPHbIX usmenernutl [67,68,84-90)].
Ypoeenwv yoeoumenvnocmu pexomenoauuit B (yposens 0ocmosepnocmu 0oxkazamenvcme — 2)

Kommenmapuu: y nayuenmog ¢ XpoHuuecKuMm unonapamupeo’om Ha ¢pone npuema mepanuu
npenapamamu sumamuna D u e20 npou3eo0HbIMU U NPEenapamamiul Kaibyus 3HAYUMO NOBLIULAENICS]
puck pazeumus Hegporumuaza/mepporarvyunosa. Peeynaproe nposedenue  8u3yanuzupyiouux
Memooux — cnocoocmeyem — paHHeMmy — 6bIAGIEHUI0  OAHHLIX  OCNLOdCHeHul.  Hcnonvzosanue
VIbMpazeykoeo2o ucciedosanus (Y3U) bonee npeonoumumenvHo 0751 OUACHOCMUKU MEOVIISAPHO2O
HehpoKanbyuno3a y nayueHmos ¢ eunonapamupeo3om. IIpy COMHHUTENBHBIX pe3yibTarax Y3U

BO3MOKHO IPOBeJIeHUE KoMITbIoTepHOI Tomorpaduu (KT) 3a0promMHHOrO MPOCTPaHCTRA.

e [lamuentam c rumnomnapatTupeo3oM C IMOAO3PECHHEM Ha HAJIHUYHC He(l)pOJ'II/ITI/IaBa PEKOMEHI0BAHO

HCITOJIb30BaTh KOMITBIOTEPHYIO ToMOTrpaduio mouek st ero Bepudukaruum [91-93].
Ypoeenwv yoeoumenvnocmu pexomenoauuit C (yposenv 0ocmoseprocmu 00Ka3ameaibcme — 5)

Kommenmapuu: nexontpactHass KT sBasercss HauOosee TOYHBIM METOJIOM  BHU3yaIM3alUH
HedponauTraza Onaromaps BBICOKOW YYBCTBUTEIBHOCTH, CIEHMU(GUYHOCTH, TOYHOMY OIPEACICHUIO

pa3MepoB KOHKPEMEHTOB U CITOCOOHOCTH K Mu(pdhepeHIINaTIbHON THarHOCTHKE 00pa30BaHMI TOYEK.

e [lanuenTaM ¢ runomnapaTUpeo3oM PEKOMEHIYeTCs MEePUOUYECKHl OCMOTp Bpaya-oQTanbmMosora

JUJIsl CBOEBPEMEHHOM IMAarHOCTUKHU OCIIOKHEHUM co cTopoHbl a3 [39,41,61,62,67,68].
Ypoeenwv yoeoumenvnocmu pexomenoayuit C (yposenv 0ocmogeprnocmu 00Kazameabcme — 3)

Kommenmapuu: y nayuenmos ¢ XpOHUYECKUM 2UNONAPAMUPEO3IOM HOBbIULEH PUCK DPA36UMUs
kamapaxmol.  [IpooondcumensHocms — 3ab0ne6anus, a mMaxdxice OMCYmMcmeue KoMHneHcayuu
eunonapamupeosda paccmMampusalomcs 8 Kawecmee npeopacnonazarnuux @Gakxmopos, 00HAKO 6
HACMOAWUL  MOMEHm  OMCYMCmeyem HNOHUMAHUe NPUYUHHOCIMU pPAa3eumusi Kamapakmsl npu
eunonapamupeose. Illayuenmam ¢ OIumMenbHLIM aHAMHE30M eunonapamupeosa (bonee 3-5 nem)
NOKA3aH NepUuooUYecKuti oCMomp y 8pada-opmanvbmonoca ¢ Yeivlo CB0e8PeMeHHOU OUaACHOCMUKU

paszeumus Kkamapaxkmbul U onpe()eﬂenuﬂ nompe6Hocmu 6 cneyuaiusupoeaHHom ee jl1edeHuu.

e IIpu HanmMUMKM HEBPOJOIMYECKONW CUMIITOMATUKU MALMEHTAM C XPOHMYECKUM THIIONApPaTUpeo30M
PEKOMEHTyeTCs MIPOBE/ICHUE KOMITbIOTEPHOMN ToMorpaduu TOJIOBHOTO Mo3ra
[39,41,48,50,67,68,94,95].

Yposenv yoeoumenvrnocmu pexomenoayuii C (yposens 0ocmogepuocmu 0oxkazamenvcme — 4)



KomMeHTapuu: KIWHUYECKHE TPOSBICHUS KalblM(DUKAIIMN PA3THYHBIX OTAEIOB IEHTPaTbHOU
HEPBHOM CHCTEMBI y NAIMEHTOB C JJIMTEIbHBIM aHaMHE30M THUIoNapaTupeo3a Hecrnenupuuusl. K
HanboJee paclpOCTPaHEHHBIM OTHOCSTCS JBUTATENbHbIE HApPYIICHHs: PUTHIHOCTH MBI,
MAapKUHCOHU3M, THUIEPKUHE3bI (XOpesi, TPEeMOp, JAMCTOHUS, arero3, opodalruanbHas ITUCKUHE3UA);
KOTHUTHBHBIE PACCTPOMCTBA; MO3KEYKOBBIE CHUMIITOMBI W HapylleHus pedd. B page cioydaes
OTMEYAIOTCsl AMWICNITUYECKUE MPUCTYIBI, 1eMeHluus. Hepenko HaOmonaeTcs coueTaHue pas3inyHbIX
KIIMHUYECKHX CHMIOTOMOB. Bompoc O HalW4MKd MATOTEHETHYECKOM  B3aMMOCBS3U  MEXKIY
HEBPOJIOTUYECKON CHMIITOMAaTUKOM W 00BEMOM, JIOKalu3aluel OOBI3BECTBICHHN OCTaeTcs
npOTUBOpEeYUBBbIM. [IpM BO3HUKHOBEHMM JaHHBIX CHUMITOMOB W/WIM BBISBJICHUM KaJlbLM(pUKALNN

0a3aJILHBIX TAHIVIMEB 11O JaHHBIM KT ronoBHoro mo3ra mokasaHa KOHCYJIbTAIlHA Bpada-HCBPOJIOra.

o [lanueHTaM ¢ XpOHMYECKHUM TUIIONAPATUPEO30M HE PEKOMEHYETCs peryisipHoe nposeaeHne DXA

JUTSL OIIEHKU COCTOSIHUS KOCTHOTrO TKaHu [41,67,68,96-99].
Ypoeenwv yoeoumenvnocmu pexomenoauuit A (yposens 0ocmoseprocmu 0oxkazamenvcme — 3)

KommeHnTapuu: npu runomnaparupeo3e KOCTHBIM OOMEH 3amensieH, TakuM O0pa3oM OTCYTCTBYIOT
npennocbulku kK cHikeHrnto MIIK ¢ TedeHmem BpeMeHH B OTCYTCTBHE COITYTCTBYIOIIMX (PAKTOPOB
PHCKa, TAKUX KaK TEpanus NIFOKOKOPTUKOMIAAMHU. JlJIsl OLIEHKM COCTOSAHUS KOCTHOM TKaHU MAlMEHTaM C
XpPOHUYECKUM  TUIONApaTUPEO30M  JKENATeIbHO  IMPOBEACHUE  KOMIUIEKCHOTO  00Cied0BaHMs,

BKJTIOUAIOIIETO OMpPEIeNICHIEe MapKepPOB KOCTHOTO 0OMEHa U PEHTTeHOTpaduIo KOCTEH.



2.5 Uuple TMArHOCTHYECKHE MCCJIeIOBAHNSA

e [lanenTtaM ¢ TUMONAPAaTHPEO30M HEYTOYHEHHON HSTHUOJIIOTUHM MOXET OBITb PEKOMEHI0BAHO
pacmmpeHHoe oOcienoBaHue, BKIIOHarollee NoApoOHbIM cOOp aHaMHe3a U Kajlo0 MalueHTa,
TEeHETUYECKOE KOHCYJIBbTUPOBAHWE W TEHETHYECKOE TECTUPOBAaHHE TMpPU TMOJO3PEHUU Ha

HaCJIEACTBEHHbIX XapakTep maronoruu [1,11,12,67,68,100—104].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YpoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — 4)
KommenTapun:

o nayueHmam ¢ U30NUPOBAHHLIM SUNONAPAMUPEO3OM HESACHOU IMUONO02UU, BOZHUKWUM NOCTLE NEPBO2O
2004 JHCU3HU, PeKOMeHOYemcsi NOOPOOHDbILL COOP AHAMHE3A U HCAI00 nayuenma, UcCCie008anue 2eHd
AIRE ona uckmoyenus AIIC 1-eo0 muna (ucxoono oyenka mymayuu R257X, xax naubonee uacmoti
OJIsl pOCCULICKOU NORYIAYUU, 6 CAyuae OmpUyamenbHo20 pe3yibmama — CEeK8EHUPOBAHUE 2eHa).
Juacnoz AIIC 1 muna mooxcem Ovlmb YCMAHOBIEH KIUHUYECKU NPU HATUYUU Y NAYUEHMA KAK
MUHUMYM O8YX U3 Mpex «OCHOBHLIX» KOMNOHEHMO8 3abone8aHus («Kiaccudeckas ouaoa uiu
mpuaoay), a maxdce Npu HAIUYUU OOHO20 U3 HUX 8 CAyYde NPUCymcmeusi 3a001e8anusi y
poocmeenHuka nepgoco nopsioka. C yenvro eepugpuxayuu CUHOpOMA Makdyice Mmodxcem Oblmb
UCNONIL308AHO onpedeieHue anmumen K unmepgeporny 1 muna, ocobenno k MH®-w u k HH®-a.2,
NPeolONCEHHbIX 8 Kauecmae OUASHOCMuYecKux Kpumepues sabonesanus. Onpedenenue anmumen K
21-2udpokcunaze none3Ho 0 NPOSHOIUPOBAHUSL PA3BUMUSL HAONOYEYHUKOBOU HEeOOCMAMOYHOCU.
Aneopumm obcredosanusi npu NOOO3PEHUU HA AYMOUMMYHHBLU 2UNONAPAmupeos npeocmasiet 8
pasoene Jlonornumenvrotu unghopmayuu (Iloopaszoen 7.4).

o cunonapamupeo3 He Xupypeuueckou IMuoiocuu Modcem Ovlmb 6bl36aAH PAOOM  DA3TUYHBIX
¢axmopos. Eciu npuuuna eunonapamupeo3a ne yCmaHo8leHa, PeKOMEHO08aH NOOPOOHbIL cOOp
anamHesa u Hcanod nayueHma, 2eeHemuueckoe meCcmuposaHue U/Uil CemMeunblil CKPUHUHE.
Cmanoapmnozo npomokoia o0cned08anus Ha Ce200HAWHUL OeHnb Hem. Jlannas pexkomenoayusl
0COOEHHO 8aJICHA O/ MONOOLIX NAYUEHMO8, MAK KAK NOCMAHO8KA Ouazno3a mpebyemcs OJisl
NIIAHUPOBAHUSL DEPeMEeHHOCMU U NOC1edyroujec0 MOHUMOPUHEA 3d BO3MONCHBIM PA3BUMUEM
CONYMCMBYIOWUX 2UNONApamupeo3y KOMNOHEHMO8 3a001e6anus (Hanpumep, namoio2uu Ciyxa u
nouex npu mymayuu GATA3). I'enemuueckue ¢popmel eunonapamupeosa mo2ym Oblmb KaAK 8
cocmase CUHOPOMANbHO20 3A00Ne8anUs, MAK U U30IUPOBAHHOU IHOOKpUHONnamuel - Kak
AYMOCOMHO-OOMUHAHMHASL  2UNOKAIbYUEMUSL. Hacneocmeennvie  ¢opmvr  3ab60neeanus
npeocmaeienvl 8 maodauye 4. Aneopumm ob6Ced08anusi npu NOOO3PEHUU HA SUNONAPAMUpPeo3 8
PAMKax HACNeOCMBEeHH020 CUHOPOMA NpeocmasiieH 8 pazoene JlonoiHumenvHou uHgopmayuu
(Iloopa3zoen 7.5).

Tab6aunua 4. Hacnencrsennsie (hopMbl runomnaparupeosa [70].

3aboneBaHun HacneposaHue Jlokanunsauusn leHn

CuHAPOManbHbIN runonapaTupeos

Cunapom Oudxopaixn 1 Tuna AD 22q11.2 TBX1

CuHapom Oundxopaxu 2 Tuna AD 10p13-14 NEBL




CHARGE cuHapom AD 8g12.2 CHD7

AMNC 1 tuna AR 21922.3 AIRE
HDR-cuHapom AD 10p15 GATA3
Cunapom KepHca - Celipa MuToxoHAp. NA MuTtoxoHa. AHK
CuHgpom MELAS MuToxoHAp. NA MuTtoxoHa. AHK
CuHapom gedumuymta MTP AR 2p23 HADHB
CuHapom KeHHu-Kaddu 1 Tvna AR 1g42.3 TBCE

CuHapom KeHHu-Kaddu 2 Tvna AD 11qg12.1 FAM111A
Cunapom CaHbsag — Cakatu AR 1g42.3 TBCE
Ancnnasums «TOHKUX>» KOCTEWN AD 11q12.1 FAM111A

AyTOCOMHO -AOMWUHaHTHas ruriokasibynemms

AYyTOCOMHO-AOMWHAHTHas runokanbumemMns AD 3g21.1 CASR
1 Tvna v cuHgpom BapTtepa 5 Tvna

AyTOCOMHO-AOMWHAHTHas runokanbumemMns AD 19p13.3 GNA11
2 TMna

U301mpoBaHHbIV rurnonapaTupeos

AyTOCOMHbIV rMnonapaTMpeos AD wnn AR 6p24.2 n GCM2 n PTH
11p15
X-CBA3aHHbIA rMnonapaTupeos XR Xq26-27 Sox3!

AD — ayrocoMHO-1OMUHAHTHBIN, AR — ayTocoOMHO-peneccuBHbIil, NA — HEe U3BeCTHO. MUTOXOHIp. —

MuToxoHapuaibHoe. MTP — MuToxoHApUanbHbIi TpU(PyHKIIMOHATIBHBIN OEJIOK.

| — npuunHHasg ponas SOX3 B pazBuTun X-CBA3aHHOTO THIIONIAPATUPEO3a HE ONIPEAEIIEHA.



3. Jleyenue, BKJIKYAST MeTUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 Tepalluu, TUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
MPOTHBONOKA3AHNA K IPMMEHEHUIO METO/I0B JIeYeHHUS

3.1 lHogpa3snean 1. Ilesnun JiedeHUsi ¥ MOHUTOPUHIA TUNIONAPATHPE03a

OcHogHble yenu 00120CPOYHOL mepanuy 2UNONapamupeo3a npeocmasgiensvl 8 maoauye 5.

Tadauuma 5. OCHOBHBIE 11€JIM TOJTOCPOYHOM TepaNu TUIIONapaTupeos3a.

MapameTpbl Llenn neueHuns LleneBoii auana3oH
YpoBeHb anbbyMuH- MoapepXXaHne Ha  HWXHEW  rpaHuue  wam 2,1-2,3 mmonb/n
CKOPPEKTUPOBAHHOIO KanbLus HEeCKO/bKO HUXe HUXKHEN rpaHnubl
KpoBU pedepeHcHoro amanasoHa (2,11-2,65 mmonb/n)

y nauueHToB 6e3 KJIWMHUYECKMX CUMMTOMOB

rmnokanbumeMmm
YpoOBeHb CYTOYHOW 3KCKpeumn MoaaepxaHue B npeaenax LeneBoro AnanasoHa My>X4uHbl: <7,5 MMonb/cyT
Kanbums (nccnepoBaHue XKeHwmnHbl: <6,25 MMonb/cyT

YPOBHSI KanbLMsi B CYTOYHOW
Moue)

YpoBeHb docdopa CbIBOPOTKMU MopgnepxaHne B  npegenax pedepeHCHOro 0,8-1,4 mmonb/n
KpoBM AnanasoHa

YpoBeHb MarHus CbIBOPOTKMU B npenenax pedepeHCcHOro AvanasoHa 0,7—1,05 mmonb/n
KpoBU
YpoBeHb 25(0OH)ButamuHa D Kak B obuwern nonynaunu 30-60 Hr/mn (75-150 Hmonb/n)

Obuwee caMmouyyBcTBME n [MepcoHanusnpoBaHHOE fieyeHne
Ka4yeCTBO XWU3HU

NHdopMnpoBaHHOCTb/ WHdopMnpoBaHMe naumeHTa O CUMNTOMax runokaabuMeMmn U runepkanbunemMmnu,
obpazoBaHue OCNOXHeHuax 3aboneBaHus

e VY NanMeHTOB C TUIIONAPAaTUPEO30M PEKOMEHAYETCS IMOAJECPKUBATh YPOBEHBb KaJbLHs CHIBOPOTKHU
KpoBU (aJIbOYMUH-CKOPPEKTUPOBAHHBIA WM HMOHU3MPOBAHHBIM KalblMil) B Mpeaenax HIKHEH
TPAaHULIBI WU 4YyTh HUXE pePEepeHCHOro AMamna3oHa MpPH YCIOBUU OTCYTCTBUSI CHUMITOMOB U
IPU3HAKOB THUIOKAJIBIUEMUU C IEJIbI0 MNPOPUIAKTUKNA PpPa3BUTUS OCIOKHEHUN 3a00J€BaHuUs
[67,68,71,105].

YpoBenn yoenureabHOCcTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJIbCTB — 5)

KomMmenTapuu: 6 wnacmoswee 6pevmsi He O00CMUSHYMO e0UHO20 KOHCEHCYCA OMHOCUMENbHO
ONMUMANILHO20 YPOBHS KAIbYUSL CbIBOPOMKU KpOBU HA (DoHe mepanuu 2Unonapamupeosd.
Tloooepoicanue yposHs Kanbyus CblBOPOMKU KPOBU HA HUMICHEU 2panuye pedhepercHo2o OUana3onad uil
HeCKOIbKO HUdice NPOOUKMOBAHO CMpeMIeHuemM K NPoQuiakmuxe cunepraibyuypull U OCI10HCHEHULL CO
cmoponvl nouek. Tepanesmuueckue yenu — yposersb aibOYMUH-CKOPPEKMUPOBAHHO20 KANbYUsi KPOBU 8
npedenax 2,1-2,3 mmonv/n unu uonusuposanno2o xaavyus 6 npeoerax 1,05-1,15 mmonv/n — ocnosamul
Ha No00epICanuu hu3UoI02U4ecKux npoyeccos 8 opeanusme. Hekomopwie nayuenmor mocym, 00Haxo,
HYJHc0amvbcsi 8 0ojiee BbICOKUX YPOBHAX KANbYUsl CblBOPOMKU KPOBU Ol YCMPAHEHUS CUMNIMOMOS

cUnoKaibyuemuu.



e Vv MMalUCHTOB C TUIIOIAPATUPCO30M PCKOMCHAOBAHO IMOAACPKUBATH YPOBCHD CyTO‘-IHOﬁ OKCKpCIUHU
Kajbust B IIPpCACIax HOH-CHGHI/I@I/I‘-ICCKOFO OeJIeBoro auamasoHa C HOCJIbIO HpO(i)I/IJIaKTI/IKI/I

MOYEYHBIX OCJIOKHEeHuM [47,67,68,86,105].
YpoBennb yoenureabHocTH pekomenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

Kommentapuu: 6sudy oedpuyuma IITI" u omcymemeus e2o sghghexma na myoynapuyo peabcopoyuro
Kanvyus 8 NouKax, OJisi NAYUEeHMO8 C UNONAPAMUPeo3oM XapaKmepHa 2SUNEepKAlbyuypus u Kak
creocmeue nogvluleHue pucka Hegporumuasza/ne@pokanvyunosa. Jlanuvlx 06 accoyuayuu cmeneuu
2UNEPKANbYUypuU ¢ pUCKOM pazeumusi NAmolocUU NoYeK Ha ce200OHAWHUL 0eHb HedocmamoyHo. Eciu
NpeonooNCUms, 4mo NaAmoceHe3 KaMHeoOpa308auus 6 NOoYkax Yy NnayueHmog ¢ 3)y- U
2UNONAPAMUPeO30M U 2UNEPKATbYUYPUCT AHATIOSUYEH, MO N000EPAHCAHUE YPOBHSL CYMOUHOU IKCKPeYUul
Kanvyusi 8 npeoenax noi-Cneyu@uueckoeo peghepenHchoco Ouanda3ona no360Num npeoomsepamuns
passumue OaGHH020 OCLodCHeHus. Llenesoli ouanazon yposHs Kaibyus 6 CYMOYHOU Mode OJisl MYAHCUUH
cocmasnsiem 00 7,5 mmonv/cym (300 me/cym), ona socenuwgurn 0o 6,25 mmonv/cym (250 me/cym) unu
menee 0,1 mmonv/ke/cym (4 me/ke/cym) ons auy oboezo nona. Onpeodenenue Kaiobyus 8 CYmoYHOU Mode
Y HAYUueHmos ¢ XPOHUYECKUM SUNOnapamupeo3om pekomernoosano 1 pas 6 6-12 mecsayes, a maxoice 8

cyuae noevlieHusl Kpeamunuia U CHUMNCEeHUA CK@, 6bIAB/IEHHbIX NPpU OUHAMUYECKOM KoHmpoiie.

e VYV MalMEeHTOB C THUIIONApaTHPEO30M PEKOMEHJYETCS IOAJCPKHBATh YPOBEHb HEOPTaHUYECKOTO
dbochopa kpoBu B mpenenax pepepeHCHOTO Iuara3zoHa ¢ IEIbi0 MPOPUIAKTHKA BHECKEICTHOMN
kanprudukanuu [1,29,47,67,68].

Yposenn yoeaureabHoCcTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)

KommenTapuu: nooodepocanue yposus gocgpopa 6 npedenax peghepencroco ouanasona Heooxooumo
0151 NpohuUIAKMUKU 8HecKelemHulx Kanvyugurayuil. [ unepgocchamemus npu eunonapamupeose
obycnoenena kaxk omcymcmeuem Gocgamypuueckoeo Oeucmeus IITI, max u nogvlueHHoul
abcopoyueti gochama uz KuweunHuka noo eiusHUeM mepanuu npenapamamu eumamuna D u ezco

NPOU3BOOHBIMU.

e V MalMEHTOB C TUIOMAPATUPEO30M PEKOMEHIYETCs MOAJCP)KUBATh YPOBEHb MarHusi B Mpeaenax
pedepencHoro nuanasona [67,68,106,107].

YpoBeHb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb J0CTOBEPHOCTH J10KA3aTeJbCTB — 4)

KommenTapuu: npu eunonapamupeose uacmo nada00aemcs CHUNMCEHUe YpPO8Hs MA2HUSL Cbl8OPOMKU
Kkpoeu. lunomacHuemusi cama no cebe Mmodxcem OblmMb NPUYUHOU PA3BUMUA SUNOKATbYUEMUU U
QYHKYUOHATIbLHO2O 2UnOnapamupeo3da, a makdice NpPensmcmeosams OOCMUNCEHUIO KOMHEeHCayuu
3aboneganus. Ilpuyunoii cunomazHuemMuu Mmodcem sGIAMbCA Mepanus UHSUOUMOPAMU NPOMOHHOU
HOMAbL UMY MUASUOHBIMU OUYpemuKamu. [l HOpMATU3ayuu yYpOoHs MA2HUSL CblBOPOMKU KpPOSU
PEKOMEHOO0BAHO UCNONL30BAHUE NPEnapamos KOMOUHAYUU paziudnblx coneu machus. Ilpenapamol
KOMOUHAYUY PA3IUYHbIX CONel MA2HUsL He 8Ce20d XOPOUL0 NePeHOCAMC U3-3a PA36UMUsL HCeYOOUHO-

KUule4dHovlXx pClCCWlpOlZCWl@.



e VY MalMeHTOB ¢ TMIONAPATUPEO30M PEKOMEHIOBAHO MOAIEPKUBATh YpoBeHb 25-OH Butamuna D B

ONTUMAJILHOM JMana3zoHe, Kak s oomied nonymsiuu [1,67,68,75,108—112].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YypoBeHb J0CTOBEPHOCTH J10KA3aTeJIbCTB — 5)
Kommenrapun:

e B Hnacmoswee epems, 6 c8a3u C OMCYmMCmMEUeM CPABHUMENbHbIX UCCLe008AHUU, O02PAHUYEHDI
OaHHble 0 NPEeUMYWeCmaeax UCHONb308AHUS KOMOUHUPOBAHHOU Mepanuu npenapamami. 6UMamuna
D u eco npouzeoonvimu (anvghakanvyuoon™*, kareyumpuon®*) u namusnoii goopmor sumamuna D
(konekanvyugepon™**) nao monomepanueii npenapamamu sumamuna D u e2o npouzeooHviMu
(anvpaxanoyuoon™*, xaneyumpuon**). Tem ne menee, uacmoma eoCnumMaIU3aAyUll ¢ OCMPOL
2unoKanibyuemMuell 3HaAYUMo 8vblule HA MOHOmepanuu npenapamamu eumamurna D u e2o
npou3800HbLIMU (anbghakanrbyudon™**, karvyumpuon®*), uem na mepanuu HamusHviMu Gopmamu
sumamuna D (konexanvyugpepon™**) ¢ cynpaguszuonocuueckux 0ozax. Imu oanuvie mocym Obimb
O00BACHEHbL  PA3TUYHBIMU NEPUOOAMU NOTYBbIGeOeHUs NPenapamos, Ko2oa Hnpu OO0CHUICEHUU
aoexgammuoco yposus 25(0OH)D konebanus xanvyuemuu Kpo8U MeHee BblpadiCeHbl, Yem npu
UCNONb3068AHUL  KOpOomKoOelicmgylowe2o npenapama eumamuna D u e2o npoussoOHvix
(anvaxanoyuoon™*, kanvyumpuon™**).

o /s 60nbHBIX C 2Unonapamupeo3om, makdice, Kaxk u 0is ooujell NOnyIsayuU, 8 DOILUUHCIEE CyUaes
xapaxkmepno Hanudue Hedocmamra unu oegpuyuma sumamuna D. B céa3u ¢ uem 015 e2o0 Koppexyuu
UenecoodpazHo UCNOIb308aHUE HAMUBHBIX opm sumamuna D (konexarvyughepon™*).

e Jlnsa poccutickoii nonynsayuu onmumanvhvie yposuu 25(0OH)D ycmanoenenvl 6 ouanazone 30-60 ne/
ma (75-150 umonw/n). Ypoeuu 25(0OH)D 6onee 100 ne/mn (250 umonv/n) mozym cmamov npuvuHou
MOKCUYEeCK020 8030eticmaus sumamuna D Ha opeaHu3m u He peKomMeHOYIOmCs.

o Hedocmamounocmov eumamuna D accoyuuposamna ¢ HapyuieHuem npoyecco8 MUHepatu3ayul,
pemooenuposarus Kocmuou mrxanu. Qonaxko Qynkyuu sumamurna D He 02panuuuaromcs moibKo
Koumponem ¢hocghopHo-kanbyuego2o o0OMeHa, OH makxdice 6ausem Ha MHo2ue @husuonrocuyeckue
npoyeccwl 8 opeanuzme. Bueckenemmuvle («nexnaccuuecxkuey) agpgpexmor eumamuna D peanuzyromes
3a cuem HaAIUYUs 60 MHO2UX Kiemkax e2o peyenmopoe eumamuna D (VDR), kpome moco 8
HEKOMOopuIX MKAHAX npucymcmeyem coocmeennas 1 anbga-euopokcunaza os 6HympuKiemoiHo2o
cuHme3a akmueHou hopmvl 20pMoHa.

o Tepanusa npenapamamu sumamuna D u e2o npoussooHvimu (anrvgaxarvyuoon™*, kareyumpuon™*)

He oKkasvlgaem enuaHus Ha yposenv 25(0OH)D cvisopomku kposu.

o PexoMmeHmyercs crnenuaibHOe OOy4YeHHE TMAIMEHTOB C THIONAPAaTHPEO30M C OOCYKIECHUEM
BO3MOJKHBIX CHMIITOMOB THIIO- ¥ THIIEPKAIBIIUEMHUH W/ WA OCIIOKHEHUH 3a00JIeBaHUs, a TAK)Ke Mep

uX NpOoPUIAKTUKU JIsl TPO(PUIAKTUKH KU3HEYTPOXKAIOIIMX COCTOSHUM [67,68].
YpoBennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KomMeHnTapuu: pexomeroosano OunHamuueckoe HAOMOOeHUe U Pe2VIAPHbIUL  MOHUMOPUHE
OuoOXUMUYECKUX noKazamesnel Kposu u Mo4U Y NAYUEHMO8 ¢ 2UNOnapamupeo3om, 00HAKO, HeCMOMpsL
HA pe2ysApHbIll  KOHMPOLb U A0EK8AMHYI0 Mepanulo  2UNOnapamupeo3d, puck pazeumus

CUNOKAIbYUEMUHYECKUX COCMOSIHUUL COXpaHsi1emcsl. Takum 06p6130M, HeobX00UMOCmb OUEHKU



nayueHmom CcOOCMBEHHO20 COCMOAHUA, 3HAHUE CUMNIMOMO8 U NposAGIeHull 3a001e8aHus,
KOMOPOUOHBIX COCMOAHUL, NPUZHAKOS NEePe003UPOBKU NeKaAPCMBEHHbIMU CPeOCmeamu s6JIsemcs
BANCHLIM ACHEKMOM 8 JIeYeHUU U OOCMUNCEHUU OO0JI20CPOYHO20 KOHMPOJsL Hao 3abonesanuem. B
mabnuye 6 npedcmasniena KIUHUYECKAS CUMAMOMAMUKA, O KOMOpOU cledyem UHGoOpMuposams
nayueHmos, Ymoodwvl OHU MO2IU CAMOCMOAMENbHO 3aN0003PpUmMb Y cebsl 2Uuno- Uil 2UnepKaibyuemMuro

Ha paHHel cmaouu.

Ta6auua 6. Knuandyeckas cUMITOMAaTUKa, O KOTOPOW cleayeT MHGOPMUPOBATH MAlUEHTOB, YTOOBI

OHH MOTJIM CaMOCTOATCIIbHO 3aIlIOAO03PUTD Y ce0s TUIOo- WJIN TUIICPKAJIbIUCMHIO HaA paHHeﬁ craauu.

OpraHbl/CUCTEMbI MnokanbunemMusn Mnepkanbuymnemusn
LleHTpanbHas HepBHas Jdenpeccus CnabocTtb
cuctema PasapaxuTenbHoOCTb FonosHas 60sb
CnyTaHHOCTb CO3HaHUSA 1 Ae30pueHTaums COHNNBOCTb
Cynoporu CnyTaHHOCTb CO3HaHUS M Ae30pueHTaums

CHumxeHue namMaTu n
BHUMaHUA

KOHUEHTpauun

OHeMeHMss UM nokanbiBaHus (napectesun) B MbiweyHas cnaboctb

nanbLax pyK U HOr, OKOJIOPOTOBOW 0bnacTu

Henpo-MbllweyHas cuctemMa

CepaeyHo-cocyancTas
cucTema

YacTbln, aQpUTMUYHbIN MYyNbC
CYMNTOMbI CepAeYHON HefO0CTaTOYHOCTHU

YacTbln, aQpUTMUYHbIN MyAbC
ApTepuanbHas runepTeH3uns

XenyaouHo-KuweyHbln
TpakT

bonb B XunBoTte

[MoTepsa anneTuTa
TowHoTa, pBoTa

bonb B XnBoTe
3anopbl

[Moukun Monnypwus
CyXoCTb BO pTY, Xaxaa

OpraHbl AbIXaHus 3aTpyAHEeHUS AblXaHus
CBucTslee ablXxaHune

YyBCTBO «CAaBNeHUS» B ropne

3.2 llonpasnaea 2. KoncepBaTuBHOE JIeUeHHE

ﬁeKapCMGQHHble npenapanivl, UCNOJIb3yemble 0Nl 1eyeHusl cunonapamupeosa npedcmaeﬂenbl 6

maobnuye 7.

Tabauua 7. JlekapcTBEHHBIE IPENAPaThl IS JIEYCHUS TUIIONapaTUPE03a.

Me>xayHapoaHoe CpeaHsas EavHuubI KpaTHoCTb npuema
HernaTeHTOBaHHoOE CyTO4Has fo3a nsMepeHusa

HauMeHOBaHUe N1IeKapCTBEHHOro

npenapara

Anbdakanbumngon** 1,0-4,0 MK 1-3 pas/cyTkun
Kanbumntpunon** 0,25-2,0 MK 1-3 pa3s/ cyTtkn
lMpenapaTbl, coaepxawme Kanbuuns 1000-3000 Mr 1-4 pas/cyTku
kapboHaT?

Konekanbumndepon** 400-8002 ME 1 pas/cyTku
#Imapoxnoptnasma**[47,113-115] 12,5-100 Mr 1-2 pas/cyTku
#XnoptanuaoH 1[115,116] 50-100 Mr 1 pas/cyTku
KoMbuHaumm  pas3/IMuyHbIX  conen 300-400 Mr 1-3 pa3/cvTKu




| MaruLmsa ' |

. Cynb(paHUIAMHUHBI, JEHUCTBYIONINE HA KOPTUKATIBHBIN cerMeHT neTiu [ene.

2 _ mpodunakrudeckas 03a KoleKaiblmpepona**, mokasana npu yposre 25(0OH)D>30 ur/ma (75

HMOJIB/JT), B ciiy4yae aeduumra Wik HEeAOCTaTOYHOCTH BUTamMuHa D MoxkeT moTpeboBaThCsi Oolblas

71032 Tpernapara.

3 - B TOM 4HCclie B COCTaBE KOMOMHMPOBAHHOIO Iperapara «KapOOHAT —Kambiust -+

KOJICKabITA(Depo™ ™.

* o
- IIperapar BXOAUT B CIIMCOK KU3HCHHO HGO6XOIII/IMBIX U BAXXHCUIIUX JICKAPCTBCHHLIX IIPCIIApATOB
(OKHBJIII).

o JlekapcTBeHHasl Tepamusi peKOMEHIYETCsS BCEM MallMeHTaM C XPOHHYECKHM THIONApaTHpPEeO30M C
CUMIITOMAaMU THIOKAJbIIUEMUU M YPOBHEM ajbOYMUH-CKOPPEKTUPOBAHHOTO Kajbilusg MeHee 2,0
MMOJIB/JT WM WOHW3UPOBAHHOTO KaJbIIMS CHIBOPOTKH KpoBm MeHee 1,0 mMonw/n. B cimydae
0ECCUMNTOMHOTO  TEYEHHMsS]  XPOHHYECKOTO  THUIOMapaTUpeo3a W YPOBHEM  albOyMUH-
CKOPPEKTHUPOBAHHOTO KaJbIMs MKy 2,0 MMOJIB/JT U HIDKHEHN TpaHulied peepeHCHOTo Juana3oHa
pEeKOMEHJyeTcsl TpoOHas Tepamuss C MOCJIEAyIoleld OIEHKOW OOIIero camMoO4yyBCTBUS
[1,29,47,67,68,117].

Yposenn yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 3)

KomMmeHnTapuu: 1exapcmeennas mepanus 2unonapamupeo3a y HNayueHmos C GblpAdCeHHbIMU
CUMNMOMAMU ~ 2UNOKAIbYUEMUU He 6bl3bleaem COMHEHUll, O0OHAKO HeoOX0OUMOCMb JledeHus
OeccumMnmoMHbIX NaYueHmos ¢ 1a60pamopHo NOOMBEEPHCOEHHOU 1e2KOl 2UNOKalbyueMuel 0Cmaemcs
omKpuImMuvIM 60npocom. Tounwlil yposeHs Kanbyus Kpo8U, npu KOMoOpoM OONHCHA ObIMb UHUYUUPOBAHA
mepanus, He onpeoeneH. Pe3koe cHudceHue YpoeHs KAlbYus CblGOPOMKU KPOBU MOJHCEMm
CNPOBOYUPOBAMb PA3GUMUE CUMNIMOMO8 SUNOKAIbYUEMUU 0adce NPU COXPAHEHUU HOPMOKANbYUEMUU.
C Opyeou cmopoHbl, MEONeHHO pa38UBAIOWAACA U ONUMENIbHO CYUeCmByIowds BblPadtCeHHA
CUNOKATILYUEMUSL MONHCEM CONPOBOAHCOAMbCL OMCYMCMEUEM CUMNIMOMOS, YUMo CKOpee 8Ce20 CB5A3AHO C
aoanmayueu OopeamusMa K XPOHUYECKUM UBMEHEeHUSAM Kalbyuesozco 2omeocmasd. Y nayuenmos c
coxpannot gynxkyueu OLDK yposenv kanvyus noooepoicusaemcs 8 6ecbMd Y3KOM peghepeHCcHOM
ouanazone. Taxum obpasom, nayuenmam ¢ 6eCCUMNMOMHbBIM MeYeHUueM SUNONapamupeo3a Moxicem
ObIMb PEKOMEHO0BAHO JleYeHUe C UYenbl0 B03MONCHO2O Yayuulenus ux cocmosnus. Ecnu nuxaxux
VIYUWeHUll He npouzoulio nocie 6-12 mecayes mepanuu, NOMpeOHOCMb 8 JleYeHUU Moxcenm Oblmb

nepecmompena, 0CcobeHHO ecu CUNOKAJIbYUEMUA MACKAAL.

o [Ipemaparsl BuTamMunaa D u ero npou3BoaHbie (aabhakaabuI0I™*, KaabIUTPHOT**) B coueTaHUU

C MperapaTaMy KaJIbIUsl B PAa3IMYHBIX J103aX PEKOMEHJIOBAaHbI B Ka4€CTBE CTaHJIAPTHOM Teparuu
runonaparupeosa [1,29,67,68,77,78,112,118—122].

YpoBenb yoenurteabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB — 4)

KomMenTapum:



. Cmanoapmuas mepanus cunonapamupeosa exkuodaem 6 cebsi npenapamel gumamuna D u e2o
npou3eooHble (anvgarxanvyudon™™, kanvyumpuon™*) u npenapamor xanvyus. Kanvyuemuueckuii

aghhexm kanvyumpuona** npesviuiaem makosou y anv@axaivyudona** npumepHo 0goe.

. Cpeonemepaneemuueckue 003vl karvyumpuona™** cocmasasiom 0,25-2,0 mxe/cymku, 011

anvaxanvyudonra™** - 1,0-4,0 mxe/cymku.

. s noodepoicanusi ypoBHs Kaivyus Kposu 8 npeoeinax yenesoco YPOSHs PEeKOMeHOYemcs.
mumpayusi 003 npenapamos eumamuna D u e20 npoussooHvlx, paszodeienue CYMMApPHOU 003bl
npenapama 6 2-3 npuema. Tumpayusi 00361 00b14HO npoussooumcs ¢ wiazom 6 0,5 (uwu 0,25) mke ona
anvghakanvyuoona®* u 0,25 mxe ona xarvyumpuona™**. bonvwuti wae usmeneHus 003 MOddcem
nompedo8amvbCs NPU BbIPANCEHHBIX 2UNo/eunepraivyuemuu. Pexomenoyembiii pemMeHHOU UHMEPBAL
0ns1  Koppexkyuu 003 npenapama eumamuna D u e2o npouzeoouwix (anvgaxanvyudon®,
Kanoyumpuon**) cocmasnsem 2-3 OHs, umo 00YCi061eHO UX (HaApMAKOKUHEMUKOU U KaK cledcmaue,
A0eKBaAMHOU OYEHKOU NPOBEOeHHbIX UMeHeHul. llpu MarocumMnmomMHoOM medyeHuu U YMepeHHbIX
Konebanusax nokazameneu Kaibyuemuu 1a00pamopHas OYyeHKa adeKk8amuoCmu CKOPPeKmupo8aHHbLX
003 Mmodicem Obimb npouszgedena uepe3z 7-10 Owetl. J[1a oyenxu KiuHuueckou 3¢ghghexmusnocmu
nO00OPAHHOU mepanuu U OOCMUNCEHUS CMAOUTbHBIX SHAYEHUL KATbYUeMUuu Modxcem nompebosamscs
oxono 2-3 mecayes, 0coOeHHO 0l NAYUEHMOB C 8bICOKOU NOMpeOHOCMbIo 8 npenapamax eumamuna D

u eco I’lpOMSGOOHle.

° H30Jlup06aHHO€ HA3HayeHue coiell Kajlvyus namoecenHemuyecKku He onpaedam) u evl3vleaem

AUUD KDAMKOBPEMEHRHOE NO6blUUEeHUE noxaszameneu Katvyuemuu col6OpomiKu Kpoesu.

° HauueﬂmaM C cunonapamupeo3om peKOMeH()yemC}z UCnoivb306danitob ()uemy C 6blCOKUM

nompeonenuem Kaabyuticooepicaujux npooykmos.

. ns newenus eunonapamupeosa UCnoab3yImcs paiuyHvle npenapamsl kanvyus. Kax npasuno
npumensiemcs npenapamsl, cooepoicawjue kamvyus kapoonam (40% snemenmaphoco Kaivyus), 6 mom
yucie 6 cocmase KOMOUHUPOBAHHO2O Npenapama «Kauvbyus Kapoonam +Konekanvyugeponry 6
cpeonecymounvix 003ax 1-3 2 (mocym Ovimb uCnonb308anbl U Ooee 8bicoKUue 003vl). Takce mocym
ObIMb UCNONB308aHbI NUUEBble 000asku karvyus yumpama (21% osnemenmaproco kanvyus). Ilpu
HA3HAYEeHUU HEOOXOOUMO YHUMBIEAMb 0CODEHHOCMU (APMAKOKUHEMUKU DPA3IUYHbIX NPEenapamos:
Kabyust KapOboHam Jiyduie 6Cacbléaenmcst 8 KUCIOU cpede JHeelyoKa, NoIMomy oonee npeonoumumeneH
npuem eémecme ¢ nuwjell;, Kaibyus YUmpam peKoMeHO08aH NaAyueHmam ¢ axiopeuopuet uiu

nojaydyaromux ijeverue uHeu6um0paMu nponioHo6020 Hacocda.

. Buicokue 0oswbr npenapamos kanvyus mocym cHuzume nompebHocmo 6 eumamune D u e2o
NPOU3BOOHBIX U YIVHUUUMb KOHMPONb 3a NOO0EPHCaAHUeM Yenesoco Ypoeus ¢hocghopa cbleopomiu

Kpo8U, c83b18as (hocghop 6 KuuleuHuxe.

e Jlms mMaIMEeHTOB C XPOHUYECKUM THIIOMAPATUPEO30M U THUIEPKAIBIIUYPHEH PEKOMEHIOBAHO
CHIDKEHHE JI03 TIperapaToB KalbIlMs W HU3KO-COJICBas AUETa JIS JOCTHDKCHHS II€JICBOTO YPOBHS
sKckperuu kanbiws [1,29,47,67,68,77,78,86,112—114,116,123—-128].



YpoBennb yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

e JIyist MariueHTOB ¢ XPOHUYECKUM TUIIONIAPATUPEO30M U TUIIEPKAIBIINYPUEH PEKOMEHI0BaHA TePAITHsI
THA3UIaMU JIJIs1 IOCTHXKEHUSI 11€JIEBOT0 YPOBHS AKCKpeuuu Kanbius [1,29,47,67,68,77,78,86,112—
114,116,123-128].

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH J10KA3aTeJbCTB — 4)
KommenTapuu:

. B ceazu ¢ passumuem eunepkanvyuypuu npu cunonapamupeo3e noebluleH PUck no4yeyHbvlx
ocnoxcuenuti. Takum  obpazom, YpO8eHb  CYMOYHOU  IKCKpeyuu  Kaaibyus peKoMeHOO0B8AHO
noooepxcusams 8  npeoenax — yenegoco - Ouanazoua. A - yMeHbuleHUs  8blpAHCEHHOCMU

cunepkajibyuypuu pekomendoeano CHUDICeHUe 003 npenapamoes Kajlbyusl U HUSKO-coieeasl ouema.

. Ipu omcymcemeuu >¢pghpexma om GvlnONHEHUST OUEMULECKUX PEKOMEHOAYULL U O KOPPEeKYUU
003  npenapamos,  pPeKOMEeHOO0B8AHO  UCHOIb306AHUE  Mepanuu  muasuoamu  (Hanpumep,
auopoxnopomuasuo™*).  Ilonudicas >SKckpeyuro Kaivyus ¢ MOYOU, MUA3UObL CNOCOOCMBYIOM
VEENUUEHUIO YPOBHSL KATbYUS 6 Cbl8OPOMKE KPOBU, d MAKICE CHUNCEHUIO NOMPEeOHOCIU 8 NPEenapamax

Kajlbyusi eumamura D u eco I’lp0u3606Hblx.

. Dppexmusnocmsb UCNONB308AHUSL MUABUOOE 00303ABUCUMA, NPUEM OOIHCEH COYEeMAamuvCsi C
HU3KO-CON1e8oU ouemou. Pekomenooeano ucnonv3o6anue mua3uoo8 08axcovl 6 0eHb, HAYAIbHASL 003d
Heuopoxnopomuasuoa®* moocem ocmasname 25-50 me 6 cymxu [47,113-115]. Cynvghonamuosi
(#xnopmanuodon) mocym ucnonv3osamscsi 6 pedcume 1 paz 6 cymku 6 cei3u ¢ ux oOoinee

npooonicumenvHuilM npoguiem oeticmsus [115,116].

. Puck nobounvix a¢hgpexmos ysenuuusaemces ¢ 0030t npenapamos, nOmMeHyuaIbHbvie noOOUHbIE
appekmol  credyem muamenvbHO KOHMPOIUPOBAMb 60 BpeMs JleYeHUs, 6KI4as KOHMPO/b

ANEKMPOJUMHOCO cocnmasa Kpoeu u apmepuailbHoco oasneHusl.

o Jlnis marMeHToB ¢ XPOHUYECKUM TUIIOMApaTUPEO30M U runepdocdaremMueii peKoMeHyeTCsl HU3KO-
docharnas nguera W KOPpPEKUUS 03 CTAaHAApPTHOM Tepamuu C LETbI0  JIOCTIKEHUS

HopModocdareMun U TPOPUIAKTUKN BHECKEIETHOM Kanbiudukanuu [67,68,112,129,130].
YpoBenb yoeauTeabHOCTH pekoMeHaannii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4)

KommenTapuu: gvicoxuil yposenv ¢hocghopa 6 cvigopomike Kpogu nogvluiaen pPUCKU BHECKelemHoll
Kanvyugurayuu,  Xoms — MeXamusM — OAHHbIX  U3MEHeHull He u3eecmeH. Jlna  Koppexkyuu
aunepghochamemuu  peKomMeH008aHO CcOOMOOCHUE OUEMUYECKUX PEKOMEHOAUULl N0 02PAHUYEHUIO
nompeobnenuss npooykmos, 6ozamvix ocopom. Pexomenoosano makdce yeenuuenue 003vl
npenapamoé Kaabyus U YMeHbUuleHue 003bl npenapamos eumamuna D u e2o npouzsoonvix
(anvghakanvyuoon**, xanoyumpuon®*) ons cuudcenus ecacvléanusi Gocgopa u ysenuveHus e2o
C8A3bIBAHUA 8 KuuleuHuxke. B cnyuae omcymcmeus Odocmudicenuss Hopmoghochamemuu Ha @owe

NPOBEOEeHHOU KOPPEKYUU 803MOHNCHO 8pEeMEHHOe Ha3HayueHue pocghamounoepos.



e VY MaIMEHTOB C TUIIONAPATUPEO30M MPH BBISBICHUHU COIYTCTBYIOMIETO AePHUIIUTA/HEA0CTATOUHOCTH
BUTaMUHAa D /19 €ro BOCIOJHEHUS PEKOMEHJYEeTCS Ha3HAu€HHE IpernapaToB HATUBHON (POpPMBbI
ButamuHa D (konekanbpiudepon™*) B cTaHAapTHBIX A03aX, KaK JUIsl OOIIed MOmysiuu, HECMOTPS
Ha JICUGHHWE TIpernapaTaMd BHTaMHHa D W €ro mpou3BOAHBIMH  (aib(hakaabIidmor™*,
KanpuTpuon**) [67,68,77,131,132].

YpoBeHb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH J10KA3aTeJbCTB — 5)

KoMMeHTapuu: y nayuenmos ¢ 2unonapamupeo3om, NOAYHAWUX mMepanuio npenapamamu
sumamuna D u e2o npouzeoomviMu u npenapamamu Kauibyus, NOO0epHCaHue yeneso2o YpPOGHs
25(OH)D nossonsem peanuzosamv 6HeCKelemHbvle «HeKaaccuueckuey sggexmol sumamuna D, a
makdice obecneuums Ooee cmolikue nokasamenu kaivyuemuu. Tepanus npenapamamu sumamuna D
(anvghakanvyuoon**, xaroyumpuon®*) u e2o npouzBOOHBLIMU He OKa3vbleaem 6GIUAHUS HA VPOBEHb
25(OH)D cwisopomku kposu. Haznauenue namusnot ¢hopmol sumamuna D (konexanvyugpepon™*)
HeobXo0UMo 0/ 80CNOoNHeHUs Oeuyuma/medocmamounocmu sumamuna D npu eco eviseienuu. J{o3vl
Konexkanvyugeponra™*, ucnonvzyemvie 05 Koppekyuu oeguyuma/nedoocmamoyrnocmu eumamuna D, a
makoice noodepoicusarouue 003bl He OMAUYAIOMC OM DPEKOMEHOOBAHHBIX OJisl 0Oweli NOnYIAYUl.
llayuenmam ¢ eunonapamupeo3om peKOMeHO08aH KOHMPOIb (OCHOPHO-KAIbYUEB020 00MeHa 8
nepuood HA3HAYeHUs HAcLlwyarwux 003 Kolekarvyugepora** o0ns ceoe8peMeHH020 BblAG1eHUs

meHdeHL;uu K cunepkailvyuemuu u Koppekyuu mepanuu.

e He pexomeHayeTcs MCIONB30BaTh PEKOMOWHAHTHBIN YeTOBEUECKUN TapaTUPEOUIHBIN TOPMOH s

JICYCHUS TUTIONIApaTUPE03a B pyTUHHON KIIMHUYECKOM npakTuke [68,70].
YpoBeHb yoeauteabHocTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH 10KAa3aTeIbCTB — 5)

KomMmeHnTapuu: nopmokanbyuemuss y nayuenmos ¢ eunonapamupeo3om moxcem ovims 00CmMucHyma
UCNONIb308AHUEM MEPanuu NapamupeouorHbiMu 2opMoHamu u ux anairoeamu (k00 ATX: HO54AA). B
Poccuiickot @edepayuu 3apecucmpuposannvim npenapamom oanmotu epynnul aensiemcs LTI (1-34),
#Tepunapamuo™®*, cpemusis npoza 37+2.6 wmkr/cyr [133-136]. Tepanus #Tepunapamuoom™*
CONPOBONCOAEMCSl CHUMCEHUEM 003 Npenapamos Kaibyus u npenapamos eumamuna D u eco
npou3800HbIX (anbgharanvyudon™*, kanvyumpuon™*) u cnocobcmeyem noodoepricanuro ypoeHs Kaibyus
CbIBOPOMKU KpOBU 6 npedenax yeneso2o yposHs. Tepanus #Tepunapamudom™* moocem ynyuwums
noxazamenu Cymo4HoU dKCKpeyuu Kaibyus U Kawecmeo HCU3HU NAYUEHMO8, d MAKIce CHU3UMb PUCKU
noueuynvlx ocnoxcHeHuti. OQOHAKO HA Ce2oOHAUWHUL OeHb He HAKONJIEeHO O00CMAMOYHO 3HAHUL O
00JI20CPOUHBIX Pe3YIbMmamax UCHONb308AHUSL OaHHO20 npenapama. Taxum obpazom, mepanus
#Tepunapamuoom™* mooxcem 661msb PEeKOMEHO0BAHA OMOETbHLIM SPYNNAM NAYUEHIO8 NO NOKAZAHUSAM.
B Poccutickoti @edepayuu npenapamel us epynnuvl «llapamupeoudnvie 2opmonsl U ux amanoeu (Koo
ATX: HO5AA)» He 3apecucmpuposaHvl no NOKA3AHUIO JleYeHUs NAYUeHmos ¢ SUNONapamupeo3om.
Iloopobnoe onucanue npumenenus mepanuu #lepunapamuoom™* npeocmasneno 6 JJononHumenvHotl

ungopmayuu, noopasoen 7.3.

3.3 lloapasaena 3. Xupyprudeckoe jJedeHue



Xupypeuueckux memo0og neueHus 0aHHo20 3a001esanus He pazpadomato.

3.4 llonpasnen 4. Unoe neyeHue

Hnoe neuenue ne NPUMEHAENICA.



4. MeaqMuMHCKAA peadUIuTALUSA, MeAUIUHCKHE
NMOKA3aHUA M IPOTUBOIMOKA3AHUA K IPUMEHEHU IO
METOA0B peadMJIMTAUU

Crneunduueckas peabunuranus He pazpadboTaHa.



S. IIpoduiaakTuKa ¥ AUCHAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE NMOKA3AHUSA U POTUBOINOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKHA

o [laruentaM mepen MIAHUPYEMBIM XUPYPTrHUYECKMM BMEIIATENILCTBOM Ha 00JacTH  IIeu
peKoMeHI0BaHO ompeaenenne ypoHs 25-OH Butamuna D u komneHcarus ero nedumura ¢ neabko
NpO(PUIAKTUKY PA3BUTHS TOCIEONEPALMOHHOTO TPAH3UTOPHOro rumnomnaparupeosa [73,130,137-
144].

YpoBenn yoenureabHOcTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

KOMMCHTapI/II/IZ paseumue nocjieonepayuonioco mpaH3umopHo2co cunonapamupeosa accCoyuuposaHo ¢

Haauuuem npeoonepayuonHo2o oeuyuma/nedocmamournocmu 25(OH)D.

e Bo uzbexxanue noBpexaeHuss w/mwnu aesackyiasipusauuu OLK He pekomenmoBaHa oOsi3aTenbHast

UX PEBU3HS BO BpeMs Ollepalliy Ha opraHax mieu [ 145—-147].
YpoBeHb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeJbCTB — 4)

Kommenrapum: gwinonnenue eusyanuzayuu OIIDK 60 epems onepayuu ce13aHo ¢ puckamu
NOBpeNCOeHUs KDOBOCHADIICEHUSL Jicelle3, d MAKHCE MONHCEM CYULeCMBEHHO Y8eludyums OIUmelbHOCMb
ONepamusHo20 BMeuamenbCmeda, 4mo SGNAemcs He3aAB8UCUMbIM  (QAKMOPOM PUCKA  Pa3sumus
eunonapamupeosa. Jna uoenmugurxayuu OLLDK, a maxoce 0151 oyeHKu ux HcuzHecnocoOHOCmMuU 60
spemsi onepayull 803MONCHO UCNONb308AHUEe (DI0opecyeHmuol aneuozpaguu ¢ UHOOYUAHUHOM

3€J/1EHbIM.

e B mepBble CyTKH TOCI€ XHUPYPTHUECKOTO BMEIIATENbCTBA B OO0JACTH IIE€W PEKOMEHIYETCS
onpenenenue ypoBHei 1T u anbOyMHH-CKOPPEKTUPOBAHHOTO /WM MOHU3UPOBAHHOTO KaJIbIIHSI
KpOBU I JUArHOCTUKM THUIIONApaTtupeo3a M OMNpeleseHuss NOTPEeOHOCTH B Ha3HAUYCHUU

MpenaparoB KajblUs U MpenaparoB BUTaMuHa D u ero mpou3BoJHbIX [73].
VYpoBeHb yOenuTenbHOCTH pekoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeIIbCTB — 2)

Kommentapuu: necmomps na mo, umo 6 Hacmosujee 8pemMs He pa3pabomaHvl 4emxkue epemeHHbvle
Kpumepuu 0ns 3abopa kposu ua IITI" u noxkazamenu Kaivyus 6 HNOCIEONEPAYUOHHOM Nepuooe,
nposedeHHbvle UCCIIe008AHUS OEMOHCMPUPYIOM YEHHOCTb UBMEPEHUs OaQHHbIX NAPAMempos 8 medeHue
nepevix 24 uacos nocie onepayuu Ha opeanax uieu. Yposeuwv IITI menee 15 ne/mn 6 nepsvlii Oerb
nocie  onepayuu - paccmampueaemcsi  KaKk — Hpeouxmop — pazeumus — NoCleonepayuoHHO20
eunonapamupeosa  (4yecmeumenvrocmo 97,7%, cneyuguunocmo 82,6%). Ilocneonepayuonnas
OYyeHKa 1abopamopHblx nokazameneu oc@opro-karbyuesoco obMeHa — Heobxooumoe yciosue OJis

C60€6PEMEHHO2C0 HA3HAYEHUA npenapamoes eunamunda D u eco np0u3600Hblx u npenapamoes Kajlbyu:l.

° HaHI/IeHTaM, MNEPCHCCHINM TOTAJIBHYIO TUPCOUASKTOMUIO, PCKOMCHAOBAHO PYTHHHOC IMPHUMCHCHHC
NCPOpaJbHBIX IMPCIAaparoB KaJdblIHWA B TCUYCHHUC IICPBBIX 2 HCACIb IIOCJIC Oncpanvn JJid

npoUIaKTUKU OCTPO runokagbiemut [ 148,149].



VYpoBeHb yOenuTeIbHOCTH peKOMEeHAauii A (YPOBEHb IOCTOBEPHOCTH JOKA3aTENbCTB — 1)

Kommentapun: Munumanvuou pexomenoyemas cymouHas 003 NEPOPANIbHLIX NPenapamos Kalbyus
cocmasnsiem ne menee 3000 me na cpox He meHee 2 Hedelb ¢ NOCiedyiowell OyeHKoU nokazamenel

docopro-kanvyueeoco oomena u onpeoenenuem nNompeoHOCmu 8 NPOOOIHCEHUU MePanuiu.

e [lamuenTaM, mepeHECHIUM TOTAIbHYI0 THUPEOUIIKTOMHIO, C TOBBIIMICHHBIM PHUCKOM Pa3BUTHS
MOCJICONEPAIMOHHON THUIOKAJIBIIMEMUN PEKOMEHJIOBAHO PYTHHHOE HAa3HAYCHUE TMepOpabHBIX
npernaparoB KajbllMsl B COYETAaHMM C TpernaparaMd BUTaMMHAa D U ero Npou3BOAHBIMU
(anbpdakanbuAon**, KanbUUTPUOI*™*) B TEUEHUE MEPBBIX 2 HENENb MOCJE ONepaluyd Ha OpraHax

men 75 TpoQUIakTUKN OCTPOi runokansiimemun [148—150].
VYpoBeHb yOenuTeaIbHOCTH peKOMeH1aluii A (YpOBEHb JIOCTOBEPHOCTHU JOKA3aTeNbCTB — 1)

KoMMeHTapuu: k HezasucumviM npeouxmopam nocieonepayuoHHol 2unOKaIbyueMuu OmHOCIm
MUPEOUOIKMOMUIO, OCOOEHHO C UYEHMPATbHOU U/Uiu 6O0K08OU auUMpoouccekyuel, NnoGMOPHYIO
onepayuio Ha opeanax weu, unmpaonepayuonroe nogpedcoenue OLLK, a maxoce nuskuti unmpa- u

nocueonepayuonnsli yposens I1TI.

Munumanvhoii pekomendyemas Cymounas 003 NepoOPalbHbIX NPenapamos Kaibyus cOCMmasisiem He
mernee 3000 me 6 couemanuu ¢ mepanueli npenapamamu eumamuna D u e2o npouzsooHvix
(Hranoyumpuon™** 1 mxe 6 cymku) nHa cpox ne menee 2 Hedelb ¢ nociedyroulell OUeHKol nokasameinell

GocopHo-kanvyuesoeo oomena u onpedenenuem nompebHocmu 6 npoooadxceHuu mepanuu [148].

o [JanmenTaM B XOI€ XUPYpru4yeCKOro BMEIIATENbCTBA HA OPraHax ILIEH IIPU JEBACKYISIPU3ALUU
OLDX  pexomMeHIOBaHO  MpOBEJEHUE WX  ayTOTPAHCIUIAHTAUWU Ui  NPOPUIAKTUKH

MOCJIEONEPAMOHHOTO0 runonaparupeos3a [151,152].
YpoBeHb yoeauTEILHOCTH peKoMeHaaunii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 3)

Kommenrtapuu: aymompancnianmayusa OLLDK, Oesackynapuzosannoil 6 Xxolde Xupypeuueckozo
eMewamenbcmea Ha —ooracmu  weu, A6naemcs IPOEeKMusHbIM - MemoooM  NPOPUIAKMUKU
nocieonepayuonno2o eunonapamupeosa. Hopmanonvie OLLDK kax npasuno mpancniaumupyomcs 8
2PYOUHO-KIIOUUYHO-COCYCBUOHYIO MbLULYY, MO020d KAK UMEHEHHble, 2UNePHIA3UPOBAHHbIE JiCele3bl
bonee npeonoOUMUmMenvbHO MPAHCHAAHMUPOBAMb 8 NIEYeNYUe8VI0 MblYY He OOMUHAHMHO20

npeoniedvsi.



6. Opranu3zanus oKa3aHusl MeJIUIUHCKON IMTOMOIIH

AM6YH3TOpHBIfI ATaIl OKa3aHUus MEJIUIIMHCKON IIOMOIIIHN.

1) mpoBeneHue mabOpPaTOpPHOro OOCIENOBAHUS C OMNpENeICHHEM OHMOXMMUYECKHX TOKa3aTelen

dochopHO-KambIHEBOTO OOMEHA B KPOBU U B MOYE;

2) mpoBeAeHNe UHCTpyMeHTajdbHOro oOcienoBanus - Y3U mouek (mo mokazanusim KT mouek), mo

nokazaanusiM KT rojroBHOro Mo3ra;

3) KOHCYNbTAIlMU CMEXHBIX CIIEHHUAIMCTOB — Bpaya-opraibmMoiora, Bpaya-yposiora (1o moKa3zaHUsiM),
Bpaua-He(dposora (1Mo Moka3aHUsM), Bpada-kKapauosnora (MO MOKa3aHUsIM), Bpada-HEeBpoJiora (Io

MOKa3aHUsM);

4) xoppekius MpernaparoB CTaHAAPTHOM Tepanuu TUIIONApaTUpeo3a I JOCTHKEHMS LEIeBBIX

rmokazareneit pochopHO-KaabIIHEeBOTO OOMEHA.
ITokazanwus 1J1s TUTAHOBOM TOCIUTAIU3AIMH B METUITMHCKYIO OpPraHU3aIyio:

1) HEOOXOAMMOCTH KOPPEKIIUU TIPETapaToB CTAaHAAPTHOM Tepaluy TUMonaparupeosa st J0CTHKEHUS

IeJIeBBIX MOKa3aTeneil pocPopHO-KaIbIIEeBOr0 OOMEHa;

2) HEBO3MOXHOCTh JIOCTIDKCHHS IIEJIEBBIX ITOKazarener (ocopHO-KAIBIIMEBOTO OOMEHa IpH

UCIIOJIb30BAaHUU CTAaHJAPTHOM TEpaIuy TMIONapaTupe0sa.
[Tokazanust asst SKCTPEHHOU FOCTIUTAIM3AIMHI B MEAUIIMHCKYIO OPTaHU3AIUIO:
1) ocTpas runokanbUuEeMus;

2) pa3BUTHE KUZHEYTPOXKAIOIIUX OCIOKHEHHH, CBSI3aHHBIX C OCTPOW TUIOKaJIbIUEMUEH (JIapuHro/

OpoHXOCMa3M, HApYIICHUSI PUTMa CepIla, TeHEPATN30BaHHbBIE CYIOPOTH);
[Toka3aHus K BBIITMCKE MAMEHTA U3 B MEAULIMHCKOW OPraHU3aLNH:

1) CTOMKOE YIydmICHUE COCTOSIHHA, KOIlda IMAIMCHT MOXKCET oe3 ymep6a I 3J0POBbA ITPOAOJIKHUTD

JIeYeHHUE B aMOYJIaTOPHO-TIOTMKIMHUYIECKOM YUPEKICHUH WU JIOMAITHUX YCIIOBHUSX;
2) pu He0OXOJMMOCTH TIEpeBO/ia OOJIBHOTO B JIPYTYIO0 OPTaHHU3AIMIO 3PAaBOOXPAHCHHSI,
3) rpy0oe HapylIeHne TOCIUTAIILHOTO PEKUMA;

4) 1Mo MUCBMEHHOMY TpeOOBaHHIO OOJILHOTO JIMOO €ro 3aKOHHOTO IMPEICTABUTEINS, €CIIU BBIMMCKA HE
yIPOXKAET JKU3HU OOJILHOTO M HE OIacHAa JJIA OKPYXKaroluxX. B 3TOM cilydae BBIITUCKA MOXKET OBIThH
MPOM3BEJICHA TOJIBKO C Pa3pelieHUs TIABHOTO Bpada OOJBHUIIBI WM €r0 3aMECTHUTENs 1O JIedeOHOM
pabore.



7. JlonosiHUTE IbHAA MHpopManus (B TOM YHCJIe
(baxkTOpPBI, BJUSIONINE HA MCXO0] 3200/1eBAHUA UJIH
COCTOSITHUSA)

7.1 Jledenne oCcTpPOi rUNMOKAJIBIMEMUAN

JIns KynupoBaHHSI OCTPOM THIIOKAIBLIHUEMUNA PEKOMEHAYETCS YCTAHOBKA LIEHTPAJIBHOTO BEHO3HOIO
Karerepa, 4YTO IIO3BOJIUT MPEAOTBPATUTh CKIEPO3UpOBaHHE TNepUPEPUUECKUX BEH BCIIEICTBUE
nHpy3un Kampnus. [IpeanouTUTEeNTbHO WCIONB30BAaHUE KalbIHMs TJIIOKOHATa*™™®, Tak Kak KajbIus
XJIOpUJI UMEET CEPhE3HbIC OCIIOKHEHUS B BUJIC HEKPO3a MITKUX TKaHEH, B ClIydyae BbIX0Jla pacTBOpa U3

COCYZIUCTOTO pycia.

JIisi KynmupoBaHUS OCTPOW THUITOKAJIBIIMEMUN HCIOIB3YyEeTCsl BHYTPHUBEHHOE BBEICHHUE IPEMapaToB
Kanplust B 2 atama: 1-2 ammynsl 10% pacTtBopa Kanmbiusi mitokoHara®*, conmepskamiue 90-180 mr
AJIEMEHTAPHOTO KaJIbLUsI cOOTBETCTBEHHO, B 50 M1 0,9% pactBopa Hatpus xinopuaa™* (NaCl) (unu B
5% pactBopa aekcTpo3bl**) B Teuenue 10-20 MHHYT; TMOCIEAyrOIee MEAJICHHOC BHYTPHUBEHHOE
BBe/IeHHUE Kanbius mmrokonara** 100 mur (10 ammyim) co ckopocthio 0,5-1,5 mr/kr/gac B 1000 mut 0,9%

pactBopa NaCl** (mm 5% pactBopa AEKCTpO3bl) B T€UEHUE, B cpeaHeM, 8—10 yacos.

B 3aBucumoctu ot CuTyalilui MOT'yT OBITH HCITOJIB30BaHEI CICAYIOIIHNEC BAapHAHTBI IApCHTCPAIBHOIO

BBCJICHUA MPLCIIApaTOB KaJbLIUA:

o BBenenue kanpliug mrokoHaTa™* BHyTpUBEHHO O0JtoCHO B KonuecTtBe 20-60 M - ObIcTpo 6€3
pasBeaeHus 0,9% pactsopom NaCl** (wmm B 5% pactBOpa ACKCTPO3bI). METOM MCIONIB3yeTCs
P BBIPAXKEHHBIX CUMIITOMAaX TUIOKAJNbLIEMUN (MAIUEHTHI ¢ KIMHUYECKONW KapTHHOM «CTpaxa
CMEpTU» WIH B OECCO3HATEIBHOM COCTOSHUH). Jl03a BBOAMMOTO KAaJbIUSI OINpPENENsieTCs IO
MOSIBJICHUIO TUCTICTICHYECKHUX KaI00.

o BBeneHue MosoBUHBI 03Bl KLU TIOKOHATa™** BHYTpUBEHHO O0I0CHO Oe3 pa3Beaenus (40 —
50 mun 10% pacTBOpa Kanbplus IMOKOHaTa™*), ocranbHas no3a kaiupuus (50 — 60 mu 10%
pacTBOpa KaJbIs TIFOKOHATa**) BBOMUTCS BHYTPHUBEHHO MEJICHHO B Pa3BEICHHOM COCTOSIHUU
(0,9% pactBopa NaCl** unmu 5% nexkctpo3sr**) co ckopocthio s uHpyszomara 0,5 — 1,5 mkr/
kr/gac. JlaHHbIM crmoco0 BBeICHMS SIBISETCS CaMbIM YacThIM JJsl KYNMHPOBAHUSA OCTPOM
TUIOKAJIBIIEMHH, TTO3BOJISIONIUM ObICTPO HOPMAJIM30BaTh KIMHIHYECKOE COCTOSHUE TTAIIUCHTA.

o BBemenme Bcell 03Bl mapeHTepaidbHBIX mpemaparoB kambius (80 — 100 mm 10% pactBOpa
KaJbIMs TIIIOKoHaTa**) pa3zseaennoro B pactsope (0,9% NaCl** unu 5% nexctpossr**). Meton
UCTIOJIB3YETCsl MPEUMYIISCTBEHHO JUIsI MOJ/ICPKAHUS aJIeKBaTHOTO YPOBHS KaJbIHS C IENbIO

npO(PUIAKTUKY Pa3BUTHUSL OCTPOU TMIOKAIBIIEMHH.

HapeHTepanLHoe BBCACHHUC TIPCIIApATOB  KaJIbIIMA  BCCTAA IPCKPAIIACTCA IIPU  IMOABJICHHUU

JTUCTICTITUYECKUX Kaj00 (TOIIHOTa, PBOTA).

BHyTpuBeHHOE BBEIEHHME KajlblLUsl TPEOYET OCTOPOKHOCTH y OOJBHBIX C TUIIOKAJUEMUEH U Y

MMaguCHTOB, IIPUHHUMAOIINX I[I/II‘OKCI/IH**, B CBA3U C ITOBBIICHHBIM PHUCKOM apHTMHfI.



OnHOBpPEMEHHO HA3HAYAIOTCS TMEpOopajbHBbIC Mpenaparhl KalblUsg W Tpernaparsl BUTamMuHa D U ero
MPOU3BOAHBIX (aIb(pakaIblUA0N™ ™, KanmpuuTpuoa**). Ilenp Tepanuu — KyNnUpOBAaHHUE CHUMIITOMOB
OCTpOM TUMOKAIBIIMEMUU W HOPMAJIM3ALMs MOKazarenael oOLIero M MOHU3UPOBAHHOTO KalbIUS Ha
HIOKHEH TpaHuie pedepeHCHBIX 3HAYCHUH WM HECKOJIbKO HUXKE B OTCYTCTBUE KIMHMYECKHUX
CUMIITOMOB THUIOKanblMeMuu. [lJis KOppeKuuu Tepanuu HEOOXOAMM YacThli KOHTPOJIb YPOBHS
KaJblLUsl KPOBH (Kaxk/ple 6—12 yacoB B Haualie J€UeHHUs, Mocie CTaduiIn3alny COCTOSIHUS MalueHTa —

Kaxabie 24 yaca).

Croutb OTMETHTH, YTO NpPU HAJIMYUM Yy TNalMEHTa BbIPA)KEHHOM TIMIIOMArHMEMHUHU II0OKa3aHa €€
KOPPEKIUS C MCIOIb30BAaHUEM KaK MEpOpaIbHBIX MpenaparoB (Mpenaparbl KOMOWHALUU Pa3IMYHbIX
npenaparoB Maraust 300-400 Mr/cyT), Tak U BHYTPUBEHHBIX (DOPM — BHYTPUBEHHO CTPYHHO 2 TpaMMa
marausi cynbdara** B Teuenue 10-20 MUHYT, BHYTPUBEHHO KameiabHO 25% pacTBOp Maruus

cynbdara** 2-4 rpamma B 150-200 M ¢pusnonorudeckoro pactsopa NaCl**,
AJTOPUTM KYTIUPOBAHUS OCTPOU TUIOKAIBIIUEMUH:

1) Kanprus rmoxonar** 20-60 mu B/B OomrocHo, w/unu 1-2 ammynsr 10% pacTtBopa KasbIust
rmrokoHata** (90-180 mMr smemeHTapHOTO Kajbiiusg cooTBeTcTBeHHO) B 50-100 mur 0,9% pactBopa
NaCl** (wnmu 5% BomHOrOo pactBopa JeKcTpo3bl**) B/B B TeueHue 10-20 MHUHYT ¢ OZHOBPEMEHHBIM
Ha3HAUEHUEM [MperaparoB KalblMs M TpernaparoB BuTamMmHa D W ero mpoW3BOAHBIX

(anbhakanpIuaon ™ *, KambIUTPUOIT ™ *),

[Ipu HEoOXOAMMOCTH MOXKET OBITh MPOJOKEHA MH(Y3MOHHAS Tepamusi KalblUs TIIOKOHATOM** 1o
cxeme: 10 amnyn 10% pactBopa kanbuus mirokoHara™* (900 mr snementapHoro kaneius) B 1000 miu
0,9% pactBopa NaCl** (wmm 5% pacTBopa AeKCTpo3bI**) co ckopocThio 50 mur/gac (B cpemHeM B

teueHue 8—10 yacos).

2) [Ipenaparsl ButamuHa D 1 ero npou3BoaHbIX - Anbdakansiuaon** B cpeanem 3-3,5 MKI/CyT wid
Kamprutpuon®* 1,5-2 wMxr/cyt mnepopanbHo. Ilpum coXpaHeHHMH THITOKAJIBIIUEMAN MOTYT OBITh

IMPUMCHCHDBI 0oJiee BBLICOKHE HA03bI IO KOHTPOJICM KAJIbIHWA KPOBHU U MOYH.

3) Ilpemaparel, coaepkamme Kaibllusg KapOoOHAaT (B CcpeaHeM), B TOM 4YHCIE B COCTaBe
KOMOMHHMPOBAHHOTO Ipernapara «kapOoHAaT Kanbliug + Kojekanbuupepom», 3000 wmr mo

QJICMCHTAPHOMY KaJIbIIMIO BHYTPb Ha 3-6 IMpUEMOB B CYTKHU BO BPCM: WJIK CPa3y MMOCJIC IIpUcMa IUIIIH.

7.2 Benenue 0OepeMeHHOCTH NPH THIIONIApPaTHPeEO3e

Du3HUOIOrUYECKUE aCIIEKThI peryiiauun MUHEPAJIbHOIO oOMeHa BO BpEMA 6Cp€MCHHOCTI/I

K OOAHOMY M3 OCHOBHBLIX KOMIICHCATOPHBIX MCXaHU3MOB, O6€CH6‘H/IB3IOH_II/IX aoa A0CTarO4YHbIM
KOJIMYCCTBOM KaJIbI[MA BO BPCMA 6€peMeHHOCTI/I, OTHOCHUTCA YCHUIICHUC €TO a6cop6u1/n/1 B KHUIIICYHHKEC
MarTcpu. B Iepuoa JJakKTalr aJCKBATHASI KOHLOCHTPAUUWA KAJIbIWA B T'PYAHOM MOJIOKE HOCTHUIACTCA, B

OCHOBHOM, 3a CUYCT YCHJICHUA p€30p6TI/IBHBIX MpouccCoB B KOCTHOM TKaHHM. DTHU U3MEHEHHUS CBSI3aHBI C



YBEJIMUCHUEM TPOAYKIIMH TaKHX KJIIOYEBBIX TOPMOHOB Kak KanpluTpuod u I[1TI-momoOnbIi memTu
(IITTul).

VYBennueHne cuHTEe3a KajlblLMTpuoia HaOmomaerca ¢ | TpumecTpa M K KOHIy OepeMEHHOCTU €ro
YPOBEHb COCTaBISIET 10 2-3 HOpM. Perymsmnus merabonusma ButamuHa D y GepeMEeHHON JKEHIMHBI B
OCHOBHOM 3aBHCUT OT aKTUBHOCTH |O-THAPOKCHIIA3bl TIOYEK, HAXOASAUIEHCS TOJX KOHTPOJIEM
ACTPOreHOB, MPOJIAKTHUHA U YEJIOBEYECKOTO IUIAalleHTapHOoTro JakToreHa. [Ipu stom yposens 25(OH)D
OCTaeTCsl CTAOWJIbHBIM, HECMOTpPSI HAa YCHJICHHE €ro KOHBEPCHMH B akTHBHYIO (opmy. Bo MHormx
TKaHAX OpraHU3Ma, BKIIIOYash MOJIOUHBIE >KeJNe3bl, ACHUAYyalbHYIO OOOJIOUKY, IUIaLlEeHTy W Jp.,
yBenuuuBaercst cunre3 [ITI'mll. Yposens [ITI'nll Bo3pactaer ¢ 3 mo 13 Henemto recranuu, u Oonee
YeM BTPOE IMPEBBIMIACT MOoKa3aresb A0 oepemenHoctu. Umenno B atu nepuoas! [ITI Il neiicTByeT kak
SHIOKPUHHBIN (aKTOp, PETYIUPYIOMUNA MUHEPaTbHBIM W KOCTHBIA TomeocTa3 HezaBucumo ot [ITT.
ITI'oll rak xe, kak u IITT, cnocoben cruMynupoBarh pe30pOLMI0 KOCTHOM TKaHHU, peadcopOiuio
KaJIbLIMs B MOYKaX, YTO B KOMIUIEKCE 00E€CIIEUMBAET HACBIIIEHUE IPYTHOTO MOJIOKAa HEOOXOAUMBIM JIJIst

HOBOPOXACHHOI'O KOJITUYCCTBOM KaJIbI[HA.

[Mponyxuus [ITIT OLLDK nepxuTcs B HU3KO-HOPMAJIBHOM JUANa3OHE M MOXKET OBbITh JlaXKe HIKE
MOMYJSIITUOHHBIX  peepeHcHbIX TMoka3areneit B | TpumecTpe OEpeMEHHOCTH, YTO CBA3aHO C
recTaimoHHbIM moBbIieHHeM Tpoaykiuu [ITI'mll u kanpumrpuona, kotopoe dukcupyercs ¢ 3-ei
Henenu OepeMeHHocTu. Takum oOpasom, IITI, kak perymstop ¢ochopHO-KaIbIUEBOIO OOMEHa,
TEPAET CBOK JOMUHHPYIOLIYIO pOJIb B 3TOT NEPUON U TOJAbKO K KoHly III-ro tpumecrpa ero

OPpOAYKIHA BOCCTAHABIUBACTCA.

Kanbiutonnn — ropmon-antaronuct IITI, npoxyuupyemeiii C-kaeTkamMu IMATOBUIHOM KEJIE3bl, a B
Mepuoasl OEPEeMEHHOCTH M JIAKTAI[UU - MOJOYHBIMH >Kelie3aMH M TutanleHTol. [loBwilieHne ypoBHs
KaJIbLIUTOHWHA BO BpeMs OEpeMEHHOCTH U JIAKTalldd OTMEUYEHO TakkKe Yy TalMeHTOK, paHee
NEPEHECIINX TOTAIBHYIO THUPEOUIIKTOMHUIO. YBEJIMYEHUE CHUHTE3a OJTOr0 TOPMOHAa BO BpEMs
OepeMeHHOCTH peanu3yeTcs 3a cueT 3(P(EKTOB 3CTPOreHOB (ICTpaaMoia, dCTPOHA W ACTPHOJA) U

HarpaBJICHO Ha IIOAAaBJICHUC AKTUBHOU JCMHUHCPpAJIN3allNH CKEJICTAa MaTCpPHU.

Bo Bpemsi OepeMEHHOCTHM M JIaKTallUM 3a CYET YBEIMYECHHUS] 0O0beMa LUPKYIUPYIOUIEH KPOBH U
TEeMOMIIONMN CHIKAETCA YPOBEHb OOIIET0 KallblMsl CHIBOPOTKM KPOBH, B TO BpEeMSl KaKk ypOBHU
anbOyMUH-CKOPPEKTUPOBAHHOTO M HMOHM3UPOBAHHOTO KaJbIMsl OCTAIOTCS HEU3MEHHBIMH. YPOBEHb
KaJIbLIMSl KPOBU IUIOAA, KAaK IPABWIO, OKAa3bIBAETCS HECKOJIBKO BBIIIE IOKA3aTeled KaJIbLUEMHUH Y

MaTepH.
PexoMeHnaamnmu 1o BeJIcHUIO OSPEMEHHOCTH Y TIAIIMCHTKH ¢ XPOHHMYECKUM THITONIApPaTUPEO30M:

. PEKOMEHIYETCS MOIep)KaHNe YPOBHEH MOHU3UPOBAHHOTO M alIbOyMHH-CKOPPEKTUPOBAHHOTO
KaJbIlMs KPOBH B TMpeesiax HIKHE-HOPMAJbHOTO JHama3oHa (s albOyMUH-CKOPPEKTUPOBAHHOTO
KaJblMs B nipeaenax 2,1-2,3 MMob/i, it HFOHU3UPOBAHHOTO Kajbllug - B npeaenax 1,1-1,25 mmons/
1) BO u30exanue HeOnaronpusiTHoro Bo3zaeiicTBust Ha pasButue OILDK mnona. g pacuera ypoBHA
aTbOYMHUH-CKOPPEKTHPOBAHHOTO KaJlbIIUsA TPUMEHSIOT (QopMyny: oOmuil KambIui Tu1a3mbl  (C
NonpaBKoi) (MMOJIB/JT) = HW3MEPEHHBIM ypOBEHb Kajbllus Imiasmbl (MMonb/m) + 0,02 x (40 -

M3MEPEHHBIN YpOBeHb aJlbOyMHHA I1J1a3MBbI (T/7));



. B MEPUOJ TeCTAIMH PEKOMEHAYETCS TMPOBOAUTH MOHHMTOPHHI TMoOKa3zatenel ¢ochopHO-

KaJIbIIUCBOI'O oOMeHa ¢ yactoToi 1 pas B 3-4 HEACIN I HpO(i)I/IHaKTI/IKI/I TUIIO- U TUTICPKAJIbIIUCMHU,

. B Cllyyae M3MEHEHHUS JIO3UPOBOK IpEMapaTroB KajblMs W IpernaparoB BUTamuHa D u ero
POM3BOAHBIX (anbdakanbuaon**, kampmUTpuon**) pekomeHmyeTcs Oosee YacThlii KOHTPOIb, B
cpeaneM 1 pa3 B 7-14 nHell 40 NOCTMXKEHHUS LEIEBBIX MOKAa3aresiell KalblueMuu. PexoMeHayemblil
WHTEpBAJ IS OIEHKMA MPOBOJAMMON KOPPEKIMH TEeparuv, OCHOBAaH Ha TOM, YTO THEPUO.
TIOJTYBBIBEICHUSI KABIIUTPUONIA™* cocTaBisgeT 0KoJo 4-6 4acoB, a YCTOMUMBAsI KOHIIEHTPAIUS KaIbIUs

AOCTUTACTCs 3a IICPUO/, SKBUBAJCHTHBIN 5 nepuoaam 1mojaypaciaiga KaJII)I_II/ITpI/IOJIa**;

. PEKOMEHIyeTCsl OAIep ) KUBaTh ypoBHH (pocdopa, maraus, 25(OH)D u xanbius B CyTOYHOM

MOY€C B IIpeaciax pe(’pepeHCHoro Juara3oHa,

. PEKOMEHTyeTCsl TPEKPATUTD JICUCHUE THA3HUIHBIMU JTUYPETUKAMH Ha MEepHoJ] OEPEeMEHHOCTH U
JIAKTallNH;
) PEKOMEHIYETCSl NPEKPATUTh JICUEHUE IpernapaTaMy MapaTUPEOHUIHBIX TOPMOHOB U UX

aHaJIoraMHM Ha MCpruoJg 6€peMeHHOCTI/I H JaKTalluu,

° PCKOMCHIAYCTCA 06yquHe IMaUCHTOK, HAITPABJICHHOC HA IMOBLIILICHUC I/IH(I)OpMI/IpOBaHHOCTI/I (6]

CUMIITOMATHUKEC T'UII0- U TUIICPKAJIbITUCMHH.

7.3. PekoMOuMHAHTHBIN YejoBeueckui II'TT

K npenaparam u3 rpynnsl «Ilapatupeonansie ropmonsl u ux ananoru (kox ATX: HOSAA) otHocAT Ha

ceroansmauid neHs [ITT (1-34) (#Tepunapatug™*).

#Tepunaparun** 3apeructpupoBan B Poccunm 11 JledeHUsT TSKEIOrO  OCTEONOpo3a, He
3apETrUCTPUPOBAH B KAUECTBE JIEKAPCTBEHHOTO CPENCTBA JJIs JICYEHUS TUIIONIapaTUPEO3a KAK B CTpaHaX
EBpomnel u CIIA, Tak u B Poccun.

BrnepBble B KauecTBe MaTOreHETUYECKOM TEpanuu XPOHMUYECKOro rurornaparupeosa #lepunaparun™*
npumeHeH B 1996 romy B mwiotHoMm mnepekpectHoMm wuccienoBanuu Winer KK u coasr. Ilo
pesyapTaraMm paboTsl B rpymnmne #Tepunaparuga** mpu moakoXKHOM BBeIEHUU | pa3 B CyTKU yAaJIOCh
3HAYUTEJIBHO CHM3UTH JI03bl MPENaparoB KaJblMs W BUTaMuHA D, mpu 3TOM OTMeuanach CToiKas
HOPMOKAJIbIIMEMHUSI M HOPMOKajbLuypus. B mocnenyroomeM paHIOMU3UPOBAHHOM HCCIEI0BAaHUU
MPOJEMOHCTPUPOBAHO MPEUMYIIECTBO ABYKpPATHBIX MHBbEKIUN #Tepunapatuga™** (mo 25 + 15 Mkr) B
Tepanuy ruronapaTupeosa o CPaBHEHUIO C PEKUMOM J03upoBaHust 1 pa3 B cyTku (58 + 28 MKT), 4TO
HPOSIBISIIOCH 00Jiee OBICTPBIM JOCTUKEHUEM HOPMOKAJIBLIMEMHM TPHU HMCHOJIb30BAaHUU MEHbILEH
CYTOUHOM 103kl Tpemapara. [IpoBoawinch HUcCCileIOBaHUS C NPUMEHEHHEM METOJa IOCTOSHHOU
MOJKOXKHOM MHPy3un #Tepunaparuga** ¢ mpuMeHEHUEM TOMITBI C TOCTHKCHHEM HOPMOKAIbIIUEMUH
Y CHIDKEHHEM SKCKPEIMH KallbLusl ¢ MO4oi Ha 59% 1o cpaBHeHUIO ¢ npuMeHeHneM # Tepunaparuga™*

B PEKUME JIBYKPAaTHBIX UHBEKIIUN B CYTKH.



B  xocrax  #Tepumaparun®™*  cmocoOCTByeT  MpeAOTBPAIICHUIO  aloNTo3a,  YBEJIUYEHUIO
IPOAOKUTENLHOCTH KU3HHU OCTE00IACTOB TPU NPUMEHEHUH B PEKUME MHTEPMUTTUPYIOIINX /103. Ha
¢doHe naHHOM Tepanuu HAOIIOAACTCS HOPMAJIU3alis MapKEPOB KOCTHOTO OOMEHA, a TaK)Ke CHUKEHHE
MIIK B mosichmaHoMm otaene mo3BoHouHuKa (-1.8%) m 6eape (-1.6%) Ge3 pa3HUIIBI B TIPEATUICYBE.
#Tepunaparua** BO3ACHCTBYS Ha KOCTHYIO TKaHb, HecMOTps Ha cHmkenne MIIK, moBbimaer
IPOYHOCTh KOCTHOM TKaHH, 32 CYET CTOMKOTO M3MEHEHUSI TEOMETPUU KOPKOBOT'O CIIOSI KOCTH, a TaK¥Ke

MUKPOAPXUTEKTOHUKU TPAOCKYISIPHOTO BEIIECTBA KOCTH.

Ilo pesynbratamM 3-X JETHUX HCCIEAOBAHMM MO oOUEHKEe A(P(HEKTUBHOCTH U 0E€30MaCHOCTH
ucnonb3oBanus #Tepunaparuga** y maiueHTOB ¢ XPOHHUYECKHUM THUIIONApaTUPEO30M HE BBISBICHO
CYIIECTBEHHBIX PA3NMMUMNA 1O YacTOTE€ BO3HMKHOBEHHUS MOOOYHBIX J(PGEKTOB ¢ TpyIIol Ha
CTaHJIApPTHOM Tepanuu. B MyJIBTULIEHTPOBBIX PAHIOMU3UPOBAHHBIX MCCIEAOBAHUAX C YYaCTUEM KaK
KEHIIUH, TaK U MY>XYUH HE ObLJIO BBISBJICHO HU OJHOIO cliydas OCTEOCApKOMbI, TakXe He ObLIO
BBISIBJICHO YBEJIMYEHUSI YACTOThl OHKOJOTMYECKHUX 3a00JIeBaHUU APYTOMl JOKAIU3alMU y MAIMEHTOB,

nonyJaromux #Tepunaparua**, mo cpaBHEHHUIO ¢ TPYIION KOHTPOJIS.

ITokazanussMu K Ha3HAYEHHUIO TCpalluy MapaTuUpCoOMIHbIMU TOPMOHAMMU HW HX aHAJIOraMm II0

Koncencycy EBponeiickoil Accounaruyu DHIOKPUHOIOTOB SIBJISFOTCS:

l. OTCYTCTBUE KOMIIEHCAlMU KaJblUi-(pocPopHOro oOMEHa € YacCTbIMU SIU30JAMHU
TUMOKAIBIIMEMUH, HEYCTOMYMBBIC MOKA3aTeIM YpPOBHSA KalbIUsl KPOBU — 4YEPENOBaHUS THUIO- U

TUIIEPKAJIBbLIMEMHAN IIPU CTAHAAPTHOU CXEME JICUECHUS,

2. BBICOKHE JI03bl IpEnaparoB, HEOOXOAMMBIC ISl MOJJACpKAHUS LEIEBBIX MOKa3zaTesneu
KaJIbLIMEMUHU: JUJISl TIperapaToB Kanbims 6onee 2500 Mr B CyTKH, JUIsl mpenaparoB BUtTamuHa D u ero

IPOU3BOIHBIX — albhakanpiumaon** 6onee 3,0 MKT B CyTKH, KaabIUTPHOT** Oosee 1,5 MKT B CyTKH;

3. HaJIM4YKUEe TUNEePKAIbLNYPHUH, HeppoKkaabimHO3a, HePponuTHaza win cHkenne CKd (menee

60 mur/mun/1,73M2) Ha CTaHAAPTHOM CXeMe JICUCHHUS;
4. runepdocdaremMus Ha CTAHIAPTHOU CXEME JICUEHUS,

5. paccTpoiicTBa JKEIy0YHO-KUIIEYHOTO TPaKTa WM COCTOSIHME Tociie OapHaTphuecKoit

orcpanvu, IpuBOAAIINEC K CHHAPOMY Manba6c0p6u1/n/1;

6. CHI)KCHHE KauyeCTBa KU3HU Ha (DOHE CTAaHAAPTHOUN CXEMbI JICUCHUS.

7.4. AYTOMMMYHHbBI THIIONIAPATHPEO3

AYTOMMMYHHBI THIIONApaTHPEO3 - BTOpas 1O PacHpOCTPAHEHHOCTH ¢opMa THIIONAPaTHPEO03a,
00yCIIOBIICHHas: HWMMYHO-OTIOCPEIOBaHHBIM paszpymenueMm kietok OILDK. On Moxer OBITH
M30JIMPOBAaHHBIM 3a00JICBaHHEM, OJTHAKO 3HAYUTEIHHO Yallle BCTPEUACTCS B paMKaX HACJICICTBEHHOTO
AIIC 1-ro Tuma, Takke HM3BECTHOTO KakK KaHAWAO-dKTOoAepMalibHas auctpodus (Autoimmune
Polyendocrinopathy ~ with  Candidiasis and Ectodermal Dystrophy - APECED) [10].



PacnpocrpanennocTs ganHoro 3a0oneBanus oneHeHa B 1:100 000 HaceneHus B OOJIBITMHCTBE CTPaH,
0o0JbIIasl PacIpPOCTPAHEHHOCTh OTMEUEHa B Takux crpaHax kak Ounnsaus (1:25000) n Capaunus

(1:14000) u cpenu nepcunckux espees B Mzpauie (1:9000) [153].

AIIC 1-ro THma — MOHOT€HHOE ayTOCOMHO-PELIECCUBHOE 3a00JieBaHUE, B OCHOBE KOTOPOT'O JIEKHUT
HapylLIeHHEe CTPYKTYphl I'eHa ayToMMMyHHoOro peryinsitopa (AIRE). I'en AIRE pacmnonaraercsi Ha
JUIMHHOM Tuiede 21- XpOMOCOMBI, KOAUPYET sAACpHBIA (DAaKTOp TPAHCKPUIIMU U UTPAET OAHY U3
KITIOYEBBIX poJiei B (QOPMUPOBAHMM HMMMYHOTOJEPAHTHOCTH. B OCHOBe maroreHe3a JICKHUT
ayTOMMMYHHas JA€CTPYKLHMS Pa3IMUHbIX d3HAOKPUHHBIX xene3 [154]. dns AIIC 1-ro Tuna xapakrepHa
KJIACCUYECKasi ~ TpUaja:  CIM3HUCTO-KOKHBIA  KaHAWJ03,  THUIIONAPATUPEO3,  XPOHUYECKAS
HAJAMOYEYHUKOBAsT HEAOCTATOYHOCTh. 3abosieBaHue NEOITUPYET, KaK MpaBWilo, B JETCKOM BO3pacTe.
bonee uem y 80% nanuneros ¢ AIIC 1 tuna runonapatupeos sBIsIETCS €AMHCTBEHHBIM SHJOKPUHHBIM

nposiBiieHueM 3abomneBanus [ 154].

B mopapnstomeM OOJBIIMHCTBE CIy4aeB IEPBBIM TMPOSBICHUEM CTAHOBUTCS CIU3MCTO-KOKHBIN
KaHJIUJI03, pa3BUBaIOLIUiCcS B mepBbie 10 JeT xKu3HMU, 4yalie B Bo3pacTe okojo 2 yer. Ha doue
CIIM3UCTO-KOKHOTO KaHauao3a y 84% TMalueHTOB MOSBISIETCS TUIIONApaTUpeo3, npu 3ToM B 88%
ciy4daeB OH AeOroTupyer B Boszpacte g0 10 ner. K apyrum KOMIIOHEHTaM CHHIPOMAa OTHOCSITCS
caxapHblii a1uaber 1-ro Tuma, THPEOMAUT XalIMMOTO, IeTMaKus, BUTHINTO, ayTOMMMYHHBIN T'elaTuT,

TUIIOTOHAAU3M U aApyrue [12].

Kommonents! AIIC 1 tuma:

[ TaBHBIE KOMITOHEHTHI:

0 CIIM3UCTO-KOKHBIN KaHJIU103;

0 TUIIONIAPATUPEO3;

0 IIEpBUYHAS HAATIOYEYHUKOBAST HEAOCTATOYHOCTb.
. Jpyrue BO3MOXHBIE TPOSBIICHUS:

0 KEpaTuT;

0 ayTOMMMYHHBIN T€aTHT;

0 NepBUYHAs OBapuajbHas AUCHYHKIUS;

0 TUIOIIIa3Usl 3yOHOM SMau;

0 DHTEPOIIATHS C XPOHUYECKOU THAPEEN UM 3all0paMu;
0 dbotodhobus;

0 MEPUOANYECKHUM KapP C CHINBIO;

(¢ ITHCBMOHUT,



0 HepuT;

0 MIaHKPEaTHT;

0 caxapHblii 1uader 1 Tuma;

0 (yHKIIMOHAJIbHAS aCTIJICHUS,

0 LCITHAKHS,

0 THPCOUIUT;

0 PETUHUT;

0 arIa3us KPacHOTO POCTKA KOCTHOTO MO3Ta;
0 MTOJIUAPTPHT.

B mnactosiiee Bpemsi OCTaeTcsi HEU3BECTHBIM, YTO BBICTYNIA€T MHMILECHBIO [JIi AyTOMMMYHHOI'O
nospexaeHus kinerok OUPK. B nurepatype paccmarprBaeTcsi HECKOJIBKO aHTUT€HOB, AyTOAHTUTENA K
KOTOPBIM MOTYT OBITh OTBETCTBEHHBI 3a pa3BuUTHE runomnaparupeosa. B 1996 rony Y. Li u coasrt.
BIIEPBbIC BBIABWIM akTuBUpylomue aHTuTena k CaSR. B wuccnemoBanme Oblmu BKIIIOYEHBI 25
NaIMEeHTOB, Cpedr KOTopbix y 17 mpuuuHoi runomnaparupeosa Obut AIIC 1-ro tumna, a y 8 yenoBek
OTMEUYAJIOCh COYETaHUE THUIONAPATHPE03a U AayTOMMMYHHOro TupeouauTa. B pesymprare y 56%
MalKMEeHTOB C TUIONApaTUPE030M ONPEACIUINCH BEICOKHE TUTPBI aHTuTel K CaSR, Torna kak B rpymie
KOHTPOJIS 9TH aHTUTENA He ObLIM HAalJIEHBI HU Y OJHOTO uesoBeka [155]. Oxnako B psjae npyrux padot
KOppEIALNUN MEXAY aKTUBHpYOIMMHU aHTUuTenamu K CaSR u runonaparupeo3om y nanueHTos ¢ AIIC
lI-ro tuma BeIsIBIEHO HE ObUIO [156]. Anturena k CaSR, HO oOmanmaromiue OJOKUpYrOIIEH
CIIOCOOHOCTBIO, Takke ObUTM  OOHApY)KEHbl MPU  AyTOMMMYHHOM  THUIOKAIBIIMYPUUYECKOM

runepkainbiuuemuu [157].

NALPS — MynsTHOPOTEMHOBBIA KOMIUIEKC, AKTHBUPYIOIIUN BHYTPHUKJIETOYHBIE KWHA3bl U CHUHTE3
MIPOBOCTAIUTENBHBIX IUTOKUHOB, BKIoUaeT 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), BriepBbie oOHapyxkeH M. Alimohammadi u coaBT. B
kagecTBe crnenudpuueckoro antureHa OLDK. Bcero 6smmo o6cnenoBano 87 manmenTtoB ¢ AIIC 1-ro
THUIA, U3 KOTOPBIX y 73 oTMeuancs runonaparupeo3. Cpeau nalueHToB ¢ TUIIONapaTUPE030M aHTUTEa
kK NALPS uaentudunmposansl B 49% nHabmoaenuit, y namueHToB ¢ AIIC 1-ro Tumna 6e3 CHMKEHHS
¢yukiuu OLLDK nannbie anTuTena He ObUTM OOHApYXeHBI HU y onHoro maruenta [158]. [TogoGHbIe
pe3yabpTarhl moidydeHbl B pabote A. Meloni u coaBT., B koTopoi anTutTena k NALPS BwIsBICHBI Yy
64,3% manueHToB ¢ TMIONapaTUPEe030M U He ObUIM OOHAPYKEHBI y MAIMEHTOB 0e3 ruronaparupeosa

[159]. Paznuunbie GopMbl ayTOMMMYHHOTO TUIIOTIApaTUPEO3a MPEACTaBICHbI B TAOIUIE 8.

Taoauna 8. AyroumMMmyHHBbIE (OPMBI THIIONIAPATUPEO3a.

Bospact AccouumpoBaHHble FeHeTuka AHTUTENa 3a6boneBaHusa/
mMaHudec- 3a6oseBaHua CUHAPOMBI
Tayum



5-20 net CNM3NCTO-KOXHbIA KaHAMAO03 n/ MyTauun B NALP5Abs, IFN®Abs, AMNC 1 tuna
nnu 6onesHb AgAnCoHa AIRE TPHAbs, AADC, THADbs,
ACA, 21-OHAbs
B3pocnble AYTOUMMYHHbIE 3abonesaHus HLA (?) CaSRAbs (?) AlC 3 tuna
XK
B3pocnble Jliobble Apyrve ayTOMMMYHHblE HLA (?) CaSRAbs (?) AMNC 4 tTnna
3abonesaHus (ncknovas
CINM3UCTO-KOXHbIN KaHAMAO03,
6onesHb AppuncoHa "
AYTOMMMYHHble 3aboneBaHus
XK
B3pocnble Het HLA (?) CaSRAbs (?) M3onmnposaH.
AYTOMMMYHH.
vnoMlT
XapaKTepHCTHKa OCHOBHBIX CHHAIPOMOB B paMKaxX KOTOPBIX BCTPCUHACTCA aYTOHMMyHHBIfI
TUIIoIapaTupeo3 npeacTaBicHa B Ta6JII/IIle 9.
Tab6anua 9. Knaccuduxamms u xapakrepuctuka ATIC.
XapakTepucTuka Anc 1 AMC 2 IPEX
OCHOBHbIe NposiBNeHns BonesHb AnauncoHa, BonesHb AnavcoHa, AyTOMMMYHHas 3HTeponaTus,
rmnonapaTtupeos, ayTOMMMYHHble 3aboneBaHus HeoHaTasbHbIN caxapHbli
XPOHUYECKUI CNN3UCTO- LUK, caxapHbii guaber 1 aonabet 1 Tmna, sk3eMa
KOXHbIA KaHAWA03 Tuna

opraH-cneundguyeckmne
BHYTPUK/IETOUYHbIE 6enKu

Opyrne, accoummpoBaHHble MepBUYHbBIA  TMNOroHaAun3M, AYTOVMMMYHHbI racTpur, AyTOMMMYHHble 3aboneBaHus
nposiBNeHns ayTOMMMYHHble 3aboneBaHus anoneums, BUTUNVTO, , reMonuMTnyeckas
LXK, caxapHbii anaber 1 uenmakus, NepBUYHbIN aHeMus, TpombounToneHms
TUNa, racTpuT, 3SHTEpUT C rMNOroHaansm
Manbabcopbuwmer, renatuT,
naHKpeaTuT, MHEBMOHMUT,
HedpuT, BUTUAINTO,
anoneuums, ancrtpodus
HOrTen, runonnasus 3y6HOM
3Manun, KepaTuT, PETUHUT
TUAWYHbBIN BO3pacT [eTtcTBO, noApPOCTKOBbIN MoApOCTKOBbIN nepvoz, MnageHuyecTBO
MaHudgecTaunm rnepuvog B3pOC/bli
PacnpocTtpaHeHHOCTb 1:100 000 1:1000 1:1 000 000
NeyeHne 3aMecTuTenbHas 3aMecTuTenbHas 3amecTuTesnbHas
ropMoHasnbHas, ropMoHanbHasa Tepanus ropMoHasbHas Tepanus,
npoTusorpnbkoBas, TpaHcnnaHTauns KOCTHOrO
MMMYHHOCYyNpecc1MBHas Mo3ra
Tepanus npm renaTtuTe,
Manbabcopbuun,  HedpuTe,
MHEBMOHUTE U KepaTute
OcnoxHeHus, BKJItOYas ALpeHanoBbli n AZpeHanoBbii Kpu3, NHbekumnm
cMepTb rMnoKanbLuneMmnyeckuni OC/IOXXHEHUS caxapHoro
KpW3bl, pak poTOBOM MONOCTU nnaberta
M nuwesoaa
[eHbl 1 TN HacnegoBaHUS AIRE, ayTOCOMHO- MonureHetnyecknii: MHC n FOXP3, X-CBsi3aHHbIN
peueccmBHO UAU LOMUHAHTHO Apyrue
NMMYHHbIN deHoTun AyToaHTuTena K AyToaHTuTENna K 21- AyToaHTuTEnNa K  GADG65,
MHTEephepoHy-w n rmapokcunase, GAD65, IA-2, numdounTos, 303nHOGUNNS,
MHTepdepoHy-a (>95%), TUPOTPOMNMHOBOMY rMnepnpoAayKkumsa LUUTOKUHOB,

peuenTtopy, TPO

runep IgE

[PEX — X-CcBA3aHHBI WMMYHOAMCPETYJATOPHAs IMOJMAIHAOKpHHONAarus u sHreponarus, MHC —

IJIaBHBIA KOMIUIEKC THCTOocoBMecTuMmocTH, GADG65 — glutamic acid decarboxylase 65; 1A-2 - islet

antigen 2; TPO — TupeounHas nepoxkcuaasa.

Nurepdeponst (MDPH) BrnepBbie ObuiM OTKPBITHL B 1957 I Kak areHThl, 3alllUIIAIONINE KIETKH OT

BupycHo nHpexuu. Beinenstor nse rpynnsl UOH: k rpynne UOH 1-ro tuna otHocstcs: UOH-a,
N®H-B, UDH-¢, UOH-x, UDH-0, UDH-5, UDPH-1, a k UDH 2-ro tuna Toasko UDH-y [160]. IIpu



MPOBEICHUN HWCCJIENOBaHUs Ha TPyNmnax MalUeHTOB C TEHETUYECKH MOATBEP)KICHHBIM HArHO30M
AIIC 1 Tuna, a takxe AIIC 2 Thnma ¥ WM30JIMPOBAHHBIM AyTOMMMYHHBIM MOPaXEHHUEM OPIraHOB-
MHUIIEHEN ObLIO Moy4yeHo, yTo y nanueHToB ¢ AIIC 1 Tuna ObuTH BBISIBICHBI BHICOKUE TUTPHI aHTUTEI
Kk OonpmmHCcTBY nontunoB M®H-a, ocobenno k UOH-02 nu UOH-o (y 100% mnamuentoB). Hu y
oxHoro u3 nmauuenToB ¢ AIIC 2-ro Tumna uian U30JUpPOBAaHHBIMU ayTOMMMYHHBIMU 3a00JI€BaHUSIMU ITH
aHTuTeNa oOOHapyxeHbl He Obutu. Takum oOpa3zom, antutena k HWMH®-o oxazanuch
BbIcOKOcTIelMPuunHbIMU 11 cuHipoMa AIIC 1-ro Tuna HEe3aBUCUMO OT CHEKTpa MaHU(PECTUPOBABIINX
komrioHeHToB [101].

[IpucyrctBue antuten k HMOH-o sBuserca puarHoctuueckuMm KpurepueM AIIC 1-ro Ttwuma.
CexBenupoBanue reHa A/RE Mo-MpexHEMY OCTAETCS BaXKHBIM 3TAIllOM TUarHOCTUKHU 3TOTO CHHAPOMA,
MOCKOJIbKY ITO3BOJISIET IIPOBOJUTH I'€HETUYECKOE KOHCYJIBTUPOBAHUE U OCYLIECTBIATH IJIAHUPOBAHUE
ceéMbU. AJNITOPUTM AMArHOCTUKH PA3IUYHBIX (POPM ayTOMMMYHHOTO THIIONapaTUpeo3a MpeACTaBICH B

ook-cxeme 1.

Bbiok-cxema 1. AlropuT™ TUarHOCTUKHU Pa3InYHbIX (POPM ayTOMMMYHHOTO THIIOIIApaTUPEO3a.
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7.5. 'mnonaparupeo3 B paMmkax HACJAeACTBEHHbIX CHHAPOMOB

Cunnpom Jlu/Ixopmxu



Cunapom JuJ>KOpmxu SIBASIETCS CIIEACTBHEM HEMPABWIBHOTO Ppa3BUTHUSI OPraHOB-IIPOM3BOAHBIX
TPETHETO U YETBEPTOTO *KaOepHbIX KapMaHOB. Berpewaercs on 'y 1 u3 4000 — 5000 HOBOpOXACHHBIX, U
B OonbiuHCTBE ciayyaes (70-80%) siBisieTcst clieICTBUEM TeTepO3UroTHOM Mukpoaenenuu B 22q11.21-
ql1.23 ydactkax. XoTs OONBIIMHCTBO CIy4YaeB SIBISIOTCS CIOPAJAMYECKUMU, OMUCAHBI U sECpPHBIC
CEMbU C AayTOCOMHO-JOMHMHAHTHBIM THUIIOM HacJIeOBaHUS CHUHApPOMA. KIMHUYECKH CHUHIPOM
JuJ>xop/pku IPOSIBIISIETCS 33JIEPKKOM B Pa3BUTHH, «BOJYBUM HEOOM», aria3ueil Wiu runoruia3uei
OLIX u Tumyca, mOpokamMu cepjlla U XapaKTepHbIM BHEIIHUM BUJOM (KBaJpaTHBI KOPEHb HOCA).
Cunapom Jdu/lopmxu — BeAyllas NpuYrMHa NEPCUCTUPYIONIEH TMIOKAIbLIMEMUU Y HOBOPOXKICHHBIX,
[P 3TOM MPOSBUTHCS TMIONAPATUPEO3 Y TAKUX MAIIUEHTOB MOXET KaK B HEOHATAJIbHOM IEPUOJIE, TAK
U Mo3JHee B TeueHue Ku3Hu. Cpenn Bcex JIIoAeH ¢ 3TUM 3a001eBaHUEM TUIIONAPATUPEO3 BCTPEUALTCS

y 60% marueHToB.

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

Cunapom HDR sBnsiercs cnencrBuem mytauuu B reHe GATA3, T0OKaIW30BaHHOTO B KOPOTKOM ILJIEYE
10  xpomocombr (10p14—-15). Cam GATA3 sBasercs  TPaHCKPUIILMOHHBIM  (PaKTOpOM,
JKCIIPECCUPYIOIIMMCS Y MTO3BOHOUYHBIX B noukax, OIK, tumyce, BHyTpeHHeM yxe, [LIHC. Onucansl
ClIydyal KakK ayTOCOMHO-JIOMHHAHTHOTO, TaK W ayTOCOMHO-PELECCUBHOIO HACJIEIOBAHMS CHHAPOMA.
OCHOBHBIMH TPOSIBJICHUSIMH 3a00JI€BaHMsI SBJISIOTCS TUCIUIA3Hsl MOYEK, IIyX0Ta U TUIOMAPATUPEO3.
Taxxke nmanuentsl ¢ HDR-cuHapoMoM wbare BCero HEBBICOKOTO POCTA, YTO MOXKET OBITh CBS3AHO C

ne(UIUTOM COMATOTPOITHOTO TOPMOHA.

Cunnpom Canbsn—Cakatu u cuanpoM Kennn-Kadydu 1 trmna

Cunnmpom Canban—Cakatu u cunapom Kennu-Kaddu 1 THnma xapakrepusyroTcs CXOXKHUMH
KJIMHUYECKUMM TPOSIBICHUSMU: BPOXKACHHBIM THMIIONAPATHPEO30M, BBIPAXKEHHOW 3aJEP’KKOM pocTa,
OTCTaBaHUEM B YMCTBEHHOM pAa3BUTUHU, MHKpoluedanueil u nuueBbiM aucMmoppusmoM. CuHApOM
Canpsin—Cakaru yamie BCEro BCTpedaeTcs y JIoJAed ¢ apaOCKUMH KOpHSAMHU. Y MalMeHTOB C
cuaapomoM Kennn-Kaddu, moMumMo onmmcaHHBIX HAPYIICHUN, TakKe HAOMIOMAIOTCS OCTEOCKIEpO3 U
ummyHoneduuut. O0a 3a001eBaHUs SBISIOTCS CIEACTBHEM MYTAllMH B T€HE TYOYIHMH-CIEIU(PUIHOTO

manepoHa E (TBCE) B n1okyce, KOTOpbIi KogupyeT O0eJ0K, OTBEUAIOMIHi 3a CBSA3bIBaHUE TyOYJIHHA.
Cunnpom Kennu-Kaddu 2 tTuna

Cunnpom Kennu-Kadpdu 2 tuma — renernueckoe 3a0oiieBaHME, MOPAXKAIOIIEE MPEUMYILECTBEHHO
CKeJIeT, I71a3a, 4aCTO BCTPEUAIOTCS Pa3UYHbIC MATOJIOTHH OPTaHOB TOJOBBI U mierd. OJTHUM U3 YaCThIX
nposiBiieHni  3aboneBanus (BcTpeuaercss 'y 30-79% mamueHTOB) SBISETCS  THUIONAPATHUPEO3.
3a0osieBaHME TPOSIBISIETCS YACTHIMU THUIOKAJIBLIMEMHUSIMH, a €ro HENOCPEACTBEHHOW MNPUYMHOU
ABIIAIOTCS paznuyHbie MyTanuu B rene FAMII11A (family with sequence similarity 111 member A).

HacnenoBanue cunapoma ayToCOMHO-IOMAUHAHTHOE.
W3011pOoBaHHbIN TUIIONAPATUPEO3

anonapaTHpeo3 MOKCT BCTPCUATHCSA HM30JIUPOBAHHO M HACJICAOBATHCA KaK dAyTOCOMHO, TaK U X-

CLCIIJIICHO.



AyTOCOMHO-PEIIECCUBHBIN M30JIMPOBAHHBIN Trunonaparupeo3. Ha cerogusmHuii 1eHb B JIUTEpaType
UMEETCSl ONKCAHUE HECKOJIBKHX CEMEH € ayTOCOMHO-PEIECCMBHBIM rumnonaparupeo3oM. OCHOBHOM
MPUYMHON 3TOTrO 3a0oyieBaHus sBisgeTcs noteps QyHkuuu rena GCM?2 (glial cells missing), Takxke
n3BectHOro kak GCMB B nokyce 6p23—24. GCM2 skcripeccupyeTcss B OCHOBHOM B Pa3BHBAIOILIUXCS
OLK. TI'mmomapatupeo3 KIMHUYECKU TMPOSBISETCS YK€ Y HOBOPOXKIEHHBIX JAETEM IO MNpUYUHE
arene3un OIIDK. CampiMu yacTbiMM BapuaHTamu wmyTauuil GCM2  SBISIOTCS  JIOMUHAHTHAs
WHTHOMpYIOIIas WK PeleCCUBHAs MHAKTUBHpYIomIas. B To ke Bpems, reTepO3UroTHbIE MYTallUHd B
GCM?2 ne npuBOAAT K KaKUM-TTM00 HapymieHusM popmupoBanus u pyHkuronuposanus OILDK.

X-CUerieHHbIA U30JIMPOBaHHBIN runonaparupeos. Jeneunn/macepunn B okycax Xq27.1 and 2p25.3
M BO3HUKIIUHA BCIEACTBHE OTOTO X-CIEIUICHHBI TUMONaparupeo3 ObUIM OMUCAaHbI B JIBYyX
POIACTBEHHBIX CEMbSIX. Y MYXYHMH C 3TUM CHUHAPOMOM C JIETCTBA BO3HUKAIOT TMIIOKAIbIUEMUYECKUE

IPUCTYIIBI BCJIEACTBUE U30JIMpOBaHHOTO Jedekra B pazButuu OLK.
CamxenHsblil cunTe3 win cexkpeuus [ITT
AyTOCOMHO-TOMUHAHTHAS TUIIOKAIBIIUEMUS

AyTocOMHO-AOMHHaHTHas runokanbiemus (AJl) 1 Tuna xapakTepusyeTcs akTUBHUPYIOLIEH
mytauuern B reHe CASR. CaSR  cTaHOBATCA CBEpPXUYBCTBUTEIBHBIMM K  CHIBOPOTOYHBIM
KOHUEHTpaUHsIM KaJbliys, a cuaTe3 U cekperust [ITT momaBisitoTes, HECMOTPST HA HOPMOKAJIbLUEMHUIO.
Takum 06pa3om, BO3HHKAET (HyHKIIMOHAIBHBIN ruromnapatupeo3. AJII" 2 Tuna BO3HUKAET MPU HATHIUN
akTuBupylonie myrtamuun B reHe GNAII (guanine nucleotide-binding protein alpha 11). GNAII
konupyeT anb(a-cyobenununy G-6enka G11, xoTopwlif siBiasieTcss kioueBbIM MeauaropoM CaSR-
OTOCPEOBAHHOTO CUTHAJIBHOTO TyTH. MyTarus B GNA /I npuBOIUT K U30BITOYHOMY TOAABICHUIO
cekpetuu [ITT" npaxxe npu runokanpuvemuu. Y mnauueHtoB ¢ AJIIT pa3BuBaeTcs yMmepeHHas
TUNOKAJIBLIMEMHUS], TsDKeNas TUIEepKaJblUeMUs MOXET BO3HUKHYTh B YCIOBUSIX crpecca. lloyeunas
peadcopbmus kampmus pu Al 1 tuma cHmwkeHa BeaeactBue myrtanuu CaSR B MOYKaxX; y TaKUX
MAIlMEeHTOB pa3BUBAaETCs Turnepkanpiunypus. [loueunas peabcopOmms kanpius npu AJl 2 Tuna He

CTpanacTt.

OpauMm n3 penakux BapuanTtoB Manudectanuu AJll sBisieTcs cuaapom baprrepa ¢ rumokanbiueMueH.
OH xapakTepusyeTcs THUIOKAJIbIIMEMUEH, TUIIOMAarHUEMUEN M TUIONAPATUPEO30M, a TakKkKe
npu3HakaMu AUCHYHKIUU neTiau ['enne (moanypuend, TMInoKaJTueMUYeCKUM ajKkajlo30M, OBBIILIEHUEM
KOHUEHTPAaUH PEHMHA WM ajbJOCTEpOHA B IUIa3Me, HU3KUM AJl U PE3UCTEHTHOCTBIO COCYIOB K
anruoren3uny II. IlpuunHON pa3BUTHA CHHApPOMA SIBISETCS MyTauus B JIokyce 3g21.1, oTBevaromem
3a CaSR.

Myranuu B rene [ITT

B nureparype omnmcaHO HECKOIBKO PEAKHMX MyTalud B reHe [/7], HapylIalOIMX €ro CHHTE3 U
cekpenuto. Hampumep, ayTOCOMHO-AOMHMHAHTHAs MyTalys B CUTHAJIbHOM IOCIIEI0BAaTEIbHOCTH
npenpolITI" HapymiaeT HOpMaIbHBIM MPOIIECCUHT MOJEKYJIbl U, cieaoBarenbHo, oopasoanue [ITT.
Taxxke omucaHbl CeMbU C HW30JMPOBAHHBIM THUIONAPATUPEO30M, OOYCIOBICHHBIM ayTOCOMHO-

peueccuBHOM MyTauueil B rene [/77.



Anturena k CaSR

[Ipy mo3nHEM pa3BUTHU TUIIONAPATHPEO3a BOZMOMXKHON MPUUMHON MOTYT SIBISTHCA LUPKYIUPYIOLINE
aktuBupyromne anturena kK CaSR. Dtu anTutena He nmpuBoaAT Kk HeoOparumont aectpykmu OIDK,
IO3TOMY CYLIECTBYET BEpPOSTHOCTh CIOHTAaHHOW peMuccuu. B auTeparype omnucaHbl —Kak
U30JIMPOBaHHbBIE (OPMBI THUIIONAPATUPEO3a, BbI3BaHHOTO aHTuUTenamu Kk CaSR, Tak u ciyyau,
aCCOLIMMPOBAHHBIC JIPYTUMHU ayTOMMMYHHBIMHU 3a00J€BaHUSMU (TUPEOUTUTOM XaIIUMOTO, OOJIE3HBIO

Anucona).

Cunpombl pe3nucTeHTHOCTH K [TTT

PesucrentHocts opranos-mumieHen Kk IITI, Ttakke wu3BecTHas Kak IICEBIOTMIIONAPATUPEO3
(nceBnol TIT), sBasieTcs TpPyNmoBbIM TOHSITHEM [JIsl HECKOJIbKHUX TIETEpPOreHHBIX 3a00JeBaHUM,
XapaKTEePU3YIOMUXCS HEUYBCTBUTEIBHOCTHIO mepudepndecknx Tranerw k I[ITI. Tlo mganHBIM
71a00paTOPHBIX MCCIICNOBAHUN Yy TaKUX MAIMEHTOB OOpalaloT Ha ce0s BHUMAaHHME THIOKAJIbIIMEMUS,
runiepdocdaremusi, nosbiienne ypoBus IITI. Hwmxe mnpuBeneHo ommcanue OCHOBHBIX (OpM

ncesaol TIT.

IlceBmol TIT 1 Thma

[Tcenol TIT 1 Twna sBusercs craeactBueM MyTtanmuu B TeHe GNASI, xomupyromiem aibda-
cyObenuHUIly cTUMyIUpyromiero G-0enka, accoruupoBaHHoro ¢ perenrtopoMm I[ITI. Otu myramum
OPUBOAAT K HecrmocoOHocTH (G-Oelika akTUBUPOBATh afeHUIATIMKIA3y nocie cBsa3biBanus [ITI ¢ ero
pEUenTopoM, 4TO B UTOTE NMMPUBOAUT K HEBO3MOKHOCTH TPAHCAYKIMH CUTHAJIA B OPraHaX-MUILIEHAX. Y
mofel B runoduse, roHagax u XK npenmyiecTBeHHO SKCIIPECCUPYETCS MaTEPUHCKUH aJljIeNib ATOTO
reHa. B cBs3M ¢ 3THM, KIMHUYECKHE MPOSBICHUS 3a007I€BaHUS 3aBUCAT OT JIOKATHM3AIllMd MyTaIluu B
MaTE€pUHCKOM WJIM OTILIOBCKOM ajuiene. Ha OCHOBaHMM 3THUX pa3inuyuid BBIAEISIOT HECKOJIBKO MOJBUIOB

IlceBnol TIT 1 Tuma.

[TceBaol TIT Tun la. Dtor Tun ncenol TIT — ayrocomHo-IOMUHAHTHOE 3a00J€BaHKE, BBI3BAHHOE
myTanued, npuBonsamei k mnorepe ¢ynkuuu GNASI1. Tlepemaercs mnceBmol TIT la Ttuma mno
marepuHckon JuHuU. [Ipu sToM Myrtaumm mocne cBs3biBanuss [ITIT ¢ peunenTopom akTuBanuu
aJICHUJIATIIMKIIA3bl U TPAHCAYKIMU curHajia He nmpoucxoauT. Kimaudecku nceaol TIT 1a tuna vame
BCErO TMpPOSIBISIETCS KOMIUIEKCOM CHUMIITOMOB, M3BECTHBIX KaK HAacCJIEJICTBEHHAs OCTEOAUCTPOdus
OnOpaiiTa: HHM3KHUM pPOCTOM, OXHUPEHHEM, KOPOTKOM IIeed, OKPYIIbIM JHIIOM, IOAKOKHBIMU
KaJIbIIMHATAMU, YKOPOUYECHHBIMM YETBEPTHIMU W MATBIMH METaKapHajbHBIMU W METaTap3ajbHbIMU
KOCTSIMH M OTCTaBaHueM B pa3BuTuH. Ilomumo storo, y nanmenros ¢ mncenol TIT la tuma moxer
HaOJI0aThCsl PE3UCTEHTHOCTh K JAPYTUM ropMoHam, 3¢ (eKT, KOTophlil peanusyercs yepe3 G-Oenku:
roHagotrponuH-puian3uHr ropmony, OCI, JII' u TTI. B 6noxumudeckoM aHanu3e KPpOBH 00paIlaT Ha
cebsd BHUMaHME THUIOKanblMeMus c runepdocdaremMueld, pa3BUBAIOIIMECS B  pe3yjbrare
pe3ucteHTHOCTH Touek K gerctButo IITI, u Bropuusslli runepnaparupeo3. llomumo storo, y
MAlMEHTOB MOXET pa3BUBaThCsi (UOPO3HBIA OCTEUT, MOCKONIbKY pe3uctentHocth k I[ITI He

3aTparuBacT CKCJICT.



IlceBno — ncepnol TIT. Ilpu HacienoBaHuM MHAKTUBUpYIOLEH MyTauuu B reHe GNAS] 1o oTHOBCKOM
JUHUU TaKKe pa3BUBaeTcs (PEHOTUIl HaclneACTBEHHOW octeoauctpoduu OnbOpaiita. OnHako, npu
YCJIOBUM HaJlMYusl HOPMAJbHOro MarepuHckoro amiens GNAS! HedyBCTBUTENBHOCTh IOYEK K
neiictButo [ITT" He Bo3nukaet. ChiBOpOoTOUYHBIC ypOoBHHU Kanblus, pocdopa u [1TI y Takux marueHToB

OCTArOTCA B IIpCACIIaX HOPMBI. Takoe cocTosiHue IMMOJIYHYHJIO Ha3BAHUC HCGB,Z[O-HCGBIIOFHT.

[Iporpeccupyromas KOCTHasi TeTepoIUia3usl. YHACJIEeIOBaHHAS IO OTLOBCKOW JIMHUM WHAKTUBALIMS
GNASI1 Takxe MOXKET BBI3bIBaTh MPOTPECCUPYIOIIYI0 KOCTHYIO TeTeporuiasuio. JlanHoe 3a0oneBaHue
NeOITUPYET B paHHEM JETCTBE M XapaKTEPHU3yeTCsl SKTONMMYECKUM KOCTEOOpa3OBaHUEM B JIEpME,
MBIIIIAX W COEAMHUTENbHOM TKaHW. B KIMHHWYECKOM KapTUHE MOTYyT HAOMIOAAThCs MPHU3HAKH,
XapakTepHble JUIsl HacaeICTBeHHOU ocTeonucTpoduu Ondpaiita, He CONPOBOXKAAIOIINECS U3MEHEHUEM

KOHIOCHTpAIH KaJIbLUA U IITI B CbIBOPOTKC KPOBH.

[TceBaol TIT Tuma 1b. TlceBmol TIT tmma 1b — pemkoe ayTOCOMHO-TOMHWHAHTHOE 3a00JeBaHUE,
Mepenarmeecs MO0 MATepUHCKOM JWMHHM. Ero npuymHOW SBIAETCA MyTalMs, IOPaKAOIIAs
perynaropHblie eMeHThl TeHa GNASI, a He cam reH. B aTom ciyuae pesucrentHocts K IITT, o Beeit
BUJUMOCTH, DPa3BUBAETCS TOJHKO B TKAHM IMOYEK, MOATOMY Yy TaKHUX MAlMEHTOB HaOIIOAAIOTCS
rUNoKaNblieMusi, runepdocdareMuss U BTOPUYHBIN TUNIEpHApaTUpeo3 0e3 KaKux-Iu0o MPOSIBICHUM

HaclleZICTBEHHOM ocTeoauctpoduu Ondpaiita.

[TceBaol TIT tuma 1c. D10 3a00eBaHUe SIBIASETCS CICACTBUEM MYTaIlMW, HAPYIIAIOMICH CBS3bIBAHUC
G-6enka ¢ penentopom IITI. Takum o6pazom, G-06e10Kk crIoCOOCH aKTUBHPOBATh aJICHUJIATIIUKIIAa3Y, HO
ATOT MpoIecC He cBsi3aH ¢ aktuBanuen peuenropa [ITT. deHoTUNMYECKH Takue MAaMEHThl CXOAHBI C
oonbHbIMH ¢ TiceBOOl TIT la Tuma W WMEOT Bce MpU3HAKU, XapaKTepHbIE UIsl OCTEOAUCTpoduu
OnopaiiTa.

IlceBnol TIT Tuna 2

Y nanuentoB ¢ mnceBuolTIT 2 Tuma HeT KIMHUYECKUX MPOSBICHUH, XapaKTePHBIX IS
HacleACTBeHHON ocTteoaucTpoduu OnOpaiira. [ HUX XapaKTEepHBI TMOBBINICHUE KOHIIEHTPAIUH

HAM®O® B Moue, He conpoBoXkaatonieecs runepdocdarypueii B oTBET Ha BBeAeHHUe 3k30renHoro [1TT.

Hpyrue dhopmbl pesucteHTHOCTH K [TTT

PesucrentHocts k IITIT Takke MoxkeT OBbITh BbI3BaHA PELECCUBHONM MHCCEHC-MyTallMe B
nocienoBarenbHocty, koaupyromieit [T (1-84), koTopast MPUBOIUT K HEBO3MOKHOCTH CBSI3BIBAHMUSI

TOPMOHA C PELENTOPOM.
JIpyrue npu4uHbl rUIonapaTupeosa
MuToxoHpUalibHbIE 3200J€BaHUs

['umomapatupeo3 SBIsSETCS KOMIIOHEHTOM MHOTHX MHTOXOHAPHAIBHBIX 3a00JICBaHUN, BO3HHUKAIOIINX
BCJIe/IcTBUE nenenuid B MuToxoHapuansHor JIHK. Huxke npuBoauTcs KpaTrkoe OnvcaHre HEKOTOPBIX

MUTOXOHAPHUATIBHBIX 3a6OHCBaHHﬁ, COITPOBOKIAAIOIINXCA TUITOIIAPATUPCO30M.



Cunnpom Kepuca-Ceiipa — MUTOXOHApUANIbHAS IIMUTONATH, XapakTepHU3YIOIIasics dHIedaaonaTue,

O@T&HBMOHHGFH@ﬁ, IMUIMCHTHBIM PETUHUTOM U KapHHOMHOHaTHCﬁ.

MELAS cunapom — coyeTaHHe MHUTOXOHJPHATHHOW MHUOMATUH, dHIE(PATONATHH, JIAKTaT-allua03a U
MHCYJBTOMOAOOHBIX 3MU30/10B. BO3HMKAeT BCIEACTBHME TOYEUHOM MYyTallMd B MHUTOXOHIPHATBHOMN
TPHK u nacnemyercst mo marepuHckoil juHuu. Yarmie Bcero maHudecTtupyer B JETCTBE, IMOCIE

OTHOCHUTCIIbHO 6J1arononquor0 nepuoaa paHHECTO Ppa3sBUTHA.

Jedbunur mutoxoHapuambHOoro TpudyHknuoHanbHoro 6enka (MTPDS) — napymenue okucieHus
KUPHBIX KHUCJIOT, MaHU(ECTUpPYIOllee HEKETOTUYECKOM TUIONIMKEMH W COMpPOBOXKIAIOLIEECs
KapauoMuonaTuel, aucyHKIuerd IMeYeHn, CKEICTHOW MHUOmNaTHed M 3aepKKaMH B pa3BUTHH. B
HEKOTOPBIX Cllydasx y marepeit aeteit ¢ MTPDS B xome 6epeMeHHOCTH OTMEUascsl SMU30/ OCTPOTO

MEYEHOYHOT0 NoBpexaeHus [43,70].

I[aHHBIC 00 OCHOBHBIX npuiruHax HACJICACTBCHHOIO THIIONIApaTHpPCO3a, KIIOUCBBIX KIMHHUYCCKHUX

NPOSIBIICHUH U TaOOPAaTOPHBIX H3MEHEHUSX TpeAcTaBieHbl B Tabmuie 10.

Tadoauuma 10. OcHOBHBIE IPUYUHBI HACJIEACTBEHHOTO TUIIONAapaTupeo3a [68].

1w 2 Tnos

YMEpEeHHOW runokasnblmeMmen,
BO3MOXHa rvnepkanbLmypus

myTaumsa CASR (1 twvn)
wnn Gall (2 tvn)

3a6oneBaHue KnuHunueckune n MosieKynsaipHbii Heo6xoaumbie
na6bopaTtopHbie AaHHble, cy6cTpaT reHeTMyeckme wu
nossonsoWMe 3anofo3putb | 3aboneBaHus MUHbIe
3a6oneBaHue uccnenosaHusa

AyTOCOMHO-ZJOMUHAHTHbIA FMMNonapaTupeos Yaule acMMNTOMHbIN, pexe - ¢ | AKTUBMpYtoWwas CekBeHUpoBaHue

CASR wnn GNA11
(11  cybveanHuua
b6enka Gall)

HacnenoBaHUA

AyTOCOMHO-AOMWHAHTHbIVA rMnonapaTnpeos M'mnokansumemums, CaSR CekBeHupoBaHue
c cuHapomoMm bapTepa 5 Tuna rmnoMarHuemms, CASR
rmnokanuemus, ankanos,
rmnepkansunypus,
rmnokanuemmus 7
rmnoHaTpmemus,
o6e3BoOXnBaHWE B 3aBUCMMOCTU
OT TsXecTu 3abonesaHus
MN30nnpoBaHHbIN rMnonapaTnpeos MpeobnagatloT KAWMHUYECKME W 17T, GCM2
nabopaTopHbie CUMMNTOMbI CeKBeHMpoBaHWe B
rmnonapaTtupeosa 3aBMCUMOCTH oT
KIIMHUYECKOW
KapTUHbI
AyTOCOMHO-peLecCUBHbIN ATr nan GCM2
AyTOCOMHO-AOMUHAHTHbIN ATr nnn GCM2
X-CBsAI3aHHbIN peuecCUBHbIN Nokyc SOX3 (y
MY>XUMH)
HDR-cuHapom (runonapatupeos, rayxorta, CeHcoHeBpanbHas TyroyxocTb, FeH GATA3 CekBeHupoBaHue
Ancnnasunsa noyek) aHaToMMyeckme  0COBEeHHOCTU reHa GATA3,
pa3BUTUS MOYEK U HapyLlueHus CNnyxoBble  TecCThl,
nx PYHKLUMOHNPOBaHWUS, BU3yanumsaums
AyYTOCOMHO-AOMUHAHTHbIA  TWN noyek

MHbEKUNOHHbIe 3abonesBaHus,
a- Wu runonnasusa Tumyca, T-
KneToyHas nnumdonenus),
rmnonapaTupeos, aHoManum
CTPOEHUSA T[NIOTKU W ropTaHu,

CuHgpom OAnxopaxmu AHOManum cepAeyHo- PasznunuHblie pedekTbl, B
COCYANCTOM CUCTEMbI, B T.4. T.4. aeneuum ]
TeTpana danno, nedekTbl MUKpoaeneunm B
MeXOKeNyn04KOBOWM 22g11.2 xpomocomMe
neperopoaku, truncus
arteriosus, naTtosorMm  ayrm
aopTbl (BCcTpeyatotcs y ~80%);
UMMyHOoAedUUNT (vacTtble




BONUbS MacTb, MNoBeAeH4Yeckue
n ncuxuaTpuyeckme
HapyLlleHus,

o TanbMonornyeckne
HapyLeHus, NoTeps cnyxa

CuHapom KeHHun-Kadbdu

Tun 1 wnnnm cuHagpom CaHbsg- Hun3knn pocT, 3adepxKa pocTa, F'en TCBE CekBeHMpoBaHue
CakaTu (ayTOCOMHO- ManeHbKUN pasmMep KUCTEN U reHa TCBE
peLecCmUBHbIN) cTon, KopTuKasnbHoe

WUCTOWEHME W  MeaynnsipHblii
CTeHO3  TpybuaTbiXx  KOCTeW,

OTNOXEHHOE 3aKpbiTHe
pPOAHMYKOB, AMCMOpPdU3M Nunua,
aHoManum rnas,
rmnonapatmpeos
Tvin 2 (ayTocoMHO- Oucnnasms KoCcTer,  HU3KUMN [eH FAM111A CekBeHMpoBaHue
OOMUHAHTHbIN) pocT, KOpTMKanbHoOE reHa FAM111A

WUCTOHYEHME W  MeAyISpHBbIN
CTeHO3  TpybBuaTbiX  KOCTEWN,

OT/NIOXEHHOoe 3aKpbiTne
pOAHMYKOB, AUCMOpdU3M Nnua,
aHoManum rnas,
rmnonapaTupeos
fMnonapaTMpeo3,  aCcCoOUMMPOBAHHLIA  C MyTaumm B CekBeHnpoBaHue
MUTOXOHAPUANbHbIMU 60NE3HAMM MUTOXOHAPMWAIbHOM MUTOXOHAPUAbHOM
reHome OHK
CuHApOM OdTanbmMonnerusi, HapyLleHus KpynHas neneuuns CneuuanbHble
KepHca-Celipa nurMeHTaumm ceTyaTKu " MWUTOXOHAPUWAbHOM KInHU4Yyeckne
BHYTpUCEpAEYHOM OHK obcnenoBaHus, B
NpoOBOAMMOCTHU, NMPOKCUMMasbHas 3aBMCUMOCTH oT
n 6ynbbapHas cnabocTb, rnopaxeHus
BO3MO>XHa aTakcusa OpraHoB 1 cUcTeM
CuHApOM DHuedanomuonaTtus,  nakrtat- MyTauunsa B
MELAS aungos, MHCYbTONOA06HbIE MWUTOXOHAPUANLHOM
3Mn304bl, odTanbMonneHns, reHe TPHK
anaber, noteps cnyxa,
MUTpeHn " KOHUTUBHbIE
HapyLueHuns
CuHApOM HapyweHuns B OKUCNEHUN MyTauun B
MTPDS KUPHbIX KWUCNOT, MUTOXOHApPUANbHOM
accouMnpoBaHHble [¢ reHome
HenponaTuen, peTuHonaTtnen u
0XWpEHNEM NeyeHun

GNAI11 - G protein alpha subunit 11, GATA3 - GATA-binding protein 3, FAMI111A - family with
sequence similarity 111 member A, GCMB - glial cell missing gene, HRD — hypoparathyroidism
retardation dismorfism, SOX3 - sry-related HMG box, GNAT11 - G protein subunit alpha 11, TBCE -
tubulin folding cofactor E, MTPDS - mitochondrial trifunctional protein deficiency



Kpurepun onieHKH KayecTBa MEIUIIUHCKOU MOMOLIH

Ne Kputepuun kauecrBa YpoBeHb YpoBeHb
AOCTOBEPHOCTH y6eantenbHoCTH
AOKa3aTesibCTB pekoMeHpaaunun

1 BbINONIHEHO MCCnenoBaHWE YPOBHENW MapaTMpeonaHoro ropMoHa, obuiero 2 B
Kanbums wn anbbymmHa (C pacyeToM anbbyMWH-CKOPPEKTUPOBAHHOIO
YPOBHS KanbLMsS KPOBK)

> BbinoNHEHO n3MepeHMe ypoBHS KpeaTuHuMHa (c pacyetom CK® no EPI), 3 B
obuiero MmarHus, HeopraHuyeckoro gocdopa, 25-OH ButammHa D kpoBu

3 BbinonHeHO nccnenoBaHne ypoBHS KanbLMs B CYTOYHOM MoYe 3 B

4 BbliNo/IHEHO YyNbTpa3ByKOBOE MCCef0oBaHNE MoYeK 2 B

5 MpoBeaeH npuem (OCMOTP, KOHCYy/nbTauumsa) Bpadva-odTanbMonora B 5 C
cflyyae OTCYTCTBMS KOHCY/NbTauMW Ha [AOrocrnutanbHOM 3Tane Ans
CBOEBPEMEHHOM AMArHOCTUKN OC/TOXXHEHUI CO CTOPOHbI rnas

6 BbinonHeHa KoMnbtoTepHas ToMorpadusa roIOBHOro Mo3ra npu Hasanudum 4 C
Yy naumeHTa HEBPOJIOrMYECKON CUMMTOMATUKN U OTCYTCTBUM BbINMOSIHEHUS
TaKoBOM Ha AOrocnuTaabHOM 3Tane

7 BbinonHeH cb6op aHaMHe3a M xanob, reHeTM4eckoe TeCTUpOBaAHME U/UIn 4 C
CeMEeNHbIA CKPUHWHI MpU MNOAO3PEHWM HA HaACNeACTBEHHbIN XapakTep
natonornu

8 JocTurHyTbl  LeneBble nokasaTenu  anbbyMWH-CKOPPEKTUPOBAHHOIO 5 C
Kanbumsa U HeopraHmyeckoro gocdopa CbiBOPOTKM KPOBU

9 [JOCTUrHYTbI LieneBble NokasaTtesn obLero MarHmsi CbiIBOPOTKN KPOBU 4 C

10 JOCTUrHyThbl LieneBble nokasaTenu Kasabuns B CYTOYHOMN MoYe 4 C

11 MpoBeaeHo obyyeHne nauMeHTa pacrno3HaBaHUO CUMMTOMOB TMMO- WU 5 C
runepkanbumemMmnm
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Ipuaoxkenue Al. CocraB padouer rpynnsl mo
pa3paloTke U mepecMOTpPy KIHMHUYECKHX
pPeKOMeHaalni

PyxoBonurenu:

Jlenos MI.! - IIpesunent Llentpa, Unen Ilpesmmmyma PAH, akapemuk, [Ipesunent Poccuiickon
acCOUMalUHUH SHIOKPUHOJIOTOB, IIABHBIM BHEIITATHBIM CIEUATUCT 3HAOKPHUHOJIOT MHHHCTEPCTBA

3apaBooxpaHeHus Poccun.

Menbanuenko ['A.! - akagemux PAH, Bune-IIpesunent Poccuiickoli acconyanuy 3HIOKPHUHOJIOIOB,
Hupexrop MucTutyTa kimmanYeckon 3aa0KkprHoaorun OPI'bY « HMMUALL sunokpunonornn» Munsapasa

Poccumn.

Moxkpsimesa H.I. !~ no. Jupexropa LleHTpa, JOKTOp MEIMLIMHCKHX HayK, wieH-kopp. PAH, wien
Poccuiickorr acconmanuy  3SHIOKPUHOJIOTOB, HAy4YHBIM PYKOBOAWTENb OTIACJICHHS IaTOJIOTHUH

OKOJIOIIUTOBHTHBIX JKEJIE3.
Pabouas rpynma:

Anppeesa EH.' - JIOKTOp MEIUIIMHCKUX Hayk, mpodeccop, dupexkrop MHCTUTYTA penpoayKTUBHOM

MEAULMHBI, 3aBEAYIOLIAS OTACICHUEM YHIOKPUHHON THHEKOJIOTHH.

Bensienuu JI.I.! - nokrop Meamimuckux Hayk, npodeccop, IIpesnaeHT Acconuaiy SHIOKPHHHBIX

XUPYProOB, [NIABHBIA HAYYHBIA COTPYIHHUK OT/ENIA XUPYPIHUH.

Epemkuna AK!D — KaHIUAaT MEIUIHUHCKUX HAyK, 3aBEAYIOIIAas OTJCICHUEM IaTOJOTUU

OKOJOIIMUTOBUAHBIX KCJIC3.

Kapornoa TJL* - pmoktop MemuuuHCKHX Hayk, mpodeccop Kadempbl BHYTPEHHHX OOJIE3HEH,

pyxoBoautens HWJI kiimHndeckoi S3HIOKPUHOIOTHH.

Kum U.B.! — kamaumar MenunuucKmux HayK, 4i€H ACCOLMAlUMN 3HIOKPUHHBIX XUPYPrOB, BEAYIIHUI

HAYYHBI COTPYAHUK OTIEJIa XUPYPTHUH.

Kosanepa E.B.! - HAy4YHbIN COTPYIHUK OTAECICHUS ATOJOTUU OKOJIOIIUTOBUIHBIX KEJE3.
Kpynunosa I0.A.! - HAy4YHbI COTPYIHUK OTAEIEHHUS NATOJOTMU OKOJIOIIUTOBUIHBIX XKEJE3.
KprokoBa U.B.? - kanaumar MeuIUHCKIX HayK, TOIEHT Kadeapsl SHI0KpuHONIOrHN DY B.

Kysneno H.C.! - jokTOp MeMUMHCKMX HAyK, 4ieH ACCONMALMM JHAOKPUHHBIX XHUPYPIOB,

npodeccop, 3aBeAyIOIINI OTIETIOM XUPYPIHUU.

Mupnas C.C." — xamguaaT MeIMIMHCKUX HayK, wieH Poccuiickol acconuanuv 3HIOKPUHOJIOTOB,

CTapH_II/Iﬁ Hay‘—IHBIﬁ COTPYAHHUK OTACIICHUSA IMMATOJIOTHHN OKOJIOIIUTOBUHBIX JKEJIC3.



MyzyHOB A.M.? — 0KTOp MEIMIMHCKUX Hayk, npodeccop PAH, Ipesuaent Poccuiickoro obmecrsa

CIIEUAIIMCTOB 10 OIMYXOJISIM TOJIOBBI U IIEH, 3aBEAYIOIINI OTJEIOM OITyXO0JIEH TOJIOBHI U IIEH.
I- ®I'BY «HMMUI] sHpokpunonorun» Munsapasa Poccuu

2 - ®I'bY "HMMUL] oukonorumn uM. H.H. boxuna" Mun3zapasa Poccun

3 -T'bY3 MO MOHHMKMU um. M. ®. Bnagumupckoro

4 - ®I'BY «HMMUIL] um. B. A. Anmazoa» Munszapasa Poccuu

Kondnukt uaTepecos:

JUis  OKOHUATENbHOW pENaKIMU M KOHTPOJS KauyecTBa PEKOMEHJAlUU ObUIM  MOBTOPHO
MPOAHAM3UPOBAHBI YJieHAMU pabovel TPyMIbl, KOTOPhIE MPHUIILIK K 3aKJIFOYEHUI0, YTO BCE 3aMEUaHUs
Y KOMMEHTapHUH 3KCIIEPTOB MPUHATH BO BHUMAHUE, PUCK CUCTEMATHUYECKUX OMIMOOK MpHU pa3padoTKe
PEKOMEHAALMN CBEAEH K MUHUMYMY.

VY aBTOpPOB U KCIIEPTOB HE ObLIIO KOH(PIUKTA HHTEPECOB MPHU CO3JaHUH KIIMHUYECKUX PEKOMEHIallni.



IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

Mertonbl, UCIONB30BaHHBIC I cOOpa /CENeKIMU 0Ka3aTelIbCTB: IMOUCK B DJIEKTPOHHBIX 0azax
JTAQHHBIX TI0 KITFOUEBBIM CJIOBaM, CBSI3aHHBIM C THUIIONIAPATHPEO30M M COOTBETCTBYIOIIUMH pa3eiaMu

KJIIMHUYECKUX pekoMeHaauii. OneHKa KauecTBa U PeJIeBAaHTHOCTH HAMIEHHBIX UCTOYHUKOB (Agree).

Onucanve MeToI0B, UCTIOJIb30BAHHBIX ISl COOpa/CeNeKIny JOoKa3aTeIbCTB: 10Ka3aTeIbHOM 0a30i J1s
pEKOMEHIAIMK SBJSIIOTC TyOnukaruu, Bomreanue B KoxpaHOBCKyr0 OMOMMOTEKy, 0a3bl JaHHBIX
EMBASE u MEDLINE, e-library. ['myOuHa moucka cocrapisiia 6onee 15 ner.

MeTozb1, UCTIONIB30BAHHBIE /JIS1 OIICHKM Ka4eCTBa M CHJIbI JI0KA3aTeIbCTB:
» Koncencyc skcriepToB

° OI_IeHKa S3HAYMMOCTH B COOTBCTCTBHMH C YPOBHAMHU JOKA3ATCIbHOCTH M KjJIaCCaMH peKOMeHI[aL[I/IfI

(mpuitararorcs).

I_IeJ'leBaﬂ AYAUTOPUA TAHHBIX KIWHUYECCKHUX peKOMeHHﬂlHﬁ:

1. Bpau-3HAOKPHUHOJIOT;

2. Bpau-xXupypr;

3. Bpau o0111el MpakTUKU (CeMENHbIN Bpay);
4. Bpa4-TeparnesT;

5. Bpa4-ypoJior;

6. Bpau-HedpoJor;

7. Bpa4-HEBPOJIOT;

8. Bpau-KapnoJIoT;

9. Bpau-akymiep-ruHeKoJOor.

Tab6muma 1. Illkana omenku ypoBHeH npoctoBepHOCTH JokazarenbcTB (YJ) s meronos

JTUArHOCTUKH (JIMarHOCTUYECKUX BMEIIIATEIHCTB)

yan PacwudpoBka

1 CuctemaTtnyeckmne o0630pbl MCCNeAoBaHWM C KOHTponeM pedepeHCHbIM MeToAOM WM  cucTtematmdeckuin o063op
pPaHAOMU3NPOBAHHbBIX KIIMHUYECKUX UCCNef0BaHMM C NPUMEHEHWEM MeTa-aHanusa

2 OTAenbHblE NcCneaoBaHns C KOHTPOIEM ped)epeHCHblM METOAOM WUNN OTAENbHbIE PAHAOMU3UPOBAHHbIE KJIMHNYECKNE
nccnegoBaHuna U cucrtemaTnyeckme 0630pr nccnepoBaHnii noboro An3anHa, 3a UCKNKYeEHMEM pPaHAOMU3UPOBAHHbIX
KIMMHNYECKUX nccnegosaHmmn, C nppuMeHEHNEM METa-aHann3a

3 WccnepoBaHmsa 6e3 nocnenoBaTenbHOro KOHTPOA perGDEHCHbIM METoA0M WIN mnccnegoBaHMa C ped)epeHCHblM
MeToaoM, He 4Bndrwmmca HelaBUCMMbIM OT wmccnegyeMmoro Metoga WM HepaHAOMU3UPOBaHHbIE CpaBHWUTESNIbHbIE
nccneaoBaHud, B TOM 4ncne KOropTHble nccnegoBaHuna




4 HecpaBHUTENbHbIE NCCNEAOBaHUSA, ONMCaHUE KIMHUYECKOro cry4vas

5 MmeeTcs nuwb 060CHOBaHME MexaHM3Ma AeNCTBUSA WU MHEHME JKCNnepToB

Ta6muma 2. Illkana omeHKH ypoBHEH mocTtoBepHOCTH mAokaszarenbeTB (YJ) mis meTomoB

npodUIaKTUKK, JieueHuss W peabunuranuu (MpodUIAKTHUECKHUX, JIedeOHBbIX, PeaOUIUTAMOHHBIX

BMEIIATENbCTB)
yaa PacwudcdpoBka
1 CucrtemaTtnyeckuit 063op PKW ¢ npyuMeHeHnem meTa-aHanmsa
2 OTpenbHble PKU 1 cuctemaTtnyeckme o630pbl uccnepoBaHuii noboro amsariHa, 3a uckiaoveHnem PKW, ¢ npumeHeHneMm

ME€Ta-aHanunsa

3 HepaHoOMU3MpOBaHHbIE CpABHUTENbHbIE UCCNEA0BAaHUSA, B T.4. KOFOPTHbIE UCCef0BaHUS

4 HecpaBHUTENbHbIE UCCNEAOBaHUA, OMUCaAHWE KIMHWUYECKOro ciydyass WUau Ccepum CrydaeB, WUCCe[0oBaHus <<cnyqal71—
KOHTPO/1b>»

5 MmeeTca nuwb 060CHOBaHME MexaHuM3Ma AeNCTBUMS BMellaTesbCTBa (,D.OKJ'IVIHVI'-IeCKVIe VICCJ'Ie,EI,OBaHVIFI) nan MHeHune
3KCnepToB

Tabamuna 3. Illkana oueHku ypoBHe yoOenutenbHOocTH pekoMeHnauuid (YYP) s meronos
MpOUIAKTUKY, AUATHOCTUKU, JeUeHUs W peabunurtanuu (MpodUIakTUYECKHX, AUArHOCTUYECKHUX,

J'IC‘-IG6HLIX, pea6I/IHI/ITaHI/IOHHI>IX BMGHI&TCJILCTB)

YYyP PacwudpoBka

A CunbHasa pekoMmeHaaums (Bce paccMaTpuBaeMble KpUtepumn apdeKTUBHOCTU (MCXOAbl) ABNSKOTCS BaXHbIMU, BCe
WCCNefoBaHMS MMEKT BbICOKOE WM YyAOBNETBOPUTENIbHOE METOAO0SIOrMYecKoe KayecTBO, WX BbIBOAbI MO
WHTEpEeCYOLWMM NCX0AaM SBAKOTCSA COrflacoBaHHbIMKN)

B YcrnoBHas pekoMeHaauus (He Bce paccMaTpuBaeMble KpuTepum ahheKTUBHOCTM (MCXOAbl) ABASKOTCS BaXHbIMM,
He BCe MCCNeAOBaHWS WMEKT BbICOKOE WM YAOBNETBOPUTENILHOE METOLO0JIONMYECKOe KauyecTBO W/UNnM UX
BbIBOAbI MO UHTEPECYIOLWMM UCXOAAM HE ABJIAKOTCS COr/TaCoBaHHLIMM)

C Cnabas pekoMeHaauus (OTCYTCTBME AOKa3aTeNbCTB Haanexallero kayectBa (Bce paccMaTpuBaeMble KpUTEPUN
3 dekTUBHOCTM (UCXOAbl) SIBASKOTCS HEBaXHbIMW, BCE WCCNeAO0BaHUs WMMEKT HU3Koe MeToAosIornmyeckoe
KauyecTBO M UX BbIBOAbI MO MHTEPECYIOWMM NCXO4aM He ABNSAOTCS COracoBaHHbIMKN)

IMopsiiok 00OHOBJICHHSI KIMHUYECKUX PEeKOMEH AU

MexaHu3m OOHOBIICHHUS KIMHMYECKUX PEKOMEHJAIMN TpeIycMaTpuBaeT WX CHCTEMAaTHYECKYIO
aKTyaJIM3aliio — He Yallle, 4eM | pa3 B 6 MecsLeB, WM NPHU MOSIBICHUH HOBOM MH(POPMALIUU O TAKTUKE
BEJCHUS MAllMEeHTOB C JaHHbIM 3a0oneBaHueM. Pemienne 00 oOHoBieHuu npunumaer M3 PO nHa
OCHOBE TPEJIOKEHUN, MPEICTABICHHBIX MEAUIIMHCKUMU HEKOMMEPYECKUMU MPOodecCHOHATbHBIMU
opranmzauusmMu. ChopMUpOBaHHBIE MPENTIOKEHUS IOJDKHBl YUUTHIBATh PE3yJAbTaThl KOMIUIEKCHOM
OLICHKH JIEKaPCTBEHHBIX IPENapaToB, MEAULMHCKUX W3JEIUN, a TaKK€ pe3ylbTaTbl KIMHUYECKON

anmpoOarnm.



IIpunoxkenne A3. CnpaBo4yHbIe MaTepPHAJIbI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO0O0B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO Npenapara

AKTyanpHbIe HMHCTPYKIIMM 10 TNPUMEHECHHIO JICKAPCTBEHHBIX IPEMapaToB pPACIOIOXKCHBI Ha
opuUIIHAITBHOM caire Mun3npaBa Poccunm http://grls.rosminzdrav.ru/Default.aspx
(http://grls.rosminzdrav.ru/Default.aspx).

[IpyuHnMnel JiedeHus ¥ NPOPUIAKTUKUA JIePUIIUTA/HEAOCTATOYHOCTH BUTaMHUHA D y MaiueHToB ¢
TUTIOTIAPATHPEO30M COOTBETCTBYIOT IIPUHIIAIIAM, H3JIOKCHHBIM B KIWHUYECKUX PEKOMEHIAITHIX
«IE®UIIUT BUTAMHUHA D VvV B3POCJIbIX: JUATHOCTUKA, JIEHEHUE U
[MTPOOUITIAKTUKA» (KomnexktuB aBtopoB: IlurapoBa E.A., Poxunckas JI.A., bemas X.E.,
IzepanoBa JI.K., Kaponosa T.JI., Wmeun A.B., Menpauuenko I'A., Jemor WN.N.) doi:
10.1185/03007995.2013.766162, https://minzdrav.gov-murman.ru/documents/poryadki-okazaniya-
meditsinskoy-pomoshchi/D%2019042014.pdf).

Ucnonvzosanue IITI (1-34) (#Tepunapamuo**) onsa neuenus eunonapamupeosa

IITT (1-34) (#Tepunapatua**) He 3aperucTpUpoBaH B KauyeCTBE JIEKAPCTBEHHOTO CPEICTBA JIs
JICYECHMS TUIonaparupeosa kak B crpaHax Epomnsl u CIIA, tak u B Poccun, ogHako MCHONb3yeTCs
JUTSL JIGYCHHS TSDKETIOTO, HEKOMIIEHCHUPYEMOTO Ha CTaHAApTHOW Tepamuu, TUIMOoNaparupeo3a Kak y

B3POCJIbIX, TAK U Y JieTel B paMKax HAyYHbIX HCCJICTOBAaHUM.

DddextuBHOCTH U 6e30macHOCTH Hcnonb3oBanus Tepanuu [T (1-34) nns neyenus runonaparupeos3a
MPOJEMOHCTPUPOBAHO B OTKPBHITOM PAHIOMH3UPOBAHHOM HCCJIENOBAHUU, MPOAOKUTEIBHOCTHIO 3
roga (n=27, Bo3pact 18-70 uner). IlamueHThl ¢ XPOHUYECKUM THUIIONAPATUPEO30OM OBLIU
paHJAOMHU3MPOBAaHbl Ha 2 TpPYIIbl: TOMydYaloIlMe CTAHAAPTHYIO Tepamnuio (CpeaHsss Jo3a
kanpruTpuona** 0.91+0.2 mxr/cyt) u Tepanuto [ITT (1-34) 2 pasa B cyTku (cpenuss go3a 37+2.6 mkr/
cyT (0.5 wmkr/kr)). Ilo ucredeHum 3-IeTHEro mepuona MCCIEIOBaHUS B 00€MX Tpymmax Oblia
JNOCTUTHYTa KOMIIEHCauusi runomnaparupeosa, Ha ¢one nedenus IITI (1-34) ormedeHo Takxke
CHU)KCHHE BBIPAXKEHHOCTHU TUINEepKanbluypun. Takum obpaszom, tepanus [ITT (1-34) nmokaszana cBoro

3¢ (HeKTUBHOCTH M 0€30MaCHOCTD MPH JICYSHUH rumnonaparupeosa [133].

[IpeumymectBo ucnons3oBanus tepanuu [ITI (1-34) B pexxrime NBYKpaTHBIX MHBEKIHMM B TEUEHUE
CYTOK TIO CpaBHEHUI0O C OJHOKPAaTHOM WHBEKIHEW MPOAEMOHCTPUPOBAHO B  JIPYTOM
PaHIOMU3UPOBAaHHOM HccienoBanun (n=17, Bo3pact 19-64 roga). Bce yyacTHMKM JOCTUIIU
KOMITEHCALMK 3a00s1eBaHus (TIOJAepKaHUE LEIEBOTO YPOBHSI KaJlbIUs CBIBOPOTKH KPOBH), OJTHAKO MPHU
WCIIOJIb30BAHUM JIBYKPAaTHOTO PEXHMMA JIO3UPOBAHUS ATOTO YIAIO0Ch JOCTUYL HA MEHBIIUX CYTOYHBIX
nozax mpemapara — I[ITIT (1-34) 46+32 wmxr/cytr mo cpaBHenuto ¢ [ITIT (1-34) 97+60 wmxr/cyt
cootrBercTBeHHO (P < 0.001) [134].

I[pyroe PaHAOMHU3UPOBAHHOC HMCCICAOBAHMEC TAKXKC II0OKAa3ajl0o MPCUMYIICCTBO HCIIOJIb30BaAHUA

nBykpatHoil uabekuuu IITT (1-34) B TeyeHHe CyTOK IO CPaBHEHHUIO C OJHOKPATHOM WHBEKLIHH Y


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

NAlKUEeHTOB ¢ runonaparupeo3oM (n=14, Bo3pact 4-17 net). JnuTeabHOCTh UCCIIEIOBAHUS COCTaBUIIA
28 uenenb. [lo uroram ycraHomieHo, uTo Ha (oHe nBykpatHod uHbekiuu [ITT (1-34) B TeueHue
CYTOK yJaercs IOCTHYbh W MOIAAEPKATh LIEJIEBBIC IMOKA3aTEIM KAJIbIUSA B TEUYCHHE CYTOK, a TAKKE
YMEHBIIUTh BapuUaOENIbHOCTh CYTOYHOTO TPO(UIsS KalblIMEMUU, C HCIOIH30BAHUEM MEHBIIEH
CYTOYHOM J103bI Mpemnapara 1no cpaBHeHUio ¢ pexxumoM B | uabekuuto IITT (1-34) B cyTku (z103a
npernapara pu pekuMe JBaKbl B CyTKU 25+15 MKI/CyT; IpU OJHOKPATHOM MHBEKUMH - 58 + 28 MKr/
cyt; P <0.001) [135].

B Hacrosimee Bpemsi makcumanbHblii niepuoj teparnuu [ITI (1-34) y nmereil ¢ HeXHUPYpruyecKuMU
dbopmamu runonaparupeosa cocrasnset 6,9+3.1 rona (1,5; 10), B cpenneit goze 0,75+0,15 MKr/Kr/cyT.
Ha ¢one nedenust orMmevaercsi 3HaYMMOE CHIKEHUE MOTPEOHOCTH B KaJIbIIUHU U TIpenaparax BUTaMHUHA

D, nonoxxuTtenpHas AMHAMHUKA MapKepOB KOCTHOU pe3opoumu [136].
HUcnonvzosanue cuopoxiopomuazuoa™**, xnopmanuoona 0is KOppekyuu cUnepraibyiypun

PekomeHnnanyss 1o MCHOJAB30BAHUIO THAPOXJIOPOTHA3MAA™ ™ W  XJopTanuaoHa y MAalHUEHTOB C
TUIIONIAPATUPEO30M OCHOBAHA HA Pe3ysbrarax UCCIEAOBAHUM, JEMOHCTPUPYIOIIUX CHUKEHUE YPOBHS

OKCKPCIHWH KAaJIbIIA Ha (1)0He X MPUMCHCHMA.

O¢ddexTuBHOCT, THAZUIOB (TUAPOXIOPOTHAZUI**) B KaueCcTBE MpPENapaToB, CHUKAIOUIUX CYTOUHYIO
OKCKPELMIO KaJIbLMsl B MOYE M PUCKU PA3BUTHs KalbIM(PUKALKA IMOYEK JIOKA3aHbl B HECKOJIBKUX
PaHIOMHU3HPOBAHHBIX KIMHUYECKUX MCCIEAOBAHMSIX, HA OCHOBAaHMHM KOTOPBIX BBIIIOJIHEH METAaHAIN3
(n=571) (P <0,0001) [113].

B uccnenoBanuu Santos F. u coaBT. mpu ucmonb30BaHUM THAPOXIOpoTHa3uaa™* B goze 1-2 mr/kr/cyr
y MalMEeHTOB C XPOHWYECKUM THUIONapaTUpeo30M CHIKEHHE CYTOYHOM HSKCKPEUMH Kalablusi U
KaJIbIIMI/KpEaTUHUHOBOTO COOTHOIIEHUsI HaOmonanoch ¢ 3,2+0,8 mr/kr/cyt u 0,19+0,04 no 1,3+0,6
mr/kr/cyt u 0,05£0,02 coorBercTBeHHO. TakuMm o0pa3oM, NPUMEHEHHWE THAPOXJIOpPOTHA3Uaa™™

MO3BOJISIET CHU3UTh CYyTOYHYIO IKCKPEIUIO KAIBIMS C MOYOW Y JJAHHOM KOTrOpThlI MarueHToB [128].

[TokazaHo, 4TO MCMONIB30BAHUE XJIOPTAIUAOHA Y MALMEHTOB C TUIONAPATUPEO30M TAKKE MPUBOAUT K
CHIDKEHHUIO dKCKpernuu Kanbius. B uccnemoBanun Porter R.H. u coaBT. Ob1710 MoydeHo, uTo Ha (oHe
npreMa XJOpTaIuI0HA CHUKCHUE CYTOYHOM SKCKPEIMH KalbIHs cocTaBuio co 179 no 88 mr/cyt (P <
0,001), mpu 3TOM cpeHUN YPOBEHb KajJblUsl KPOBU NOCTUT peEepeHCHOro auamna3zoHa (¢ 8,2 mMr/mi 1o

9,3, P <0,05) (n=7, npoaomKUTEIHLHOCTD UCCIeqoBaHus — 25 MecstieB) [116].
Hcnonvzosanue xanvbyumpuona™* ons npouiakmuku nocieonepayuoHHol cunoKaibyuemuu

[To nmamapiM wmetaanamm3a (Alhefdhi A. wm coaBt, 2013 1), BKmIOUaromero B cebs 9
PaHIOMHU3UPOBAHHBIX KOHTPOJIUPYEMBIX MCCIEAOBAHUNA C BKIIIOUEHHEM CyMMapHO 2 285 MalueHToB,
UCIIOJIb30BAHUE TTPENapaToB KAJIbIUS B MUHUMAJIbHOM /103€ 3 I/CYT B COYETAaHUU C KAJIBIUTPUOJIOM **
B 703¢ | MKI/CyT y MaIlMeHTOB, MEPEHECIINX XUPYPTUUECKOE BMENIATEILCTBO Ha IEe M MMEIOIINUX
MTOBBITIICHHBIX PUCK Pa3BUTHS MMOCIICONICPAIMOHHON THITOKAIBIIMEMHUH, SIBIISICTCS HEOOXOIUMBIM JIJIS €€

HpO(l)I/IJIaKTI/IKI/I. I[aHHOG JICHCHUC PCKOMCHIOBAHO K HA3HAYCHHIO B PAHHEM IMOCJICONICPAIMOHHOM



nepuojie B TeUeHHE 2 HEJelb ¢ 00s3aTeNbHOM OLeHKONH (oCcPOpHO-KaIbIIEBOr0 0OMEHa U pelIeHUEeM

BOIIPOCA O KOPPEKLIMH TEPAIIUH 10 3aBEPLIEHUHU ITOro cpoka [ 148].



Ipuioxenue b. Ajaropurmsl aJeiicTBU Bpadya

MayreHTsl € NOAOIPEHHEM HE HANHUME MHNOHANBUHEMWE
[CrPARTOME! MHNOHARNBLHEMIAN)

DNuarkocTuea
(onpeaenetne ansbymHH-CROPPEKTHPOBAHHOTD KARBLMA
ERGEH W I'I'lﬂ
- X
HazHa4eHue NpenapaTon CTaHAIPpTHOR TEpanms; T
NPENapaTos BHTAMMME D M ero NPOMISOIHbE e e ) MPOACIKEHHE QHATHOCTHYRCHOI NOWCKD
[ansdarancunann ™, KAMBUMTEHOA®™] H - _ I'Iu,.u,me EAEHHE QHATHOZA mmnapmupeua____'.l Her = 8 pamkax guddeperupmancHoi
NEpopantHbEE NPENapaTos, COREPHIULMY HANBUHA o ) OHATHOCTHKM MANOHANBLHEMME
wapfionar? T

HECARROBAHME YPOBIA HEOPTAHIMUBCHOND e —
HME YPOBI Heapra =" [OCTHMEHWE NEPEHUHOR LIEAK TEPaNHM: ——

dhocofa B KpoEH, ofWEens Mannn B CeiBopoTHe L, " |
a - BEHE KANSUMA CHIBOPOTHH kpoed 2,1-2,3 mmons’n Her 3 K LMA 403 CTAHAIPTHOA TEPANHK
EpoBH, 25-0H BMTamAHa [l B KpOEW, KPEATHHE B — '.-po U & rnon " o Oppex : P epa

HPOEM € PRcUEToM CHED, KaNbWAA B CyTOuMOR MOuE - -

AHHAMAYECHHA RORTRONE!
- wadslMA g, ansfysnn, Soodop,
I HOpperuMA HAPYILEHAR NO NOKaIaMMAN:

MATHHWEA, HDEATWHIS © pacdeTom CHO-ER| . . .
il L DocTrnol il BTORH- LA TEpane
Ham e 3-8 mecuen Ha ':"" "‘OP“O¢:$$TEMH: par Her = manodochaTHaA gueTa

= HEAGLMRA D CyTOouwesd mowe 1 pas a 6-12 L, - yposesn 25(DH)ENTaMHHA D Goee 30 Hi/mn . T WasHaueHme F.W.E.HM.@M'-"
:‘-;?:::;‘ 1 - HAMBUARA B CYTOUMGR Moue S 6,25 MMoneCyT AnA semHaLEN W - HAIHINEHHE TWARONOD0THAINES'
- paz 8 rof 5 7,5 MMOND/CYT QAR MySRHE < WaIHaNERHE RoMBMHIUMK paInsYHE
= KT roAoeHong moar (no noxazaHuan) - nop . i COMER KA A
- ofmn SMeCHAR SCMoTp (N0 HOPMOMATHIHEM M)
MOKIEEHHAM) .

1o ram wMeAe B CoCTRRE mamBHRHDSRIHHGND NBERBEATE SHAALUMA KEBSEHAT + REAREAATUNEEEN>



Ipuwioxenue B. Unpopmanus 1 manmeHTa

Yrto Takoe okosomuToBHAHBbIE Keye3bl (OLK) n kak onu padoraror?

B oprammsme denoBeka damie Bcero umerores 4 OIK — 2 BepxHue n 2 HIWKHHE. DTO HEOOJBIINE
&KeJe3bl, pa3MepoM ¢ pucoBoe 3epHo. Pacmonoxkenst OIK B obnacTu men psiioM C MIMTOBUAHOU
xKeles3oi, 1o ee 3aaHent noBepxHoctu. OLLK BoipadareiBatot ITTT. ITTT perynupyer ypoBeHb KaabLus
B kpoBu. Eciin OILXK BeipabatsiBatoT mano I1TI unu oHu yaanensl, pa3BUBaeTCs COCTOSIHUE C HU3KUM

YPOBHEM KaJIbIYsI B KPOBU — TUIIOAPATUPEO3.
Yro Takoe 'mnonaparupeos?

D10 peakoe 3aboiieBaHWE, MPU KOTOPOM B pesyabrare yMmeHblneHus cekpeuuu [ITI cHmxaetcs

YPOBEHb KaJIbIUSI B KPOBH.
KaxoBbl npuuyunbl 'mnonaparupeo3a?

Jlnst GonbIIMHCTBA OOJIBHBIX OCHOBHOM MPUYMHON THUIIONApaTupeo3a SBISETCS XUPYPruyeckoe
BMEIIIATEIILCTBO B 00JaCTH IMIeW — yaajeHue MUTOBUAHOM kenesbl, oo OIK. Taxk xak OIK
pacCIONIOKEHBI  PSAOM C ILIMTOBUJIHOM JKEJIE30M, YAAJICHHE TOCIEAHEH MOXKET IPUBECTH K

HOBPEKICHUIO UM HenpeaHaMepeHHoMY yaanennto OLDK.

[IuToBHIHAS KelIe3a MOXKET OBITh yaajeHa MO CJICTYIOMNM MPUIHHAM:

. ['uneprupeo3 (IUTOBUHAS Kelle3a MPOAYLHUPYET O0NbIIOE KOJTUYECTBO TOPMOHOB);
. Pax muToBUIHOM KEJIC3HhI;
. 300 (yBenuueHue MUTOBUAHON KeJle3bl B pa3Mepax).

VY moneit ¢ 6one3nsto OILDK, npuBonsmieil kK BBICOKOMY YPOBHIO KalbliMs KPOBH (THUIIEpIIapaTUpeos),
4acTo TpeOyeTcsl XUPypruuecKoe BMEIIaTeNbCTBO Mo yAaneHuto usmeHeHHon OILDK, oObryHO OfHOIM.

B cnyudae ecnu TpeOyercs ynanenue 0onee yem 1 xkene3bl, MOXKET pPa3BUThCS TUIIONAPATUPEO3.
IMoyeMy KanbIMIl TAK BaxKeH?

Kanpruii — nHanbosnee pacrnpoCTpaHCHHBIM MUHEpa OpraHu3Ma YelIOBeKa M MMEET BaKHOC 3HAYCHUE
JUTSL pa3IMYHBIX MPOIECCOB B HEM Mpoucxoasmux. Kanbiuii HeoOXoaum UIst KOCTEH U 3y00B, a TakxKe

IUIsl paboThI Cep/la, MBILIL, HEPBOB U JPYTMX OPraHOB.

['umonaparupeo3 Takke MOXKET OBITh CIEICTBUEM TE€HETUYECKHUX, BPOXKICHHBIX 3a00JCBaHUN H
ayTouMMyHHoOro noBpexaenust Tkauu OLLDK. Ecnu nmpuunHa runonaparupeo3a He u3BecTHa — Bam u
Bamieil ceMbe peKOMEHIOBAHO MPOUTH I€HETUYECKOE TECTUPOBAHUE JUISL UCKIIOYEHUSI T€HETUYECKOU

MIPUYUHBI («IIOJIOMKHU» TE€HA).

Kakue cumnromsl y 'unonaparupeo3a?



CuMIITOMBI rumnomnaparupeo3a pa3sBHUBAIOTCA Hn3-3a  HHU3KOI'O YPOBHA KaJbl s B KpOBH

(TUTIOKAJIBITUEMUN ).

CHuMIITOMBI TUTTOKAJTBIIIEMUN OYC€Hb pa3HOOOPa3HBI U BKITIOYAIOT B CEOS:

[TokanpiBaHKe U OHEMEHUE BOKPYT pTa, a TAKXKE B pyKax M HOTax;

Cynoporu, noJepruBaHus WM CKOBAHHOCTh MBIIIILI;

OmrymieHue «BHYTPEHHEH APOKI»;

VYeranocts U ¢1abOCTh;

CryTaHHOCTB CO3HAHUS («MO3TOBOM TyMaH»).
Bam HeoO0XoauMo 3HaTh CUMIITOMBI TUTTOKAJIBLIMEMUU €CIIHU:

e V Bac panee Oblia omepanus 1Mo yAaJICHHUIO IUTOBUIHOM >KeJIe3bl MO0 MOBOIY TUIIEPTUPEO3a, 300a
WJIM paka MIMTOBUIHOM kele3bl, uiu yaanenue OIK;
o Kro-mn6o B Bameit cembe Oomnen wim OosieeT 3TUM 3a00JI€BaHUEM C HU3KUM YPOBHEM KaJbITUS B

KpPOBH.

K APYIruM CUMIITOMAaM JJIUTCJIBHOTO TCUCHUA TUIIOIapaTupeO3a OTHOCAT:

Henpeccuro;

CHmxeHue naMsaTH U KOHIOCHTpPAII BHUMAaHUA

[TaTonoruto nmouek (0Opa3oBaHue KaMHEH);

[TaTonoruto 3yOHOM 3Many UK IPOOJIEMBI CO 3peHHUEM (KaTapakTa).

B ciyuae, ecnin Bel npuHHMaeTe npenaparsl I JEYEHUs TUIIONAPATUPE03a — KAJIbIMKA U BUTAMUH D
— IpU UX MEPEIO3UPOBKE BO3MOXKHO PAa3BUTHE YPE3MEPHOIO TIOBBIMICHUS KaJbLHS KpPOBU

(TUnepKaIbUEMUN) U MOSABIEHUS CIEIYIOUUX CUMIITOMOB:

CYXOCTI) BO PTY, KaKJd U 4aCTOC MOYCHUCITYCKAHUC,

T'onmoBHast 60Ib;

YcTanocTs;

[Toreps anneruTa, TOUIHOTA, PBOTA.
Kak ycranaBiauBaercs nuario3 ['mmonaparupeosa?

[lpu Hanmuumm y Bac cUMNTOMOB THMIOKaNbIMEMHHM [OKTOp HampaBuUT Bac na nmaboparopHoe
oOcreoBaHUE C OIpenesieHueM ypoBHEM Kanblusi KpoBu, pocdopa u IITI. B ciayuyae BbisiBIeHUs

Hu3Koro ypoBHs kanbiug u [T, Beicokoro ypoBHs ¢pocdopa Bac HanpaBsT K 93HIOKPHUHOIIOTY.

CUMNTOMBI TUIOKAJIBLIMEMHUH, PAa3BUBAIOIINE B MEPBbIC JTHU MOCIE ONEpalMy Ha OpraHax IIeH, Kak
IIPABUJIO, TIO3BOJISIFOT OBICTPO YCTAHOBUTH JUarHo3. B ciydae npyrux ¢opm runomnaparupeosa ajis X

JTUATHOCTUKH YacTo TpeOyeTcsl paciiupeHHOe 00CIeI0BaHuE.

Kakmue nenu B 1eyenun I'mnonaparupeosa?



Lenpro jeyeHMs SBISICTCS TOJECPKAHUE YPOBHS KalbIUs KPOBU B IpeneiaxX HUKHEH TpaHUIIbI
HOPMaJIbHOTO Juarna3zoHa (2,1-2,3 MMOJIb/IT) WU 9yTh HUXKE, €CIIH 9TO BO3MOXKHO, & TAKXKE CBEICHUE K
MUHUMYMY WJIH TPEIOTBPAIICHHE CUMIITOMOB THITOKaNbIeMud. [l MpoUIaKTUKU OCIOKHEHUH
3a0o0sieBaHMsI HEOOXOIUMO AMHAMUYECKOE 00CIeI0BaHUE CO cAadeil 1ab0paTOpHBIX aHAIN30B KPOBU U

MOUYH.
KakoBo neuenue 'mnonaparupeosa?

Jleyenne XpOHHUYECKOTO (ITOCTOSIHHOTO) THUMONaparupeosa noxkusHeHHoe. CTaHgapTHOW Tepamnueit
THIONApaTUpeo3a SBJISICTCSl HAa3HAYeHHWE TMpenapaTtoB BHTaMHHA D W €ro  MpOW3BOTHBIX
(anbpdakanpruaon®*, KanbIUTPpUON**) W mpemapaToB Kaublus. AKTHBHas ¢opma BuTamMuHa D
HeoOXOoAMMa JJisi BCAChIBaHUS KalbLMS U3 KETYIOYHO-KHIIEYHOTO TpakTa — Kak U3 MPOIYyKTOB
nuTaHus (MOJIOYHBIE TIPOMYKTHI), TAK M U3 JIEKAPCTBEHHBIX IMpernaparoB Kaibius. 10361 U KPaTHOCTH
npuemMa MpernapaTtoB B CyTKU 3aBUCAT OT BBIPAXKEHHOCTH CUMIITOMOB TMIIOKAJIbIMEMUU U OT YPOBHS
Kanpliug KpoBH. [ mombopa Tepanmuu M KOMIEHCAIMU 3a00JIeBaHUS Tak)ke HEOOXOAMMBIM Oyier
aHaJIu3 KpOBU IS onpeneneHus ypoBHs pocdopa, maruus u 25(0OH) Buramuna D, a Takke KajbIus B

CyTOYHOU MOYE.
MoryT Jin Apyrue JeKapcTBa MOBJIMATH HA YPOBEHb KAaJIbLMs KPOBHU?

HexkoTopele jiekapcTBa MOTYT MOBIUATh HA YPOBEHb KaJlblUs KPOBU M YXyILIUTh Baiie cocrosiHue,
MOATOMY HEOOXOJMMO COOOIIaTh CBOEMY JieHallleMy Bpady O BCEX MpUHUMaeMbIX Bamu nekapcTBax,
O0COOEHHO CPEJCTB IS JIEUEHUS UKOTH M AUCIENCUH, a TAKKE JUYPETUKOB, CTEPOUJOB U CPEJACTB,

BJIMAOIIMX HA KOCTHYIO TKaHb.

Ha YPOBCHb KaJIbIIMA TAKXKC MOTYT IOBJIUATHL AWECTA, AJIKOTOJIb, CTPECC, (bPIBI/I‘{eCKI/IC YHOpaXHCHUA,

UH(EKINS 1 aHECTE3Hs.
bepeMeHHOCTDH M JIaKTaAlMS

['unonaparupeo3 He sBISIETCS MPOTHUBOMNOKAa3aHWEM K OEpeMEHHOCTH MpHU YCIOBUU Hanuuus y Bac

KOMITEHCAIUX 3a001€BaHMS.

Eciu Brl nnanupyere OepeMEHHOCTh WM KOPMJIEHHE TPYAbI0 Ba)KHO TIIATEIbHO MOHUTOPHUPOBATH
YPOBEHb KaJblUsi KPOBH ISl IPEAOTBPAIICHHS] CUMIITOMOB U OCJIOKHEHU. Bo BpeMst GepeMeHHOCTH
HEOOXOIUMO OTPEAEATh YPOBEHbh HOHU3UPOBAHHOTO KaJIBIUS KPOBH JTUOO UCIOIB30BATh PacUCTHBIN
1oKazaresb albOyMHH-CKOPPEKTHUPOBAHHOTO KaJIbIUsl CHIBOPOTKH KPOBHU, TaK Kak OHU OoJjiee TOYHO
OTpaXaloT COJep)KaHHe KajblUs B KPOBU, YEM YPOBEHb OOUIEr0 Kaiblusa. M3mepeHus ypoBHeU
MOHU3UPOBAHHOTO WM allbOYMUH-CKOPPEKTUPOBAHHOTO KaJbIMs KPOBU JOKHBI TPOBOAUTHCS C

gacToToi 1 pa3 B 2-3 Helenu B 3aBUCUMOCTH OT MOTPEOHOCTH U TUTAHA JICUCHUS.
Kakue cnenmaaucTel He00X0AMMbI?

Bam moxert HOTpC6OBaTI>C5I Ha6J'IIOI[eHI/Ie HCCKOJIbBKHX CIICOHAJINCTOB B 3aBUCUMOCTHU OT CUMIITOMOB U

HaJIUYHS OCJI0KHEHHUH 3a00JIEBaHUS.



e DHJOKPUHOJIOT — OCHOBHOM Bpau /Jis JICUECHUS TUIIONApaTupeo3a, CKOppeKkTupyeT Bairy Tepanwro,
a TaKke Ha3HAUUT HE0OX0oIMMOoe 00ClIeIOBaHUE JITIsl KOHTPOJIS Hafl 3a00sieBaHuEM;

e Hedponor — HeoOXoauM Npu HAPYLUIEHHOW (PYHKIIMH ITOYEK;

e VYpoJsor — npyu HAIMYUU KaMHEH B MTOYKaX;

e OdTranbmMonor — Al peryyispHOro OOCJIeOBaHUs 3PEHUS U BBISBICHHS KaTapakThl (MOMyTHEHHE

XpycCTajuKa riasa).
Kak yacTo Heo0OX0auMO NMPOXOAUTH 00Cae10BAHMS?

BonbmMHCTBY MaIMEeHTOB € JUIMTEIBHBIM TEYEHUEM THUIIONaparupeo3a HeoOXOoauMO J1abopaTopHOe
obcrmemoBanre ¢ 4acTtorod 1 pas B 3-6 MecsieB. PyTuHHOE mccienoBaHne BKIIOYACT B ceOsl aHAN3
KpOBU Ha Kaiblui, anbOymuH, ¢dochop, marnuit, 25(OH) Butamun D u KpeaTwHHH, a Takxke
€XXEroJJHOe OIpe/eNieHne Kalbliigd B cCyTouyHOM Moue. OOcienoBaHre TakKe MOXKET BKJIIOUaTh B ce0s
exeromHoe Y3U mouek, mpu Heooxogumoctu KT mouek, a Takke ocMOTp odTaapMoiora ¢ ImeineBoi

JJAMIIOH.

Bam moxeT norpedoBaThcsi 6oJiee yacThlii KOHTPOJIb TaOOPaTOPHBIX MOKa3aresel, 10 HECKOJIbKUX pa3
B HEJNENI0, B Hayaje JICYCHUS WIM TMPU HEOOXOIMMOCTH ero Koppekuuu. [Ipym BO3HUKHOBEHHU
CUMIITOMOB KaK TUIO- TaK M TUIEPKAIbLIMEMUU HEOOXOJUM BHEIUIAHOBBIM KOHTPOJIb MOKa3aresiei

KpPOBH.



Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KINHUYCCKUX
pPeKoOMEeHIalusX

Crnennduaeckre OMpOCHUKHN HE pa3padOTaHbl, HE UCTIOIB3YIOTCS.



