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Kiaunnueckne pexkomenaanuu — 'mnonaparupeo3 y B3pociabix — 2021-
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KoaupoBanue no MexayHapoaHOH cTaTUCTUYECKOW Kiaccuukanuu Oone3Her u mnpoodiem,
cBs3aHHbIX co 3g0poBbeM: E20.0, E20.8, E20.9, E89.2

lon yrBepkaenus (dactora nepecMmotpa): 2021

Bo3spacthas kateropusi: Bapocibie

TI'on oxonuanus ngeiicteus: 2023

ID: 627

[To cocrosinuto Ha 22.04.2021 na caiite M3 PO

Pa3paboTyuK KINMHAYECKON PEeKOMEHIANH

- Poccuiickas acconuanust 3H10KpUHOJIOIOB

- Acconaliiy SHAOKPUHHBIX XUPYProB

- OOwepoccuiickas oOuiecTBeHHast opranuzanus "Poccuiickoe 0o0IIeCTBO CHELUATUCTOB IO
OITYXOJISIM T'OJIOBBI U 11en"

Ono6peno Hayuno-npaktuueckum CoBerom Munzapasa PO

Cnmcok cokpameHui

1,25(0OH).D — 1,25-auruapokcuButaMuH D, KaabIUTPHOI

25(0OH)D — 25-ruapokcuButaMut D, KaabIHIn0

AIIC — ayToMMMYyHHBIN NOTUTIAHAYISAPHBIN CHHIPOM

AJIl" — ayTOCOMHO-TOMUHAHTHAS THIIOKAJIbLIIHEMUS

JKBJIHII — xu3HEeHHO HE0OXO0JMMbIe U BaKHEHIIINE JIEKapCTBEHHBIE TpenapaThl
N®P — nunrepdepon

KT — xomnbrorepHas ToMmorpadus

JII" — IFOTEMHU3HUP YOI TOPMOH

MKB-10 — mexxayHapoHas kinaccudukaius oonesHeit 10-ro nepecmorpa
MIIK — MuHepanbpHas MIIOTHOCTh KOCTH

OIIX — 0KOJIOIIUTOBUIHEIC JKEIIE3bI

npenpolITT" — npe-npo-napatupeonHbIN TOPMOH

ITTT (PTH) — mapatupeouniHslii ropMOH, napaTropMoH (parathyroid hormone)
[ITT'1P — penentop k napatupeonnnomy ropmony 1 tuna (PTHIR)

[ITT ol — mapaTropMoH-TIOJOOHBIH MTENTHA

[TceBnol TIT — nceBmorunonapaTupeos

[IceBno-niceBnol TIT — niceBno-nceBAOrUIONapaTUPEO3

CK® — cxopocTtb Ki1y00UKOBOH (DUIBTPALIUU

TTI' — TMpeOoTPOIHbIN TOPMOH

V3U — ynbTpa3zByKOBOE UCCIETOBAHUE

OP®D23 — pakrop pocra pudbpodiacTos 23

OCI" — pomMKyI0CTUMYTUPYIOLIUN TOPMOH

XBII — xpornueckast 00J€3Hb MOYEK

I[THC — nuentpanbHasi HEpBHas cUCTEMa

K — muToBUIHAs XKene3a

AD — ayTocOMHO-TOMUHAHTHBIN THI HaclienoBanus (autosomal dominant)
AIRE - ren ayrommmyHnHoro peryasropa (The autoimmune regulator)
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APECED - xamaummo-skromepmainbHas auctpodus (autoimmune polyendocrinopathy with
candidiasis and ectodermal dystrophy)

AR — ayTOCOMHO-peIIeCCUBHBIN THI HaclieoBaHus (autosomal recessive)

AD — ayTocOMHO-JIOMUHAHTHBIN TUT HaclieaoBanus (autosomal dominant)

CaSR — kanbIHii-4yBCTBUTEILHBIN perentop (calcium-sensing receptor)

CHARGE - komno6oma (coloboma), nedextsr cepana (heart defects), arpesust xoan (atresia
choanae), 3amemienne pocra (growth retardation), aHomaiuM TIOJIOBBIX OpraHoB (genital
abnormalities) u anomanuu yxa (ear abnormalities)

DXA — nByxsHepreThueckas PEHTTCHOBCKash aOCOpOIMOMETPHS, PEHTTEHOACHCUTOMETPHS
(dual energy X-ray absorptiometry)

FHHNC — cemelinas runmoMariueMusi ¢ TUNIEpKaIblnypuei U HepokampimaozoM (familial
hypomagnesaemia with hypercalciuria and nephrocalcinosis)

GATA3 — GATA-binding protein 3

HRD — runmonaparupeos, 3aaepikka pa3sutus, nucmopdusm (hypoparathyroidism retardation
dismorfism)

MELAS — wmuTOXOHIpUanbHas OHHIE(ATOMHUONATHS, JTaKTaTalMI03, HHCYIBTONOJ00HBIC
smm3obl (mitochondrial encephalopathy, lactic acidosis and stroke-like episodes)

MTP — MutoxonapuanbHbIN TPU(YHKIMOHATBHBINH OEI0K

NA — He u3BeCTHO

PTHI1R — peuenTop k naparupeougaomy ropmony (Parathyroid Hormone 1 Receptor)

VDR — peuenTop Butamuna D

TepmuHbI U onpeneeHus

['umonapatupeo3  —  COCTOSIHME, — XapaKTEepU3YIOUIEeCsd  CHHXKEHHOM  IPOMYKIUEH
napatupeouHoro ropmona (I1TT) oxonouroBuanbiMu xenezamu (OLLPDK) unm pe3aucTeHTHOCThIO
TKaHEH K ero ACWCTBHUIO, YTO MPUBOJIUT K Pa3IMYHBIM HAPYIICHUSM, MpEkXIe Bcero ¢ochopHo-
KaJIbIIUEBOTO OOMEHa.

TpaH3UTOPHBIN MOCICONEPANMOHHBIN TUIIONAPATUPEO3 — FMIOKAIBIUEMUS, Pa3BUBAKOIIASACS
B IepBble 24 yaca IOcCie ONepaly Ha OpraHax IIeW M pa3pellarollascs B TeueHue 4-6 Henenb
IIOCJIE XUPYPTHYECKOT0 BMENIATENIbCTBA.

XpoHHueckuil (CTOMKHIT) IOCIEONEpalMOHHBI TUMONapaTUPeo3 TUIOKAIbIUEMUsS B
coueTaHMM ¢ HeajekBaTHO Hu3kuM ypoBHeM IITI" cnycrs 6 wmecsueB u Oonee mocie
XUPYPIUUECKOr0 BMELIATENbCTBA HA OpraHax LIEeH.

BpoxeHHbIl runonapaTupeo3 — reTeporeHHasl o 3Tuojoruu rpymmna 3aboneBanuit OLLK,
MPOSIBJISIIOIIMXCSL  Cpa3y MOCIE POXKIACHUS W XAPAKTEPU3YIOIMIMXCS YaCTUYHBIM WIH ITOJHBIM
BBINAJICHUEM HX (QYHKIUH.

[IceBnorunonapatupeo3d — peakoe HacleACTBEHHOe 3a0o0JieBaHUE, XapaKTepHU3yrolleecs
KJIMHUKO-JIA0OpaTOPHBIMU NPU3HAKaMU TUIIONapaTtupeo3a Ha ¢oHe nosbimeHHoro yposus IITI B
KpPOBH.

Hedpokanennuoz — auddy3Hoe OTIOKEHHE COJNeld Kaublusg B TKAaHU  IOYEK,
COTIPOBOXKAAOIIEECs BOCHIAJTUTEIHFHO-CKJIIEPOTHYCCKUMU W3MEHEHUSMH u MTOYCIHOU
HEJI0OCTATOYHOCTHIO.

HedponuTtnas — Hannune KOHKPEMEHTOB B YaIlIEYHO-JIOXaHOYHOM CHCTEME TOYEK.
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1. KpaTkasi ungopmanus mo 3a00/1eBAHNI0 UM COCTOSTHUIO (TPYIIIbI
3a200J1eBaHUI MJIM COCTOSIHUI)

1.1. Onpenenenne 3a00/1eBaHUA WIN COCTOAHMS (TPyNIbI 3200/IeBAHUIA WJIH
COCTOSTHMIN)

['unonapatupeo3 — coctosiHue, xapakTtepusyroiieecsi cHrkeHHOM npoaykuueit [T OIIPK
WIH PE3UCTEHTHOCTHIO TKAaHEH K ero JCWCTBUIO, YTO COMPOBOXKIACTCS HapymeHusMu GocopHo-
KaJIbIIUEBOTO OOMEHa.

1.2. ITHONOTHUS U MATOTeHe3 3200J/IeBAHUSI HJIH COCTOSIHUS (TPYNIIbI
3a200J1eBaHUI MJIM COCTOSIHUM)

1.2.1. ®dusmnonorua cpocchopHo-KanbLMEBOro oomeHa

OLK KOHTpOJMWPYIOT BHEKJIETOYHBIM KalbLIMEBBIM ToMeocTaz myrem cekperuu [ITI. B
HapaTUPOLUTaX MEPBOHAYAIBLHO CHHTE3UPYETCs NEeNTUA-NPEeNLIECTBEHHUK, cocToAmmi u3 115
aMUHOKUCIOTHBIX ocTaTKoB (mpenpollTT" (1-115)). B pesynbrare cnenuduueckoro mporeonusa N-
KOHIIa MPEIIISCTBEHHUKA IMPOUCXOAUT TPaHCPOPMAIUS B aKTUBHYIO MOJHOPA3MEPHYIO MOJIEKYITY
[TTT, Brimrouaromyto 84 amMuHOKHCIOTHBIX ocTatka (1-84)). IITI' ymakoBbIBaeTcs W XpaHUTCS B
CEKPETOPHBIX TIpaHyldaX W BbICBOOOXKJIAETCS U3 MapaTHUpPOLMTOB B OTBET Ha CHUYKEHUE
KOHIIGHTPAallUM MOHU3UPOBAHHOTO KaiblMs KpoBU. Ha moepxHoctn kierok  OLPK
AKCIPECCUPYETCs KalbIUii-uyBcTBUTENbHBIN pernentop (CaSR), ocHOBHON (yHKIMEH KOTOPOro
cuuTaercs Moayisauus cuHte3a u cekpeuuu IITI, a Takke KOHTPOJb )KU3HEHHOTO LMKJIA KJIETOK
OHLLK. Cekpeuus IITI makcumanbHa 0HpU HU3KOM YPOBHE HOHHU3MPOBAHHOTO KaJlbLu,
HOBBIIIEHUE YPOBHS KaJlbIsl, HA000pOT, cHUXKaeT ero cekpeuuto. [TTT nupkynupyer B KpOBOTOKe
U janee cBs3biBaeTcsl ¢ TpaHcMeMOpaHHbIM peuentopom PTHIR, compsixenusiM ¢ G-Oenxom.
AKTHBaIMs 3TOrO PELENTOpa B KOCTHOM TKaHW M NMOYKAX MPHUBOJIUT K MOBBIIICHUIO IOKa3aTesen
KaJblMEeMUM, W mnocienytromeMmy nojasienuto npoxaykuuu IITTT OIDK no wmexanusmy
OTPHIIATENIbHOM 00OpaTHOM CBsi3H [1].

I[ITI' Takxke ywacTByer B perymsiuuu @ochopHoro oOmeHa. IloBbllieHne ypoBHs
UpKynupytomero ¢ocopa KpoBu NpUBOIUT K ctumyisinuu cekpeuuu IITIT, kotopsiii B cBOIO
odepesb BO3JCHCTBYS Ha TOYKH, CHIDKaeT TyOyisipHyro peabcopbmuio docdaros. ['omeocras
dochopa nOMOTHUTENBHO peryaupyercs (Gakropom pocta ¢udpobdiactoB 23 (OPPD23), koTopsIit
IpeJCTaBiIsieT Cco0oi  OMONOrMYeCKH AaKTHBHBIH  OCTEOLUT-CEKPETUPYEMbI  MOJUIENTH,
UHTUOMPYIOUIMIM TOoYeuHyr0 TYOY/sipHyro pealOcopOuunio (ocdaroB M CHHTE3 KalbLUTPHUOJIA
(1,25(0OH)2D) B moukax.

I[ITT cnocoGCTBYeT MOAJEPKAHUIO HOPMAJIbHOTO TOMEOCTa3a MAarHus, IOBBILAS €ro
peabcopOuui0 B AMCTAIbHOM KaHAJIblIe M B KJIETKaX MO3TOBOM YacTH JAMCTaIbHOIO HM3BUTOTO
kaHanpla. CTOWKMHA BBIPQKEHHBIH Je(UIMT MarHus NPUBOJUT K PA3BUTHUIO THUIOKAJIBIIMEMUHU
nocpeactBoM mnopasineHus cekpeuuu IITI u pa3BuTus pe3UCTEHTHOCTH K ero s¢@deKram.
['mnepMarHueMusi MOXeT Takxke MoAaBiATh BbicBoOOkAeHue IITI uyepes axtuBammio CaSR u
CIO0COOCTBOBATH T'MITOKAJIBIIUEMUH.

JIpyruM BaXXHEUIIUM perynsaropoM ¢GpochopHO-KaIbIIMEBOr0 0OMeHa SBISETCS KalbLUTPUOIL.
[TonoOHO CTEpOMAHBIM TOPMOHAM, OH CBSI3BIBAETCS C BHYTPHUKJIETOUYHBIM PELENTOPOM KIETKH-
mutneHn. O0pazyeTcs KOMIUIEKC TOPMOH-PELENTop, KOTOPbIil B3aUMOJEHCTBYET ¢ XpOMAaTUHOM U
UHAYUUPYET TPAHCKPUIILIMIO CTPYKTYPHBIX T'€HOB, B pE3yJIbTaTe€ YEro CHUHTE3UPYIOTCS OenKw,
OIOCPENYIOIINE JIEHCTBUE KaJbLUTPHONA. B »HTEpoOIMTaX KaJbLUUTPUOI HUHAYLUPYET CHUHTE3
KaJbLuii-nepeHocaux OeaKkoB, 00ecneunBaoUX aJeKBaTHYI0 aOCOpOILMI0 MOHOB KajbIUs U
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docdaroB U3 mosocTu KumieyHuka. Jlanee KalbUUTPUOI KOHTPOJIUPYET TPAHCIIOPT MOHOB KaJIbIIHs
U3 SIUTEIUOLUTOB B KpOBb, Oylarojaps yeMy MX KOHLEHTpAlus BO BHEKJIETOYHOM JKUIKOCTH
MOJJICPKUBACTCS HA YpPOBHE, HEOOXOAMMOM Ui MMHEpAIU3alMd OPraHU4YeCKOro MaTpHKca
KOCTHOM TKaHU. B moukax KaJbIUTPHOJI CTUMYJIHUPYET peadcopOLnio HOHOB KanbIus U ¢pocharTos.

Hapsny ¢ IITT u xaapIuTproiioM B pEryiasiiuu oOMeHa KajbIUs y4acTBYET KalbLIUTOHUH,
CUHTE3UpYyeMbIl napadoiutuKyasipapiMu C-kiteTkamMu muToBuaHOM >kene3nl (LK), Ero cekperus
BO3pacTaeT MPHU MOBBIIICHUH CHIBOPOTOYHOM KOHIIEHTPAIMK KalbIHs M, HAOOOPOT, YMEHbILAETCS
IIpU ero cHuwxkeHuu. SBnsadce antaronucroM IITI, xkanbUUMTOHMH BO3AECUCTBYET Ha CKENET, IZE
TOPMO3UT KOCTHYIO PE30pOIUIO U, KaK CJIeICTBUE, HHTHOMPYET BHICBOOOXKAeHHE Kaiubiusa. Kpome
TOTO, OH TIOJABIISICT KaHAIBIEBYIO peabCcopOIMI0O HOHOB KaJbLUS B IOYKAX, TEM CaMbIM
CTUMYJIHPYS UX KCKpELHIo MmovykamMu ¢ Mo4oil. OcHOBHAs (M3HOIOTHYECKas POJb KalbIIUTOHUHA
3aKJII0YAeTCsl B MOAJICPKAHUU CTPYKTYpBI CKEJIeTa BO BpeMsi pocTa, OEpeMEHHOCTH W JIAKTaIlHH,
KOT/1a TIOTPEOHOCTh TKaHeH B KaJbIIMK PE3KO Bo3pacraer [2].

1.2.2. CoctosiHue hochopHO-KanbLMeBoro oomeHa npu runonaparmpeose

[Tpu runomaparupeo3e oTcyTcTBHE MM HenocTarouHocTh [ITIT Henm30exHO compoBOXKIACTCS
pa3BUTHEM THMOKANbIueMIH. K OCHOBHBIM MMaTOT€HETHYECKUM MEXaHU3MaM OTHOCSITCS: CHUKEHHE
AKTUBHOCTH OCTEOKJIACTOB C YMEHBIIEHHEM BBICBOOOXKICHUS KaJbIMsl M3 KOCTEH; IMOBBIIICHUE
OKCKPEUHH KaJbIMsl C MOYOW; TOIAaBICHHE CHHTE3a KAJIBIUTPHOJA B IOYKAX W CHUKCHHUE
abcopOuuu kanpius u3 kumeynuka. Jlebunut IITT npuBogut k runepdpocdareMun Kak HAIPSIMYIO
MIOCPEJICTBOM YBEIHUYEHHSI TIOUYEYHOM TyOyIsipHOM peabcopOimu GocdaToB, Tak 1 KOCBEHHO 3a CUET
TUIOKalIbLIMeMUu. XpoHudeckas runepdocdareMus y HalleHTOB C TUIONAPATUPEO30M, KaK ObLIO
[I0KAa3aHO, aCCOLIMMPOBaHa ¢ NOBbILIEHHEM B KpoBU ypoBHS OPD23. OcHOBHBIE IPUUMHBI Pa3BUTHUS
TUIONapaThpeo3a MpeAcTaBieHbl B Tabnume 1.

Ta6bnuua 1. dTMonorua runonapartmpeosa [3].

[ToBpexnenue Bcnencrrue Xxupyprudeckoil ornepanuy Ha opraHax Ieu
OopPK
Bcenencreue  pagmorepanuu OpraHoB 1M WM
paguoioaTepanun
Bcenencraue ayTOMMMYHHOT'O [IOPAKEHUS:
M30JMPOBAaHHOTO WIH aCCOLIMUPOBAHHOTO c

nonurnasayaspabM cuaapomom (AIIC 1 tuna) [AIRE]

Bcenencreue UHOUIBTpaLUU oK OITYXOJIBIO,

I'mnonaparupeos IPaHyJIEMaTO3HBIX 3a0o0sieBaHU WIN 0one3Hei
BCIIEJICTBUE HakorieHus (6ose3Hp Bunbcona, reMoxpomaros)
nepunmra [TTT
Bcenencreue mnospexnaenns OILDK npu  tupeomanre
Punens
I'enetnyeckue BenencrBue HacneACTBEHHOIO IOPAKEHUsS B paMKax
3a00JieBaHus, TEHETUYECKUX  CHUHJAPOMOB,  aCCOLMHUPOBAHHBIX  C

3aTparuBaromipe  |runomnaparupeo3oM (takue kak u/lxopmxu, CHARGE,
pazeutue  OILDK |Kennu-Kapou, Caspsn-Cakatu, HDR u gp.) [TBXI,
w/mmn npoaykuuto | NEBL, GATAS3, TBSE, FAM111A, CHD7, SEMASE]

[Tr

Bcnencrrue HapymeHI/Iﬁ MUTOXOHAPHUAIIBHOTI'O I'CHOMA
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BcenenctBue  M30JIMPOBAHHOTO — MOBPEKICHHS  T'CHOB,
otrBeTcTBeHHBIX 3a pa3zButue OLLDK [PTH, GCM2, SOX3]

[Taronoruveckass |I[Ipy ayTOCOMHO-IOMHUHAHTHOW TUIMOKAJIbLIMEMHUH THUI 1
cekperus [ITT [CASR] 1 tun 2 [GNASI11]

[Ipu Hanuuuu akTuBUpyOmKX aHTU-CaSR anTUTEN

[Ipy XpOHMYECKOH TUIIO- U TUIIEPMATrHUEMUH

@Oynkiuonanbhel |IlceBmorunonapar |BenenctBue — reHeTnueckux — JeeKTOB B IOCT-
i HUpeo3 peuentopuoMm curHanuare [GNAS, STX16, NESPS5S,
THIIOTIapaTHPE03 PRKAR1A, PDE4D]

BCJIE/ICTBHE
nepupepuyeckon
PE3UCTEHTHOCTH
TKaHEeH K
nenctsuro I[1TT

1.2.3. NocneonepaunoHHbIN rMNonapaTupeos

Xupypruyeckoe BMENIATeNbCTBO Ha OpraHax IIed — camasi paciupoCTpaHEHHas MNpUYHHA
pa3BUTHUSA THIONAPATHPEO3a, 00yCIOBINBaIOIas OKoJIo 75% Bcex CiiydaeB JaHHOTO 3a00JIeBaHMUS.
K omepamusiv, acCOMMPOBAHHBIM C PA3BUTHEM THIONAPATHPE03a, OTHOCAT TUPEOUIIKTOMUIO TIPU
3JI0KAYECTBEHHOM IMOPaXCHUH B 00JIaCTH TOJIOBBI M Iiew (c/0e3 IEHTpaJbHOW W/Miu OOKOBOM
meldHoi  muMQoanccekuu), npu  TUPPY3HOM TOKCHYECKOM U MHOTOY3JIOBOM  300€.
[TocneonepallMOHHBII TUMIONAPATUPEO3 MOXKET OBITh OOYCIIOBIEH KaK HEMOCPEICTBEHHBIM
ylaJeHueM, TaK W HMHTPAoIlepallMOHHOM TpaBMOM WM HapylieHueM KpoBocHaOxeHus OILLDK.
[TocneonepallMOHHBIN TUIIONAPATUPEO3 MOXKET BO3HHUKATh I0CIIE XMPYPTUYECKOTO JICUEHHUs IO
MOBO/Y TIEPBUYHOTO TUTIEpIIApaTHPE03a, KOT/Ia Mocje YAaJeHUs JOMUHUPYIOIIEH apaTHPEOnTHON
TkaHu octasmuecst OLLDK He criocoOHBI BoccTaHOBUTH J10cTaTOUHYIO npoaykiuio [TTT .

K nonosnutensHbIM (akTOpaM pHCKa PA3BUTHUS IMOCIEONEPAIMOHHOTO THIIOMApaTUPEO3a
otHocHT [4]:

- JKEHCKHUM T10JT;

- neduut BUTamMuHa D;

- 0EpEMEHHOCTh U JIAKTAIHIO;

- ayrouMMyHHbIe 3a00eBanus DK

- MPEIECTBYIONIUE ITYHTUPYIOIINE ONlepaIliy Ha KelyaKe (Oapuarpuyeckasi Xupyprus).

TpaH3UTOPHBIN MTOCIIEONEPALIUOHHBIN TUIIONAPATUPEO3 ONPEAEIACTC KaK CHUKEHHUE YPOBHS
[ITT" B codyeTannu ¢ TUMOKAJIbIMEMUEH B TE€YCHHE HE OoJjiee 4eM 6 MECsIeB IMOCHE OTEpai H
peructpupyercst 'y 25-30% mNanueHToB, MEPEHECIIUX TOTAIbHYI0 THPEOUIIKTOMHUI0. CTolikas
runokanpiuemMus B coueranuu ¢ yposHeMm IITT" Huke pedepeHcHbIX 3HaUeHUH cycTs 6 MecsIeB U
Oonee moOcie XUPYPrMUYECKOrO JICUYEHHMS CBHUJCTEIbCTBYIOT O Pa3BUTHUH XPOHUYECKOTO
rumonaparupeo3a, coctaBiasieT okono 3% cmywaeB [1, 5]. Huskue ypoBHHM Kaibmus U
HepoctaTok/nedunutr Butammuua D(25(OH)D) mepen omeparuedt, Huskuii nokazatens I[ITT Bo
Bpems omnepanuu, ayrorpanciuiantanus OILDK (peummiantupoBanue Tkanun OUK B o6macts men
WIN TPEIieubs B X0Je onepaliu), OoJbiias MpoaoKUTEIbHOCTh ONEepaliii ObUTH OIpeaesieHbI
KAK HE3aBUCHUMBIE IPEIUKTOPBl TPAH3UTOPHOIO THIONApAaTHpeo3a Iocie TUupeoudKTomuu. K
dakTOopaM pHUCKa XPOHHYECKOTO TI'HIIONapaTHpeo3a TaKKe OTHOCAT: OMBIT XUPYpra, OTCYTCTBHUE
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Bm3yanu3aruu Oonee nByx OIIDK Bo Bpems omepaiuu, ypoBeHb Kalbliusi KpoBH MeHee 1,88
MMOITb/T (7,5 Mr/mn) mpu HOpMallbHOM auana3one 2,12-2,62 mmouns/n (8,5-10,5 mr/mn) — yepes 24
yaca Tocje oInepaluyd U HeoOXOIUMOCTh MOBTOPHOTO XHPYPrHUECKOTO BMELIATENbCTBA IMpU
pPa3BUTHU KPOBOTEUEHHUs. PHCK XPOHHYECKOrOo TUIMONapaThupeo3a TECHO CBSA3aH C KOJIMYECTBOM
octapmuxcs in situ ¢pyaknuonupyromux OIDK Bo Bpems onepauuu: 16% npu coxpaHeHHbIX 1-2
xenezax, 6% mpu 3 xenesax u 2,5% mnpu 4 [6, 7]. B peakux ciaydasx mocieoneparioHHbIH
TUIONAapaTUPE03 MOKET Pa3BUTHCS CITYCTS TOJBI MOCIHE onepanuu. MexaHu3M, JiexKalluii B OCHOBE
ATOr0 SBJICHHS JO KOHIA HE HM3Y4YE€H, HO BO3MOXHO CBS3aH C BO3PAaCTHBIMH H3MEHEHUSMHU
COCYJIMUCTOM CTEHKH apTepHii, KpOBOCHAOKarOuX ocTaTouHyto TKkaHb OLLDK.

1.2.4. NleHeTNYeCKMe NPUUYUHBI FTMNONapaTupeosa

['eHeTnveckas THOJIOTHS TUIONAapaTtupeo3a BeTpedyaercst mMeHee 4eM B 10% ciyuaeB [8].
OCHOBHYIO NPHYHHY THUIIONApaTUpeo3a IMPEJCTaBIAIOT COO0M XPOMOCOMHBIE MHUKDPOICICIHHA U
MOHOTEHHbIE anomajuu [9].

1.2.4.1. AyTOMMMYHHBIH THIIONIAPATHPEO3

AYTOUMMYHHBI ~ THIIONApaTUpeo3 — BTOpas MO  pacmpoCTpaHEHHOCTH  (dopma
THITONIapaTHPe03a, 00YCIOBICHHAS UMMYHO-OIIOCPEIOBaHHBIM paspyiieHuem kietok OLLK [10].
OH Mo)eT ObITh H30JIMPOBAHHBIM 3a00JIEBaHMEM, OJHAKO 3HAUUTEIBHO Yallle BCTpEYaeTcs B
paMKax HacJeICTBEHHOTO ayTOMMMYHHOro nojurianayispHoro cusapoma (AIIC) 1-ro Tuma,
TaKk)Ke€ M3BECTHOTO KaK KaHAUIO-dKTojepMaibHas auctpodus (Autoimmune Polyendocrinopathy
with Candidiasis and Ectodermal Dystrophy — APECED) [11]. AIIC 1-ro Tuna — MOHOTEHHOE
ayTOCOMHO-PEIECCUBHOE 3a00JIeBaHNe, B OCHOBE KOTOPOTO JICKUT HapyIIEHHE CTPYKTYphI IeHa
ayroummyHHOTO peryistopa (AIRE). B ocHoBe maroreHneza 3a0ojieBaHUs JICKUT ayTOMMMYHHAs
JECTPYKIUS Pa3IuyHbIX SHAOKPUHHBIX *kene3, Bkiodas OLK. [Ins AIIC 1-ro tuna xapakrepHa
KJlacCMuYecKas  Tpuaja:  CIM3UCTO-KOXKHBIM  KaHAWJ03, TUIONApaTUPeO3,  XPOHUYECKas
HA/IMOYEYHUKOBAsT HEJOCTaTOYHOCTh. 3abosieBaHHE JAe0ITHpPYET, Kak MpaBWIIO, B JETCKOM
Bo3pacte. B monasistoniemM OOJIbIIMHCTBE CIy4aeB MEPBBIM MPOSBICHUEM CTAHOBUTCS CIU3UCTO-
KOXHBIN KaHNJ03, pa3BUBarOLIiics B niepBeie 10 jeT xu3HM, yalie B BO3pacTe OKojo 2-x jier. Ha
(boHE CIM3UCTO-KOKHOTO KaHaua03a y 84% MalMeHTOB MOSBISIETCS TUIIONapaTUPEO3, KOTOPHIM B
88% cnyuaeB nebrotupyeT B Bo3pacte 10 10 net. K apyrumM KOMIIOHEHTaM CHHAPOMAa OTHOCSTCS
caxapHbli qualer 1-ro THMma, TMIOTUPEO3, MalbadCOPOLIMS, LEIUAKKs, BUTUIIUTO, ayTOUMMYHHBIN
remnaTut, runoroHagmsm u apyrue [12]. IMonpoOnas wHpoOpmamus mpeacraBieHa B pasfene
JlononHuTtenbHOM HH(pOpMaLUU.

1.2.4.2. 'eHeTn4ecKHe BAPUAHTHI H30JIMPOBAHHOIO TMIIONIAPATHPE03a

B 3aBucuMocTH 0T martoreHe3a 3a0o0JieBaHMs TEHETHYECKHE BapUaHThl H30JUPOBAHHOTO
TUIIONapaTHpeo3a YCIOBHO MOTYT OBITh pa3/ielieHbl Ha TP OCHOBHBIE IpymIbl. B mepByio rpynmy
BXOJAT 3a00JIeBaHuUsl, XapakTepusyromuecss HopMaibHbIM pazsutueM OILDK, HO HapymeHHOM
cekpenuen IITI. K naHHOW Tpynme OTHOCUTCS ayTOCOMHO-IJOMHHAHTHAs THIIOKAJIBLIMEMUS, B
OCHOBE KOTOPOHM JIeXKaT akTUBUpYrolue TouedHble MyTanuu reHa CASR. B Hacrosmiee Bpems
onucano okoiyio 40 aktuBupyromux Mytarmid [13]. AKTHBaIUsS perenTOPHOro Oefika MPUBOIUT K
HapymeHnio perymsiuun cekperuu IITIN mo npuHuumy oOpaTHOM CBs3M, KOTJla HOPMAaJIbHBIE MU
HU3KHE T0Ka3aTeay YPOBHS KaJlbLiMs COMPOBOXKAAIOTCS CHHM)KEHHEM BBIpAaOOTKHM ropmona. Jlis
3a00JIeBaHNs XapaKTepHa yMEPEHHasi THIIOKAJbIIMEMHUsl B COUETaHUU CO CHHXKeHueM ypoBHs 11T,
y OONBIIMHCTBA MAIMEHTOB HaOto1aeTcs rTunoMaraueMus. Kiimuuyeckasi kapTuHa BapuadenbHa OT
0EeCCUMNTOMHON THITOKAJIBIIUEMHUN JI0 TMITOKAIbLIUEMHUUECKUX KPU30B. J[JIsl MallMeHToOB ¢ JaHHBIM
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3a0o0JieBaHEM XapakTepHa TUIEepKATbLUYpUs c BBICOKHM pHUCKOM
HedponuTHaza/HeQPOKATIBIIMHO3A U HAPYIICHHUS (DYHKIIMH MTOYEK.

Anomamuu pazutus OLLDK oTHOcATCS KO BTOpOW rpyrmie 3a0ojieBaHHMi, BO3HHUKAIOIIUX B
pe3yibTaTe MyTalluu TPaHCKPUMIHOHHBIX (akTopoB. Jedexkr rera GCM2 (glial cell missing 2)
JeKUT B ocHOBe HapymieHus ¢opmuposanust OILDK u Hacnegyercs o ayTOCOMHO-PELIECCUBHOMY
TUIy. X-CLEMJICHHBIN PELECCUBHBIM BapUaHT CBA3BIBAIOT C JIENECUHUSIMHU U MHCEPLUSAMU HA y4acTKe
Xq27.1. TlpenmonoxuTeapbHO, YKa3aHHbIE MYTallMM BJIMSIOT Ha ¢yHKOU©O Oenka SoX9 —
TPaHCKPHUNTOPHOTO (hakTopa, uMeroIero 3uadeHue B pazsutuu OLDK [14].

B Tpetpio rpynny MoxkHO BKIOUMTH MyTanuu reHa PTH, mpuBopsiive x HapylieHUIO €ro
IIPOLECCUHIAa U CEKPELUU U COIPOBOXKIAIOLIMECS Pa3BUTUEM H30JIMPOBAHHOIO TMIIONAPATUPEO3a.
JlanHbple MyTalMud BCTPEYAIOTCS JOCTATOYHO PEAKO, HMEIT ayTOCOMHO-PEIIECCUBHBIA H
ayTOCOMHO-IOMMHAHTHBII THIMBI HacienaoBaHus. Hapymmaercss mocTTpaHCisnMOHHAs o0paboTka
Mojiekyapl  mpenpollTlT w/mau  TpaHCIAUMH MaTPUYHOM PUOOHYKICHHOBOM KHCIOTH [15].
I'omo3urorneie Mytanuu reHa npenpollTI” mpuBomsaT k 3HauMMoMy CHMKEeHUIO ypoBHs IITI
(BIIIOTH 10 HEOMpenesieMblX 3HAUCHU) B COYETAHUH C CUMIITOMATUYECKON TMIOKaNblIEeMUeH U
runeppocharemueii. Ilompobnas wuHbopmamms mnpeacraBieHa B pazjaene JOMOTHUTENBHOM
uHpopmanuu.

1.2.4.3. 'unonapatupeo3 B COCTaBe MOJUKOMIIOHEHTHBIX TeHETHYECKUX
3a00J1eBaHUM

['umomapatupeo3 MOKET BXOAHUTH B COCTAB IMOJMKOMIIOHEHTHBIX T€HETUYECKUX 3a00JIeBaHU.
Cungpom uJlxopxu Bei3BaH Aenenuend 22q11, uto npuBoaut K BpoxkaeHHou aucrenesun OLIPDK
¥ COOTBETCTBEHHO K THIonapaTupeosy. st naHHoro 3a00aeBaHus TakKe XapaKTepHa JucMopdus,
BPOXKJIEHHBIE IHOPOKM ceplala U TSDKEIbld UMMyHoJAepuuUT. bosibHble OOBIUHO MOrubaroT B
nerckoM Bospacte [16]. Cungpom bapakara, wimun HDR-cunapom (hypoparathyroidism, deafness
and renal dysplasia syndrome) — ayTocOMHO-IOMHHAHTHOE 3a00JieBaHUE, BbI3BAaHHOE Je(heKTOM
rena GATA3, nokanu3zoBaHHOTO B KOpoTkoM Iiede 10-it xpomocomsr (10pl5). I'en xomumpyet
6enok, orBevaromuii 3a passutue OLDK, BHyTpeHHero yxa, mouek. Yposenb IITT konebaercs ot
HIDKHEW TpaHMIlbl HOPMBI 10 Heompenensemoro [17]. Cunapom Kennu-Kadou Brirouaer B ceds
HU3KOPOCIIOCTh, aHOMAJIMU TIJIa3, ocreockiepo3. Cunapom Canbsn-Cakatu, wim cuaapom HRD
(hypoparathyroidism retardation dysmorphism) wacTo paccmarpuBaeTcsi Kak BapHaHT CHHApPOMA
Kennu-Kapdu u mnposiBisercss rumonapaTUpeo3oM, TKEION 3alepkkoil Qusnueckoro u
IICUXOMOTOPHOI'O pa3BUTHUS, MuUKpouedanueil, ocoOeHHOCTSIMH (eHoTuna. Y MalueHTOB C
cuaapomamu Kennu-Kadpdu 1-ro tuma (ayrocomHo-perieccuBHoe HacnenoBanue) u CaHbsf-
Caxkaru BeisiBisitoT Mmytanuu B reie TBCE (tubulin-specific chaperone E) [18].

I'unonaparupeo3 sBIseTCs KOMIIOHEHTOM HEKOTOpBIX OoJie3HEell MHMTOXOHJIpUATbHOM
JI€30KCUPUOOHYKJIEMHOBOW KHUCIOTBI U OCOOEHHO XapakTepeH s cunapoma Kepnca-Ceiipa B
COYETaHUHU C HapyKHOW odTanbMoOIIernel, MUrMEHTHON JiereHepanueil ceTdyaTku, MUOMATHEH,
kapauomuonaruend. [lpu cunnpome MELAS (mitochondrial encephalopathy, lactic acidosis and
stroke-like episodes) rumonapaTupeo3 co4eTaeTcsi C MUTOXOHIPUAIILHOHN SHIE(aTonaTuei, JakraT-
anua030M, MHCYJIbTONOAOOHBIMU 3MHU30AamMu. HecMOTpss Ha TO YTO NMpPH JAAHHBIX 3a00JE€BaHMIX
TUIONapaTHpPeo3, KaK MPaBUIO, HE BBICTYNIAeT OCHOBHBIM CHMIITOMOM, B psijie CIy4aeB B Jie0roTe
Pa3BUBAIOTCS MMEHHO THITOKAIBIIMEMHUECKUE CYIOPOTH, YTO CIY)KHT MOBOJOM ISl TaTbHEHIIIETO
oOcnenoBanus. [lonpobHas nHpopManus npeacTaBieHa B pas/eine JJononHuTeIbHOW HHPOPMAaLIUH.

1.2.5. T'Mnonapatupeos n runomarHuemMusi

CHmxeHne KOHIOCHTpAalMW MAarduvs B IIJIa3MC€ YBCIIMYUBACT pea6c0p6umo Mar"Huvs B ITOYKax,
HC BJIMAA Ha 8.600p6I_II/IIO KaJIbIIUA B KUIIICYHHUKE. HpI/I CHMXXCHHUU YPOBHA MArHusa B CbIBOPOTKE, KaK
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U npu runokansuuemuu, cekpeuus [ITIN nomxHa ycunuBarbest, oAHAKO 1eUIUT MarHus MPUBOIUT
K [1aTOJIOTUYECKOMY CHMKEHUIO ypoBHs IITI' 1 pa3BUTHIO pE3UCTEHTHOCTH KOCTHOM TKAaHU U IOYEK
kK ero aspdexram [13, 19]. IlaToreHeTHueckwii MeXaHWU3M pa3BUTHS THUIIONApATHPEO3a IPH
THIIOMarHUeMHUH OCTAEeTCsl HE COBCEM U3YyUCHHBIM.

Jedpunut maraus HaOI0gaeTCs BCIEACTBHE:

- HEJIOCTaTOYHOTO MOCTYTUICHUS C IMHIIEH;

- CHHOKEHUS a0COpOIMH B KHIIIEUYHUKE (MaIbabCcopOIHsl, CHHAPOM KOPOTKOM KHIIIKH, TSKEas
Y TIPOJIOJDKUTENIbHASI PBOTA, AWApEsi, cTeaTopes);

- ceMeiHas THITOMarHUEMHs C BTOPUYHOM rumnokanpuuemucii (myranus TRPM6) [20, 21];

- ayTOCOMHO-IOMHHAHTHAsI TUIOKajIblineMus (akTuBupyroimas myramus B rene CASR) [22];

- ceMeiHas THITOMAarHUEeMHUs C THIepKanbuuypuei u Hedpokaasimaozom (FHHNC) [22-24];

- IpueMa JISKapCTBEHHBIX MMPENapaToB:

- THa3u eI, hypocemMu**;

- UHTUOUTOPBI MPOTOHOBOT'O HACOCA;

- AaHTUOMOTHKH;

- MPOTUBOTPUOKOBBIC TIPEIapaThl A CACTEMHOT'O UCIIONIb30BaHus (amdorepura B**);

- IPOTUBOOIMYXOJIEBbIC MpenapaTsl (UCIIATHH**, kapOommaTua™**);

- IMMYHO/JICTIPECCAHTHI (TaKpOoIuUMyc™*, uKIocnopun™*);

- MOHOKJIOHAJIbHBIE aHTUTENA (TIETYKCHuMao **).

l'unmepmarnuemMus Takke MOXET MNPUBOAUTH K HapymeHuto ¢ynkauun OUDRK myrem
noxasieHus cekpeuuu IITI ¢ pasButneM runokansnuemuu. ['mnepmMarHueMuss MOXET pa3BUTHCS
Opu  CIHEAYIOUIUX  COCTOSHMSX:  XpoHudeckod  Oomesnu  mouek  (XBII);  cemeiinoit
TUIOKAJIBLIUYPUYECKON TUIIEpPKAIbLINEMUN; U30BITOYHOM TOTpeOsIeHNnH (TapeHTEPaIbHOE BBEACHUE
IpernapaToB MarHus U Jp.); TOKOJUTHYECKOM Tepanuy Mpu dKIAMIICHH.

1.2.6. [Jpyrve npu4mnHbI runonapaTtmpeosa

Hekoropple  cnydyanm  WM30JMPOBAHHOTO  TUIONApAaTUpEO3a, MpU  KOTOPBIX  HE
UCHTU(PHUIMPOBAHA TPUYMHA, TAKXKE MOTYT OBITh CIEJICTBUEM ayTOMMMYHHOI'O MOPAKEHUS TKAaHU
OILK. OnHako 3T0 cKOpee MMarHo3 UCKIYEHUs, 15 KOTOPOTo He pa3paboTaHO CrelupUUecKux
JIMarHOCTUYECKUX KpUTepueB. B penkux ciydasx NOpUYMHON TUIONapatupeo3a MOTYT CTaTb
MHOQUIBTPATUBHBIE 3a00JI€BaHMsI, TAaKHME KaK CapKOUA03, aMHWIOM]03, TuUpeouaut Punens u
MeTactatudeckoe mopakenue OLK [25-28]. Tkanp OILK oTHOCHTENHHO HE BOCHPUHMMYHMBA K
Jy4eBOMY TIOBPEXKJECHHIO, TEM HE MEHee B JUTepaType ONHUCaHbl OYEHb pEIKUE Cclydyau
paIualMoOHHO-MHIYIIUPOBAHHOTO runonapatupeoza [29-32]. OTIOXKEHUS MUHEpPAloOB B TKaHU
OLDX — nampumep, meau npu Oosie3HH BuibcoHa M Kene3a MpU reMOXpoMaTo3e — SIBISIOTCS
pEeIKUMHU MPUYUHAMU Pa3BUTHS THIIONapartupeosa. ONMUCaHbl Cllydyau pa3BUTHs THIIONApaTHpeo3a
BCJIC/ICTBHE MAaCCUBHBIX TTOBTOPSIIONIMXCS TpaHC(y3Hil y manueHToB ¢ Tanaccemueii [33-37].

1.3. dnuaemuosiorus 3a00J1eBaHUA UM COCTOSTHUA (TPyNIbI 3a00/1eBaHUil HIIH
COCTOSIHMI)

I'mmomapartupeos 3To peakoe 3abosneBanue ¢ pacrnpocrpaneHHocTh0 0,25 Ha 1000 HaceneHwus.
Hmeronecs: aHHBIE O PacHpOCTPAHEHHOCTH THMIIONApPaTHpPEO3a OCHOBAHbI Ha  KPYIHBIX
AMUJAEMHUOJIOTMYECKUX HccaenoBaHusax, nposeaeHHbix B CIUA, Jlanuu, Hopsermm u Uranum.
[TosmyuyeHHBIE pe3yibTaThl OTHOCUTENBHO CXOIHBI M CBUIETEIBCTBYIOT O PACIPOCTPAHEHHOCTH
runonapartipeosa B quanasone 23-37 na 100000 nacenenus [8, 10, 38-40].

IlocneonepaiuoHHbBIN TMIONAPATUPEO3 Yallle BCTPEYAETCS CPENM JKEHIIUH, YTO CBA3aHO C
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O6onmee yacroit maronormerr LXK wm, cumemoBarenpHO, THpeoumdkTommen [41, 42].
PacripocTpaHeHHOCTh HACJIEICTBEHHBIX (DOpPM THIOMApaTUpeo3a HE pa3inydacTcs y MYXKUYUH U
sxkeHmuH [39]. B poccHiickoi MOMy/ISIUKA KPYITHBIX 3MMHAEMHUOIOTHIECKUX UCCICIOBAHHM C IEIBI0
OIICHKH PaCIpOCTPAHEHHOCTHU THIIONAPATHPE03a HE TIPOBOIUIIOCH.

1.4. Oco0eHHOCTH KOAMPOBAHUS 3200/IeBAHNUS WJIH COCTOSTHHUS (TPYyNIIbI
3a200J1eBaHUI WJIM COCTOSIHUM) 110 MeKIyHAPOAHOI CTATHCTHYECKOI
kiaaccupukanuu 00J1e3Heii M NPoodJeM, CB3aHHBIX €O 3/I0POBbeM

E20.0 Unnonatuyeckuii runonapaTupeos

E20.8 [Ipyrue ¢popmbl runomnapatupeos3a

E20.9 I'unonapatupeo3 HEyTOUHEHHBII

E89.2 'inonaparupeos, BOZHUKIINN NIOCIE MEIULUHCKUX TIPOLIEAYD

1.5. Knaccudpurkanus 3a00/1eBaHUA WIN COCTOAHNS (TPYNIIbI 3200/IeBAHUNA WJIH
COCTOSTHUIA)

1. MocneonepaunMoHHbIM rMnonapaTupeos: [43]

- TpaH3uTOpHBII ruoONapaTupeo0s;
- XpOHWYECKUH (CTOMKHUIA) THIIOIIApaTUPEO3.

2. AyTOMMMYHHbIN rMnonapaTupeos <*>:

<*> — ciy4aeB pa3BUTHs THMIIONAPATUPEO3a B paMKaxX ayTOMMMYHHOTO IOJMIJIaHIYJISPHOIO
cunapoma 2 tuna (AIIC 2 tuna) He onucaHo.

- AyTOUMMYHHBIN onuraasayisipubiil cuaapom 1 tuna (AIIC 1 tuna);
- AyTOMMMYHHBIH nosuraanyaspHbiid cuaapoM 3 tuna (AIIC 3 tumna);
- AyTOUMMYHHBIH onuraasAysipHbiil cuaapom 4 tuna (AIIC 4 tuna).

3. NeHeTNYECKUN N30NNPOBAHHBLIN rMNonapaTupeos:

- AYTOCOMHO-JJOMUHaHTHas THNOKaibliueMus ¢ runepkaisimypueit 1 tunma (HYPOCI-
ADHI1)/cunnpom baptrepa 5 tuna;

- AYTOCOMHO-JJOMUHAHTHas THNOKaibliueMus ¢ runepkaisiuypueit 2 tuna (HYPOCI-
ADH?2);

- CeMeltHBIN U30JMPOBAHHBIN THITONAPATUPEO3 (AyTOCOMHBIN, X-CBA3aHHBIN).

4. Funonapa'mpeos B coCTaBe NOJINKOMNOHEHTHbIX reHeTU4eCKNX CMHAPOMOB:

- Cunapom u/lxopmxu 1 tuna (DGS1);

- Cunapom [du)lxopmku 2 tuna (DGS2);

- CHARGE cunnpow;

- HDR cungpowm;

- Cunapom Kennn-Kadou 1 tuna (KCS1);
- Cungpom Kennu-Kagpou 2 tuna (KCS2);
- Gracile bone dysplasia (GCLEB);

- MuToxoHipragbHble 3a00I€BaHMS.
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5. Apyrue chopmbl runonapatupeosa:

- Hapymenus o6meHa maruusi;
- UndunprpatuBHbie 3a0051€BaHus (rpaHyIeMaTo3, FeMOXPOMATO3, METACTa3UPOBAHUE);
- ['unonapatupeos B pe3yibrare JiydyeBoro nospexaeuus Tkanu OLLDK.

6. U amonaTnyeckun runonapaTmpeos.

1.6. Kiman4yeckasi KapTUHA 3200/1eBAHUS WIH COCTOSIHUSA (TPYyNIIbI
3a200J1eBaHUI UJIM COCTOSIHUM)

OcHOBHBIE  KJIIMHMYECKHE TMPOSBICHUS THUIONApaTupeo3a  OOYCIIOBIEHBI  HaMYUEM
runokaigpuueMun. HemocTaTok KajmblMsi B OpraHM3ME NPHUBOJUT K YACTHYHOW JENOJISIpU3aLUU
MOTCHIIMAJa TOKOS Ha MeMOpaHe HEHPOHOB, TEM CaMbBIM YyBEJIMYMBAsT BEPOATHOCTH 3aITycKa
noreHimana neiicteus [44]. Kak cienctBue MOBBINIACTCS HEPBHO-MBIIICYHAS BO30YIAMMOCTh U
00111as1 BEreTaTUBHAs! PEAKTUBHOCTD. Y CUJICHUE YYBCTBUTEIBHOCTH CEHCOPHOTO (1YBCTBUTEIIHHOTO)
HElpoHa MPOSIBIIAETCS B BUJIE MMAapeCcTe3Uil B KOHEUHOCTSIX U B OKOJIOPOTOBOI 00JIaCTH; MOTOPHOTO
(IBUTaTEeNBbHOI0) HEMpOHA — MBIINICYHBIMU Cla3MaMM, BIUIOTH JO TETAaHWH;, OT KJIACCHYECKOTO
KapromnenalbHOTO  CchasMa 10 O KU3Heyrpoxawmero JjapuHrocmasma  [45].  Tsokenas
TUTIOKAJIBIIMEMHUSI aCCOIMMPOBAHA KaK C JIOKAIbHBIMHM, TaK U TC€HEPATM30BAHHBIMH CYAOPOTaMU
TOHUKO-KJIOHUYECKOT O THIIA.

Crenenb BBIPAXKEHHOCTH CHUMIITOMOB 3aBUCHUT OT YPOBHSI Kajbllds B CBIBOPOTKE KPOBH, a
TaK)kK€ OT CKOPOCTHM [MPOTrPECCUPOBAHUS TUIOKAIbUUEMUU. [[I XPOHMYECKOrOo TeueHUs
3a00J€BaHUs XapakTepHa aJanTaivs K HU3KUM YPOBHSM KaJbLMsl CBHIBOPOTKH KPOBU C
OTCYTCTBHEM BBIPQ)KEHHOM KIMHMYECKOW KAPTUHBI JaXe TMpU TSHKEJIONW THUIIOKAJIbLUEMUH.
[TpoBormupyromumu  (HakKTOpaMH yXYIIICHHUS COCTOSHHUS B TaKUX CIy4asX MOTYT SIBJISTHCS

BO3paCTaHUC (1)PI3I/I‘IGCKOI>’I AKTUBHOCTH, MCAULIMHCKUEC TIPOLCAYPHI, 6epeMeHHOCTL 1 JIaKTallusa [1,
29].

1.6.1. OcTpasa runokanbumeMus (runokanbume MMYeCKUn Kpu3s)

Octpast runokaibuueMus (TMIOKAIbLIUEMHUYECKUH KpU3) — JTO JKHU3HEYTpOXKarollee
COCTOSIHUE, KOTOPOE TPeOyeT HEOTIIOKHBIX JIEUEOHBIX MEPOIPUITUH.

KinnHndeckn oHa mposBisieTcs NPUCTYNaMM TETAHWUHM, KOTOPBIM MOTYT HpPEIIIECTBOBATH
NapecTe3n JIMIA, KUCTEH U CTOIl, YyBCTBO CTpaxa, 0eClOKOMCTBO, GUOpMIISpHBIE MOJEPTrUBAHUSL
OTJIENbHBIX MBIIII. Yalie BCEro Cy10poru BO3HUKAIOT B MBIIIIAX BEPXHUX KOHEYHOCTEH, pexXe — B
HIWKHUX. BcnencrtBue cmasma MycKynaTypbl JIMIa BO3HUKAeT capAOHUYecKas yiblOKa, TyObl
npuobpetator Gopmy "priobero pra". IIpu cma3me >keBaTENbHBIX MBI BO3HUKAET CYAOPOXKHOE
ckarue uvemocted (TpusMm). Cyzmoporn B MBIIILAX BEPXHUX KOHEUHOCTEW MPUBOAAT K
XapaKTEpHOMY IIOJIO)KEHHUIO PYKH, Ha3bIBAaEMOMY "pyKOH akyimiepa': Majblbl CKaTbl M CJIETKa
NpUBENEHbI K J1aJoHH, | manen cBeneH, KUCTh COTHYTa B JIyde3amsicTHOM cyctase. [Ipu cmasme
MYCKYJIaTypbl HHDKHUX KOHEYHOCTEH Oe/jpa M ToJIeHH BBITSHYTHI, CTOIBI OBEPTHIBAIOTCS BHYTPB,
TyJOBUIllE BbIrMOaeTcs K3aau (OMUCTOTOHYC). BcenencTBue  CynoOpOXKHBIX — COKpalleHHH
MEXpeOepHBIX MBIIII, MBIIII] XHBOTAa U JuadparMbl pe3Ko HapylaeTcs AbixaHue. M3meHeHus
OpraHOB M CHCTEM IpU TETAaHUU 3aBHUCIT OT IMpeoOsaJaHUsl TOHYCa CHUMIATHYECKOW WIIN
[apacUMIIaTUYECKOW CHUCTEMBl. AKTHBAIUMs CUMIATHYECKONM HEPBHOW CHUCTEMBl NPUBOAMT K
TaXUKapJiuy, TIOBBIIICHUIO apTEPHUAIbHOTO JIaBJCHMs, MOOJEIHEHUIO KOXHBIX IOKPOBOB
BCJIEJICTBHE clla3Ma MepU]eprUuecKux COCyIOB, a IapacuMIaTHYeckod — K Opaaukapauu Hu
TUIIOTEH3UH, PBOTE, Auapee, nounypun. Crna3Mbl INIaJKod MYCKYJIaTypbl BHYTPEHHHUX OPraHOB U
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COCYJIOB MOTYT HMMHUTHPOBAaTh pa3W4YHbIC 3a00JICBaHMS, BKIIOYAs IMaTOJIOTHIO CEPACYHO-
COCYJIUCTOM CUCTEMBI (PUCTYIBI CTEHOKAPIUU, SHAAPTEPUNTA, MUTPEHH U T.J.), OPTAaHOB JbIXaHUS
(Hanpumep, OpOHXHWANbHAS acTMa), KETYJOYHO-KHIIEYHOTO TpPaKTa (XOJCIUCTHT, IMaHKPEaTHT,
aTICHIUIINT, sI3Ba JKETy/IKa), MOYEIIOJOBON cUCTeMbI (LIMCTHUT, HepuT u ap.) [46].

1.6.2. KnuHnyeckmne nposiBNeHUA XpoOHU4YECKOro runonapatnpeosa

Knunnyeckue nposiBiIeHUs] XpOHUYECKOTO TUIIONapaTUPe03a pa3indHbl U 3aTParuBaroT MOYTH
BCce cucTteMbl opraHuzma (tabn. 2). KinuHuueckre CUMOTOMBI XPOHHUYECKOrO THIIONApaTHpeo3a
MOTYT OBITh ACCOIMMPOBAHBI KaK C SMU30/aMU TUIIO-, TAaK U TUIEpKallbLIMeMuu, runepdocharemMun

[29].

Ta6nuua 2. KnMHn4Yeckue CUMNTOMBI rmnonapaTtupeos3a.

CucreMsbl OpraHoB Kimmanugeckne IIPOABJICHUA

[epudepuueckast nepsHas | [lapecteznn, GuOpIIApHbIE MOASPTHBAHUSA, TOHHYECKUE CYIOPOTH,

cucreMa TETaHUs, KaproneaaabHbIN clla3M, CUMIITOMbI XBocTeka u Tpycco
LenTpanpHas HepBHast | HeBpo3, cHMkeHue namsTi, 0eCCOHHUIA, enpeccus

cucreMa

JlbIxarenpHas cucremMa Jlapunrocmnasm u OpoHXOcCna3M

Kenynouno-kumeunsiii | Jucdarus, ppota, Auapes u 3amopsl

TPaKT

Cepneuno-cocynucras Y mmaenue uatepBana Q-T u Hecnenuduueckne nzmMenenus 3yoma T,

cucrema JUJIATallMOHHAs TUIIOKAJbIIMEMUYecKas KapIMOMUONATUs

ITouku Hedponutnas/neppokaibinHo3, CHUXKEHHE QYHKIINU OYEK

CkeneTHO-MbIIIeUHast MpuonaTusi CKEJIEeTHBIX MBbIIIL, CIIOHAWIOATPONATHs, THIOIUIA3Us

crcrema u 3yObl 3yOHOU SManu, yKOpOYeHHWE KOpHEH, THUIOIUIa3us WM OTCYTCTBHE
3y0OB

Oprassl 3peHus CyOxkarncynsipHasi KaTapakTa, NannuiosaeMa

KoskHbIE TOKPOBBI CyxocTh KOXH, XPYNKOCTh HOTTEH, OHUXOJM3HC, ITyCTYJIE3HBINA
rcopuas

LleHTpanbHasa HepBHaA cuctema

Kanpumdukanmss cTpyKTyp TOJOBHOTO MO3ra y MAIMEHTOB C THIIONMAPATHPEO30M MOXKET
onpenenarbcss B 52-74% cnyuaeB [47, 48]. Yame Bcero KanbUU(UKAIUN BU3YAIU3UPYIOTCS B
0a3aNbHBIX TAHTIUAX, CPEAN APYTUX JOKAIN3AIMii — 0eloe BEmecTBO FOJIOBHOTO MO3Tra, TaJaMmyc,
3ybuatoe sAapo. XOTA TOYHOM NPUYMHBI, NPUBOIALIEH K (QOPMHUPOBAHUIO BHECKEIETHOU
KalbIIM(PUKAMK, HE YCTAHOBJICHO, NPOTPECCUPOBAHWE KaNbIM(PHUKANNKA TECHO CBS3aHO C
u3MeHeHusMu oomeHa pocdopa (runeppocdaremueit). Knunnueckas 3Ha4MMOCTh KaJdblU(PUKALIUU
[IEHTPAJIbHOW HEPBHOHN CHCTEMBI Yy MAIMEHTOB C JJIMTEIHHBIM aHAMHE30M THIIONapaTupeo3a He
u3BecTHa. [IpsAMON CBA3M C CHUMITOMaMH NAapKUHCOHM3Ma (HEBPOJIOTMYECKHE HapyLIeHHUs
JBYDKCHUS, XapaKTEPU3YIONIUECS TPEMOPOM, OpaIuKHWHE3WeW, PUTHAHOCTBI0O M TMOCTYpaTbHOU
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HECTaOMJIBHOCTBIO) U JUCTOHUM (HEBPOJOTHMYECKUE pPAacCTPOICTBA ABMIKEHMSI, CBSI3aHHBIE CO
"cKpy4urBaHUEM" WM aHOMaJbHBIMH (DPUKCHUPOBAHHBIMU I103aMH) HE BBISBICHO M 3TH HAPYIICHHS
OTMEYAIOTCS TOPa3JI0 Pexe, UeM, HalpUMep, U30JIMPOBaHHAasl KaJlbLU(pHUKalKs 0a3albHbIX I'aHIINEB
no pesynpratam KommbloTepHoil Tomorpaduu (KT) romoBHoro wmosra [47-49]. Hanmuuwme
B3aUMOCBSI3M MEXJIYy OOBEMOM M MECTOMNOJOXKEHUEM OOBI3BECTBICHUM C HEBPOJIOTHYECKUMHU
cumrnTomamu TnpotuBopedrBo [50]. Takke rumonapaTHpeo3 CBsi3aH C IOBBIILICHHBIM PUCKOM
Helporcuxuyeckux 3a0oieBaHUil, TakWX Kak Jenpeccus WM OunossipHoe adp@GeKTUBHOE
pacctpoiictBo [41].

Cepﬂe‘IHO-COCYAVICTaﬂ cucrtema

l'unokanprueMust CHocoOCTBYET HAPYLIEHUIO CEPIEYHOro pUTMa. Y MAIUEHTOB C
XPOHUYECKOH TMIOKAJIbIUEMHEN Ha 3JIEKTPOKapIAUOrpaMMe MOXKET BBISABIATHCA YJUIMHEHHE
unrepBana QT, Hapsay ¢ usmeHenusmMud U u T 3y6roB [51]. BoabIIHHCTBO M3 3THX CHMIITOMOB
paspemaroTcs Ha (OHE KOMIIEHCAMW 3a00JIeBaHUS M JOCTMXKEHUS CTOMKOW HOPMOKAJIBIIEMUH.
3acroitHas cepje4Has HEIOCTaTOYHOCTh, HE MOJAAIOIIAACS CTaHJAPTHOMY MEIUKAMEHTO3HOMY
Je4eHHIO (OCOOCHHO Yy JIUI] C ICXOTHBIMHU 3200JI€BAHUSMU CEPJIIIa), PAa3BUBACTCS PEIKO M SBISIETCS
YaCTUYHO WJIM TMOJIHOCThIO 0OpaTHMOM IOCNie HOpMaIu3aluu ypoBHS Kanblusa. DopMupyromascs
OpU JUIMTEIHHOM TSDKEJIOM TEUEHUHU THUIONapaTHpeo3a TUIMOKAIbIIMeMUYecKass IujlaTalluoOHHas
KapIMOMHOIIATHSI, TAK)Ke, KaK MpaBiIo, oOpatuma Ha (hoHe KoMIeH caluu 3aboseBanust [52].

Moukun

TpaguuuoHHOE JseueHue mpemnapaTamMM Kailblus M IpenaparaMu BuTamuHa D u  ero
IIPOU3BOJHBIMU CIIOCOOCTBYET MOBBIIIEHHON dKCKPELUH KalblMsl ¢ MOUOH n3-3a orcyrctBus [1TI -
OIIOCPEIOBAaHHOM peadcopOLuK Kanbliis B AUCTAIbHOM KaHajblle HedpoHa. I'nnepkambiuypus —
dakTop prcka HePpPOKATBIIMHO3a U HEPPOIUTHA3A, ACCOIIMUPOBAHHBIX C PA3BUTHEM XPOHHUYECKOMN
00J1€3HM MOYEK, BIJIOThH A0 TEPMUHAIBHON cTaauu. PacpocTpaHeHHOCTh HEPPOKAIBLUHO3A CPeIu
OO0JIbHBIX, TIOJIYYAIOIIMX CTAaHIAPTHYIO TEpaIuio, BappbupyeT B npeaenax 12-57% [53].

CKeneTHO-MbILIeYHasi cuctema 1 3Y6bl

OtcyrcrBue anexBatHoil cekperun IITIT cmocoGCcTByeT CHUXKEHHIO CKOPOCTH KOCTHOTO
oOMeHa, B pe3ynbTare MOocie KaXJI0To IHMKJIa PEMOJEIUPOBAHUS HE MPOUCXOIUT ONTHUMAIBHOIO
OOHOBNIEHMsSI KOCTHOM TKaHW. IIpn 53TOM 4YacTO NpU TNPOBEACHUM JBYXIHEPreTUUYECKOH
pentreHoBckoi adcopoOrmomerpun (DXA) oTmewaercss yBenuueHue TOKaszaTeliel MHUHEpPaTbHOM
wioTHocTH Koctu (MIIK), ocoOeHHO B yyacTkax c mpeobiiaaHueM TpaOeKyIspHOro KOMIIOHEHTa
[54, 55].

[TaTonornyeckoe 3Ha4eHNE HAPYIIEHHON MUKPOApPXUTEKTOHMKH KOCTHOW TKAaHU HE 10 KOHIIA
MOHSITHO, XOTSI UMEIOTCS JaHHbIE 00 YBEJIMYEHUH YaCTOThI IIEPEIOMOB KOCTEH CKeleTa MpH JTaHHOM
naronoruu [41, 54]. Onnako TpeGyroTcs nanbHENIINE UCCISTIOBaHMUS.

XpOoHUYECKUI TUIIONIApAaTUPEO3 TaKke MOXET OBITH acCOLMUPOBAH co
CHOHAMJIOAPTPOIIATHEN,  XapakTepusylomencss occudukanueir CBSI30K U 00pa3oBaHUEM
cuHae3MOpUTOB [56]. MuonaThs CKENETHBIX MBI, BBISBIIAEMAs y MAIMEHTOB C XPOHHYSCKHM
TUIONAapaTHPEO30M, XapaKTePU3yeTCsl MOBBIIIEHHEM YPOBHS KpeaTHMH()OC(POKHHA3BI B CHIBOPOTKE
KPOBH M HAJUYHMEM THUCTOJIOTMUYECKUX H3MEHEHUIl B OMOICHUITHOM Marepuane, U MO-BHAUMOMY,
OTHOCHUTCS K TIPOSIBICHUSIM JJIMTEIBHO HEKOMIIGHCHPOBAHHOM TSDKENOW THIOKadblueMuu [57].
[TaTonorust 3y00OB Npu XPOHUYECKOM THIONApPaTHPEO3€ BKIIOYAET TUIOIUIA3HI0 3yOHOM smaiu,
YKOpOUEHHE KOPHEH, THITOIIIa3HI0 WK OTCyTcTBHE 3y0oB [58, 59].
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OpraHbl 3peHus

['umomapatupeo3 XapakTepU3yeTcsi TOBBIIMICHHBIM PUCKOM pPa3BUTHI CyOKaICysipHOM
KaTapakThl, PAaCIPOCTPAHECHHOCTh NAHHOTO OCIOXHEHUs BapualelbHa M cocTaBisieT 27-55%.
[Ipenmonaraercsi, YTO MOMOJIHUTENBbHBIMU (PAKTOPAMU PUCKA JAHHOTO OCJIOXXHEHUS SIBIISIOTCS
BO3PACT Ha MOMEHT MaHU(ECTAIMU H/WIH JUIMTEILHOCTE 3a00eBanus [60-62].

VY NanueHToB ¢ XPOHUYECKUM THIIONApaTHPEO30M OMUCAHBI PEKUE CIydau MalUIOdACMBbI
(oTeka IuCKa 3pUTEIHLHOIO HEpPBA, BBI3BAHHOI'O TIOBBINICHHEM BHYTPHUYEPEITHOTO JIABJICHUS).
OOpaTUMOCTh CHMIITOMOB OTMEYajiach Ha ()OHE KOPPEKIIMU TUIIOKANIbIeMun [63].

Koxa u ee npoun3BoaHbIE

[Tpu runonaparupeose pa3BUBACTCS MOPAKECHUE KOXKU U €€ IPOU3BOIHBIX, UTO MPOSIBIISETCS B
NEPBYIO OYepelb CYXOCThIO KOXKH, XPYIKOCTBIO HOITEH, OOoJyiblIel MX TOJBEPKEHHOCTHIO K
OHUXOJM3HUCY (OTCIIaMBaHUE HOTTA OT MSATKUX TKaHed Jioxka). Peako B KauecTBe OCIIOKHEHUS
XPOHMYECKOTO THIOMApaTHPeo3a Pa3BUBACTCS TSHKEJBIN MyCTYyJIEe3HBIH Mcopua3, 00yCIOBICHHBIMH,
BO3MOXXHO, YYaCTHEM BHYTPHUKICTOYHOrO KajJblMsi B PETYIAUUH  Oponudepauud U
nuddepeHipoBky KepaTuHOIUTOB |64, 65].

2. /ImarnHocTuka 3a00/1eBaHUS UM COCTOSIHUA (TPyNNbI 3a00/1eBaHUIl HJIH
COCTOSIHUI) MeIUIIUHCKHE MOKA3aHUA U MPOTHBONMOKA3AHUSA K NPUMEHEHUI0
METOHOB IUATHOCTUKH

Kputepun ycraHOBIEHMsI JuarHo3a TIHIIONAapaTHpeo3a Ha OCHOBAaHUM PE3yJbTaTOB
1a00paTOPHBIX VCCIIEIOBAHHMN: TUIIOKAJIbLIUEMUH (HHU3KOrO YPOBHs anbOyMuUH-
CKOPPEKTUPOBAHHOTO MM MOHU3UPOBAHHOI'O KaJbLMs KPOBH) B COUETAaHUM CO CHM)KEHUEM YPOBHS
[TTT" (unn BbIsIBIEHUEM HealeKBaTHO HU3Koro ypoBHs I1TT).

- Pexomenayercs  ycTaHaBIMBAaTh JHArHO3  THIIONApATHpPEO3a y  MAIMEHTOB  C
THIOKATBIIMEMHEH (HU3KOTO YPOBHS albOYMHH-CKOPPEKTUPOBAHHOTO WM HOHHU3MPOBAHHOTO
KaJIbIIHsl KPOBH) B COYECTAHUU cO CHIKeHHeM ypoBHs [ITI (niu BbISIBJICHHEM HeaJJeKBaTHO HU3KOTO
yposus [1TT) [1, 29, 66-75].

VpoBeHb yOeAUTEIbHOCTH peKOMeHaaIHii B (YpoBeHb J0CTOBEPHOCTH JI0Ka3aTEIbCTB — 2)

KommenTapun: Hanbosee pacipoCTpaHEHHBIM TECTOM ISl THATHOCTHKH THITOKATbIMEMHU
SIBJISICTCSL M3MEPEHHUE YPOBHsI 00IIEero Kanublus. KOppeKTHPOBKa KalblMs Ha YPOBEHb allbOyMHHA
KPOBH HEOOXOIMMa C MEIbI0 HMCKIIOYEHHS JIOKHOOTPHIATEIBHBIX WM JIOKHOMOIOKHUTEIBHBIX
pEe3yabTATOB KaIbI[HEMHH MPH H3MEHEHHH KOHIICHTPAIMH TJIa3MEHHBIX OCJIKOB.

dopmyIbl A1 pacueTa allbOyMHUH-CKOPPEKTHPOBAHHOTO KaJIbIIHS:

- OOt KanpIui MIa3Mbl (MMOJIB/TT) = U3MEPEHHBIN YPOBEHb KaJbIIHs TUIa3Mbl (MMOIIB/T) +
0.02 x (40 — u3mMepeHHbIIT ypOBEHb albOyMIHA T1a3MbI (/1))

- OOt KanpIui Ia3Mbl (MI//1T) = U3MEPEHHBIH YPOBEHb KanbIus Tuia3mbl (Mr/mm) + 0.8 x
(4 — u3aMepeHHBII YPOBEHD aJIbOYMUHA TTa3MbI (T/111))

- Ko pumment nepecyera: [kampruii] Mr/man x 0,25 ==> [kanbuuii]| MMOIB/T

Bo3MoxkHO Takke omnpeaeneHUe YPOBHS MOHU3UPOBAHHOW ()pakuuu KajibIUsl B CHIBOPOTKE
KPOBH, KOTOpPBII B HOpME HaxonuTcs B pedepeHcHOM nuanazone 1,03-1,29 mmons/n. C nensio
MOJTBEPK/ICHUSI HAJTMUUS TUITOKAIbIIUEMHUH TP COMHUTENBHBIX pe3ybTaTaxX (HU3KO HOPMAIbHOM
WIA HECKOJIbKO HI)Ke peQepeHCHOro JHana3oHa YpPOBHE KaJbIMs KPOBH) PEKOMEHJIOBAHO
JIBYKpPAaTHOE  OIpelejeHHe  ypoBHA  Kaiuplus  (aIbOyMHUH-CKOPPEKTHUPOBAHHOTO WM
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WOHU3UPOBAHHOTO).

Wzmepenue conepxanust IITT B kpoBU nmaeT cymiecTBeHHYIO HMH(POPMALUIO, HO, B TO XKe
BpEMsl, €ro pe3ysbTaThl JOKHBI ObITh KOPPEKTHO MHTEPIPETUPOBAHBI, TaK KaK THIOKAIbLIMEMUS
MOXET MPHUBOJUTH K KOMIIEHCATOPHOMY OTHOCHUTEIBHOMY IOBbIIEHUIO cekpenuu IITIT wu
MacKMpOBaTh WCTHHHBIM rumnonapatupeo3. Takum o0pa3oMm, TuIoKaaplueMus Ha (oHe
HopManbHOU KoHIleHTpauuu [ITIT mMoxeT OBITh MOBOJAOM [UIsl JHHAMHYECKOTO HAOMIOJNCHUS U
71000CIe10BaHUs MALUEHTA.

2.1. ’Kaj00bl 1 aHAMHE3

Camoii yacToit ano0oil MalrueHTOB ¢ TUIIONAPATUPEO30M SIBIISICTCS HAIMYUE CYIOPOT W/UITU
[apecTe3uil B MBIIIIAX BEPXHUX U HIKHUX KOHEYHOCTEH, OKOJIOpOTOBON obOsactu. [lanueHTtsl ¢
JUINTENIbHBIM aHAMHE30M THUIIONApaTupeo3a NpPeAbABISAIOT JkKajdoObl Ha '"MO3roBod TymaH",
CHIDKEHHE IaMATH M  KOHIEHTpauud BHUMaHUs. OCHOBHbBIE JKaJIOObl IAlUEHTOB C
TUIIONIapaTUPE030M IIpeICTaBIeHbI B Ta0I. 3.

Ta6nuua 3. ®usnyeckue, KOrHUTUBHbIE U I3IMOLMOHANbHbIE CUMMNTOMbI
runonaparupeo3sa [76].

Cumnrom Yacrora, %

du3NUECKUE CUMIITOMBI

Ycranoctsb 82
Bob B MBITIIIIaX/MBIIIEYHBIE CTIA3MBI 78
[Tapecrezun 76
Teranus 70
Bonu B xocTsIX M cycTaBax 67
PaccTpoiicTBa kumeyHuka 46
XpYHKOCTB/JTOMKOCTb HOI'TEH 44
HenepenocumocTs xapsl 44
I'onoBHbIe Gonu 42
CyX0CTb KOKH U €€ MOBBILIeHHAas: TpaBMaTH3alus 40
3s6K0CTh 37
Boinagenue Bosoc 33
TomHOTa 30
[Tpobnemsr ¢ 3ybamu 29
Heiiponatus 27
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UyBCTBUTEIBHOCTH K COJTHITY 26
Otexu 23
[Tpobnembl ¢ IpIXaHuEM 22
CHmKeHHUe cayxa 11

KorantuBHBIE CHMIITOMEI

"Mo3roBoi#i TymaH"/yMCTBEHHAs JeTaprusi 72
HeB03MOKHOCTh KOHIICHTPUPOBATH BHUMAHNE 65
CHuxeHue naMsTH/3a0bIBUNBOCTD 61
Hapymenue cua 57

3MOHI/IOH8J'IBHBIG CHUMIITOMBI

TpeBoKHOCTB/CTpax/BHyTpeHHEE OECIIOKOICTBO 59
CHmKeHNe HaCTPOCHUS/TPYCTh/ AeTIpeccHst 53
DOMOIMOHAIbHAS YYBCTBUTEIBHOCTh 47
CornuanbHast N30JA0AS 32

- [lammmentam C mMOAO3peHMEM Ha HaJIM4YUE THUIONAPAaTHPEo3a pEKOMEHAOBaH cOop
AHAMHECTUUYECKUX JAHHBIX O MPOBEACHHBIX XUPYPTUYECKUX BMEIIATEIhCTBAX HA OpraHax IIeu, a
TaK)Ke O COMYTCTBYIOMICH MaTOJIOTHH, aCCOIIMUPOBAHHOMN ¢ (hochopHO-KaTbIHeBBIM 00MeHOM [1, 3,
68, 77].

YpoBeHb yoeautenbHoCcTH pekomeraamuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — )

KomMmenTapuu: crenyromme (akTopsl TO3BOJSIOT 3alOf03pUTh y TAIlMeHTa Haaudue
TUIMOKAJIBIUEMHU U THUITIOIIapaTHpeO3a:

- IPOBEJIEHNE XUPYPTUUECKOTO BMEIIATEIHCTBA B OOJIACTH IIEH;

- HaJIM4Me napecte3ui B 00JacTH Jula, BEpXHUX U HUKHUX KOHEYHOCTEH;

- Hanuuyue (UOPUIUIAPHBIX MOAEPTUBAHUN OTAENBHBIX MBIIII, CYJOPOT B MPOKCHMAabHBIX
MBIIIIIIAX;

- BBISIBIICHUE KaIbIIM(HUKAIIIN TOJIOBHOTO MO3Ta;

- IPU HAPYIIESHUSAX CEPJACUHOTO PUTMA.

2.2. du3ukKajabHoe 00CIe0BAHHE

- [MaruenTam ¢ MOIO3peHNEM Ha HAMYKME THUIONapaTupeosa sl OIeHKH (aKkTa MpOBEISHUS
XUPYPTrUYEeCKOT0 BMEIIATEIhCTBA Ha OpPraHax MICH PEKOMEHOBAHO MPOBOAWTH OCMOTP IMepeaHen
MIOBEPXHOCTH 1mieH [77].

Yposensb yoeaurenpbHoCTH pekomeraamuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — D)

- YV mamMeHTOB C TOAO3pPEHUEM Ha HaJWM4Yhe TUIONApaTHpeo3a C IIeTbI0 BBISBICHUS
KIIMHUYECKUX HpOHBHeHI/Iﬁ THIIOKAJIbIIUEMHUN PEKOMCHAYCTCA OICHKa CHUMIITOMOB XBocTeka M
Tpycco [1, 78].
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Yposensb yoeaureapbHoCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommenTapuu: monoxutenbHbli cuMntoM Tpycco — mosiBaeHue cynopor B kuctu ("pyka
akymiepa") uepe3 1-3 MUHYTBI TIOCTIE CABJICHUS IJIedya MaHXKETOW MPHU U3MEPEHUH apTepHaAIbHOTO
naBieHus. JIaHHBIH CHUMITOM —  BBICOKOYYBCTBUTEIBHBIH W  cHeUM(UYHBI  IpU3HAK
TUIOKAIbIIUEMUN — BbIIBIsETCS y 94% mnamueHToB ¢ TunokainbiueMued u y 1% mogen ¢
HOpMOKanbliieMuei. CuMnToM XBOCTEKa — COKpAIICHUE MBIIII] JIMIIA TIPU MMOCTYKUBAHUU B MECTE
BBIXOJIa JIMIIEBOTO HEpPBAa — MEHEE UYBCTBUTEIbHBIA M CHEHU(PUUHBIN npuszHak. OTpHULIATeIbHBINA
cumnToM XBocTeka HabOmomaercs 'y 30% ManmMEeHTOB, UWMEIONIMX TUMNOKAIBIUEMHUIO,
noJIOXKUTENbHBIN — y 10% snrozeit 6€3 JaHHOM MaTOJIOTHH.

2.3. JlabopaTopHbIe JUATHOCTHYECKHE MUCCJICIOBAHMS

JlnarHo3 rurmomnapaTupeo3a OCHOBBIBACTCS HA pe3yJibTaTaX JIa00paTOPHOTO 00CIEeIOBAHMSL.

Kputepuu ycraHoBieHHs 3a0071€BaHNs WIIA COCTOSIHUS:

PexkoMeHnyeTcsi ycTaHaB/IMBATh IMAarHO3 TUIIONApaTUPE03a y MAllMEHTOB C TUIIOKalIblLIMEMUEN
(HHU3KOro YpOBHSI allbOyYMHH-CKOPPEKTUPOBAHHOIO WM HOHU3UPOBAHHOI'O KajbliUsg KpPOBH) B
coueTaHuu co cHukeHueM ypoBHs [ITI" (unu BeIsiBiIeHMEM HeaJekBaTHO Hu3koro yposus I1TT) [1,
29, 66-75].

VYpoBeHb yOeauTeIbHOCTH peKoMeHIaluii B (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 2)

KommeHTapuun: Hanbosee pacnpoCTpaHEHHBIM TECTOM MJIsi JUArHOCTUKU THIOKaTbLIEMHUH
ABJIIETCS. U3MEpEeHue ypoBHS oOuiero kanplusa. KoppekTupoBka Kaibliisg Ha YPOBEHb albOyMHHA
KPOBU HEOOXOAMMAa C LEJIbI0 MCKIOYEHUS JOKHOOTPULATENIBHBIX WM JI0)KHOMOJIOKUTEIbHBIX
PE3yabTATOB KAIBIIUEMHUN TP U3MEHEHUU KOHIIEHTPAIMH TUIa3MEHHBIX OCITKOB.

®opmyiibl U1 pacyera albOyMUH-CKOPPEKTUPOBAHHOTO KAJIBIIMSL:

- OOmmii KambIHi 1m1a3mMbl (MMOJIB/TT) = U3MEPEHHBIA YPOBEHb KaJBIH TIa3MbI (MMOJIB/IT) +
0.02 x (40 — u3MepeHHbIIT ypOBEeHb aqbOyMHHA TU1a3MBbI (T/11))

- OO Kanplui M1a3Mbl (MI//J1) = U3MEPEHHBIH YPOBEHb Kanblus mia3msl (Mr/mi) + 0.8 x
(4 — m3MepeHHBIN YpOBEHD anbOyMHHA M1a3MbI (T/111))

- Koapdunment nepecyera: [kanbiuii| mr/mn x 0,25 ==> [kanbiuii| MMOJIb/JT

Bo3MoHO Takxke onpejaereHHe YpOBHS HMOHHU3MPOBAHHOW ()paKIMU KalblUsi B CHIBOPOTKE
KpPOBH, KOTOPBI B HOpME HaxoAuTcs B pedepeHcHoM auanazone 1,03-1,29 mmons/n. C nemnbio
HOJTBEPXKICHUS HAIMYMS TUIIOKAJIBIMEMUN TP COMHUTEIBHBIX pe3ysbTaTax (HU3KO HOPMAJIbHOM
WIM HECKOJIbKO HIKE pe(epeHCHOro [uana3oHa YpOBHE Kallbliusg KPOBHM) PEKOMEHIOBAHO
JBYKpaTHOE  ONpeAeseHHe  YpPOBHSA  Kaublus  (QIbOYMHUH-CKOPPEKTUPOBAHHOIO WM
MOHM3UPOBAHHOTIO).

W3mepenue coxepxxkanust I[ITIT B KpoBM JaeT CylIeCTBEHHYIO HMH(OpPMalMI0, HO, B TO K€
BpEMsl, €ro pe3ysbTaThl JOKHBI ObITh KOPPEKTHO MHTEPIPETUPOBAHBI, TaK KaK THIOKAIbIIMEMUS
MOXXET MPHUBOJUTH K KOMIIEHCATOPHOMY OTHOCHUTEIBHOMY TMOBbIIIEHUIO cekpenuu IITIT nu
MacKHpOBaTh WCTHUHHBIM rumonapatupeo3. Takum oOpa3oM, THUIOKaIblMeMHs Ha (HoHe
HopMasibHOU KOHIeHTpamuu [ITIT mMoxkeT OBITH MOBOJAOM JI JUHAMHYECKOTO HAONIOJCHUS H
7000cIe10BaHuUs MAllUeHTA.

- [larmentam ¢ MomO3peHUEM Ha HAJMYWE TUIOMApaTHpeo3a U UCKITFOUEHHS] BTOPUYHBIX
NPUYMH THUIMOKAIbLIIMEMUH PEKOMEHIYEeTCs, MCCIIEZIOBAHUE YPOBHS HEOpraHudeckoro gocgopa B
KPOBH, MCCIIEIOBAaHNE YPOBHsI OOIIETO0 MarHusi B CBIBOPOTKE KPOBH, HccienoBanne yposHs 25-OH
BUTaMUHA /| B KpOBH UCCIIEJOBaHHE YPOBHs KpeaTuHa B KpoBH ¢ pacyerom CK® [66-68, 79-82].

VYpoBeHb yOeAUTEIBHOCTH PeKOMEeHAaIil B (YypoBeHb TOCTOBEPHOCTH JT0KA3aTEIILCTB — 3)

KommMmenTapuu:
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- TIpU TSDKEJIOW TunomMaranueMun cHukaetcst cekpenust [1TT u moBeImaeTcs pe3sucTeHTHOCTh K
IITI" kocTeit u MoYeK;

- TshKenbld nepunut ButamuHa D MoxkeT ObITh accoMUpoBaH ¢ runokanbiuemuei. OmeHka
craryca BuTamuHa D mpoBomutcs myrem omnpenenenus 25(OH)D, uyro sBisercs Haumbosee
JOCTYMHBIM W HAJEKHBIM METOJIOM JIabOpaTOpHOW JTUArHOCTHKU. PekoMmeHayercs mpoBepka
HAJeKHOCTU HCHoJIb3yeMoro metoja omnpenenenus 25(OH)D oTHocuTeNnbHO OOIIENPUHSATHIX
MexayHapoaabix crannaptoB (DEQAS, NIST). Omnpenenenune ypoBHS aKTMBHOTO MeETa0OJIMTA
1,25(0OH)2D He noka3aHo, Tak KaK JaHHbBIH METaOOJIUT UMEET KOPOTKHUI TIEPHO/] TIOTYBBIBSICHHUS U
HE OTpakaeT craryca ButamuHa D B opranusme;

- pu ocTpoii runiepdocdaremunt Hochop aKTUBHO CBS3BIBACT KAJBIMNA, YTO MPUBOJHUT K €TI0
OTJIO’KEHUIO TJIaBHBIM 00pa3oM B KOCTSIX, a TAK)KE B IPYTUX TKAHSX, BHI3bIBAS TUIIOKATIBIIHEMHUIO;

- TUMTOKAJIBIUEMHS YaCTO HAOIOJAETCs IPH CHIDKEHUH CKOPOCTH KIYOOUKOBOH (PHIIBTpAIHH
(CK®) u pazsutuu XbII, ocobenno Ha cragusx XbII 4 u 5. 'unokaneuuemus ipu XbII siBisercs
cieacteueM cHmxkenus cunresza 1,25(OH)2D u compoBoxknaercs rumnepdocdaremueii, kotopas B
CBOIO OYepe]b MPUBOIUT K OTIOKEHHIO (PochaToB KanblMs B MATKUX TKAHSIX, TEM CaMbIM ellle
OoJiee criocoOCTBYSI TUITOKATIBIIUEMHUH.

- Pacuer CK® no EPI npousBoautcs no popmyne: CKD = a x (kpeatuHuH KpoBu (Mr/am) / b)
¢ x (0.993) Bozpacrt. IlepemenHas a umMeeT cieayrolIe 3HaYeHUsI B 3aBUCUMOCTH OT Pachl U MoJja:
YepHOKOXKHE: JKEHIIUHBI = 166; My)uuHbl = 164; Oenple/IpeacTaBUTeNIN IPYTUX pac: KEHIUHBI =
144; myxuunbl = 141. [lepemeHHas b umeer cienyrolre 3HaUCHUS B 3aBHUCHUMOCTH OT Pachl U
nosa: skeHuHbl = 0.7; Myxuunsl = 0.9. IlepeMeHHas Cc uMeeT CcIEAYIOLIUME 3HAUEHUS B
3aBHCHUMOCTH OT Pachl M U3MEPEHHs KPEaTHHHUHA: KEHIIUHBI: KPeaTUHUH B KpoBU <= 0.7 mMr/mi = -
0.329; xpearunus B kpoBH > 0.7 mr/man = -1.209; My>XuuHBI: KpeaTHHUH B KpoBU <= (.7 Mr/mi = -
0.411; xpearunun B kpoBu > 0.7 mr/mnt = -1.209. [https://www.kidney.org/content/ckd-epi-
creatinine-equation-2009]

- IlauveHTaM € MOCIIEONEPALMOHHBIM THIIONAPATUPEO30M PEKOMEHAYETCSI yCTAaHABIMBATh
XpOHUUYECKYI0 (opMy 3a00J€BaHUS TPU COXPAHCHUH TUIMOKAIBIIMEMUU W HU3KOro ypoBHs [ITI
crycTs Oojiee yeM 6 MecsLEeB NOCie MPOBEACHUS XUPYPTrHUECKOro BMEIIaTeNbCTBA Ha 001aCcTH 1Ien
[1, 29, 67-72, 75, 78, 83].

VpoBeHb yOeAUTEIBHOCTH peKOMeHAalHii B (YpoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 4)

Kommentapun: oxono 60-70% ciiyqaeB MOCIEONEPAIMOHHON THIOKAIBIIUEMUN HMEIOT
TPaH3UTOPHBIN XapaKTep U pa3pelaroTcs B TeueHue 4-6 Henenb mocje onepanuu (TpaH3UTOPHBIN
runomnaparupeo3). Croiikas runokanbuueMus B codetanuu ¢ ypoBHeM IITI Huxke pedepeHcHbIX
3HaYeHUH cmyctd 6 MecsleB M 0Oosee MOocie XMPYPrU4ecKOoro JICUEHHUs CBHUICTEIbCTBYIOT O
Pa3BUTUU XPOHUYECKOTO TUIIONApAaTHPEO3a.

- [TanmenTaM ¢ runonapaTupeo3oM peKOMEHA0BAH IMHAMUYECKUI MOHUTOPHHI ITOKa3aTesen
KPOBHU M MOYH JIJIsl OLICHKH aJeKBaTHOCTH MPOBOAMMOM Tepanuu [67, 68, 77].

VYpoBeHns yoeaurensHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KoMMeHnTapun: nuHaMUYEeCKHI MOHUTOPUHI OOIIEro KalblMs, alb0yMuHa (C pacyeToM
AIbOYMUH-CKOPPEKTUPOBAHHOTO KajblMs), (ocdopa, Maruus, kpearnnuHa ¢ pacyerom CKD B
clly4ae KOMITEHCAlluu 3a00JieBaHUsl PEKOMEH/I0BAaHO MPOBOJIUTH € 4acToToi | pa3 B 3-6 mecsiies.
[Tpr OTCYTCTBMM KOMIEHCAIIMM TUIIONAPATUPEO3a W/WIM KOPPEKIUH /103 CTaHJApTHOW Teparuu
peKOMeHJIoBaHa OoJiee dYacTas OIEHKa T[oKazaTeneid (GochopHO-KAIbIMEBOTO OOMEHa, 10
HECKOJIBKUX Pa3 B HEJENIO, U OLIEHKU a/IeKBaTHOCTHU MOA00paHHOM Teparnuu.

JInHaMU4YeCKUii MOHUTOPUHI CYTOYHOM SKCKPELMHM KAJIbLHS PEKOMEHIOBAHO MPOBOJAUTH 1
pa3 B 6-12 wMecsaneB. B ciydae BBIABICHMS THNEPKAIBLUYPUH W/WIM HA3HAYEHUM TUA3UIOB
KOHTPOJIbHOE HCCIIEIOBaHUE YPOBHS KaJbIUsl B CYTOUHOM MOUY€ pEKOMEH0BAHO BBIMOJIHUTH Yepe3
1,5-2 mecsna A OLEHKH aJIeKBaTHOCTH ITPOBOAUMOTO JIEYSHHUS.
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2.4. MHCcTpyMeHTA/IbHbIE TUATHOCTHYECKHE HCCJIeIOBAHMS

PexoMeH10BaHO MPOBEICHHE KOMIUIEKCHOTO OOCICIOBAHMS C LEIbI0 aKTHBHOI'O BBISBICHHS
OCJIOKHEHU 3a00JIeBaHUS.

- [TarmeHTam ¢ runonapaTupe03oM peKOMEHAYETCsl €XKEeroJHOe MPOBEICHUE YIbTPa3BYKOBOI'O
UCCIIeIOBAaHMS IOYEK ISl OLICHKH MX CTPYKTYPHBIX H3MeHeHuit [67, 68, 84-90].

VpoBeHb yOeAUTEIBHOCTH peKOMEHAaHi B (YpoBeHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB — 2)

KomMmeHTapuu: y ManueHToB ¢ XpOHUYECKUM THIIONApaTUpPe03oM Ha (poHe mpreMa Tepanmuu
npenapatamMy BUTaMUHa D M ero npous3BOAHBIMM U IIpenaparaMy KaJlbLUsl 3HAYUMO IOBBILIAETCS
pHCK pa3BUTUS He(dpoiaMTHA3a/HEePpOKAIbLHO3A. PerymspHoe MpoBeAeHHE BH3YAIN3HPYIOLIHX
METOAMK  CHOCOOCTBYET paHHEMY BBIABICHHMIO JAaHHBIX  OCJIOKHEHMH. Mcnonbp3oBaHue
yIabTpa3BykoBoro uccienopanus (Y3UW) Gosee mpeanoYTUTENBHO A AMATHOCTUKH METYJUIIPHOTO
He(pPOKAJIBLIMHO3a y MAlUEHTOB C runonapatupeo3oM. [Ipm comHHMTenbHBIX pe3ynbraTax Y3U
BO3MOXKHO TIPOBeIcHHE KoMIbtoTepHOU ToMorpaduu (KT) 3a0prommHHOT0 TPOCTPaHCTBA.

- [lammeHtaMm ¢ rumonapaTUpPeo3OoM C TOJO3PEHHEM Ha Hanuyhe HedpoauThasa
PEKOMEHZIOBAaHO HWCIOJIb30BATh KOMITBIOTEPHYIO TOMOTrpaduio MoveK it ero Bepudpukanmu [91-
93].

Yposenb yoeaurenbHocTH pekomenaamuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEILCTB — )

Kommenrapun: HekontpactHas KT sBisiercs HamOosiee TOYHBIM METOJOM BU3yalU3aIUH
HedponmTHaza Ojaronapsi BRICOKOH 4yBCTBHTEIBHOCTH, CHEIM(PUIHOCTH, TOUHOMY OMpPEICTICHHIO
pa3MepoB KOHKPEMEHTOB U CIIOCOOHOCTH K TU(PEepEeHIIMATHHON THarHOCTUKE 00pa30BaHMiA TOYCK.

- [TlammenTam ¢ THUIOMAPATHPEO30M PEKOMEHAYETCS TEPHOAMYCCKHA OCMOTpP Bpada-
odTanpMoIIora i CBOCBPEMEHHOW JMArHOCTUKHM OCIIOKHEHHUH co cTopoHbI Tias [39, 41, 61, 62,
67, 68].

VYpoBens yoeautensHOCTH pekoMeraaruii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)

KoMMeHTapuu: y NalMeHTOB ¢ XPOHUYECKHM THITONAPATHPEO30M TOBBIINICH PUCK Pa3BUTHS
KartapakTel. [IpogoMmKUTENbHOCTh  3a00JeBaHHUS, a TaKKe OTCYTCTBUE  KOMIIGHCAIIUU
TUIIONIapaTHpEeo3a PacCMATPHUBAIOTCS B KA4deCTBE Ipeapacioiararoimx (akTopoB, OJHAKO B
HACTOALIUH MOMEHT OTCYTCTBYEeT TOHHMMaHHWE TPUYMHHOCTH PAa3BUTHUS KaTapakThl MPHU
runonaparupeose. [lanMeHtam ¢ JIMTENBHBIM aHAMHE30M THUIONapaTupeosa (Oosnee 3-5 ner)
MOKAa3aH MEePUOIUYECKUIl OCMOTP y Bpada-oQTalbMOJIOra C LEJIbl0 CBOEBPEMEHHON NHAarHOCTUKU
Pa3BUTHS KaTapaKThl U OMPECIICHUS TOTPEOHOCTH B CIICIIUATM3UPOBAHHOM €€ JICUCHUH.

- Ilpm Hanuuum HEBPOJIOTMYECKOM CUMITOMATUKHM IalUEHTaM C XPOHHUYECKUM
TUIIONapaTUPE030M PEKOMEHYETCsl MPOBEACHNUE KOMIBIOTEPHOH TOMOrpauu rojIOBHOIO MO3ra
[39, 41, 48, 50, 67, 68, 94, 95].

VYpoBens yoeaurtensHOCTH pekoMeHaaruii C (YypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 4)

KoMMeHnTapuu:  KIMHUYECKHE  MPOSBICHHUS  KalbLU(PHUKAIUU  PA3IUYHBIX  OTIENIOB
LIEHTPaJbHOW HEPBHOM CHCTEMBl y IAIUMEHTOB C JUINTEIbHBIM aHAMHE30M THUIIONAapaTHpeo3a
Hecnenpuunabl. K Hambonee pacmpoCTpaHEHHBIM OTHOCATCS JBHUTATENbHbIE HApYyLIEHUS:
PUTHAHOCTD MBI, MNApKUHCOHMU3M, THIEPKUHE3Bl (XOpes, TpeMop, MTUCTOHMS, aTeTo3,
opodalnyanbHas JUCKUHE3Ms); KOTHUTHUBHBIE pAcCTPOMCTBAa; MO3KEUKOBbIE CHUMITOMBI U
HapylIeHus peud. B psae ciaydaeB oTMedaroTCsl SMMIENTUYECKHUE NPUCTYIBL, AeMeHuus. Hepenko
HAOMIO/IaeTCsl COYETaHME pPa3IMYHBIX KIMHUYECKMX CUMOTOMOB. Bompoc o Hamuuuum
NaTOr€HETHUYECKOW B3aMMOCBSI3M  MEXAYy HEBPOJOTHUECKOW CHUMITOMATUKOH M 00BeMOM,
JoKanu3anued OOBI3BECTBIEHUN OCTaeTCsi NPOTUBOPEUYMBBIM. [Ipy BO3HUKHOBEHHHM JIaHHBIX
CHUMIITOMOB W/WJIM BBIABICHMM KalbLUUUKAMKU 0a3aiabHbIX TraHriaueB no JaHHbIM KT rojgoBHOro
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MO3ra 1nmokazaHa KOHCYJIbTallhs Bpada-HEBPOJIora.

- [TlammeHTaM C XPOHUYECKUM THIIONAPATUPEO3OM HE PEKOMEHAYETCS PperyisipHOe
nposeaenne DXA 1715 OIICHKH COCTOSIHHSI KOCTHOTO TKauu [41, 67, 68, 96-99].

YpoBeHb YOSAUTEIBHOCTH PEKOMEH AN A (YPOBEHD JOCTOBEPHOCTH JJOKA3aTEIbCTB — 3)

KomMmeHTapum: mnpu THMoOmapaTdpeo3e KOCTHBIM OOMEH 3aMeljieH, TakKuM 00pa3oM
OTCYTCTBYIOT TMpEANOChUIKM K CcHwxkeHnto MIIK ¢ TedyeHnemM BpemMeHM B OTCYTCTBHUE
COMYTCTBYIOIMX (AKTOPOB PHCKA, TaKMX KaK Tepamus TIIOKOKOpTUKOuaaMu. [l oneHku
COCTOSTHUSI KOCTHOW TKaHW TMAlUEHTAaM C XPOHWYECKUM THUIIONMAPATHPEO30M IKEIaTeIIbHO
MIPOBE/ICHUE KOMIUICEKCHOTO O0OCIIeIOBAaHUS, BKIIIOYAIOIIETO OMPEACICHHE MapKEepPOB KOCTHOTO
oOMeHa U peHTreHorpaduio KOCTeH.

2.5. Uuble [MarHOCTHYECKHE MCCJIeJ0BAHUSA

- [lanneHTaM ¢ TMMONAapaTUPEO30M HEYTOUHEHHON ATHOJOTHH MOXET ObITh PEeKOMEHIOBAHO
pacmmpeHHoe o0cieIoBaHUe, BKIIOYAIOIICe MOAPOOHBIM COOp aHaMHE3a W JKAIOO IalheHTa,
FeHEeTUYECKOe KOHCYJIbTUPOBAHME M TI'E€HETHMYECKOE TECTUPOBAHUE TPHU TMOJO3PEHUU Ha
HACJICICTBEHHBIX XapakTep marosoruu [1, 11, 12, 67, 68, 100-104].

VYpoBens yoeautensHoCTH pekoMeraaruii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)

Kommenrtapuu:

- MalMeHTaM C U30JIMPOBAHHBIM TUIONAPATUPEO30M HEACHOM 3THOJIOTUH, BOSHHUKIIMM MOCIE
MEPBOrO0 TOAAa KU3HU, PEKOMEHJyeTCsS MOAPOOHBIA CcOOp aHaMHE3a | KAJIO0 TAaIUeHTa,
uccinenoanue rena AIRE mms uckmrouenust AIIC 1-ro tuna (ucxoaHo ouenka myranuu R257X,
Kak Hanbosiee 4acToW /i POCCHUUCKOW MOMYNISIUU, B CIy4dae OTPHUIATEIIBHOTO pe3yJibTara —
cekBeHupoBanue rexa). Juarnoz AIIC 1 tuna MoxkeT ObITh YCTaHOBJICH KIMHUYECKU MPU HATUYUU
y MalKMeHTa KaKk MUHUMYM JIByX U3 TpeX "OCHOBHBIX'" KOMIIOHEHTOB 3aboseBaHus ("'Kiaccuyeckas
IUaja Wi Tpuaaa'), a Takke MNPy HATMYUK OJHOTO U3 HUX B Cllydae MPUCYTCTBUS 3a00JIeBaHUS Y
polacTBeHHUKa mniepBoro mnopsaka. C 1enbio BepuUKALMKA CHHIPOMA TaKKe MOXET OBITh

WCTIONB30BAHO OMpeAeIeHne aHnTuTen K nHTepdepony 1 Tuma, ocobenno x MHDP—w n x

HHD—a?2, upewiokeHHBIX B KauecTBE JMATHOCTHYECKHX KPHTEPHEB 3a00JICBAHMS.
Onpenenenve aHTUTEN K 21-TUApOKcHiIa3e TMOJNE3HO s MPOTHO3MPOBAHUS — PA3BUTHSA
HA/IMMOYEYHUKOBOW  HENOCTATOYHOCTH. AJITOPUTM  OOCIENOBaHWS TpPH  IOJO3PEHUH  Ha
ayTOMMMYHHBIM THIIONapaTHpeo3 TMpejacTaBieH B pasziene JlomonHuTenbHOW HHPOpPMaLUU
(ITompaznen 7.4).

- TUIONAPAaTUPEO3 HE XUPYPrHMUECKOW ITHOIOTMU MOKET OBITh BBI3BAH PAJOM Pa3IMYHbBIX
¢dakropoB. Ecnu npuumHa rumomnapatvpeo3a HE yCTaHOBJIEHA, PEKOMEHJOBaH MOAPOOHBIN cOop
aHaMHe3a M Kajo0 TMalMeHTa, TEeHETHYECKOEe TECTHPOBAHWE W/WIM CEeMEHHBI CKPUHUHT.
CraHmapTHOTO TPOTOKONIAa OOCIIEOBAaHUS HAa CETONHSIIHWN JeHb HeT. JlaHHas peKoMeHIaIus
0COOEHHO Ba)KHa JJs MOJIOJBIX MAIMEHTOB, TAaK KakK IIOCTAaHOBKAa JMarHo3a TpedyeTcs ams
TUTAHUPOBAHHUST OCPEMEHHOCTH W TOCJEIYIONMEr0 MOHHTOPHMHTA 32 BO3MOXKHBIM pPa3BHTHEM
COITYTCTBYIOIIMX THUIONApaTHPEo3y KOMIIOHEHTOB 3a00JieBaHMs (HAlpuMep, MaTOJIOTUU CllyXa U
nouek npu mytrauuu GATA3). ['enernueckue Gopmbl runonapaTupeo3a MoryT ObITh Kak B COCTaBe
CHUHJIPOMAJILHOTO 3a00JieBaHMsA, TaK M M30JMPOBAHHOW SHIOKPUHONATHEH — KaK ayTOCOMHO-
JOMHUHAHTHAs TUTIOKaJbIieMusi. HaciienctBeHHbIe GOpMBI 3200IeBaHMsI TIPECTABIICHBI B TaOJHIIe
4. Anroputm o0cienoBaHUs NPH MOJO3PEHHM HA TUIONAPATHPEO3 B PAMKAX HACIIEACTBEHHOI'O
CUH/IpOMa TpescTaBieH B paznene JlononnurensHoi nnpopmanuu (Ilogpasaen 7.5).
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Ta6bnuua 4. HacneacrBeHHble hopMbl runonapartupeosa [70].

3aboseBaHusd Hacnenosanue Jloxanuzanus I'en
CunapomaibHbIN TUIIONAPATUPEO3
Cunapom u/lxopmxu 1 Tumna AD 22911.2 TBX1
Cunapom u/l>xopxu 2 Tuma AD 10p13-14 NEBL
CHARGE cungpom AD 8g12.2 CHD7
ATIC 1 Tuma AR 21922.3 AIRE
HDR-cunnpom AD 10p15 GATA3
Cunnpom Kepuca-Ceiipa MutoxoHp. NA Murtoxona. JIHK
Cungpom MELAS MutoxoHp. NA Mutoxona. JTHK
Cunapom aedurura MTP AR 2p23 HADHB
Cunnpom Kennu-Kaddu 1 Tuna AR 1942.3 TBCE
Cunnpom Kennu-Kaddu 2 Tuna AD 11g12.1 FAN111A
Cunapom Canbsig-Cakatu AR 1942.3 TBCE
Jucnnasus "TOHKUX" KOCTeH AD 11g12.1 FAM111A
AyTOCOMHO-IOMHHAHTHAS THITOKATBIIAEMHSI
AyTOCOMHO-OMHWHAHTHAs
runokaneimemMuss 1 tuna u cungpom |AD 3021.1 CASR
baprepa 5 tuna
AyTOCOMHO-IOMUHAHTHAsI AD 19p13.3 GNA11
TUMOKAIbIUEMuUs 2 TUTIA
W3onupoBaHHbBIN THIIONapaTUPEO3
AyTOCOMHBIN TUIIONIAPATUPEO3 AD nmu AR 6p24.2 n GCM2 u PTH

11p15

X-CBsI3aHHBIN rUIONIApaTHPEO3 XR Xq26-27 SOX3<1>

AD — ayrocomHO-nOMHMHaHTHBIH, AR — ayrocomHo-peneccuBHblii, NA — He H3BECTHO.
MuTtoxonp. — MmutoxoHapuanbHoe. MTP — muroxonapuanbabiil TpUYyHKINOHATBHBIN OENIOK.

<1> — mpuuunHas poib SOX3 B pa3BUTHH X-CBSI3aHHOTO FMIIONIAPaTUPEO3a HE ONpeielieHa.
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3. .JqueHne, BKJII0Yad MCIUKAMCHTO3HYIO H HEMCAUKAMCHTO3HYIO TEPAIIUH,
ANETOTEPAININIO, 066360JII/IB3HI/IC, MEANIHNHCKHE ITIOKa3aHUA "
NMPOTUBONOKA3aHUA K IPUMECHCHUIO METO10B JICHCHUS

3.1. Iloapasaea 1. lleau JiedeHUs ¥ MOHUTOPUHIA THIIONIAPATHPE03a
OcCHOBHEBIE e I[OJ'IFOCpO‘IHOfI TEpaIliy ruronapaTupeo3a nNpeacTaBICHbI B Ta6J'II/ILIe 5.

Ta6nuua 5. OCHOBHbIE Lenu AoNrocpo4yHOM Tepanum runonapartmpeosa.

[Tapamerpsl enun neuenns eneBoi quanazox
YpoBeHb anbOyMUH- [Mognepxanue Ha HUKHEN 2,1-2,3 MmMoIb/1
CKOPPEKTUPOBAHHOTO TPaHUIIC WA HECKOJIBKO HIKE
KaJIbIHSI KPOBH HWDKHEH TpaHUIIBI

pedepencHOro qHMana3zoHa
(2,11-2,65 mmomnb/n) y
MAIUEHTOB 03 KIIMHUYECKUX
CHMIITOMOB TUITOKAJILIIACMUU

YpoBeHb CyTOYHOU [Tognepxanue B peaenax MyxuuHsbl: < 7,5 MMOJIB/CYT
9KCKPELUU KaJbIUs LIEJIEBOr0 Juarna3oHa Kenmunsl: < 6,25 MMoub/cyT
(uccnenoBaHue ypOBHS
KaJIbLIUSI B CYyTOUHOM

MOYe)

Yposenb ochopa [Moxnepsxanue B mpeenax 0,8-1,4 MmMoub/n

CBIBOPOTKH KPOBH pedepeHcHOro 1uana3oHa

YpoBeHb Maruus B npenenax pedepencHoro 0,7-1,05 mmonb/n

CBIBOPOTKH KPOBH JrarnazoHa

Yposenb 25(0H) Kak B o0mieii momymsiiuu 30-60 ur/ma (75-150 amomnb/)

Butamuaa D

O6miee camouyBcTBUe U | [lepcoHanM3upoBaHHOE JICUCHHE
KaueCTBO KU3HU

NudopmupoBannocts/00 | MHGOpMUpOBaHKE MAIIEHTa O CUMIITOMAX THIIOKAIbIIHEMHUH U
pa3zoBaHue TUTIEPKAJIBIIMEMUH, OCIIOKHEHUAX 3a00JICBaHUS

- YV mnanueHTOB € THUIONApaTHUpPEO30M PEKOMEHAYETCsl MOAJAEPKUBAaTh YPOBEHb KaJbIUs
CBIBOPOTKHM KpPOBH (71b0yMUH-CKOPPEKTUPOBAHHBIN MM MOHU3UPOBAHHBIM KajblMi) B Mpeaenax
HIKHEH TpaHUIIbl UM 4yTh HUXKE peepeHCHOro auarna3oHa Mpu YCJIOBUHM OTCYTCTBHSI CUMIITOMOB
U NPU3HAKOB TMITOKAIBLIUEMHH C IENBI0 TPOQHUIAKTHKN Pa3BUTHs OCIOKHEHHUH 3aboseBanus [67,
68, 71, 105].

VYpoBeHns yoeautensHOCTH pekoMmeHaaruii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KomMmenTapuu: B HacTodiee BpeMs HE JOCTUTHYTO €IMHOIO KOHCEHCYCa OTHOCHUTEIBHO
ONTUMAJILHOTO YPOBHSI KaJbIMsl CHIBOPOTKM KpOBHM Ha (hOHE Tepamuu THIONapaTupeosa.
[Tonnepkanue ypoBHS KaJblUsl CBIBOPOTKU KPOBH Ha HIDKHEW IpaHuIle peepeHCHOTo Irarna3oHa
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WIA HECKOJIbKO HIDKE MPOAMKTOBAHO CTPEMJICHHEM K MNPO(UIAKTHKE TUNEPKAIBIIMYPUU U
OCJIO)KHEHUH CO CTOpPOHBI IOYeK. TepameBTHYECKHE LENM — YpOBEHb  albOyMMH-
CKOPPEKTUPOBAHHOTO KaJIbIIMsI KPOBH B mpenenax 2,1-2,3 MMOJIb/J WIIM MOHU3UPOBAHHOTO KaJIbIIUs
B mpeaenax 1,05-1,15 MMonb/T — OCHOBaHBI Ha MOJJEPKAHUU (PU3UOIOTUIECKUX TPOIECCOB B
opranusMe. HekoTopsie ManeHThl MOTYT, OJIHAKO, HY)KIaThCS B 00JIee BEICOKUX YPOBHSIX KaJIBIUS
CBIBOPOTKH KPOBH I yCTPAHEHHS] CHMITOMOB T'HITOKATbIIAEMHH.

- YV manueHToB € TUIONApPaTHUPEO30M PEKOMEHIOBAHO MOJAEPKUBATh YPOBEHb CYTOYHOU
OKCKpELMU KalbLUs B Tpeaerax MoJd-CHeU(HUUEcKOro IEJIEBOr0 Iuama3oHa ¢  IEINbIo
npodHIaKTHKU TIOYEYHBIX OClIoKHeHui [47, 67, 68, 86, 105].

YpoBeHb yoeautenbHoCcTH pekomeraamuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTeILCTB — 4)

Kommentapun: BBumy nedumura IITI um orcyrcTBus ero sddexkra Ha TYyOyIsIpHYIO
peabcopOIuio0 KaJiblusl B TOYKaX, JJs MAIlMeHTOB C THUIONApaTHPEO30M XapaKTepHa
TUIEPKATIBLUYPHUS U KaK CJIeICTBUE MOBBIIIEHNE pucka HedponuTuaza/nedpokanplnHo3a. JlaHHbIX
00 acconuanuy CTENeHH THIEPKAIBIIUYPHH C PUCKOM Pa3BUTHS MATOJIOTHU TTOYEK HA CETOTHSAIIHUN
JI€Hb HEIOCTaTO4YHO. Eciau mpeamoiaokuTh, YTO MATOTeHe3 KaMHEeOOpa3oBaHUS B IOYKaX Y
MAIMEHTOB C 3Y- U THIIONAPATUPEO30M M THIIEPKAIBIIUYPHEH aHAJIOTHYEH, TO MOAJePKAHNE YPOBHS
CYTOYHOM OSKCKpEIMH KalbliUs B MpeAenax Mo-crenuduyeckoro pedepeHcHOro auama3oHa
MO3BOJIUT MPEIOTBPATUTH Pa3BUTHE JAHHOTO OCIOXHEHHUs. L{eneBoii quamna3zoH ypoBHS Kalblus B
CYTOYHOH MOYE JJIsi MYXYHH COCTaBiseT A0 7,5 Mmoub/cyT (300 mr/cyT), s skeHIuH 10 6,25
mmonb/cyt (250 mr/cyt) wiu menee 0,1 mmonw/kr/cyt (4 wmr/kr/cyt) nmns nui oboero rmoa.
OmnpeneneHre KajblMsi B CYTOYHOH MO4YE y TMAIMEHTOB C XPOHUYECKHM THIIONApaTHPEO30M
pexomeHnioBaHo 1 pa3 B 6-12 Mecsies, a Takke B clydyae MOBBIIICHHS KpEaTHHHUHA M CHU)KCHUS
CK®, BbIsSBICHHBIX IPU IUHAMUYECKOM KOHTPOJIE.

- Y [anueHToB C  TUIONAPAaTUPEO30M  PEKOMEHAYeTCs MOJJEpPKUBATh  YPOBEHb
Heopranuueckoro ¢ochopa KpoBu B mpeaenax pedepeHCHOro Auana3oHa ¢ UeNblo TPOPHIaKTHKA
BHECKeJIeTHOM Kanmbimdukamnmu [1, 29, 47, 67, 68].

YpoBenb yoeautenbHoCTH pekomeraamuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEILCTB — D)

KommenTapun: mnopnepxkanue ypoBHs ¢ochopa B mpenenax pepepeHCHOro guana3oHa
HeoOXoauMo uid TpOoQUIaKTUKKA BHECKENETHbIX Kaibludukauui. ['mnepdocdaremus npu
rurnonapaTupeo3e oOycioBlieHa Kak oTcyTcTBUeM QocdaTtypuyeckoro neiictus IITI, tak u
NOBBILIEHHONW abcopbuuel ¢ocdara M3 KUIIEUHHWKA TOJ BIUSHUEM Tepaluu IpenapaTaMu
BUTaMHMHA D 1 ero npon3BoIHBIMH.

- YV ManueHTOB C THUIIOMApaTUPEO30M PEKOMEHIYeTCsl TMOJJCPKUBATh yPOBEHb MarHus B
npenenax pedepeHcHoro auanasona [67, 68, 106, 107].

YpoBeHb yoeautenpbHoCTH pekomenaamuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB — 4)

KoMMeHnTapuu: mnpu rumonapatdpeo3e 4YacTo HAONIOAAeTCsd CHUIKEHUE YPOBHS MarHus
CBIBOPOTKM KpoBHU. ['umomarHuemMus cama 1o cebe MOXKET ObITh MNPUYMHOM pa3BUTHUS
TUTMOKAIBIIMEMUU U (QYHKIMOHAILHOTO THIIOMApaTUPE03a, a TakKKe MPErsITCTBOBATh TOCTHKEHUIO
KOMIICHCAIINUu 3a00/1€BaHUS. HpI/I‘-II/IHOI\/’I TAIIOMAaroHueMn MOXKET ABJIATHCA TCPAIUs I/IHFI/I6I/ITOpaMI/I
MPOTOHHON TIOMITBI WJIM THA3UAHBIMU JAWypeTukamu. JIJis HOpManau3aluu YpOBHS MarHUs
CBIBOPOTKHM KPOBHU PCKOMCHIOBAHO HCIIOJB30BaHHUEC IIPEIIapaToOB KOM6I/IHaHI/II/I Pa3IMYHBIX coJie
maraus. [IpenapaTsl KOMOUHAIIMY Pa3TUYHBIX COJIEH MarHus HE BCETJa XOPOIIO MEPEHOCITCS U3-32
Pa3BUTHSA KEITYAOYHO-KUIIEYHBIX PACCTPOMCTB.

- YV mMmanMeHToB ¢ THUIIOMApaTUPEO30M PEKOMEHIOBAaHO MOMAJEpKUBaTh ypoBeHb 25-OH

BuTamMuHa D B ONITHMAaNbHOM JHana3oHe, Kak i oomei monymsiuuu [1, 67, 68, 75, 108-112].
Yporenb yoeaurenbHoCTH pekomeHaaiuii C (ypoBeHb JIOCTOBEPHOCTH JIOKA3aTEeIbCTB — D)
KommMmenTtapuu:
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- B nacrosimiee Bpemsi, B CBSA3H C OTCYTCTBHEM CPAaBHUTEIBHBIX MCCIEIOBAHUMN, OTPaHUYECHBI
JTAaHHBIE O TIPEUMYIIECTBAX UCIOIb30BaHUsI KOMOMHUPOBAHHOM Tepanuu npenapaTramMu Butamuna D
U €ro MPOU3BOJHBIMHU (anmbdakanbiuaon™*, xkampuutTpuoa™*) m HatuBHOW (Gopmbl BHUTamuHa D
(xonexanmprudepon**) Hag MOHOTEpamuel MpermapaTaMu BUTaMHHA D W €ro mpoOW3BOAHBIMU
(ampdakamprumon™*, xampuuTpuon**). Tem He MeHee, 4yacTOTa TOCIMUTAIU3AMMN C OCTPOU
TUMOKAJIbLIMEMUEH 3HAYMMO BBIIIE HAa MOHOTEpanmuM IpernaparaMd BHUTamMuHa D U ero
MPOU3BOAHBIME (Tb()AKATBIUAON ™, KaTbIUTPUOI**), YeM Ha Tepalnuu HATHUBHBIMH (OpMaMH
ButamuHa D (konekanbiudepon**) B cynmpadusnonorndeckux ao3ax. ITH JTaHHBIE MOTYT OBITh
OOBSICHEHBI PA3IMYHBIMHU [E€PHOJAMH TIOJYBBIBEJCHHS IpENnaparoB, KOria MpU JOCTHKEHUU
agexBaTHoro ypoBHs 25(OH)D konebaHusi KajablMEMHM KPOBM MEHEE BBIPAXKEHBI, YEM IIpU
UCIIOJIb30BAaHUU  KOPOTKOJACWUCTBYIOIIET0 Mpernapara BUTaMHHA D W ero mpOU3BOJHBIX
(amphakanpuaon**, KATBIUTPUOT**).

- Jlnst OONIBHBIX C TUIIOMApaTUPEO30M, TaK K€, KaK U JUIsl oOlIei Momyasuuu, B O0IbIINHCTBE
CJIy4aeB XapaKTEpHO HaIMYHe HelocTaTka Wi Aeduuurta ButamuHa D. B cBsi3u ¢ dem [uis ero
KOPPEKIIHHU 11eJIECO00Pa3HO UCIOJIb30BaHUE HATUBHBIX (opM BuTamuHa D (konekambuudepoa**).

- Jlns poccuiickoi momyiasiuuu onTuMaibHble ypoBHU 25(OH)D ycraHOBiEHBI B AMAna3oHe
30-60 ur/mn (75-150 umons/n). YpoBuu 25(OH)D Gonee 100 ur/mn (250 HMOJB/T) MOTYT CTaTh
MPUYMHON TOKCUYECKOTO BO3/ICHCTBUS BUTaMiHa D Ha OpraHu3M U He peKOMEHIYIOTCA.

- Hegocrarounocts Butamuaa D acconumpoBana ¢ HapyIeHHEM MTPOIECCOB MUHEPAIN3alliy,
pemMoenupoBanusl KOCTHOM TkaHW. OnHako GyHKIUM BUTaMHHA D He OrpaHMYMBaOTCA TOJBKO
KOHTpoJieM (ochOpHO-KATBIIMEBOTO OOMEHA, OH TAaK)K€ BIHUSAET Ha MHOTHE (DU3MOIIOTUYECKHE
nporueccsl B opranuzMe. Bueckenetnsie ("Heknaccuueckue') agdextsl BuTaMuHa D peanusyrorcs
3a CYeT HAJIWYUS BO MHOTMX KIeTkax ero peuentopoB ButamuHa D (VDR), xpome toro B
HEKOTOPBIX TKAaHIX MPUCYTCTBYET coOcTBeHHas | anbda-ruapokcuiaza Uil BHYTPUKIETOUHOTO
CHHTE3a aKTUBHON ()OPMBI TOPMOHA.

- Tepanuss mnpenaparamu BuTamMuHa D © ero mNpou3BOIHBIMH (alb(aranbIHI0I™*,
KaJIbLUTPUOI**) He OKa3bIBaeT BiAMSHUS Ha ypoBeHb 25(OH)D chIBOpOTKHM KPOBH.

- Pexomennyercsi cnenuanbHOe 00ydeHHE MAlMEHTOB C IMIIONApaTHPEO30M C 00CYXICHHEM
BO3MOYKHBIX CHMIITOMOB THITO- M THIIEPKAIBIUEMHUN W/WIIN OCIOKHEHUH 3a00JIeBaHMs, a TAK)KE MEp
UX MPOQUIAKTHKH JUTS TPOGUIAKTUKH KUZHEYTPOKAIOLINX COCTOSIHUIA [67, 68].

YpoBeHb yoeautenbHoCTH pekomeraamuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEILCTB — D)

KomMmeHTapuu: peKoMeH/I0BaHO IMHAMUYECKOe HAONIOJIEHHE U PEryJsipHbIi MOHMTOPUHT
OMOXMMHUYECKHX TIOKa3aTelieil KpPOBM M MOYHM Y IAlMEHTOB C THUIONApaTHPEO30M, OIHAKO,
HECMOTpsl Ha PEryJsIpHBbIM KOHTPOJb M aJeKBaTHYIO TEpaluio T'MIIONapaTHpe03a, PUCK Pa3BUTHUS
THITOKATBIINEMUYECKUX COCTOSIHMN COXpaHseTcs. Takum o00pa3oM, HEOOXOAMMOCTH OIICHKH
NAllMeHTOM COOCTBEHHOIO COCTOSIHMS, 3HAHHWE CHUMIOTOMOB M MpOsBIEHUI 3a0ojeBaHus,
KOMOPOWIHBIX COCTOSIHWHM, TPU3HAKOB IIE€PEIO3UPOBKU JIEKAPCTBEHHBIMU CPEICTBAMHU SIBIISICTCS
Ba)XHBIM aCIEKTOM B JICYEHUU M JOCTHKEHHMU JOJITOCPOYHOIO KOHTPOJS Haj 3abosieBaHueM. B
Tabnmuie 6 TpeacTaBlieHa KIMHUYECKAs CHMIITOMAaTHKAa, O KOTOPOW cliieayeT WHGOPMHpPOBATH
MaIMEeHTOB, YTOOBI OHU MOTJIM CaMOCTOSTENIBHO 3aMO03PUTh Y €05 TUIO- I THIIEPKaIbIHEMHUIO
Ha paHHEH CTaJuu.

Ta6bnuua 6. KnMHuyeckas cuMnTomaTuka, 0 KOTOpou crieayeT UH(opMUpoBaThb
NauMeHTOB, YTOObl OHM MOINM CaMOCTOSAITeNIbHO 3anoAo3puTb Yy cebs rmno- unu
runepkanbLMeMUIO Ha paHHen cTaguu.

Opl" AHBI/CHCTEMBI I'unokanprueMus FI/IHepKaJ'IBLII/IeMI/ISI

entpansHas HepBHas | lenpeccus Cnabocthb
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CUCTEMA

PaznpaxuTenbHOCTD
CnyTaHHOCTbH CO3HaHUS U
JI€30pUEHTAIS
Cynoporu

I'onosHas 6016
COHJIMBOCTD
CryTaHHOCTh CO3HAHUSA U
JIe30pUEHTAIUS
CHmXeHre naMsATH U
KOHI[EHTPAIlM BHUMAHUS

Helipo-mblmeynas
cUcTeEMa

OnHeMeHUS ¥ MOKaJIbIBAHUS
(mapecre3un) B maybliax pykK v HOT,
OKOJIOPOTOBOM 00acTh

Meleynas ¢iiabocThb

Cepaeuno-cocyaucras
cucTema

YacTblil, apUTMHAYHBIN TYJIBC
CuMnTomsl cepieqHon
HEJO0CTaTOYHOCTH

YacTblil, apUTMHAYHBIN TYJIHC
ApTtepuanbHasi TUIIEPTEH3US

Kenynouno-
KMILIEYHBIN TPAKT

bomab B xxuBoTE

[Toreps anneTuta
TomHoTa, pBoTa
bonb B :xuBOTE
3anopsl

Tlouku

[Tommypus
CyxocCTb BO pTY, )Kaxaa

OpraHH JbIXaHUA

3aTpyAHEHUs JbIXaHUs
CBucTsIIIEE TBIXaHUE
UysctBo "cnaBieHus" B ropie

3.2. Hoapaspgea 2. KoncepBaTuBHOE Je4eHne

HeKapCTBeHHLIC npenaparsl, UCIIOJb3YCMBIC IUIA JICHCHUS THIIOIIApaTUPCO3a IPEACTABIICHBI B

Tabimue 7.

Tabnuua 7. neKapCTBeHHble npenapartbl AnA nev4yeHUs runonapatupeos3a.

MexayHapoaHOE HETATEHTOBAHHOE Cpennsist Ennnniet Kparnocts
HalMEHOBaHMUE JIEKAPCTBEHHOTO Ipernapara | CyTOYHas 1033 | H3MEpeHHUs npuema
Anbdakanbrpmon®* 1,0-4,0 MKT 1-3 pas/cyTku
Kanpuurpuon™* 0,25-2,0 MKT 1-3 pas/cytku
Knai%lgalfgiéioﬂepmmm KabLs 1000-3000 Mr 1-4 pas/cyTxn
Konekansuudepon™* 400-800 <2> ME 1 pa3/cyTku
# unpoxnopruazua** [47, 113-115] 12,5-100 MI 1-2 paz/cyTku
#Xnopramumon <1>[115, 116] 50-100 MI 1 pa3/cyTku
KoMmOunHamy pa3MyHbIX coslei MarHus 300-400 MT 1-3 pa3/cyTku
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<1> — cynb(haHmiaMuHbl, IEHCTBYIONINE HA KOPTUKAIBHBIN CErMeHT rnetiu [ ene.

<2> — mpodurakTHUecKas J103a Konekanbiudepona**, mokazana npu yposae 25(OH)D > 30
or/ma (75 wMmonp/im), B ciaydae JnedumMTa WIM HEJIOCTATOYHOCTH BHTaMHMHa D MOXeT
notpedoBaThes OobIIas 1032 mpenapara.

<3> — B TOM 4HCIE B COCTaBe KOMOMHHPOBAaHHOIO mpemnapara "KapOoOHAT Kajblus +
Kosekabiudepor™*",

** _ mpenapaT BXOJIUT B CHHUCOK XKM3HCHHO HEOOXOJMMBIX M BaKHEUIIHMX JIEKaPCTBEHHBIX
npenaparos (GKHBJIII).

- JlekapcTBeHHass TepamMsi PEKOMEHJYETCs BCEM  MalMeHTaM C  XPOHHUYECKUM
TUIONAapaTUPEO30M C CUMIITOMAMH TUIOKAIBLIIMEMUU U YPOBHEM allbOyMHH-CKOPPEKTUPOBAHHOTO
Kanpiust MeHee 2,0 MMOJB/NT WM MOHU3MPOBAHHOTO KAlbIMs CHIBOPOTKM KpoBu Menee 1,0
MMOIb/T. B ciiyqae ©ecCHMMITOMHOTO TEUEHHUS XPOHUYECKOrO THUIIOMapaTUpeo3a U YpPOBHEM
ATbOYMUH-CKOPPEKTUPOBAHHOTO KaJIbIMs MeXay 2,0 MMOJIB/TT 1 HUKHEW rpaHulei pedepeHCHOTro
JUana3oHa PeKOMEHyeTcsl MpoOHasi Tepanusi ¢ MocIeAYIoel OIleHKOM o01iero camo4yBcTBus |1,
29, 47, 67, 68, 117].

Yposenb yoeautenbHoCTH pekomenaamuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3)

KoMMenTapuu: nekapcTBeHHas Teparus THIIONapaTUpeo3a y MalMeHTOB C BBIPAKCHHBIMU
CUMIITOMAMH THUIOKAJbIIMEMUU HE BBI3BIBAET COMHEHHH; OIHAKO HEOOXOAMMOCTH JICUCHUS
0ecCUMIITOMHBIX MAIIMEHTOB ¢ Ja00PaTOPHO MOATBEPKICHHON JIETKOM TMIMOKANbIIMEMUEH OCTaeTCs
OTKpPBITBIM BOIpPOCOM. TOUYHBI ypOBEHb KaiblMsl KpPOBH, IPU KOTOPOM JIOJKHA OBITh
WHUIMUPOBaHA Tepamus, He ompezenieH. Pe3koe CHIKEHHE YPOBHS KajbIUsi CHIBOPOTKH KpPOBU
MOKET CIPOBOLMPOBATh pa3BUTHE CHUMIITOMOB THIIOKAJIBIMEMHM JaXe IPU COXPaHEHUHU
HOpMOKanbliieMuu. C Apyroi CTOPOHBI, MEUIEHHO Pa3BUBAIOILAACS U JUIMTENIBHO CYIIECTBYIOLIAS
BBIpQKCHHAsI TUIIOKAJIbILMEMHSI MOXET COINPOBOXKAATHCS OTCYTCTBUEM CHMIITOMOB, YTO CKOpeEe
BCET0 CBSI3aHO C aJanTalieil OpraHn3Ma K XpOHMYECKUM U3MEHEHMSIM KalbLIMEBOIO roMeocTasa. ¥y
NanueHToB ¢ coxpaHHoi QyHkumelr OLK ypoBeHb KanblMs MOANEPKHUBAETCS B BEChbMa Y3KOM
pedepeHcHoM auamazoHe. TakuMm o00pa3oM, NalMeHTaM ¢ OECCUMOTOMHBIM —TEUCHHEM
TUIONIapaTHpeo3a MOXKET OBITh PEKOMEHJOBAHO JICUEHUE C LENbI0 BO3MOXHOIO YIYYIIEHHS HX
cocTosHus. Ecny HUKaKkuX ynydileHuil He nmpou3onuio nocie 6-12 mecsueB Tepanuu, NoTpeOHOCTh
B JICUEHUU MOXKET OBbITh IEPECMOTPEHA, OCOOEHHO €CJI THIOKAJIBIUEMUS MSITKasl.

- IIpenapatel ButamuHa D u ero mpousBojHble (anbpakamblunon**, kaabIUTpUOT**) B
COYETAaHMHM C TIpenapaTamMy KaJIbIUs B PA3JIMYHBIX J103aX PEKOMEHIOBAaHBI B KAUECTBE CTAHIAPTHOM
Tepanuu runomnaparupeosa [1, 29, 67, 68, 77, 78, 112, 118-122].

YpoBeHb yoeautenpbHoCTH pekomeraamuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)

KommenTapuu:

- CranpmapTHas Teparnus TUIOINapaTUpeo3a BKIIOYAET B ceOs mpernapaTsl ButamuHa D u ero
npou3BoJiHbIE (alb(hakadbIUI0N**, KanpuUTpuOA**) U mpemaparsl Kanblus. Kambimpemuueckuit
b dexT KampuuTproIa™* mpeBpIacT TAaKOBOH y anbdakaibIiuAoIa™* mpuMepHO BIBOE.

- CpenHeTepamneBTHYECKUE N103bI KanbnuTpuona** cocraBmsior 0,25-2,0 MKr/cyTku, Ans
anbdakanprumaona*™* — 1,0-4,0 MKT/CyTKH.

- Jlns moanmep>kaHus ypOBHS KallbllMsl KPOBU B Tpe/eNiaX IEIEBOr0 YPOBHS PEKOMEHIYeTCs
TATpaIUsl 703 TpernapaToB BUTaMUHA D W e€ro mpou3BOAHBIX, pa3lielieHHe CyMMapHOW O3Bl
npemnapata B 2-3 mpuema. Tutpaius 1036l 00bIYHO TIpou3BoauTCs ¢ maroM B 0,5 (umm 0,25) MKr
Ju1s anbgakanpuuaona*® u 0,25 MKr s KanbuuTpuosa™*. bonpmmii mar n3MEeHEHHs 103 MOXKET
noTpebOBaTHCS MPH BBIPAKEHHBIX THIIO/TUIEPKATBIIUEMUH. PeKoMeH TyeMbIii BpeMEHHON MHTepBal
JUIST KOPpPEeKIHMHM 103 Tpermapara BuUTaMHHAa D W ero mnpou3BOAHBIX (anbghakalabIumon™*™,

25u3 64


http://disuria.ru/
https://аптека-омск.рф/

KnuHuyeckne pekomeHgaumm — Mmnonapatmpeos y B3pochbix — 2021-2022-2023 (22.04.2021) — YT1BepxaeHbl MuH3apasom

KaJIBIIUTPUONT**) cocTaBisieT 2-3 AHS, 4TO 00YCIOBICHO WX (hapMaKOKMHETHKON M KakK CJICICTBHE,
aJICKBaTHOW OLIEHKOW IIPOBENECHHBIX M3MEHEHMU. [IpM ManoCHMITOMHOM TE€YEHUH M YMEPEHHBIX
KoJIeOaHUAX TMOKa3aTeNell KaJlblUeMHUH J1abopaTopHas OLEHKa aIeKBaTHOCTH CKOPPEKTHPOBAHHBIX
7103 MOKET ObITh mpousBeacHa uepe3 7-10 mueld. JIyisg ONEHKHM KIMHUYECKOW 3(PPEKTUBHOCTH
oJ00paHHON Tepanuu U AOCTHKEHHs CTAOWIIBHBIX 3HAUYCHUH KaJbLIMEMHH MOXET IOTpeOOBaThCs
OKOJIO 2-3 MecsiIeB, 0COOEHHO sl TAIIMEHTOB C BBICOKOW MOTPEOHOCTHIO B Mperaparax BUTaMHHA
D u ero npou3BOIHBIX.

- M301mpoBaHHOE Ha3HAUYEHUE COJIEH KaJblLUsl NIATOTEHETMYECKH HE ONPABJAHO U BBI3BIBAET
JIMIIb KPATKOBPEMEHHOE MOBBIIEHHUE TIOKa3aTelel KalblIUEMUH CBIBOPOTKU KPOBH.

- IlanuentaMm ¢ runonapaTUpeo3oM pPEKOMEHIYETCS MCIONb30BaTh AMETY C BBICOKMM
noTpeliIeHneM KallbliicoiepKalliuX MpOoayKTOB.

- Jlns neuyeHus ruUnonapatupeo3a MCIONb3YIOTCS pas3jinyHble IpenapaTshl Kaublud. Kax
IPaBUIO MPUMEHSIOTCS Ipenaparbl, cojaepkamue Kaiablus kapOoHar (40% sieMeHTapHOro
Kauplusl), B TOM 4YHCIE B COCTaBe KOMOWMHHUPOBAHHOTO Ipemaparta "Kaublus kapOoHar +
KoJieKaIblMpepon" B cpeAHEeCyTOUHBIX 033X 1-3 T (MOryT ObITh MCIOJIB30BAHBI U 0OJIE€ BHICOKHE
no3bl). Taxke MOryr OBITh HCIONB30BaHBI MHINEBbIE J00aBKM Kanmbluss nutpara (21%
JjieMeHTapHoro  kKanbuus). [lpy  Ha3HaueHMH  HEOOXOJUMO  yYUTHIBaTb  OCOOEHHOCTHU
(bapMaKOKUHETUKH DPA3JIUYHBIX MpEenapaToB: Kalblids KapOOHAT Jydllle BCAChIBA€TCA B KHUCIIOM
cpele JKelmyaka, MOdTOMy OoJjiee MPEANOYTHTENCH MPHEM BMECTE C MHINEH; KalbLUs LUTPAT
PEKOMEH/IOBaH MAalMeHTaM C axXJOprujpueil WiM TMOJIydarollUX JIeYeHHe WHIHOuTOpaMu
IIPOTOHOBOT'O Hacoca.

- Boicokue 103b1 npenapaTroB KajlbLUs MOT'YT CHHU3UTh HOTpPeOHOCTh B BUTaMuHE D M ero
NPOM3BOJHBIX U YIYYLINTh KOHTPOJIb 32 MOAJEPKAHUEM IIeJIeBOr0 YPOBHS (ochopa CHIBOPOTKH
KPOBH, CBs3bIBasA (hocop B KUIIEUHHKE.

- Jl)1s marueHToB ¢ XPOHUYECKUM THUIIONIAPAaTUPEO30M M THICPKAIBIIUNYPUCH PEKOMEHI0OBAHO
CHIDKEHHE JI03 IPEIapaTroB KaJIbIUs M HU3KOCOJICBAas TUETa JUIS JIOCTHIKEHUS IIEJICBOTO YPOBHS
sKCKpenuu Kanbims [1, 29, 47, 67, 68, 77, 78, 86, 112-114, 116, 123-128].

VYpoBens yoeautensHoCTH pekoMeraaruii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)

- JI)1sl ManueHToB ¢ XPOHUYECKHM THIIONMAPATHPEO30M U THIICPKATIBIINYPUECH PEKOMEHI0OBaHA
Tepanus THa3uAaMH JJIsl JOCTHKEHUS LIeJIeBOro YPOBHs dKCKpenuu Kaneius [1, 29, 47, 67, 68, 77,
78, 86, 112-114, 116, 123-128].

VYpoBens yoeautensHOCTH pekoMeraaruii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTelbCTB — 4)

KommMmenrtapuu:

- B cBsi3u ¢ pa3zBuUTHEM TUINEPKATIBIHMYPUH MPU TUIIOMAPATUPEO3€ MOBBIIIEH PUCK MOYEUHBIX
ocioxkHeHnd. TakuMm 00pa3oM, YpPOBEHb CYTOYHOH OKCKPEIUH Kbl pPEKOMEHIOBAHO
MOJNJEp)KUBAaTh B  MpeAenax IeJeBOoro auamnazoHa. J{as  yMEHbIIEHUS  BBIPAXXKEHHOCTHU
TUTIEPKATBIINYPUU PEKOMEHIOBAHO CHIDKEHUE JI03 MTPETapaToB KAJIBIUS U HU3KOCOJIEBAs JUETA.

- [Ipu otcyrcTBuM 3¢ dekTa OT BBHIMOIHEHUS AUETUYECKUX PEKOMEHIAIMi U OT KOPPEKIUU
703 TIpermapaToB, PEKOMEHJOBAHO  WCIIOJIb30BAaHWE  Tepalvk  THa3uAaMu  (Hampumep,
ruapoxiopotuazun**). IloHwkas OJKCKpENMIO KalblUsg C MOYOM, THA3HIbl CHOCOOCTBYIOT
YBEJIMUCHUIO YPOBHS KaJIBIUS B CBIBOPOTKE KPOBH, & TAKXKE CHIDKEHHUIO MIOTPEOHOCTH B IIpernapaTax
KanpIusl BUTaMuHa D 1 ero mpon3BOAHBIX.

- D deKTUBHOCTh HCIONB30BAHUS THA3WUIOB J0303aBHCHMA, MPUEM JOJDKCH COYETATHCS C
HHU3KOCOJIEBOM IHeTOM. PekoMeH0BaHO UCIIOIb30BaHNE THA3HIOB ABAXbI B ICHb, HaYaJbHAas 1034
#runpoxmopotuazuaa** mMoxer octaBisaTe 25-50 mr B cytku [47, 113-115]. Cynsdhonamumbr
(#xJopTanumIoH) MOTYT HCHONB30BaThCAd B peXume |1 pa3 B CyTKM B CBS3M C HX Oolee
POIOJDKUTEbHBIM Tipoduiiem neiicteus [115, 116].

- Puck mo6ouHbIX 3¢ (EeKTOB yBETUUUBAETCS C JO30M MPENapaToB, MOTEHIINATbHBIC TOOOYHBIE
3G (deKTh CclleyeT TINATEIbHO KOHTPOJHMPOBATH BO BpeMs JICUCHHS, BKJIIOYAas KOHTPOJb
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AJIEKTPOJIUTHOTO COCTaBa KPOBU U apTEPUAIBHOTO J1aBJICHUS.

- JIJis manMeHToB ¢ XPOHUYECKUM THUIIONapaTHpeo3oM U runepdocdaremMueli peKOMEHIyeTcs
HU3KopochaTHass IUeTa MW KOPPEKIHS JI03 CTAHJAPTHOW TEepamvu C LENbI0 JIOCTHIKCHUS
HopModocharemun U IpOPHIAKTHKN BHECKEICTHOM Kanbidukanuu [67, 68, 112, 129, 130].

YpoBenb yoeautenbHOCTH pekoMeraaruii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)

KomMmeHnTapuu: BbICOKHI ypoBeHb (ochopa B CHIBOPOTKE KpPOBU TIOBBIINIACT PHUCKU
BHECKEJICTHON KaJbIIM(DUKALINKU, XOTS MEXaHU3M JITAHHBIX U3MEHEHHI He n3BecTeH. /i1 KoppeKiuu
runepdochaTeMiun peKOMEHIOBAHO COOJIIOJICHUE JUETUYCCKUX PEKOMEHIAIMN 0 OTPaHUYCHUIO
noTpeOJIeHus TPOAYKTOB, OoraTthix QochopoM. PekoMeHIOBaHO TaKKe YBEIWYCHHUE 03B
MpernapaToB KalbllMs M YMEHBIICHHWE O3Bl MpEnapaToB BUTAMHHA D W €ro MNpOU3BOTHBIX
(ambdakampruaor™**, KaTpIUTPUOI™*) Mg CHYKEHHUS BcachiBaHUs (pocdopa M yBEIMUYCHHUS €O
CBS3BIBAHUS B KHIIEYHHKE. B cimydae oTcyrcTBHsI IocTikeHUss HopMmodocharemun Ha (oHe
NPOBEICHHOW KOPPEKIIMK BO3MOXXHO BpeMEHHOE Ha3HaueHne GpochaTOnHIepOB.

- Y  panMeHTOB € THUIONAPAaTUPEO30M  MpPH  BBISIBICHHH  COIYTCTBYIOIIETO
neduuTa/HeIOCTaTOYHOCTH BUTaMUHA D 1711 ero BOCIONHEHHUS PEKOMEHAYETCsl Ha3HAueHUe
npenapaToB HATUBHOW (opMbl BUTaMHuHA D (Konekanbiudepon®*) B cranIapTHBIX 103axX, KaK s
oOmieil momynsuuu, HECMOTps Ha JICYEHHE MpernapaTaMd BHUTaMHHAa D W ero mpou3BOAHBIMU
(anpdakanpiumor®*, kaneuuTpuoa**) [67, 68, 77, 131, 132].

Yposenb yoeauteabHocTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIILCTB — )

KoMMeHnTapuu: y ManuMeHTOB C THUIONAapaTHpPEO30M, MOJIYUYaoIUX TEparnuio MpernaparaMmu
BUTaMMHAa D W ero mpoW3BOJHBIMH U TIpeHapaTaMy KalbLUs, MOAJCpPKAHUE IEIEBOTO YPOBHS
25(OH)D mno3BonsieT peanu3oBaTh BHECKeneTHbIe "Heknaccuuyeckue" 3ddextsl BuTammuHa D, a
Takxke odecrneunTh Oosiee CTOIKME TMOKa3aTenu KajablmeMuu. Tepamus npenapaTaMu BUTamuHa D
(ampakanpuuaoT**, KaTbIUTPUON**) U ero MPOM3BOJHBIMU HE OKa3bIBA€T BIMSHUS Ha YPOBEHBb
25(OH)D ceiBopoTku KpoBu. Haznauenune HaTuBHON (hopmbl BuTamuHa D (konexanpuudepon™*)
HEOOXOUMO JIsi BOCIIOJNIHEHHUS Ae(HIINTa/HeJOCTATOYHOCTH BUTaMHHA D TpH €ro BBISABICHUU.
Jo3bl  konekanmpiudepona*®, wucnomapzyemble 78 KOPPEKIUHM AePUIMTA/HEJOCTaTOUHOCTH
BUTaMUHa D, a Taxke MOJIepKUBAIOIIUE T03bI HE OTIUYAIOTCS OT PEKOMEHIOBAHHBIX TS O0IIen
nomynsun. [lanueHTaM ¢ THIIOMapaTupeo3oM PEeKOMEHIOBaH KOHTPOJb (HOchOpHO-KAIBIHUEBOTO
oOMeHa B MEpHOJ] Ha3HAUYEHHUs HACBHIMIAIONINX 103 KoyeKanblmpepona** ams CBOEBPEMEHHOTO
BBISIBJICHHS TEHJICHIIMH K TUTICPKATBIINEMUN ¥ KOPPEKITUH TePaITHH.

- He pexomenayercs HUCHONb30BaTh PEKOMOMHAHTHBIA UEIOBEUYECKUN IMapaTUpEOUIHbINA
TOPMOH JIJIs1 JICYCHUSI TUIIONAPaTUPE03a B PyTHHHOW KIIMHUYECKOH npakTuke [68, 70].

VpoBenb yoeautenbHocTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB — 5)

KomMmeHTapun: HOPMOKAIBIUEMHsI y TAMEHTOB C THUIIONAPATHPEO30M MOXKET OBIThH
JIOCTUTHYTA UCIOJIb30BAaHUEM TEPANUU apaTUPEOUIHBIMU TOPMOHAMH U UX aHanoramu (kog ATX:
HO5AA). B Poccuiickoit @enepannu 3aperucTpUpOBaHHBIM IIPENapaToM JaHHOW TPYIIIBI SBIISETCS
I[ITC (1-34), #Tepunapatun**, cpemnsas no3a 37 +/- 2.6 wmkr/cyr [133-136]. Tepamnus
#TepunaparugoM™* compoBOXKIaeTcs CHI)KEHHEM JI03 IIpernapaToB KajblUs U IpernapaTroB
BUTaMMHa D W ero mnpou3BOAHBIX (anb(akambluaon**, KambOUTPHONT**) U CcrIocoOCTBYET
MOJIEP)KaHUI0 YPOBHS KaIIbIIUSl CBIBOPOTKM KPOBH B TIpeleNiax IIeJeBOro YpOBHs. Teparus
#TepunapatugoM™** MOXeT yYIyUIIUTh MOKa3aTeIH CYTOUYHOM SKCKpEHUH KaJbIUs M KauecTBO
KU3HH TTAIUEHTOB, a TAaK)KE CHU3UTh PUCKU TIOYECYHBIX OCIIOKHeHWHA. OMHAKO Ha CETOMHSITHUN
JIeHb HE HaKOIUIEHO JOCTaTOYHO 3HAHWH O JOJTOCPOYHBIX PE3yJIbTaTaxX HCIOJIb30BAHUS JAHHOTO
npenapara. Takum oOpazom, Tepamus #Tepumapatugom™** wmoxkeT OBITh PEKOMEHJIOBAaHA
OTJENBHBIM TpYNNaM MalMeHTOB MO mokazaHusiM. B Poccuiickoit ®dexepanuu npenapaTsl H3
rpynnsl "[lapaTupeonnbie ropMoHs! 1 ux aHajoru (kogq ATX: HOSAA)" He 3aperucTpupoBaHbl 0
NOKa3aHMUIO JIEYEHUs MAIMEeHTOB C Tumonaparupeo3oM. llogpoOHoe omnucaHue HpUMEHEHUs
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tepanuu #Tepunapatugom™* npencrapineno B JlonoaHuTenpbHOM nHPOpMaIuu, moapasaern 7.3.

3.3. lloapaszaea 3. Xupypruueckoe Jie4eHue

XUpypruuecKkux METOOB JICUYCHHS JaHHOTO 3a00JIeBaHUs HE pa3padoTaHo.

3.4. Iloapasnea 4. Unoe Jieuenune

Wnoe neuenue He IIPUMCHSACTCA.

4. MeIlI/I]_[HHCKaﬂ peaﬁnﬂnTaunﬂ, MEAUIMNHCKHC NIOKA3aHUA U
NMPOTHUBOINIOKaA3aHUA K IPUMECHCHUIO METO/10B peaﬁnﬂnTaunn

Creninuyeckas peadmmranus He papadboTaHa.

5. [IpopuiakTuka v JMcNaHCcepHOe HADJII0leHHe, MeTUIIMHCKHE TIOKA3aHNsI U
NMPOTHBONOKA3AHUSA K IPUMEHEHHUI0 METOA0B NMPOPUIAKTHKH

- [ManmenTtam miepes; TUIAHUPYEMBIM XHPYPTHUYCCKHM BMEIIATEILCTBOM Ha OOJACTH IICH
pexoMeH10BaHo ompeaencHue ypoBas 25-OH Butamuna D 1 koMIieHcarus ero qeuiuTa ¢ 1elbio
PO UIAKTUKHA Pa3BUTHS IMOCICONEPAIIMOHHOTO TPAH3UTOPHOTO rumnonaparupeosa [73, 130, 137-
144].

VYpoBens yoeautensHoCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)

KomMmeHTapun:  pa3BUTHE  IOCIEONEPAMOHHOTO  TPAaH3UTOPHOTO  THUIONApaTHPEo3a
ACCOLIMMPOBAHO C HATTMYHMEM IpelonepauoHHoro aeduuura/neqocrarounoctu 25(OH)D.

- Bo wusbexanue mnoBpexnenuss wu/mim AeBackysapusanuu OIDK He pexomenmoBana
o0si3aTenbHas X PEBHU3HS BO BpeMsi OIepalliy Ha opraHax mieu [145-147].

YpoBenb yoeaurenbHocTH pekomeraamuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

Kommenrtapun: Beimonnenue Busyanuzanunun OLK Bo Bpems omepanuu CBS3aHO ¢ pUCKaMu
MOBPEXJCHUS KPOBOCHAOKEHUS JKeJe3, a TakKe MOXKET CYIIECTBEHHO YBEIHUYHUTH JUIUTEIEHOCTH
ONEpPaTUBHOIO BMEILIATEIbCTBA, 4YTO SBISIETCS HE3aBUCHUMBIM (AaKTOPOM pHCKa pa3BUTHUS
runonapatupeosa. s unentudukanun OLLDK, a Takke s OLEHKH WX KHU3HECIIOCOOHOCTH BO
BpeMsl OIEpaliid BO3MOYKHO HCIIOJIb30BaHUE (DIFOOPECLHEHTHON aHTuorpaduu ¢ MHIOLMAHUHOM
3€JICHBIM.

- B mepBble CyTKH MOCIe XHMPYpPrUYeCKOro BMENIATeNbCTBA B O0JIACTH ILIEH PEKOMEHIyeTCs
onpezaenenue ypoHer [ITI" u anbOyMUH-CKOPPEKTUPOBAHHOTO W/MJIM MOHU3UPOBAHHOTO KaJlbLUS
KPOBHU /ISl JMAarHOCTHKU THIIONAapaTHpeo3a M OINpeNeleHuss MOTpPeOHOCTH B Ha3HAYEHUHU
npernaparoB KajblUs U penaparoB BuTaMmuHa D u ero npous3BoaHbIx [73].

VYpoBeHb yOeAUTEIFHOCTH peKOMeHAaIHii B (YpOBEeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 2)

KomMMmeHnTapuu: HecMOTpsl Ha TO, UTO B HACTOsIIEe BpeMsl HE pa3pabOTaHbl YeTKUE BPEMEHHbIE
Kkputepuu Ui 3a0opa kpoBu Ha IITI u mokazatenu Kanblids B IMOCIEONEPAMOHHOM IEPUOJIE,
MIPOBEJICHHBIE HCCIIEOBaHUS JAEMOHCTPUPYIOT ILIEHHOCTh HM3MEPEHMs JaHHBIX [apaMeTpoB B
Te4YeHUE MEepPBhIX 24 4acoB mocie onepanuu Ha opraHax meu. Yposenb IITI" menee 15 nr/mia B
NEepBBIN JIEHb MOCIE ONEpalii paccMaTpUBaeTCA Kak MPEAUKTOP Pa3BUTHUS MOCIEONEPAHOHHOTO
rurnomnaparupeo3a (4yBCTBUTENbHOCTE 97,7%, cnenuduyHocts 82,6%). IlocneomnepanuonHas
OIIEHKa JTA0OpaTOPHBIX MoKa3arenei (ochopHO-KATBIIMEBOTO 0OMEHA — HEOOXOMMOE YCIOBHUE IS
CBOEBPEMEHHOIO Ha3HAUEHUs IpenapaTroB BHTaMHHA D W €ro Npou3BOJAHBIX U IpEenaparoB
KaJIbIUS.
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- [lanueHTtam, mNepeHECHIUM TOTAJIbHYIO THUPEOUJPKTOMHIO, PEKOMEHJOBAHO PYTUHHOE
MIPUMEHEHHE MTePOPALHBIX MPEMapaToB KAIBIHS B TCUSHUE TIEPBBIX 2 HECIb MOCIIE OTepaIuu s
npoHIaKTUKH OCTPOii rumokaipuuemud [148, 149].

YpoBeHb YOSAUTEIBHOCTH PEKOMEH AN A (YPOBEHD JOCTOBEPHOCTH JJOKA3aTeIbCTB — 1)

KomMmenTapun: MuHuManbHas peKOMeHAyemas CyTOuYHas J03a IMepopaibHBIX MpenapaTroB
Kanblus coctaBiisier He MeHee 3000 Mr Ha Cpok HE MeHee 2 HeJNelb C MOCIEAYIOIIEeH OIEeHKON
nokasareneil gochopHO-KanbIHEeBOr0o OOMEHa M OIpeleieHHEeM MOTPEOHOCTH B MPOAOKEHUU
TEpaIuu.

- [TannenTaMm, nepeHecuInM TOTAIbHYIO TUPEOUIIKTOMHUIO, C MOBBIILIEHHBIM PUCKOM Pa3BUTHS
MOCJICOTNIEPAIMOHHON TUIMOKAIBIIMEMUU PEKOMEHJIOBAHO PYTUHHOE Ha3HAYEHUE IMEePOPATBHBIX
IpernapaToB KalblMsl B COYETAaHHM C TMpernaparaMd BUTaMuHa D M ero mnpou3BOAHBIMU
(anpdaxanpuuaon™*, KanpuUTPUOI**) B TeueHHe MEPBBIX 2 HEENb MOCIE ONepalli Ha OpraHax
Ier s mpo(UIaKTHKH OCTPOU rumokanbiemun [ 148-150].

YpoBeHb yOSAUTEIBHOCTH PEKOMEHIAIMi A (YPOBEHB JOCTOBEPHOCTH J0Ka3aTeIbCTB — 1)

KoMMeHnTapuu: K HE3aBHUCHMBIM HPEIUKTOpPaM MOCIEONEPAIIMOHHON TUMOKATbIIMEMUN
OTHOCSIT THUPEOUIIKTOMHUIO, OCOOCHHO C IICHTPAIbHOW W/WiIM OOKOBOW JMM(DOIMCCEKIINCH,
MOBTOPHYIO OMNEpallMi0 Ha OpraHax IeH, WHTpaomnepamnuonHoe mnoBpexiaeHue OLK, a Ttaxxke
HU3KUHN UHTpa- ¥ nocieonepauodsbii yposens I1TT

MuHuMmanbHasi peKOMEHAyeMas CyTO4YHasi [03a T[EpOPaATbHBIX MPEMapaToB  KaJbIUs
cocraBisier He MeHee 3000 Mr B coueTaHMH C Tepamnuveil npernapataMd BUTamMHAa D u ero
IPOU3BOJHBIX (#KambUUTpUAN*™* 1 MKr B CyTKM) Ha CPOK HE MEHee 2 HeZelb C IOCIEqYoen
OLICHKOW ToKa3ateneid (ocPopHO-KATBLMEBOTO OOMEHa U OINpeAeNieHueM MOTpeOHOCTH B
npoo/bKeHuU Tepanun [148].

- [laumentamMm B XOJe€ XUPYPrUYeCKOro BMEIIATENbCTBA Ha OpraHax IIeu MpHu
neBackyngpuzauun  OLLDK  pekoMeHI0BaHO TMpoBeNEHUE UX  ayTOTPaHCIUIAHTALUU  JJIs
po(UITAKTHKH MTOCIEONEPAIMOHHOr0 rumonapatupeosa [151, 152].

YpoBeHb yOeAUTEIBHOCTH PeKOMeHIaIii B (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIBLCTB — 3)

Kommenrtapun: ayrorpancmnantanus OLDK, neBackynsipu3oBaHHON B X0€ XUPYPrHUECKOTO
BMEIIaTeIbCTBA Ha 00JacTH 1ew, ABiasfeTcs JPQPEKTUBHBIM METOAOM  NpOPUIAKTHKU
nocieonepanroHHoro runonapatupeosa. Hopmanensle OLLDK kak npaBuiio TpaHCIIIIAHTUPYIOTCS B
TPYIUHO-KIIOYAYHO-COCIICBHIHYIO MBIIIIy, TOT/a KaK W3MEHEHHBIE, THUIEPIUIa3HpOBAHHBIC
xKene3bl 0osiee MPeANOYTUTENBHO TPAHCIIAHTUPOBATh B MJICUETYUEBYIO MBIIIIY HE JOMHUHAHTHOTO
IpeIIeybs.

6. Opranuzanus oka3aHus MeJIUIMHCKON MOMOIIH

AMOynaTOpHBIN ATaN OKa3aHUS MEIUITMTHCKOM MOMOIIIH:

1) mnpoBeneHue 1aOOPATOPHOTO OOCIENOBAHUS C  OMNPEACICHHEM OHOXUMHUYECKHUX
nokasaresnen (GocopHO-KaJIbIIEBOr0 OOMEHA B KPOBH U B MOYE;

2) mpoBeneHWE WHCTPYMEHTalbHOTO obOciemoBanus — Y3U mouek (mo moxazanmsim KT
nouek), mo mokaszanusM KT ronoBHOTO M03ra;

3) KOHCYNbTallUM CMEXHBIX CHEIUAINCTOB — Bpada-oQTalbMoOJIOra, Bpaya-ypojora (1o
MOKa3aHusIM), Bpada-Hedposora (IO MOKa3aHUSAM), Bpaya-Kapauoyiora (Mo IMOKa3aHWsSM), Bpada-
HeBpoJiora (110 TTOKa3aHMsIM);

4) Koppeklus TpernaparoB CTaHJAPTHON Tepamuu TUIONapaTUpeo3a s JOCTHXKEHUS
IeJIEBBIX MOKa3aTenei pocopHO-KaabIMeBOro OOMEHa.

IlokazaHus A1 IIAHOBOM rOCHUTAIM3AIUU B MCIUIIUHCKYIO OPraHnu3alnio:
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1) HEOOXOAMMOCTh KOPPEKIIMU TPEMapaTtoB CTAHIAPTHOW Teparnuy TUIOoNapaTupeosa Jist
JOCTHIKEHUS TIeJIEBBIX TToKa3aTenel (hochopHO-KAIBIIMEBOro 00MEHa;

2) HEBO3MOKHOCTb JIOCTH)KCHHS II€JIEBBIX MOKa3aTeliei GochOopHO-KaIbIIUEBOIO 0OMEHA MTPH
UCIIOJIb30BaHUH CTAHIAPTHOM TEpaNUK THIIONapaTHPEO3a.

[Toka3zanwust U1t SKCTPEHHOM TOCITUTAIU3AIMH B METUIIUHCKYIO OPTaHU3aIHUIO:

1) ocTpast rUNOKATBLIUEMHS;

2) pa3BHTHE >KU3HEYIPOXKAIOUIMX OCIOKHECHUH, CBA3aHHBIX C OCTPOH THIOKaJIbIIMEMHUCH
(TapuHTO/OpOHXO0CHa3M, HApYIICHHUS] pUTMa CepAla, TeHEPAIU30BaHHbIE CYIO0POTH);

[TokazaHus K BBITUCKE MAIlEHTa U3 MEAUIIMHCKOW OpraHU3aIiu:

1) croiikoe ynydiieHHE COCTOSIHHMSA, KOTAAa MHAIlMeHT MOXeT Oe3 ymepba uis 310pOBbS
MPOJOKUTD JIeUeHHE B aMOyJIaTOPHO-TIOMUKIMHUYECKOM YUPEXKACHUN UM JOMAIIHUX YCIOBUSX;

2) ipu HEOOXOAUMOCTH TIepeBoIa OOIBHOTO B APYTYIO OPTAaHU3AIIMIO 3PaBOOXPAHCHHS,

3) rpy0oe HapyllieHHE TOCIUTATIBLHOTO PEXKUMA;

4) Mo NMUCHPMEHHOMY TpPeOOBaHUIO OOJBHOTO JHOO €ro 3aKOHHOTO IPEJICTABHTENS, €CIH
BBIMKCKA HE YrpoKaeT KU3HU OOJILHOTO M HE ONacHa Ui OKpYyKaroIux. B 3ToM ciyyae BbIMHMCKa
MOJKET OBITh MPOU3BEJEHA TOJIBKO C pa3pellieHus INIaBHOI'O Bpaya OOJIbHUILIBI UM €r0 3aMECTUTENS
1o JieueOHoM padore.

7. JonoanuTtenbHasa nHpopManus (B ToM yucjie (GaKkToOpbl, BJIUSIONIAE HA HCXO/
3200/1eBAHUA WIH COCTOSTHHS)

7.1. JIeyeHue oCTPOii rUNOKAJIbIIUEMHUN

JUis KynupoBaHUS OCTPOH THMIOKAJIbLHUEMUU PEKOMEHJIYETCS YCTaHOBKA LEHTPAJIbHOTO
BEHO3HOTO KareTepa, 4YTO MO3BOJHUT NPEAOTBPATHUTH CKJIEPO3HPOBAHUE Mepu(EepHUECKHX BEH
BCIIEJCTBUE HH(DY3UM Kayblus. [IpearnodTuTensHO HCHOIB30BAHNE KaJIbIMA IIIIOKOHATa™**, Tak Kak
KaJbIUS XJIOPUJ IMEET Cephe3HBIC OCIIOKHEHHS B BU/IE HEKPO3a MATKUX TKaHEH, B CiIydae BhIXOJa
pacTBOpa M3 COCYJHUCTOro pycia.

Jnist  KynmupoBaHUS OCTPOW THITOKAIBIUEMHH WCIIONB3YeTCS BHYTPUBEHHOE BBEIICHHE
npenapaToB Kajblus B 2 sTana: 1-2 ammnynsl 10% pacTBopa Kanblus IMIIOKOHATa**, coneprkaiue
90-180 Mr 37MeMEHTapHOTO KaNbIHs cOOTBeTCTBeHHO, B 50 Mt 0,9% pactBopa HaTpus xjmopuma**
(NaCl) (umu B 5% pactBopa aekcTpo3bl™*) B Teuenue 10-20 MHHYT; mocieayroliee MeIJIeHHOE
BHYTPUBEHHOE BBEJICHHME Kaibliusg riatokonara** 100 mu (10 ammyn) co ckopocteio 0,5-1,5
mr/kr/gac B 1000 mi 0,9% pactBopa NaCl** (unu 5% pacTBopa JeKCTpo3bl) B TEUEHUE, B CPEIHEM,
8-10 gacos.

B 3aBucMMOCTH OT CHTyallud MOTYT OBITh HCIOJB30BaHBl CIEAYIOIIUE BapUAHTHI
NapeHTEePAIbHOTO BBEJICHHS MTPETIApaTOB KaJIbIIHSL:

- BBeneHue kabIus TIIIOKOHAaTa** BHYTpUBEHHO 0ONOCHO B KommuecTBe 20-60 mi1 — ObICTpO
6e3 passenenust 0,9% pactBopom NaCl** (mmm B 5% pacTBopa neKCTpo3bl). MeTo UCTob3yeTcs
MPU BBIPAKEHHBIX CHMIITOMAaX THIOKAIBIEMUN (MAlMEeHThl ¢ KIMHUYECKOW KapTHUHOM 'cTpaxa
cMepTi" WM B 0O€CCO3HATEIBPHOM COCTOSIHMM). J[03a BBOAMMOTO KaJbIUS OMpPEAETSeTCS IO
HOSIBICHHUIO TUCTIETICHYECKUX Kao0.

- BBeneHne moJI0BUHBI 10361 KaJbIHs TIIIOKOHATa** BHYTPUBEHHO OOIIOCHO 0€3 pa3BeIeHHS
(40-50 mut 10% pacTtBopa Kamblus TitoKoHata**), ocranpHas jgo3a kambims (50-60 mum 10%
pacTBopa KaJlblUs TIOKOHATa**) BBOAMTCS BHYTPHUBEHHO MEJICHHO B Pa3BEICHHOM COCTOSHHU
(0,9% pactBopa NaCl** nnu 5% nexctpo3sr**) co ckopocthio s uHdy3zomara 0,5-1,5 Mxr/kr/4ac.
JlaHHBIA CTIOCOO BBEICHHS SIBISCTCS CaMbIM YacTBIM IS KYMUPOBAHUS OCTPOH THITOKAIBIIEMHH,
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MO3BOJISIOMINM OBICTPO HOPMAJIH30BaTh KIIMHUYECKOE COCTOSHHE MAIMCHTA.

- BBenenue Bceil 103bI mapeHTepadbHBIX mpernaparoB kambius (80-100 mm 10% pacTtBopa
KaJbpIus IokoHata**) paszseneHHoro B pactBope (0,9% NaCl** unu 5% nexcrpossr®*). Meton
UCTIONIB3YETCSI MPEUMYIIECTBEHHO JUISI TOJJICPKAHUS aJEKBATHOTO YPOBHS KANBIHS C LEIBIO
NPOPHIAKTUKU PAa3BUTHUS OCTPOH THITOKATBIIEMUH.

[TapenTepalibHOE BBEICHHE MPEMAPATOB KalbIMs BCETJA MPEKPAIIaeTCs NpPHU MOSBICHUU
JTUCIICTITUYECKHUX K00 (TOITHOTA, PBOTA).

BHyTpuBeHHOE BBE/IeHNE KAIBIUS TPEOyeT OCTOPOKHOCTH y OOJNBHBIX C THIOKAIMEMUEH U Y
NAUEHTOB, IPUHUMAIOIIUX TUTOKCUH™*, B CBS3H C MOBBIIICHHBIM PUCKOM apUTMUU.

OaHOBpPEMEHHO HA3HAYAIOTCS MEPOPAIbHEIC MpenapaThl KAIBIHS U MpenapaTel BUTaMuHa D u
ero Mpou3BOJHBIX (anbdakampuuaon™**, kampruTpuon**). Ilenmp Tepanuu — KymUpOBaHHE
CUMIITOMOB OCTPOW THITOKAJIBIIUEMHUH U HOPMATHU3AIHs IMOKa3aTeeil 00Iero 1 HOHU3UPOBAHHOTO
KaJgblUsl Ha HIDKHEH rpaHulle pedepeHCHBbIX 3HAUCHUH WM HECKOJbKO HIKE B OTCYTCTBHUE
KIIMHUYECKUX CHMIITOMOB THITOKAIbIIUEMUH. JlJI1 KOPPEKIUU Tepanmuu HEOOXOIMM YacThIid
KOHTPOJIb YPOBHS KaJblusl KPOBU (Kaxkaple 6-12 yacoB B Hauaie JICYEHHs, TOCIEe CTaOMIU3aluu
COCTOSIHMS TIAITUEHTA — KaXk/ible 24 Jaca).

CrouT OTMETHUTH, YTO MPHU HAIWYHMU y MAIMEHTa BbIPA)KEHHON T'MIIOMAarHUEMUM [OKa3aHa ee
KOPpEeKLHsl C MHCHOJIb30BAHMEM Kak IEepopajbHbIX IIpernaparoB (Mpernapartbhl KOMOMHALUU
pasznmuuHbix npenapatoB Maraus 300-400 Mr/cyT), Tak W BHYTPUBEHHBIX ()OpM — BHYTPHBEHHO
CTpyHHO 2 rpamma Maraus cyiabgpata** B teyenue 10-20 MMHYT, BHYTPUBEHHO KameinbHO 25%
pacTtBop MarHus cyibdara** 2-4 rpamma B 150-200 mit pusnonormueckoro pactsopa NaCl**,

ANropuT™M KynmMpOBaHUS OCTPOH MMIIOKATbLIUEMHHU:

1) Kanmprus rimokonat™* 20-60 miu B/B 6oirocHo, w/mmn 1-2 ammynser 10% pacTtBopa Kanbus
rmokoHara** (90-180 Mr sneMeHTapHOTO Kajiblus cooTBeTcTBeHHO) B 50-100 mm 0,9% pactBopa
NaCl** (unu 5% BoaHOrO pacTBopa AeKCTpo3bl**) B/B B TeueHue 10-20 MUHYT ¢ OJJTHOBPEMEHHBIM
Ha3HauYE€HUEeM [pernapaToB KajblMs W MpenapaToB BUTaMHHA D W ero mnpou3BOAHBIX
(anmbdakampruaon™**, KaNBIUTPUOT**).

IIpy HeoOXOOUMOCTH MOXET OBITh MPOAODKEHAa HMH(PY3MOHHAs Tepamusi KajbIHs
rrokoHatoM™** o cxeme: 10 ammyn 10% pactBopa kaneius riaokonara™* (900 mr snemeHTapHOTO
kanbuusg) B 1000 ma 0,9% pactBopa NaCl** (unu 5% pactBopa AeKcTpo3bl™*) co ckopocThio 50
mi1/4ac (B cpeaHeM B TedeHue §8-10 yacos).

2) Ilpenaparel ButamuHa D u ero mpousBoaHbIX — Anbdakaneuuaon** B cpegnem 3-3,5
Mkr/cyr win Kanpuutpuon** 1,5-2 mkr/cyr nepopanbHo. [Ipu coxpaHeHHH THMIOKalblIMEMUU
MOTYT OBbITh IPUMEHEHBI 00JIee BHICOKHE JA03bI 1101 KOHTPOJIEM KaJbIMsl KPOBU U MOYH.

3) Ilpenapatsl, comepkamme KaibIUsi KapOoHAaT (B CpeIHEM), B TOM YHCIE B COCTaBE
KOMOMHUPOBAaHHOTO TMpemnapara "kapOoHaT Kaibluss + Kosekaidbuudpepon"”, 3000 mr mno
AIIEMEHTAapHOMY KaJIbLIMI0 BHYTPh Ha 3-0 MpuUEMOB B CYTKM BO BpeMsl WJIM cpasy IOCie IpuemMa
MUY,

7.2. Benenue 0epeMeHHOCTH MPHU TKIIONAPATHPEO3e

®OU3N0I0rnIecKre acIeKThI peryiagnuu MUHCPAJIBHOTO oOMeHa BO BpEMs 6epeMeHHOCTI/I

K OOAHOMY U3 OCHOBHBIX KOMIICHCATOPHBIX MCXaHHU3MOB, O6CCHC‘-II/IBE[IOH_[I/IX miaon
JOCTAaTOYHBIM KOJIMYECTBOM Kajlbllid BO BpEMA 6epeMeHHOCTI/I, OTHOCUTCA YCHIICHHE CT0
a6cop6u1/11/1 B KHIICYHUKC MAaTCPHU. B nepruoa JakTaluu aACKBATHAA KOHUCHTpALUA KaJIbIUSA B
TpPyaAHOM MOJIOKEC OOCTHUTacTCd, B OCHOBHOM, 3a CYECT YCHUJIICHHUA p630p6TI/IBHBIX mponeccoB B
KOCTHOM TKaHW. JTH U3MCHCHMS CBSI3aHEI C YBCIUMYCHUCM MMPOAYKIMU TAKHUX KIIFOYCBBIX TOPMOHOB
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kak Kanpuutpuoi u [T -mogo6usrit nentug (ITTToll).

VYBenn4yeHne cMHTe3a KalbLUTpuosia HabmonaeTcs ¢ I TpuMecTpa U K KOHIY O€peMEHHOCTH
€ro YpOBEeHb COCTaBisIeT A0 2-3 HOopM. Perymsums merabonumsma BuTamuHa D y OepemeHHOM
JKEHIIMHBI B OCHOBHOM 3aBUCUT OT AKTUBHOCTHM la-rMApOKCcHiIa3bl IMOYEK, HAXOMALICHCS I0J
KOHTPOJIEM 3CTPOr€HOB, IPOJAKTHMHA W YEJIOBEYECKOI'O IUIALIEHTAPHOIO JiakToreHa. Ilpu sTom
yposenb 25(OH)D ocraercs cTaOuIbHBIM, HECMOTPSI HAa YCHJICHHE €r0 KOHBEPCHH B AKTHBHYIO
dbopmy. Bo MHOTHX TKaHSIX OpraHu3Ma, BKJIKOYash MOJIOUHBIE KeJe3bl, JeIUAYyaIbHYI0 000JI0UKY,
IUTALleHTy U Aap., yBenuuusaercs cuHre3 [ITI'nll. Yposens IITI'nll Bo3pacraer ¢ 3 no 13 nenento
recraiuu, 1 6ojee 4eM BTPOE MPEBBIIIAET MOKa3aTeab 10 OepeMeHHOCTU. IMEHHO B 3TH MEpUOIbI
[ITTnll neiicTByeT Kak SHAOKPHHHBIA (DaKTOp, PErYIMPYIOUIMA MHHEPaJbHBIA M KOCTHBIN
romeocta3 HesaBucumo oT IITI. IITImIl Tak xe, xak u IITI, cmocoben cTUMyIMpPOBATH
pe30pOIUI0 KOCTHOW TKaHH, PeadCOpPOIMI0 KalbIUsl B IMOYKAX, YTO B KOMIUIEKCE OOECTICUMBAET
HACBILICHHE IPYAHOI0 MOJIOKA HEOOXOIUMBIM JJI1 HOBOPOKJIECHHOT'O KOJIMYECTBOM KaJIbLIUS.

[Mpoxykmus IITIT OLK nepxuTcst B HU3KO-HOPMAIBHOM JIHAIIa30HE M MOXET OBITh Jaxe
HUKE TOMYISALUOHHBIX pedepeHCHBIX Moka3aTtenel B I TpumecTpe OEpeMEHHOCTH, UYTO CBSI3aHO C
recTaiiuoOHHBIM noBbieHueM npoaykiuu [ITInll u kaneuuTpuona, kotopoe pukcupyercs ¢ 3-ei
Henenu O6epemeHHoctu. Takum obpaszom, IITT, kak perynarop ¢ochopHo-KanabIEieBOro ooMeHa,
TEepsieT CBOK JOMHHHUPYIOILYKO POJb B 3TOT MEPUOA U ToJbKOo K KoHIy Ill-ro Tpumectpa ero
IPOJYKIIMS BOCCTaHABIMBAETCS.

Kanbuutonnn — ropmon-antaronuct IITI, mpogyumpyemsbiii C-kieTkamMu HIMTOBUAHOU
JKeye3bl, a B IEpUOAbl OEPEMEHHOCTH U JaKTallMM — MOJIOYHBIMHU >KEJie3aMU WU IUIalleHTOM.
[ToBbilIeHHE YPOBHS KaJIbLIUTOHMHA BO BpeMsi OEPEeMEHHOCTH M JIAKTAallMd OTMEYEHO TaKXkKe Y
NAlUEHTOK, paHee IMEPEHECIIUX TOTAIbHYI0 THPEOUJIIKTOMHUIO. YBEIMYEHHE CHHTE3a ATOrO
rOpMOHa BO BpeMsi OepeMEHHOCTH peanu3yercs 3a cueT 3(P¢EeKTOB 3CTPOreHOB (dCTpaauona,
ACTPOHA U ACTPUOJIA) U HAIIPABJIEHO Ha [10/1aBJIEHUE aKTUBHOM IEMUHEPATIN3alluU CKEIeTa MaTePH.

Bo Bpemst GepeMeHHOCTH U JTaKTallMU 33 CYET YBEIUYECHUS 00beMa LIUPKYIUPYIOIEeH KPOBU U
TEMOJMIIOINY CHM)KAETCSl YPOBEHb OOILEro Kajlbliis CHIBOPOTKU KPOBHU, B TO BPEMs KaK YpOBHU
anbOyMHH-CKOPPEKTUPOBAHHOTO U MOHU3UPOBAHHOTO KAJBIUs OCTAIOTCS HEU3MEHHBIMH.

YpoBeHb KanbliMsl KPOBU IIO/IA, KaK MPaBUJIO, OKA3bIBAETCSI HECKOJIBKO BBIIIE MOKa3aTesen
KAJIbLIUEMHUH Y MATEPH.

PekoMenganuu 1o  BeAeHMIO  OEPEMEHHOCTH Yy  MNAUUMEHTKH C  XPOHHUYECKUM
TUIIONIapaTUPEO30M:

- pexkoMeHAayeTcsl  NOJJepXaHWe  YpPOBHEH  HOHM3UPOBAHHOTO M albOyMHUH-
CKOPPEKTUPOBAHHOTO KalblIUs KPOBHU B Mpeeax HHKHE-HOPMAIbHOTO JTuana3oHa (171 albOyMUH-
CKOPPEKTUPOBAHHOTO KaJIbIMsS B mpenenax 2,1-2,3 MMOJb/1, Jisi MOHU3UPOBAHHOTO KaIbIUS — B
npenenax 1,1-1,25 MMonb/n) Bo u3bekaHne HEOMArompusITHOTO BO3/eHCcTBUS Ha pa3Buthe OLK
wioga. Jnsg pacdyera ypoBHS albOYMUH-CKOPPEKTUPOBAHHOTO KallbliMs MPUMEHSIOT (OpMyIly:
o0mui KanpLUuil IIa3Mbl (C MOMPaBKOM) (MMOJIB/IT) = HM3MEPEHHBIH YpPOBEHb KaJIbIUS IJIa3Mbl
(Mmonb/it) + 0,02 x (40 — u3MepeHHbIN ypoBeHb allbOyMHHA I1a3MBl (1/11));

- B MEPUOJ TeCTallMd PEKOMEHAYeTCs INMPOBOAMTH MOHMTOPUHI MoKazaTteneil docdopHo-
KaJblIMeBOT0 oOMeHa ¢ wyactoTod 1 pa3 B 3-4 Hemenu Ui TPOPHIAKTHKHA THUMO- U
TUIEPKATIBLIUEMUM;

- B CIy4yae M3MEHEHHs JI0O3MPOBOK IpernapaToB KalbliMd U MpenaparoB ButamuHa D u ero
HPOU3BOJHBIX (albakanbUuAoN™**, KaIbIUTPUOT**) pekoMeHayeTcst 6oiee YacTblii KOHTPOJb, B
cpenneM 1 pa3 B 7-14 nHeill 10 TOCTHKEHUS LEIEBBIX MMOKa3aTelel KaablMeMUn. PeKoMeH TyeMbli
MHTEpBANl Il OLEHKUM IPOBOJMMOM KOPPEKIIMM TEpaluy, OCHOBAaH HAa TOM, 4YTO IEPUOJ
MOJTYBBIBEIEHUSI KaJbLUTpHONa™** cocraBisieT okojio 4-6 4acoB, a yCTOWYMBAsh KOHLIEHTPALUA
KaJbIIMs JOCTUTaeTCs 3a TIepUO/], SKBUBAJICHTHBIN 5 epro/iaM MoJlypacnajia KaJlbuTpuoaa™*;

- peKoMeHayeTCs oIepKUBaTh ypoBHHU (ocdopa, maruus, 25(OH)D u kanbius B CyTOUHON
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MoOY€ B IIpeJeiax peepeHCHOro 1uana3oHa;

- PEKOMEH/IyeTCsl IPEKPAaTUTh JICUYCHHE THA3UIHBIMH TNYyPETUKAMU Ha MEpUo]i OEpEeMEHHOCTH
U JIAKTal1H;

- pPEKOMEHJAYeTCs NPEeKpPaTUTh JIEUCHUE TMpernapaTaMu IMapaTUPEOUJIHbIX TOPMOHOB M HUX
aHaJoraMM Ha rnepuoj 0epeMeHHOCTH U JIAaKTalUH;

- pekoMeHyeTcsl 00ydeHHe MAIleHTOK, HallpaBJIEHHOE Ha MOBBIIICHHE HH(POPMUPOBAHHOCTH
0 CUMITOMATHKE I'MII0- U TUIEPKATIBIIMEMUH.

7.3. PekomouHanTHbIi YeaoBeueckuu IITIC

K npenaparam u3 rpynnsl "Ilaparupeonnpie ropmMoHsl U ux a”anoru (kog ATX: HOSAA)
oTHOcAT Ha ceronnsiimanid feHb [ITT (1-34) (#Tepunaparumg™*).

#Tepunaparun™** 3apeructpupoBad B Poccum Ui JeUeHHs] TSKEIOTO OCTEONopo3a, He
3apErUCTPUPOBAH B KAuyeCTBE JICKAPCTBEHHOI'O CPEACTBA JUIsl JICUEHHs THIONaparupeo3a Kak B
ctpanax EBpomnsl u CILIA, Tak u B Poccun.

BriepBeie B KadecTBe MATOT€HETUYECKOW TEpamuu XPOHUYECKOTOo THUIoNapaTHpeo3a
#Tepunaparun** npumenes B 1996 romy B muiioTHOM miepekpecTHOM uccienoBannu Winer KK n
coaBt. [lo pe3ynbratam pabotsl B rpynme #Tepumapatuaa*™* mpu moakoKHOM BBelAeHHH | pa3 B
CYTKM yJajoCh 3HAYUTEIbHO CHHU3UThH JI03bl IPENaparoB KalblLMs W BUTaMHHA D, mpu 3TOM
OoTMEUallach  CTOMKas  HOPMOKaJbIMEMHS W  HOpMOKanbluypus. B  mociemyroiem
PaHAOMU3MPOBAHHOM  MCCIEAOBAHUUM  IPOJAEMOHCTPUPOBAHO  MPEUMYILIECTBO  JBYKPAaTHBIX
uHbeknui #Tepunaparuma*™* (mo 25 +/- 15 MKr) B Tepanmuu THIONApaTHPEO3a MO CPaBHEHUIO C
pexxuMoM Jto3upoBaHus | pa3 B cyTku (58 +/- 28 MKr), 4TO TPOSBISIOCE Ooyiee OBICTPHIM
JOCTHKEHHEM HOPMOKAJIbLUEMUU TpPU HUCIOJIB30BAHUM MEHBIIEH CYTOYHOW 03Bl Mpernaparta.
[IpoBomwIIMCh WCCIIEAOBAaHUS C TPUMEHEHHEM METOJla ITOCTOSIHHOM MOJIKOXXHOW HH(Y3UU
#Tepunaparuga** ¢ mpUMEHEHHWEM MOMIIBI C JOCTHKEHHEM HOPMOKAIBIUEMUU U CHIDKEHHUEM
HKCKpELUH KaJblus ¢ MOuoil Ha 59% 1o cpaBHEHHIO ¢ IpuMeHeHueM #Tepunaparuga™** B pexxume
JBYKPATHBIX HHBEKLUH B CYTKH.

B xoctax #Tepumapatua™** cnocoOCTByeT MpeAOTBPAILEHUIO aroITo3a, YBEIUYEHUIO
IPOIOJDKUTEIBHOCTH )KU3HU OCTE00JACTOB MPH NPUMEHEHHUHU B PEKUME MHTEPMUTTHPYIOIIUX J103.
Ha ¢one nanHo# Tepanuu HaOIOAACTCS HOpPMaIU3AIUsl MapKEPOB KOCTHOIO OOMEHa, a TaKxke
camkenne MIIK B mosichuunoMm otaene no3BoHouHuka (-1.8%) u Geape (-1.6%) 6e3 pa3HUIIBI B
npenmieuse. #Tepunapatua™* Bo3melcTBYs Ha KOCTHYIO TKaHb, HecMOTpsi Ha cHibkenue MIIK,
MOBBIIIAECT MPOYHOCTh KOCTHOM TKaHH, 332 CYET CTOMKOIO U3MEHEHUs F€OMETPUHM KOPKOBOTO CJIOS
KOCTH, a TaKXKe MUKPOAPXUTEKTOHUKHU TPaOEeKyIsIpHOTO BEIECTBA KOCTH.

[lo pesynbraram 3-7meTHUX HCCIENOBAaHUN 1O OleHKe 3(P(EKTUBHOCTH M 0€30MacHOCTU
ucnonb3oBaHus #Tepunaparuga™** y maneHToB ¢ XpOHUYECKUM THIIONApaTHPEO30M HE BBISBICHO
CYLIECTBEHHBIX pa3IM4Mid MO YacTOT€ BO3HUKHOBEHHUS MOOOYHBIX 3((EeKToB ¢ rpynmnoi Ha
CTaHJApTHOW Tepamuu. B MyIbTHIIEHTPOBBIX PAaHIOMHU3UPOBAHHBIX HMCCIEJOBAHUAX C y4acTHEM
KaK JKeHIINH, TaK 1 MY>KUYUH HE ObUIO BBISIBJIEHO HU OJJHOTO CIy4asl OCTEOCAPKOMBI, TaKKe HE ObLIO
BBISIBJICHO YBEJIMUEHHS YaCTOTHI OHKOJIOTHYECKUX 3a00JIeBaHUN APYroi JIOKAIHU3AlUH Y TalleHTOB,
noyJaronux #Tepunaparun™*, mo cpaBHEHUIO C TPYIIIONH KOHTPOJIS.

IlokazaHuAMM K Ha3HAYEHHIO TEpAlMM NApaTUPEOUIHBIMU FOPMOHAMHM U MX aHAJIOTaMu I10
KoHncencycy EBpomnelickoit Acconpanini OHA0KPHHOJIOTOB SBIISIFOTCS:

1. oTcyTcTBME KOMIEHCAIlMK KaJblMi-hochopHOro oOMeHa C YACTBIMH 3SIH30]aMH
TUITOKAJIBIIUEMHH, HGyCTOfI‘IHBBIe IMMOKAa3aTCjini YPOBHA KaJlblUsA KPOBH — YCPCAOBAHUA THUIIO- U
TUIEPKAIBLUEMUN NIPU CTAHIAPTHOM CXEME JIEUEHMUS;

2. BBICOKHME J03bl IIpErapaToB, HEOOXOAMMBIE i MOJJEp)KaHUS IENeBbIX IoKa3aTesen
KaJbIIMEMUH: JUIS ITpenapaToB Kanbius 0onee 2500 Mr B CyTKH, AJIs MpenapaTroB BUTaMuHa D u ero
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MPOM3BOAHBIX — alb(akanpiuaon™* Gomee 3,0 MK B CYTKH, KalnbIUTpHOI** Gomee 1,5 MKr B
CYTKH;

3. HaJIMYHME THIEPKAIBIUYPHH, HeppOKalblMHO3a, Hepponuthnaza wim cHwkeHrne CKO
(menee 60 mur/mun / 1,73 M2) Ha cTaHIAPTHON CXEME JICUCHUS;

4. runiepdocdareMus Ha CTAaHIAPTHOW CXEME JICUCHUS;

5. paccTpoiicTBa JKEIyJ0YHO-KHILIEYHOTO TpaKTa MM COCTOSIHHE IOCie OaphuaTpruuecKou
ofepaluu, MPUBOAIINE K CHHIAPOMY MalibaOcopOIuu;

6. CHIDKCHHE Ka4eCTBa JKU3HU Ha (pOHE CTaHIAapTHOW CXEMBI JICYCHHUS.

7.4. AyTOMMMYHHBIA THIIONIAPATHPEO3

AyTOMMMYHHBIM  rumonapaTMpeo3 —  BTOpas IO  paclpOoCTpaHEHHOCTH  ¢opma
rurnonapaTupeosa, o0ycIoBICHHAas MMMYHO-ONOCpPEeIoBaHHBIM pazpymenuem kierok OLDK. On
MOYET OBbIThb M30JUPOBAHHBIM 3a00JIEBAHUEM, OJJHAKO 3HAUUTEIBHO Yallleé BCTPEYAETCA B PAMKAX
HacnenctBeHHOro AIIC 1-ro Tuma, Takke W3BECTHOTO KaK KaHIHMIO0-dKTOJEpMallbHasi TUCTpodus
(Autoimmune Polyendocrinopathy with Candidiasis and Ectodermal Dystrophy — APECED) [10].
PacripoctpareHHOCTh JaHHOTO 3a0oseBaHus orneHeHa B 1:100 000 HaceneHuss B OOJBIIMHCTBE
CTpaH, 0ojbIlasi pacIpPOCTPAHEHHOCTh OTMEuUeHa B Takux crpaHax kak dunisnaus (1:25000) u
Capaunus (1:14000) u cpean nepeuackux espees B Mspawte (1:9000) [153].

AIIC 1-ro Tuna — MOHOT€HHOE ayTOCOMHO-PELIECCUBHOE 3a00JIeBaHUE, B OCHOBE KOTOPOTO
JEKUT HapyUIeHHE CTPYKTyphl TreHa ayrouMMyHHoro perymsiropa (AIRE). TI'en AIRE
pacrioyiaraeTcst Ha JUIMHHOM Iuieyde 21-if XpoMOcOoMBI, KOJUPYET sIepHbIH (PaKTOp TPaHCKPUILIMU U
UTpaeT OJIHY M3 KIFOYEBBIX posiel B (OpMUPOBaHMM HMMYHOTOJIEPAHTHOCTH. B OCHOBE maroreHesa
JeKHUT ayTOMMMYHHAsl JIECTPYKIMS Pa3IMYHbIX SHAOKPHHHBIX skene3 [154]. [dns AIIC 1-ro tuna
XapakTepHa KJIaCCHUYECKash TPUaAa: CIM3UCTO-KOXKHBIM KaHIHUI03, TUIIONApAaTHPEO3, XPOHUYECKAs
HA/IIOYEYHUKOBAsT HEJOCTaTOYHOCTh. 3abosieBaHue JAe0ITHpPYET, KakK MpaBWiIO, B JETCKOM
Bo3pacre. boinee ueM y 80% mnanuentoB ¢ AIIC 1 tuna runonapaTupeo3 SBISIETCS €AMHCTBEHHBIM
9HJIOKPUHHBIM TPOsIBIICHHEM 3a00seBanus [154].

B mopmaBnstorieM OONBIIMHCTBE CIydaeB MEPBBIM TPOSIBICHHEM CTAHOBHUTCS CIH3UCTO-
KOXKHBIM KaHIM103, pa3BUBatoIIuiics B nepsbie 10 seT >ku3HH, yamie B Bo3pacTe okoiyio 2 neT. Ha
(boHEe CAM3UCTO-KOKHOTO KaHua03a y 84% mNaleHToB NOSIBISIETCS THIONapaTupeos, Mpu 3TOM B
88% ciydaeB oH nebroTupyeT B Bo3pacte A0 10 set. K 1pyruM KoMnoHeHTaM CUHIpOMa OTHOCSITCS
caxapHblii nuaber 1-ro Tuma, TUPEOMAUT XamUMOTO, LEIHAKHUSi, BUTHIINTO, ayTOMMMYHHBINA
TeMaTHT, THIIOTOHAIN3M | aApyrue [12].

Kommoneuts!r AIIC 1 tuna:

- I'maBHBIE KOMITOHEHTHI:

- CIIM3UCTO-KOXKHBIN KaHIHI03;

- THITOTIAPaTHPEO3;

- IepBUYHAs HA/IMOYSYHUKOBAs HEIOCTATOYHOCTb.

- JIpyrre BO3MOKHBIE TIPOSIBIICHHUS:

- KEpaTuT;

- AYyTOMMMYHHBIN I'€IIaTHT;

- IepBUYHAsI OBapUaJIbHas TUCHYHKIIUS;

- TUTIOTIIA3Us 3yOHOH IMau;

- DHTEpONaTHs C XPOHUYECKON AMApEEi UK 3a110paMu;
- porodobus;

- IEPUOINYECKUH JKap C ChINbIO;
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- IHEBMOHMT;

- He(puT;

- TAHKPEATHT;

- caxapHbIi [uabder | tuma;

- (pyHKIIMOHAIBHAS ACTUICHHUS,

- LCITUAKUS;

- THPCOU/TUT;

- PETUHMT;

- arIa3us KpacHOro POCTKAa KOCTHOTO MO3Ta;
- MIOJIMAPTPUT.

B Hacrosiee BpeMsi OCTaeTCsi HEU3BECTHBIM, YTO BBICTYNAET MUILEHBIO JUIl ayTOUMMYHHOTO
noBpexzaeHus kierok OHLPK. B nureparype paccMaTpuBaeTcss HECKOJIbKO AHTUIEHOB,
ayTOAHTHUTENIA K KOTOPhIM MOTYT ObITh OTBETCTBEHHBI 3a pa3BUTHE runomnaparupeosa. B 1996 rony
Y. Li u coaBT. BrepBble BBISBIWIM akTHBHpYyromme aHturena kK CaSR. B uccrnemoBanme Obun
BKJIIOYEHBI 25 MalUeHTOB, CPeaH KOTOphIX y 17 npuunHoil runonaparupeosa o6sut AIIC 1-ro Tuna,
a y 8 4YeloBeK OTMEuajoCh COYETaHHE THUIONapaTHpeo3a M ayTOMMMYHHOIO TUpeouauTta. B
pesyibrare y 56% NalueHTOB C TUIONApaTUPEO30M ONPEAESUIMCh BBICOKHE TUTPbI aHTHTEN K
CaSR, Torya Kak B rpymmne KOHTPOJIS 3TH aHTHTENa He ObUIN HalICHbI HU Y OIHOTO YesioBeka [155].
Omnako B psije APYrux paboOT KOPPEISIUU MEXIy akTUBUPYOIMMH aHTuTenamu Kk CaSR u
runonapaTupeo3oM y nanueHToB ¢ AIIC 1-ro tuna BeisiBiIeHO He ObuTo [156]. AHTHTEna k CaSR,
HO oOJyajaromye OIOKHUPYIOLIEH CIOCOOHOCTBIO, TaKKe ObLIM OOHApYKEHbI IPU ayTOMMMYHHOM
THITOKATBIINYPUYECKOM THIepKayibiiuemun [157].

NALPS5 — MyJnbTUNIPOTEMHOBBIH KOMIUIEKC, AKTUBUPYIOIIMM BHYTPUKJIETOYHbBIE KHUHA3bl U
CUHTE3 MPOBOCMIATUTENBbHBIX ITUTOKUHOB, BKIt04YaeT B cebsa: NACHT (neuronal apoptosis inhibitor
protein), C2TA (MHC class 2 transcription activator), HET-E (incompatibility locus protein from
Podospora anserina) u TPl (telomerase-associated protein), BmepBble oOHapykeH M.
Alimohammadi u coaBt. B kadectBe cnernuduueckoro anrureHa OLK. Beero 6bu10 06cnenoBano
87 nmamuentoB ¢ AIIC 1-ro tuna, u3 KOTopbIxX y 73 oTmeuancs runonaparupeos. Cpenn ManueHToB
¢ runonaparupeo3oM anturena kK NALPS unentupunuposansl B 49% HaOII0EHUM, y MAllUEHTOB C
AIIC 1-ro tuna 6e3 cHmxenus QyHkuun OLDK nanHble aHTHTENna He ObUIM OOHAPYXKEHBI HU Y
omuoro marrenta [158]. ITomoOHble pe3ynbraThl MmojydeHbl B padote A. Meloni u coaBT., B
koTopoi antutena Kk NALPS BwisiBiaensl y 64,3% ManueHToOB ¢ THIONApAaTUPEO30M U HE ObUIH
oOHapy)XeHbl y THanuMeHTOB Oe3 runomaparupeo3a [159]. Pasznuunbie (GOpMBI ayTOMMMYHHOT'O
rUIonapaTupeo3a npecTaBiIeHbl B TabIuIe 8.

Ta6nuua 8. AyronmmyHHbIe popMbI rMnonapaTmpeosa.

Bozpact AccouunpoBaHHbIE I'eneruka AHTHTENA 3aboneBaHus/c
MaHubpecTa 3a0oneBaHus UHIPOMBI
1007078
5-20 ner CausucTo-KoXKHBIN Kauauao3 | Myrtanun B| NALPS5ADS, AIIC 1 tuna
u/vunu 0one3Hb AJIMCcOHA AIRE IFNwADs |

TPHADs, AADC,
THADbs, ACA, 21-
OHADbs

B3pocnbie | AyroummynHbie 3a0oneBanus | HLA (?) CaSRADs (?) AIIC 3 tuma
DK
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Bspocasie | JIro0bie apyrue |HLA (?) CaSRADs (?) ATIC 4 tuna
ayTOMMMYHHBIE 3200JICBaHHUS
(MCKJTFOYast CIU3UCTO-KOMKHBIN
KaHau103, 001e3Hb AIIMCOHA
u ayTOMMMYHHBIE
3aboneBanus DK
Bspocasie |Her HLA (?) CaSRADs (?) N3onuposaH.
ayTOMMMYHH.
T'unollIT

XapakTepUCTUKAa OCHOBHBIX CHHJIPOMOB B PAaMKax KOTOPBIX BCTpEUYaeTcs ayTOMMMYHHBIH
TUIIONIAapaTHPEO3 MpeICTaBIeHa B TabnuIe 9.

Ta6nuua 9. Knaccudukaumsa n xapakrepuctuka AllC.

XapakTepucTuka AIIC 1 AIIC 2 IPEX
OcHoBuble niposiBienus | bonesup  Apnucona, |bonesns  Anaucona, | AyrouMMyHHas
TUTIOTIAPATUPEO3, ayTOMMMYHHBIE SHTEpOMaTHs,
XPOHUYECKHIA 3a00sieBaHUS [IK, | HeoHaTanbHbBIN
CIIM3UCTO-KOKHBIN caxapHeli auaber 1|caxapHbii juaber 1
KaHJIUJ03 TUTIA THUIIA, K3eMa
Hpyrue, [lepBuuHBIi AyTOMMMYHHBIN AyTOMMMYHHBIE
ACCOLIMMPOBAHHBIC TUTIOTOHAN3M, racTpHT, ajionenws, | 3a00JIeBaHMs LK,
MIPOSIBIICHUS ayTOMMMYHHBIE BUTWJINTO, LEIHAKUS, | TEMOIUTHYECKAs
3a00J1eBaHUS K, | nepBUYHBIiM aHemus,
caxapHbpli auaber 1 |rUmoroHaau3M TPOMOOILIUTOTICHHSI
THUIIA, TACTPUT, SHTEPUT
¢  Manpabcopbuuei,
renaTuT, TaHKPEaTuT,
MMHEBMOHUT, HEPHUT,
BUTHJIUTO,  JIOTEIHA,
nucTpodus HOT'TEH,
TUTIOTUIa3usl  3yOHOM
sMaJu, KepaTHT,
PETHHHT
TunuaHbIA BO3pact | JleTcTBo, [ToxpocTkoBBIi MuitaieHuecTBO
MaHupecTaIm MOAPOCTKOBBIN MEPHOJT | IEPUO/I, B3POCIbIN
Pacmpoctpanennocts | 1:100 000 1:1000 1:1 000 000
Jleuenune 3amecTuTeNbHAS 3amecTuTeNnbHAsA 3aMecTuTeNbHAS
TOpMOHaJIbHAs, TOpMOHaJIbHAs TEPAIHS | TOPMOHAIbHAS
MIPOTUBOTPUOKOBAs, Tepanus,
MMMYHHOCYTIPECCUBHA TpaHCIUTAaHTAITUS
s Tepanus npu KOCTHOTO MO3ra
renaTuTe,
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MajbabcopOInu,

HedpuTe, MHEBMOHUTE

U KepaTHuTe
OcnoxxHeHusi, BKJIto4as | A ipeHaaoBbIi u | AnpeHasioBbii  kpu3, | Madekun
CMEPTh TUIIOKAJIBIIUEMUYECKHUH | OCTTOXKHEHUS

KpU3bl, paK PpOTOBOH |caxapHoro auadera
IIOJIOCTH U NUIIEBOJA

T'ensl u v | AIRE, ayTOCOMHO- | [ToureHeTHYECKUA: FOXP3, X-cBsa3aHHbIi
HaCJIe10BaHUs pELECCUBHO w | MHC u npyrue
JIOMUHAHTHO
NmMmyHHBIN deHOTHTT | AyTOaHTUTENA K Ayroantutena k 21-|AyroaHTuTena K
untepdepony- @ u THIPOKCHIIA3E, GADG65, mumporuTos,
unTepdepony- & (> GADG6S5, IA-2, | 303uHOb M,
95%), OpraH- THPOTPOITUHOBOMY TUTIEPIIPOTYKITHS
cenuduyeckue peuentopy, TPO LIUTOKUHOB, rurep IgE
BHYTPHUKIICTOYHBIC
Oenku

IPEX — X-cBsi3aHHBII IMMYHOUCPETYISATOPHAS TOTUIHAOKPUHOIATUS U SHTeponaTtus, MHC
— TJIaBHBIN KOMIUTIEKC rucrocoBmectuMoctu, GAD65 — glutamic acid decarboxylase 65; 1A-2 — islet
antigen 2; TPO — tupeouaHas mepoKCcHIa3a.

Wutepdeponst (MDPH) BrnepBbie Obl1H OTKPHITH B 1957 T. KaK areHThl, 3alIUIIAOIINE KICTKH
oT BupycHoi uHbekuuu. Beinensior ase rpynnsl UOH: x rpynne UPH 1-ro Tuma otHOCcATCA:

UdH-o, UPH-B UDH-¢, UDH-x  UDH-00, UDH-5, UDH-T, 2 x UOH 2-ro Thma

TOJILKO N®H-y [160]. Ilpu mpoBeseHUU UCCIIEIOBAHMS HA TPYIIAX MAIIMEHTOB ¢ TCHETUYECKH
noaTrBepxkaeHHbIM auarHozoM AIIC 1 Ttunma, a Ttakke AIIC 2 Tuma u HM30IUpPOBaHHBIM
ayTOMMMYHHBIM MOPaXK€HUEM OpraHOB-MHUILEHEH ObUIO Moay4YeHo, uTo y nauneHToB ¢ AIIC 1 tuma

OBUIM BEISIBIICHBI BBICOKHE TUTPBI AHTUTEII K 6OJ'II>I_HI/IHCTBy IIOATHUIIOB I/I(DH‘Q, 0COOEHHO K

NOH-02 w UOH-w (y 100% nauuento). Hu y ogHoro u3 nmanuentos ¢ AIIC 2-ro tuna uinu
M30JIMPOBAaHHBIMU ayTOMMMYHHBIMU 3a00JIEBAaHUSAMHU ITH aHTUTENAa OOHapyxeHbl He Obutn. Takum

o6pazom, antutena k VIPH-0 okasanucs ricokocmenuduunsivu ams curmpoma AIIC 1-ro Tma
HE3aBHCUMO OT CIIEKTpa MaHU(ECTUPOBABIINX KOMIOHEHTOB [101].

pucyrcreue antuten k VIOH-0 spnsercs nmarnocruueckum xpurepuem AIIC 1-ro tuma.
CexBenupoBanue reHa AIRE mno-npexxHemy ocTaercs BaKHbIM STaloOM JUArHOCTHKH 3TOTO
CUHJPOMA, IOCKOJIBKY I103BOJIAET IIPOBOJUTH '€HETUYECKOE KOHCYIBTUPOBAHUE U OCYILIECTBIATH
IUIAHUPOBaHHE  CeMbH. AJITOPUTM  JUArHOCTHKU  pa3iMyHbIX  (popM  ayTOMMMYHHOTO
rUIonapaTupeo3a npecTaBieH B Ook-cxeme 1.
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Bnok-cxema 1. ANroputM AWArHOCTUKWA pPasfnMyHbiX (hopM ayTOMMMYHHOrO
runonaparmpeosa.

Xpouuueckum lmnolT

CAMBUCTO - KOHBIR KaMAMA0S
wu/nnu Bonesno Agavcona n/unmn Oa

mytaums AIRE n/man nosmTnemme s ANc-1
NALPSAbs, IFNAbs, TPHAbs, |
AADC, THADbs - -
-
N ﬂa [
Ayronmmymnsie sabonesamma N ANC-3 }
WHTOBMAMOM Wenein ‘
v
TNMobuie APYIWe AYTOMMMYHMBIC K ‘aa ‘
3a60oneparmn (kpome Bonesmm AI’lC-d ]
ALOMCOND M IYTOMMMYMMHDIX ’ }
s3abonesarmin LK) ;
s Her
M30AHPOBANHBIH lfenetndeckne opmni
AYTOUMMYHHBIN funonT
fwnonT (H30N#POBAMMBIE MAK
CHHAPOMAALMME)
| Her
}
anonarny.
ManoNT

7.5. 'unonaparupeo3 B paMKax HacJIeICTBEHHbIX CHHIPOMOB
Cunpgpom Onxopaxm

Cunapom JIuJKOpMKU  SBISIETCS  CIEACTBHEM  HEMPABHIBHOTO Pa3BUTHS  OpPTaHOB-
MPOM3BOJIHBIX TPETHEr0 U YETBEPTOro kaOepHBIX KapMaHOB. Bcrpeuaercs on y 1 u3 4000-5000
HOBOPOXKJCHHBIX, U B OoibIIMHCTBE ciydaeB (70-80%) siBisieTcst cieACTBHEM IeTepO3UTOTHOM
mukpoaenenuun B 22ql1.21 — ql1.23 yuyactkax. XoTs OOJBIIMHCTBO CIy4aeB SIBJISIOTCS
CTIOpPaINYEeCKUMH, ONMCAHBI U SJIEPHBIE CEMBbH C ayTOCOMHO-JIOMHHAHTHBIM THIIOM HACJIEIOBAHUS
curapoma. Knuanuecku cunzapom J(uJlopmxu mposiBisiercss 3a1epKKoil B pa3BUTHH, "BOIYBUM
HeOoM", amnazued wim runoriazuedt OLDK m Tumyca, mopokamu cepauna M XapaKTEpPHBIM
BHEIIHUM BUAOM (KBaapaTHbI kopeHb Hoca). Cunapom [dulkopmxu — Beaymas HpUYHHA
NEPCUCTUPYIONICH TUTIOKATBIIIEMUAN Y HOBOPOXKIEHHBIX, IIPH ATOM MPOSBUTHCS TUIIONIAPATUPEO3 Y
TaKUX MAIlMEHTOB MOKET KaK B HEOHATAJIbHOM IEpHOJIE, TaK M MO3Hee B TedeHue ku3Hu. Cpeau
BCEX JIFOJIEH C 3TUM 3a00JI€BaHUEM THUIIONapaTHpeo3 BcTpeuaeTcst y 60% mannueHToB.
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CuHppom HDR (Hypoparathyroidism. Sensorineural Deafness, and Renal
Dysplasia Syndrome)

Cungpom HDR sgBaserca cnenctBueM wmyranuu B reHe GATA3, nokain3oBaHHOIO B
kopotkoM 1Miede 10 xpomocombl (10pl14-15). Cam GATA3 sBusercs TPaHCKPUIIIMOHHBIM
(bakTOpOM, IKCIPECCUPYIOLIMMCS Y MO3BOHOUYHBIX B moukax, OLK, tTumyce, BHyTpeHHEM yxe,
I[MHC. Omnwucanbl ciay4al Kak ayTOCOMHO-AOMHUHAHTHOIO, TaK U ayTOCOMHO-PELIECCHBHOIO
HacneoBaHus cuHApoMa. OCHOBHBIMU MPOSIBICHUSAMH 3a00JI€BaHHS SBIJISIOTCS TUCIUIA3US MOYEK,
riyxoTa u runomnaparupeos. Taxoke nauuentsl ¢ HDR-cunapoMom 4alie Bcero HEBbICOKOTO POCTa,
YTO MOXKET OBITh CBSI3aHO C ACPHUITUTOM COMATOTPOITHOTO TOPMOHA.

CuHppom Canbsia-Cakatu n cuigpom Kennu-Kadcpm 1 Tuna

Cungpom Canbsin-Cakatu u cunapoM Kennu-Kapdu 1 Tuma xapakTepusyroTcss CXOXKHUMU
KJIIMHUYECKUMHU MPOSIBICHUSIMU: BPO>KJIEHHBIM TMIIONAPAaTUPE030M, BBIPAKEHHOM 3a1€pKKOM pocTa,
OTCTaBaHHWEM B YMCTBEHHOM pa3BUTHH, MUKpoledanvuell U IuieBbM nucMophusmoM. CUHIpOM
Canpsii-Cakatu 4yalle BCEro BCTpEYaeTcs y JIoAed ¢ apaOCKUMU KOpHSAMHU. Y NAIUMEHTOB C
cunapomoM Kennu-Kaddu, moMumMo onmcaHHbIX HApYyIIEHUH, TaKKe HAOI01al0TCS OCTEOCKIEPO3
u ummyHonepuuut. O6a 3ab0oneBaHUs SBJSIOTCS CIEACTBUEM MYTallud B TeHE TYyOyluH-
cnenuuynoro manepona E (TBCE) B nokyce, KOTOphI KOIUpyeT OEIOK, OTBEYAIOUIMHA 32
CBsI3BbIBaHUE TYyOyIHHA.

CunHppom KeHHun-Kadcpum 2 Tuna

Cungpom Kennu-Kadboum 2 THma — reHermueckoe 3a0oiieBaHHE, IOpakaroliee
IPEUMYLIECTBEHHO CKEJIET, IJ1a3a, YacTO BCTPEUAOTCS PA3JIUYHbIE MMAaTOJOTHMH OPraHOB I'OJIOBBI U
mied. OJHUM M3 YacThIX MposBiieHUH 3a0oneBanus (Bctpeuaerca y 30-79% mauueHToB) siBiseTCs
runonapaTupeos.  3a0ojieBaHME  MPOSBISIETCS  YaCThIMH  TUIMOKAJIBLIUEMMSIMH, a  €ro
HEINOCPEJICTBEHHON NPUYMHOMN SBISIIOTCS pasznuuHble MyTanuu B reHe FAMI11A (family with
sequence similarity 111 member A). HacienoBanue CHHAPOMa ayTOCOMHO-IOMHHAHTHOE.

U3onupoBaHHbLIN runonapaTrupeos

I'mnomapatnpeo3 MOXKeT BCTpeUYaThCsl M30JIMPOBAHHO M HACJIEI0BATHCS KAK ayTOCOMHO, TaK U
X-CLEIIEHO.

AYTOCOMHO-PELECCUBHBIA HM30JMPOBAaHHbIA THUNonapatupeo3. Ha cerogHamHui neHb B
JUTEpaType  HUMEETCsd  OIMCaHUE  HECKOJIBKUX  CeMed C  ayTOCOMHO-PELIECCUBHBIM
runomnaparupeo3oM. OCHOBHOM MPUYMHOM 3TOro 3abojieBaHuUsl SBJSIETCS MOTEps (PYHKIMHU TeHa
GCM2 (glial cells missing), Takxe wusBectHoro kak GCMB B nokyce 6p23-24. GCM2
JKCIpeccupyeTcss B OCHOBHOM B pasBuBatrommxcs OIDK. ['mnmomapatupeo3 KIMHUYECKH
IIPOSIBIISIETCS. YK€ Y HOBOPOXKIEHHBIX naered mo mnpuuuHe areHesuu OILDK. CampiMu yactbimMu
BapuantamMu Mytaruii GCM2 sBAsSiOTCS JOMHHAHTHAsT WHTHOMPYIONIAs WM PEIeCCUBHAs
UHaKTHBHpYIolIas. B To xe Bpems, rerepo3urotHsie myranuu B GCM2 He npuBOAAT K KaKUM-JIH00
HapyueHusM popmupoBanus u GpyHkuronuposanus OLDK.

X-cuernieHHbIH H30JMPOBAHHBIN TUITONapaTupeos. Jlenenun/mHcepuuu B 1okycax Xq27.1 and
2p25.3 ¥ BO3HUKILIUHK BCIEACTBHE 3TOr0 X-CUEIUIEHHBIM T'HIonapaTtupeo3 ObUIM OMUCAHBI B JBYX
PONCTBEHHBIX Ce€MbAX. Y  MYyKXYMH € OTUM CHHIPOMOM C  JETCTBA  BO3HHUKAIOT
TUIOKaJIbLIHEMUYECKHE PUCTYIBI BCIEACTBHE H30IMpoBaHHOTO Aedekta B pazButuu OLLDK.

CumxeHHbld cuHTe3 win cekpeunst [1TT
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AyTOCOMHO-.D,OMVIHaHTHaﬂ rmnokKanbunemua

AyTtocoMHO-oMUHaHTHAs runokansuuemus (A1) 1 Tuma xapakrepusyercst akTUBUPYIOLLEH
mytauueii B reHe CASR. CaSR craHOBSITCA CBEpXUYBCTBUTEIBHBIMU K CBIBOPOTOYHBIM
KOHILIGHTpauusAM Kanplus, a cuHTe3 u cekpenus [ITI nomasmstores, HecMoTps Ha
HOpMOKabIeMuto. TakuM oOpa3oM, BO3HUKAET (YHKIIMOHAILHBIN runonapatupeo3. A" 2 Tuna
BO3HMKAeT MPH HAIMYMM akTuBUpyromied myranuu B reHe GNA1l (guanine nucleotide-binding
protein alpha 11). GNA11l komupyer anbda-cyobenununy G-6enka G11, KOTOphIi sBiseTCS
KiroueBblM  MeauatopoM CaSR-omocpenoBanHoro curHasibHoro nyrtu. Myramus B GNAILL
NPUBOJIUT K M30bITOUHOMY nofaBienuto cekpeuuu [T naxe npu runokanpuueMun. Y ManueHTOB
¢ AJIl" pa3BuBaeTcst ymepeHHasi TUIOKAIBLIMEMHUS], TsDKEJasi TUIEPKATbIIMEMHST MOYKET BO3HUKHYTh
B ycioBusx crpecca. [lodyeunas peadcopOumst kampimst npu AJIIC 1 Tuma cHuKeHa BCIICICTBHE
mytauun CaSR B noukax; y Takux NalMEHTOB pa3BUBaeTcs runepkanbuuypus. [loueunas
peabcopOmus kanbius npu AJl 2 Tuma He cTpaaaer.

OpamM w3 penkux BapwanToB MaHudecrammu AJIlT sBmsiercs cunapom baprrepa ¢
TUIOKAIIbLIUEMUEH. OH  xapakTepusyeTcsi  THUIOKAIbIUEMHUEH,  TUIIOMarHueMuend |
TUIONApaTHPEO30M, a TakkKe Mpu3HaKaMu JUCOYHKOMKM Teriu lenne  (MomumypHei,
TUIMOKAIMEMUYECKIM AJIKAI030M, MOBBIIICHHEM KOHIEHTPAlMU PEHUHA U albJIOCTEpOHA B ILJIa3Me,
HU3KUM A/l U pe3UCTeHTHOCTHbIO cocynoB K aHruoreHzuny II. IlpuuuHoil pa3BuTHS cHHIpPOMA
aBisgeTcs Myrtauus B jokyce 3q21.1, orBeuaroniem 3a CaSR.

MyTtauuum B reHe NTIr

B nureparype onrcano HECKOJIBKO peakux myranui B rede 1ITI, Hapymaromux ero CuHTes u
cekpenuoo. Hampumep, ayTOCOMHO-IOMHHAHTHAsT MyTalMsl B CHUTHAJIBHOW MOCJIEN0BATEIbHOCTH
npenpolITT" HapyiaeT HOpMallbHBII MPOIIECCUHT MOJIEKYIIBI H, Cel0oBaTeNbHO, oOpasoBanue [1TI .
Taxke OmucaHbl CEMbHU C HM30JMPOBAHHBIM THUIIONAPATHPEO30M, OOYCIOBJICHHBIM ayTOCOMHO-
peueccuBHoU MyTanuen B rene I1TT.

AHTuTena k CaSR

IIpy mno3gHeM pa3BUTUM TUIIONAPATHPE03a BO3MOXKHOM INPUYMHOM MOTYT  SBIISTHCS
UPKYJIHpYIOIIMe akTUBUpyomue antutena k CaSR. D1y aHTUTENa HE MPUBOAAT K HEOOpAaTUMOM
nectpykuuu OILDK, mostomy cymiecTByeT BEpOSITHOCTh CIOHTaHHOW peMuccuu. B nurepatype
OMHCaHbl KaK M30JMPOBaHHBIE (POPMBI THIIONIAPATUPEO03a, BbI3BaHHOTO aHTHTedaMu K CaSR, Tak u
ClIy4au, acCCOLIMMPOBaHHbIE APYTUMU ayTOUMMYHHBIMU 3a00JIEBaHUAMHU (TUPEOUAUTOM XaIIUMOTO,
007e3HbI0 AJIIMCOHA).

CuHpapoMbl pe3ncteHTHocTU K MTI

PesucrentHocTh opranos-muiieHerd k IITI, Takke m3BecTHas Kak ICEBIOTHIIONApaTUPEO3
(nceBnol TIT), siBnsieTcss TpyNIoBBIM TOHSATHEM JJIsl HECKOJBKUX T'€TEPOreHHBIX 3a00JIeBaHMH,
XapaKTEePU3YIONIUXCSl HEYYBCTBUTEIHHOCTRIO Tepudepnueckux TKaner k [ITT. Ilo manHBIM
71ab0paTOPHBIX UCCIIEIOBAHUH Y TAKUX MAlMEHTOB 0OpaIIaroT Ha ce0s BHUMaHHUE TUTTOKAIbIIUEMHUSI,
runepdocdaremusi, nosbimenue ypoHs IITI. Huske mpuBeneHo omnucaHue OCHOBHBIX (hopm
nicesaol TIT.

NceBpol MIT 1 TUNa

[TceBnol TIT 1 tuna sBusiercst cnenctBuem mytanuu B TeHe GNASI, kogupyromem anbga-
cyObenuHuIly crumynupyromero G-6enka, accouunpoBanaoro ¢ perentopom IITI. It myranuun
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NPUBOAAT K HecocoOHocTu (G-Oenka aKTHBUPOBATh aJieHWIATIIMKIIA3y nocie cBsa3biBanus [1TI ¢
€ro pelenTopoM, 4YTO B HUTOrEe MPUBOAUT K HEBO3MOXKHOCTH TPAHCAYKIIMM CHTHAja B OpraHax-
MuieHsx. Y moaed B runodusze, roHamax u 1K npeumyIiecTBEHHO 3KCIpeccupyercs
MaTEPUHCKHH aJUIeTh ATOTO T'eHa. B CBSA3M ¢ ATHM, KIIMHUYECKUE TIPOSBICHUS 3a00JICBaHUS 3aBUCST
OT JIOKaJIM3allu1 MyTallMd B MAaTEPUHCKOM WJIM OTLOBCKOM ajuiene. Ha ocHOBaHMU 3THX pa3inuyuuii
BBLIEJIAIOT HECKOILKO oaBuaoB IlceBnol TIT 1 Tumna.

ITceBmol TIT tum la. Ortor Tunm mnceBmol TIT — ayrocomHO-mOMUHAHTHOE 3a00JIeBaHME,
BbI3BAaHHOE MyTaIue, npusoasmeil k norepe ¢pynkuuu GNASI. Ilepenaercs ncesnol TIT 1a tuma
no marepuHckoil uauM. Ilpu 3Toit myranuu nocne cszbiBanus [ITI ¢ penenTtopoM akTuBaiuu
aJICHUIATIIMKIIA3bl U TPAHCAYKLIMHM curHaia He npoucxoaut. Kmmnuuecku ncesmol TIT la tuma
yamie BCEro MPOSBISIETCS  KOMIUIEKCOM CHUMIITOMOB, M3BECTHBIX KaK HAacJIeICTBEHHAs
ocreoauctpodust OnbpaiiTa: HU3KUM POCTOM, OKUPEHHEM, KOPOTKOW IIeed, OKPYTJIBIM JIHIIOM,
MOJAKOXXHBIMA KaJIbIIUHATAMHU, YKOPOYEHHBIMU YETBEPTHIMM M MATBIMM METaKapHaJlbHBIMH H
MeTaTap3ajJbHbBIMU KOCTSMH W OTCTaBaHMEM B pa3BuUTUU. [lOMHMO 3TOro, y MalHUEHTOB C
nceBgol TIT 1a Tuna moxxeT HabMIOAATHCS PE3UCTEHTHOCTD K APYTUM ropMoHam, ) (eKT, KOTopbIit
peamusyetrcss uepe3 G-Oenku: TOHamOTponuH-pwim3uHr rtopmony, @OCI, JII' u TTI. B
OMOXMMHYECKOM aHaju3e KpOBUM 0OpamaloT Ha cebs BHUMAHUE THUIOKAJIbIUEMHUS C
runepdocdaremueii, pasBuBarolIuecss B pe3ylbTaTe pe3ucTeHTHOCTH modek k neictButo 1T, u
BTOPUYHBIA runeprnaparupeo3. [loMuMo 3TOro, y mMalUMeHTOB MOXET pPa3BUBATHCSA (HOPO3HBIN
OCTEUT, MOCKOJbKY pe3ucTeHTHOCTh K [ITI" He 3aTparuBaer ckener.

IIceno-ncenol TIT. Ilpu HaciaenoBanuum uHakTHUBUpYrouied myranuu B reHe GNASI1 mo
OTLIOBCKOW JIMHUM TaKKe pa3BUBaeTcsd (PEHOTUIN HACIEACTBEHHOU ocTeomuctpoduu Onbpaiira.
OnHako, Mpu yCIOBUU HATMYUS HOpMaJIbHOTO MaTepuHckoro amienss GNAS] HedyBCTBUTENBHOCTD
nouek k aeiictBuio [ITT He Bo3Hukaer. ChIBOpOoTOUHBIE ypOBHU Kamibius, pochopa u ITTI" y Takux
NAIUMEHTOB OCTAlOTCS B Ipelenax HOpMbl. Takoe COCTOSIHME MOJIY4YWIO Ha3BaHUE IICEBIO-
ncesnol TIT.

[Iporpeccupyromasi KOCTHasi TeTepoIUia3us. YHacleOBaHHas IO OTLOBCKOW JIMHUHU
nHakTuBaud GNAS] Takke MOXET BbI3BIBaTh MPOTPECCUPYIONIYI0 KOCTHYIO TI'€TEpOILIa3HIo.
JlanHoe 3a0oneBaHue JeOIOTHPYET B paHHEM JETCTBE U XapaKTEPU3YETCs SKTOMUYECKUM
KOCTeOOpa30BaHHUEM B JIepMe, MBIIIIAX U COSAMHUTEIHHON TKaHHU. B KIMHUYEeCKOW KapTUHE MOTYT
HaOI0IaThCSl MPU3HAKU, XapaKTEepHbIE IS HacleACTBEHHOM octeomguctpopuu Onlpaiita, He
CONPOBOXKAAIOUIMECS U3MEHEHUEM KOoHLIeHTpanus Kanblus win [ITI" B ceiBOpoTKE KpOBH.

[TceBnol TIT Tuna 1b. [Tceaol TIT Tuna 1b — peakoe ayTocOMHO-AOMUHAHTHOE 3a00JIEBaHHE,
nepeaaronieecss Mo MAaTepUHCKOM JHMHMM. Ero mnpuyuHOW sSBIsSE€TCS MyTalus, MOpa)aroas
perynstopubie dneMmeHTsl TeHa GNASI, a He cam reH. B atom cimyuae pesucrentHocts K [1TI, mo
BCEH BUJIMMOCTH, PA3BUBAETCA TOJBKO B TKAHU MOYEK, OITOMY Y TAaKUX MAIUEHTOB HAOIIOJAIOTCS
runokanpluueMusi, runepdochaTremMuss © BTOPUYHBIA Trumeprnaparupeo3 0e3  Kakux-iau0o
MPOSIBIICHUH HAacIeACTBEHHON ocTeoaucTpodun Ondpaiira.

[TceBnol TIT tuma lc. Dto 3aboneBaHue SBIAETCA CIAEACTBUEM MYTAallMW, HapylIarouen
cBs3piBanue (G-Oenka c penentopom IITI. Takum oGpazom, G-0emok crmocoOeH aKTUBHPOBATH
aJICHWIATIMKIIA3y, HO 3TOT Ipolecc He cBs3aH ¢ aktuBanuei peuenropa [ITI. denorunnuecku
TaKHe MarueHThl CXOAHBI ¢ 00NbHBIME ¢ TiceBAOI TIT 1a Thma u uMEroT Bce MpU3HAKY, XapaKTepHBIE
115t ocreoguctpodum Onbpaiita.

MNceBool MNT Tuna 2

VYV nanuentoB ¢ nceBgol TIT 2 Tuma HET KIMHUYECKUX MPOSABICHHUM, XapaKTEPHBIX IS
HacJeACTBeHHOW ocTeoaucTpodun OnOpaitta. s HUX XapakTEepHBI MOBBIIMICHHE KOHIICHTPAIIMH
nAM® B Moue, He compoBoXaroiieecs: runepdocdarypueil B OTBET Ha BBEICHHE DK30T€HHOTO
IITT.
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Opyrve cbopmbl peaucteHTHocTU K MTI

PesucrentHocts k IITIT Takke MokeT OBITH BBI3BaHA PELIECCUBHOM MHCCEHC-MYTallUCH B
nocienoBareabHocTd, konupytomeit IITTT (1-84), koTopas mHPUBOAUT K HEBO3MOXKHOCTH
CBSI3bIBAHUS TOPMOHA C PELIETITOPOM.

Jpyrue npuurHbI TUIIONAapaTUpeo3a

MuTtoxoHapuanbHble 3aboneBaHusA

l'unonapatupeo3 sBISETCS KOMIIOHEHTOM MHOTHUX MHUTOXOHJIPHAIBHBIX 3a00JIeBaHMIA,
BO3HUKAIOIIMX BcleAcTBUE nenenuit B mutoxoHapuansHor JIHK. Humxke mpuBomurcs kpaTtkoe

OIKCaHNe HEKOTOPBIX MHUTOXOH/IPHAJIbHBIX 3a00JIeBaHU, COIPOBOKAAIOIINUXCS
TUIIONIapaTHPEO30M.
Cungpom  Kepuca-Celipa — MHUTOXOHApHANbHAs [HUTONATHS, XapaKTepU3YIOLIAsCs

sHIedatonaTueit, opTarbMOIUIETHEH, TUTMEHTHBIM PETUHUTOM M KapAHOMHOIIATHEH.

MELAS cunapoM — codeTaHME€ MHUTOXOHAPHAIBHOM MMOMNATUH, SHIEe]asonaTuy, JakTaT-
anua03a M UHCYJIBTONOAOOHBIX SNU30A0B. BoO3HMKaeT BCIEACTBUE TOYEUHOM MyTaluu B
mutoxoHapuansHoi TPHK n Hacnenyercs nmo matepuHcko auHuU. Yaie Bcero MaHU(eCTUpYeT B
JIETCTBE, [10CJIE OTHOCUTEIBHO OJIaronolydHoro Nepuo/ia paHHEro pa3BUTHS.

Heduuut muTOXOHAPHUANBHOTO TpHUYHKIMOHANBHOTO Oenka (MTPDS) — Hapymenue
OKHCIICHMSI ~ JKUPHBIX  KHCJIOT, MaHU(ECTUPYIOIlee HEKETOTUYECKOH TUIOMIMKeMUH U
COINPOBOXKAAIOIIEECS KapJuOMHOINATUeH, AUCPYHKLIMEH TI€YeHH, CKEJIETHOM Muomnarued u
3aJiep>KKaMu B pa3BUTHU. B HekoTOphIX ciydasx y marepeii nereit ¢ MTPDS B xone 6epemeHHOCTH
OTMEYaJICS AIKM30/] OCTPOTO MeYeHouHoro nospexacuus [43, 70].

JlanHple 00 OCHOBHBIX NPUYMHAX HACJEACTBEHHOIO TMIIONAPATUPE03a, KIIIOUYEBBIX
KJIIMHUYECKHUX IPOSBICHUM U J1a00paTOPHBIX U3MEHEHUSX NpeaAcTaBieHbl B Tadbauue 10.

Ta6nuua 10. OcHOBHbIE NPUYNHBI HAacNeACTBEHHOro rmnonapaTrupeo3sa [68].

3abosneBaHue Knunnueckue n Monexynspublii | Heo6xonumsie
nabopaTopHbIE cyoctpar TCHETUYECKHE
JlaHHBIE, TIO3BOJISIIOIIME | 3a00JIeBaHUs Y UHbIE
3a1oA03pUTh HCCIIETOBaHMS
3aboseBaHue
AyTOCOMHO-IOMUHAHTHBIN Yame acuMNTOMHBIH, | AkTUBHpYomas |CekBeHHpoBa
runomnaparupeos 1 u 2 TUNoB pexxe — c ymepenHol | myranusi CASR |Hue CASR
TUIOKATIbIUEMUEH, (1 Tim) nnm nn GNAT1
BO3MOYKHA Gall (2 Tuam) (11
TUIEPKAIBLUYPUS cyObeMHMIIA
Oenka Gall)
AyTOCOMHO-AOMHHAHTHBIN I'mnokansruemus, CaSR CexBeHMpOBa
TUIONIApaTUPEO3 c CUHAPOMOM | TMTIOMarHUEMHs, Hue CASR
baprepa 5 Tuma TUITOKAJIMEMUS,
aJKanos,
THIIEPKATBINYPHS,
TUIOKATUEMUS U
THUIIOHATPUEMHS,
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00€3BOXKMBaHUE B
3aBUCUMOCTH OT
TSDKECTU 3a00/1eBaHU

N3onupoBaHHbIl TUIIONAPATUPEO3 [Ipeobnanaror IITT, GCM2
KJIIMHUYECKHUE u CEKBEHUPOBAH
nabopaTtopHbie ue B
CUMIITOMBI 3aBUCUMOCTH
TUIoIapaTupeosa oT
KIIMHUYECKOU
KapTUHBI
AyTOCOMHO-PEIIECCUBHBII ITT wim GCM2
AyTOCOMHO-JOMUHAHTHBIN IITT umu GCM2
X-CBSI3aHHBIN PELIECCUBHBIN Jloxyc SOX3 (y
MY>KYHH)
HDR-cunapom (runonapatupeos, | CeHcoHeBpaabHas I'en GATA3 CexBeHMpOBa
[IyX0Ta, JUCIUIa3Usl TOYEK) TYTOYXOCTb, HUE TeHa
AHATOMUYECKUE GATAS,
OCOOEHHOCTH Pa3BUTHSL CIIyXOBbI€
MOYEK U HAPYIICHUS UX TECTHI,
(GYHKIMOHUPOBAHUS, BU3yaJIU3aIus
ayTOCOMHO- MOYeK
JOMUHAHTHEIN THUIL
HACJICIOBAHMUSI
Cunapom u/lxxopmxu AHOManuu cepaedHo- | Paznuunbie
COCYJIUCTON CHCTEMBI, | I€PEKTHI, B T.4.
B T.4. TeTpaaa Pamno, |neneuuu u

e eKThb
MEXKENYT0UKOBOM
MEePETOPOaKH, truncus
arteriosus, TaTOJIOTUU
IyTH A0PTHI
(BcTpewatroTest  y  ~
80%);

UMMYHOIEPUITUT
(uacTble
UH(EKIIMOHHBIE
3a00/eBaHusd, a- WU
TUNOIUIA3Us  TUMYca,
T-knerouHas
auMdoneHus),
THITONIApaTHPEO3,
QHOMAQJIMM  CTPOEHUS
TJIOTKK W TOpPTaHH,
BOJTYbS nacTh,
TIOBEJICHUECKHE u

MI/IKpO}ICJ'ICIII/H/I B
22q11.2
XpOMOCOMe
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NCUXUATPUUECKUE
HapyILICHHUs,
odranbmonornyeckue
HapylIeHUs,  IoTeps
ciyxa
Cunnpom Kennu-Kaddu
Tun 1 nmu cungpom Canbsa- | Huzkuit pocr, | I'en TCBE CexBeHupoBa
Cakaru (ayTOCOMHO- | 3a/1€pKKa pocTa, HUE IeHa
pELIECCUBHBIN) MaJIeHbKUI pasmep TCBE
KHUCTEH n cToI,
KOPTUKAJIbHOE
UCTOIIIEHUE u
MENYJUIIPHBIA ~ CTEHO3
TpyOUaThIX KOCTEH,
OTJIO’)KEHHOE 3aKpbITHE
POJHUYKOB,
JucMoppu3M JM1a,
AHOMAJIUHU rias,
TUIIONApaTUPen3
Tun 2 (ayrocomuo- | lucrnazus kocrei, | ['en FAMI11A | CexBenupoBa
JIOMUHAHTHBIH) HU3KUN pocT, HUE IeHa
KOPTHUKAJIbHOE FAM111A
UCTOHYEHUE u
MENYJUIIPHBIA  CTEHO3
TpyOUaThIX KOCTEH,
OTJIO’)KEHHOE 3aKpbITHE
POJHUYKOB,
nucMophu3m mIa,
AHOMAJIUU rJias,
TUIIONIapaTHpe03
['mnonaparnpeos3, accOMMPOBAHHBIN Myranuu B CexBeHnpoBa
C MUTOXOHJIpUAIbHBIMU OOJIE3HIMHU MUTOXOHJIpHAJIb | HUE
HOM IreHOME MUTOXOHJIpHa
apHOM JIHK
Cungpom Odranpmoruierus, Kpynnas CrnennanbHble
KepHnca- HapyIICHUS JieNenus KJIIMHUYECKHE
Ceiipa UIMEHTalUuN MUTOXOH/IpHalb | 00cIe10BaHus
CETYATKHU 1 Hou /IHK ,B
BHYTpHUCEDPICUHON 3aBUCHUMOCTH
MIPOBOJANMOCTH, OT MOPAXKEHUS
IIPOKCUMAJIbHAS U OpraHoB U
OynpOapHast caboCTh, CUCTEM
BO3MO>KHA aTaKCus
Cungpom Ounuedanomuonarus, |Myrtanus B
MELAS JIaKTaTaIumao03, MHTOXOHJIPHATH
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HWHCYJIBTOIIOA00HBIE
ATU30/IbI,

o TaTbMOTUICHHUS],
nuaber, moTeps ciiyxa,
MUTPEHU u
KOTHUTHBHBIE
HapYIICHHUSI

HoM rene TPHK

Cungpom
MTPDS

Hapymenus B
OKUCIICHUU  SKUPHBIX
KHCJIOT,
aCCOLIMHMPOBAHHbIE  C
Helpornartuei,
pETUHOMATHEN 51
0’)KMPEHHUEM MEUYECHU

MyTtauuu B
MUTOXOH/JIpHAITb
HOM IreHOME

GNA11l — G protein alpha subunit 11, GATA3 — GATA-binding protein 3, FAM111A —
family with sequence similarity 111 member A, GCMB - glial cell missing gene, HRD —
hypoparathyroidism retardation dismorfism, SOX3 — sry-related HMG box, GNA11l — G protein
subunit alpha 11, TBCE - tubulin folding cofactor E, MTPDS — mitochondrial trifunctional protein

deficiency

Kpurtepuu oneHkH kauyecTBa MeIUIIUHCKON MOMOIIHU

N Kpurepun xauectpa

YpoBeHb YpoBeHb

JIOCTOBEPHOCTH | yO€AUTENbHOCTH
JIOKA3aTelIbCTB | PEKOMEHJAlun

KpPOBH)

BrimosHeHO BcceioBaHre yPOBHEH apaTUPEOUTHOTO | 2
TOPMOHA, OOIIEro Kanmblus U adbOyMuHa (C pacyeTom
ATBOYMUH-CKOPPEKTHPOBAHHOTO

YPOBHA KaJlb1Ius

B

BreinmonHeHo  u3mepenue

KpOBU

YpOBHA KpeaTuHuHa (c|3
pacuetom CK® mno EPI),

Heopranuueckoro ¢ocdopa, 25-OH Burammna D

o0mero  MarsHus,

CYTOYHOI MOue

BeImonmHeHO  WCclieioBaHWE  YpOBHSA — Kaublusd B|3

4 Brmmonneno YJIBTPA3BYKOBOC UCCICIOBAHUC ITOUCK 2

JOTOCITUTAJIbBHOM oTare

[IpoBenen mnpuem (OCMOTpP, KOHCYJbTalMs) Bpaua-|S
o(ranbmosora B ciiyyae OTCYTCTBUSI KOHCYJIbTAIlUN Ha
JUIsL CBOEBPEMEHHOMN
JUArHOCTHKY OCJIOKHEHUM CO CTOPOHBI IJ1a3
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BrimonnHeHa koMmbroTepHas Tomorpadus TOJI0BHOTO |4 C
MO3ra Inpd HaJIW4YUKW Yy HNDAaOUCHTA HeBpOHOFH‘ICCKOﬁ
CHUMIITOMATUKU U OTCYTCTBHH BBITIOJTHEHUS TAKOBOM Ha
JIOTOCIIUTAJIBLHOM 3TaIe

Bremonnen cOop aHamHe3a M kajno0, reHerudeckoe |4 C
7 |TecTupoBaHHME W/WIM CEMEHHBIM CKPHHUHT TIpH
MOJI03PEHUH Ha HACJIEJCTBEHHBIN XapaKTep MaTOJIOTHH

JlocTUTHYTBI ~ II€JIeBBIC  TOKa3aTeld  aJbOyMHUH- |5 C
8 | CKOpPPEeKTHPOBAaHHOTO KalblMs W HEOPTraHUYECKOTrO
dbocdopa CHIBOPOTKH KPOBH

9 JlocTUTHYTBI 1I€JIeBbIE ITOKa3aTeJn oOIero maruws |4 C
CBIBOPOTKH KPOBU

10 JlocTUTHYTBI ~ [IETIeBBIC  TOKa3aTelid  Kalblus B|4 C
CYTOYHOU MOUe

11 [TpoBeneHo oOyueHue manueHTa pacro3HaBaHUIO 5 C

CHUMIITOMOB T'II0- U TUIICPKAJIbIIUCMUA
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[Tpunoxenue Al

CocraB padoueii rpynmnsl o pa3padorke u nepecMoTpy KIMHHIECKUX
PeKOMeHIauu i

PykoBogurenu:

HenoB U.U. <1> — Ilpesunent Llentpa, Unen Ilpesmauyma PAH, akamemuk, IIpesunent
Poccuiickoil accoruanuu 3HIOKPUHOJIOIOB, TJIABHBIM BHELITATHBIM CIEUUATUCT SHIOKPUHOJIOT
MuHucrtepcTBa 3npaBooxpanenus Poccun.

<1> ®I'bY "HMMUI] sunokpunosiorun" Munsapasa Poccuu.

Mensunuenko I'.A. <1> — akagemuk PAH, Bune-IIpe3sunent Poccuiickoii accorumaruu
SHAOKpUHONOTOB, Jupektop MWHcturyra KinuHuueckod -sHaokpuHoimorun OI'BY "HMUILL
sHJI0KpuHoJIoruu" MuHn3apasa Poccuu.

MoxkpsimieBa H.I'. <1> — un.o. lupekropa LleHTpa, JOKTOp MEAMLMHCKUX HAyK, YIEH-KOPP.
PAH, unen Poccuiickoii accoluanuy 5HIOKPUHOJOTOB, HAyYHbId PYKOBOJUTEIb OTAEJICHUS
IIaTOJIOTUM OKOJIOIIUTOBHIHBIX JKEJIC3.

PaGouas rpymnmna:

Annpeesa E.H. <1> — noktop MeaMUMHCKUX Hayk, mpodeccop, Hdupextop MHcTHTYyTa
PENPOAYKTUBHON MEIULIMHBIL, 3aBEyIOIIasl OTAEICHUEM SHIOKPUHHON TMHEKOJIOTHH.

benpueBny J[.I'. <1> — nOoKTOp METUIMHCKHX HaykK, mpodeccop, Ilpesunent Accounanum
SHJOKPUHHBIX XUPYPrOB, IJIaBHBIA HAYYHBIH COTPYIHUK OTZEIA XUPYPTUU.

Epemkuna A.K. <1> — xaHauaaT MEIUIUMHCKUX HayK, 3aBEAYIOLIasl OTIEJICHUEM IaTOJIOIUU
OKOJIOILIUTOBUIHBIX XKEJIE3.

KaponoBa T.JI. <4> — n10KTOp MEIMUMHCKHUX HaykK, mHpodeccop Kadeapsl BHYTPEHHHX
Oone3neit, pykoBogutens HUJI kmMHUYECKOM SHIOKPUHOIOTHH.

<4 ©T'bY "HMMUII nm. B.A. Anmazosa" Munsapasa Poccun.

Kum U.B. <1> — kaHauaar MEAMIMHCKUX HAYK, 4I€H ACCOLMALUU 3HIOKPUHHBIX XUPYPIOB,
BEJIYILIM HAYYHBIA COTPYJHUK OTIENA XUPYPIHH.

KopaneBa E.B. <1> — HayuHBIi COTpYAHUK OT/IEJIEHUS TaTOJIOTMH OKOJOUIMTOBUIHBIX JKEJIE3.

Kpynunoa 10.A. <1> — HayyHBI COTPYOHHMK OTAEJIEHUS MHATOJOTHMH OKOJOIIHUTOBHUIHBIX
Kenes.

Kprokoa U.B. <3> — kanaupmar MEIUIIMHCKHX HAyK, JOLUEHT Kadeapbl >HIOKPUHOJIOTHUU
DVYB.

<3>TI'bY3 MO MOHHUKH um. M.®. Biagumupckoro.

Ky3nenos H.C. <1> — noKkTOp MEIMUMHCKMX HayK, WIeH AcCOUMaluu SHIOKPHUHHBIX
XUPYPros, mpodeccop, 3aBeTyIOIMNNA OTI€I0M XHUPYPIHH.

Mupnas C.C. <1> — kaHaumaT MEIUIMHCKUX Hayk, wieH Pocculiickoll accouunanun
SHIOKPHUHOJIOTOB, CTAPIIMN HAYYHBIA COTPYAHUK OTIEIECHUS MATOJIOTUU OKOJIOIIMTOBHIHBIX
Kelles.

MynynoB AM. <2> — nokTOp MEIUMUMHCKUX Hayk, npodeccop PAH, Ilpesuaent
Poccuiickoro oOrmiecTBa CHEIMAIUCTOB IO OIYXOJIIM TOJIOBBI M IIEH, 3aBEAYIOIIMHA OTAEIOM
OMyXOJIEH TOJIOBBI U IIEH.
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<2> ®I'bY "HMUL onkonoruu um. H.H. brnoxuna" Munznpasa Poccuu.

Kondunukr naTepecos:

Jlis OKOHYATEeNbHOW pelakUMU M KOHTPOJsS KadecTBa PEKOMEHJALMU ObUIM IOBTOPHO
NPOAHAJIM3UPOBAHbl WiICHaMU paboueil TpyIIbl, KOTOpPbIE MPULIUIM K 3aKIIOUEHHIO, YTO BCE
3aMe4aHusl U KOMMEHTapuHu SKCIEPTOB IMPUHATH BO BHUMAHUE, PUCK CUCTEMATHMUYECKUX OLIMOOK
npu pa3paboTKe peKOMEHAANNHN CBEJICH K MUHUMYMY.

VY aBTOpOB M 3KCHEPTOB HE ObUIO KOH(MIMKTa MHTEPECOB IMPU CO3AAHUU KIMHUYECKUX
PEKOMEHJALIHIA.

[Tpunoxxenne A2

MeTtoaosiorust pa3padéoTKi KIMHHUYECKHX PEeKOMEHIAIUN

MeTo1b1, HCTIONIL30BAHHBIC Il COOPA/CENIEKIINN J0KA3aTEIbCTB: TIOUCK B AJIEKTPOHHBIX 0a3ax
JAHHBIX TIO KIIOYEBBIM CIIOBaM, CBSI3aHHBIM C THUIIOMAPAaTUPEO30M U COOTBETCTBYIOIIUMU
pa3zenaMu KIMHUYECKHX pekoMmeHnanui. OIlleHKa KadyecTBa W PENEBAaHTHOCTU HAWJACHHBIX
MCTOYHHUKOB (Agree).

Onwucanue METOIOB, UCIOJIB30BAHHBIX U COOpa/CENEKIIMU JTOKA3aTeIbCTB: JIOKA3aTeIbHOU
0a30i A1l peKOMEHIAINI SBIISIOTCS MyOIUKaIy, Bomeame B KoxpanoBckyio 0n0anoTexy, 6a3pl
nanaeix EMBASE u MEDLINE, e-library. I'my6una nmoucka cocrasisiia 6omnee 15 ner.

MeTo/1b1, UCTIONTE30BAHHBIC IS OIICHKH Ka4eCTBa U CHIIBI JIOKA3aTeIIbCTB!

- Koncencyc akcnepToB

- OmeHKa 3HAYMUMOCTH B COOTBETCTBHHM C YPOBHSMH JOKa3aTCILHOCTH H KJIACCaMH
peKoMeHIalui (mpuIaraTcs).

LleneBasi ayauTopus AaHHbIX KITMHUYECKUX PeKOMeHAaLuNn:

. Bpay-dHAOKPHHOJIOT;
. Bpau-xXupypr;

. Bpau oO1u1eil nmpakTuku (CeMeiHbIi Bpauy);
. Bpay-TeparenT;

. Bpa4y-ypoJIor;

. Bpad-HepoJIor;

. Bpay-HEBPOJIOT;

. Bpay-KapAHOJIOT;

. Bpay-aKyIep-ruHeKoIor.

O 001N DN W=

Ta6bnuua 1. LLikana oueHKM ypoBHeN [OCTOBEPHOCTU AoKa3aTtenbcTs (YOO) ans
MeTOAO0B AMarHOCTUKM (AMarHOCTUYECKMX BMeLLaTeNbCTB)

Y PacmmugpoBka

1 Cucremaruueckue 0030pbl MCCIEAOBAHUM € KOHTpOJEeM pe(epeHCHBIM METOAOM WU
CUCTEeMAaTUYeCKUi 0030p paHJOMHU3MPOBAHHBIX KIMHUYECKUX  HUCCIEAOBaHUM C
[IPUMEHEHUEM MeTa-aHaau3a
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2 OtnenpHBIE MCCIENOBAHUS C KOHTpPOJIEM pe(epeHCHBIM METOJOM WM OT/ACIbHBIC
pPaHIOMU3UPOBAHHBIE KJIMHMYECKUE UCCICJOBAHHUS M CHCTEMATHYECKHE O0030pBI
MCCJICI0OBAHMM JII0OOOT0 JaU3aifHa, 3a MCKIOYECHUEM DPAHIOMU3HPOBAHHBIX KIMHUYECKUX
MCCJIeI0BaHU, C MPUMEHEHHEM MeTa-aHallu3a

3 HccnenoBanus 0e3 MOCIEAOBATENBHOIO KOHTPONIS pePEpPeHCHBIM METOJOM WU
UCCIICIOBaHU C pPE(PEpeHCHBIM METOJOM, HE SBIAIOUIMMCA HE3aBUCHUMBIM  OT
UCCIIEyEMOI0 METOJa WM HEPaHIOMU3HPOBAHHBIE CPAaBHUTEIbHBIE HCCIEIOBAHUSA, B
TOM YMCJI€ KOTOPTHBIE UCCIIEI0BaHUS

4 HeCpaBHI/ITeIIBHLIe HCCICaA0BaHuA, OIMMCAHNEC KIIMHUYCCKOIO Ciiy4das

S) Nmeercs nuiib 000CHOBaHUE MEXaHU3Ma JAEUCTBUSI UM MHEHHUE SKCIIEPTOB

Ta6nuua 2. LLikana oueHKM ypoBHeN AOCTOBEPHOCTU Aoka3saTenbcTs (YOO) ans
MeTOoAOB nNpodMNakTUKU, ne4vYeHUs U peabunutauum (nNpodpmnakTUYecKuX,
neyvyeo6HbIX, peabunUTaLMoOHHbIX BMELLAaTeNbCTB)

YA PactmdpoBka
1 Cucrematnueckuii 0630p PKU ¢ npuMmenennem mera-ananusa
2 Otpensubie PKU u cuctemarnueckue 0030pbl HCCIEAOBAaHUN JHOOOrO 1u3aiiHa, 3a

uckinouenrnem PKH, ¢ mpumenenneM Mera-aHanusa

3 HepaHIlOMI/IBI/IpOBaHHI)IG CpPaBHHUTCJIbHBIC UCCIICAOBAHNA, B T.4. KOTOPTHBIC UCCIICAOBAHNA

4 HecpaBauTenbHbIe HCCIEA0BAHNS, OMMCAHUE KIIMHUYECKOTO CIIydas WM CEPUU CITyuaes,
uccie0BaHus "ciydai-KOHTPOIIb"

) Hmeetcst numes 000CHOBaHME MeXaHM3Ma JEHCTBHS BMENIATEIbCTBA (JAOKIMHUYECKHE
VICCJIEIOBAHMSI) MJIM MHEHUE DKCIIEPTOB

Ta6nuua 3. lWWkana oueHkuM ypoBHen ybeauTenbHocTu pekomeHaauun (YYP)
ansa  metoaoB NPoPUNaKkTUKW, AWAarHOCTUKW, JleYeHus U peadbunutauumu

(npodmnakTuyeckumx, ONarHoCTUYeCKMX, ne4yeoGHbIX, peabunuTaunoHHbIX
BMeLllaTeNnbCTB)

YVyPp PacmmgpoBka

A CunbHasg pekoMeHJanus (Bce paccMarpuBaeMble KpuTepud 3()(eKTHBHOCTH (MCXOJIbI)

SABJIAIOTCA BaXXHBIMH, BCE€ HCCICAOBAHUA HMCIOT BBICOKOC HWIIM YAOBJICTBOPHUTCIBHOC
METOJIOJIOTUYECKOE KAaueCTBO, HX BBIBOABI II0 HMHTEPECYIOUIMM HCXO0JaM SBISIOTCS
COTJIACOBaHHBIMH)

B VYcnoBHas pekomeHnanus (HE BCe paccMaTpuUBaeMble KpUTEpUU IPPEKTUBHOCTH
(ucxofpl)  SIBISIIOTCS  BKHBIMM, HE BCE MHCCIEJOBAHUS HMEIOT BBICOKOE HIIU
YIIOBJIETBOPUTENBHOE  METOJOJOTHYECKOEe  KauyecTBO  W/WIM  HMX  BBIBOABI IO
MHTEPECYIOIINM HCX0JIaM He SIBJISIOTCS COTTIACOBAHHBIMHU )
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C Cnabass pexomeHaamnusi (OTCYTCTBHE JIOKa3aTEIbCTB HAJJIEXKAIIETO KadecTBa (Bce
paccMmarpuBaembie kKputepun S(H(PEKTUBHOCTH (MCXOMBI) SIBISIOTCS HEBAKHBIMH, BCE
HCCIIEIOBAHUSI HMMEIOT HHM3KOE METOJ0JIOTHYECKOE KA4eCTBO M HX BBIBOALI 110
MHTEPECYIOIIUM UCX01aM HE SBJIIOTCS COTJIACOBAHHBIMMU )

Mopsanok 0GHOBNEHNA KITMHUYECKUX peKoMeHaauumn

Mexanuzm OOHOBIIEHUS KJIMHUYECKUX pPEKOMEH1aluid MpeayCMaTpUBaET 150:¢
CHCTEMAaTHYECKYIO0 aKTyallM3aliio — He Yaie, 4eM 1 pa3 B 6 MecsIleB, Wiu MPH MOSBICHUN HOBOU
uH(pOpMaIIMK O TAaKTHKE BEIICHUS MAI[MEHTOB C JaHHBIM 3a0ojeBaHueM. Pemienue o0 oOHOBICHUN
npuaumaer M3 P® Ha OCHOBE NPEWIOKEHHH, NPEACTaBICHHBIX  MEIUIIMHCKUMU
HEKOMMEPUYECKUMHU Tpo(ecCHOHANBHBIME ~ opranu3anusMu. CopMUpOBaHHBIC MPEATIOKEHUS
JIOJDKHBI ~ yYUTBHIBATh  PE3YNbTaThl KOMIUIGKCHOM  OIIGHKH JICKAPCTBEHHBIX  IPENapaToB,
METUIIMHCKUX U3/CIINMA, a TAK)KE PE3YJIbTaThl KIMHUYECKOU arpoOaIium.

[Tpunoxxenne A3

CnpaBoyHble MaTepHAaJIbl, BKIKYAasi COOTBETCTBHE MOKA3aAHU K PUMEHECHUI0
U IPOTUBONOKA3aHUIA, CIOCO00B NPUMEHEHHS U 103 JICKAPCTBEHHbIX
NpenaparoB, HHCTPYKIUH 110 NPUMEHEHHIO JIEKAPCTBEHHOI' 0 Ipenapara

AKTyallbHbIE MHCTPYKIUU MO MPUMEHEHUIO JIEKAPCTBEHHBIX MPENapaToB PACIONOKEHbI Ha
OpUITATEHOM caiite Mun3znpasa Poccun http://grls.rosminzdrav.ru/Default.aspx
(http://grls.rosminzdrav.ru/Default.aspx).

[lpyuHuMnel jedeHus W NpOPUIAKTUKM JAepUINTA/HEJOCTaTOYHOCTH BHTaMMHa Dy
MAIMEHTOB C THUIOMNApPaTUPEO30M COOTBETCTBYIOT NPUHIMUIIAM, H3JI0KEHHBIM B KIMHHYECKUX
pexomenmanusx "JEOULIUT BUTAMUWHA D V B3POCJIbIX: IUATHOCTUKA, IEUEHUE U
[TPOOUIIAKTUKA" (KomnexktuB aBTopoB: I[lurapoa E.A., Poxunckas JIL.A., bemas X.E.,
HzepanoBa JILK., Kaponosa T.JI., Unpun A.B., Mensauuenko I'.A., JlemoB W.W.) doi:
10.1185/03007995.2013.766162, https://minzdrav.gov-murman.ru/documents/poryadki-okazaniya-
meditsinskoy-pomoshchi/D%2019042014.pdf).

Ucnonb3oBaHue MNTI (1-34) (#Tepunapatna**) ons nevyeHus rmnonapaTtupeosa

IITT (1-34) (#Tepunapatun®*) He 3aperucTpupoBaH B KauyecTBE JEKApCTBEHHOTO CPEJCTBA
JUIsL JIeueHus Tunomnaparupeo3a kak B ctpaHax EBponsr u CHIA, Tak u B Poccuu, omnako
UCTONB3YyeTCsl Ui JIEYeHUs TSDKEIOro, HEKOMIIGHCUPYEeMOTro Ha CTaHJapTHOM Tepamuu,
THITONIApaTHPE03a KaK Y B3POCIBIX, TaK M Y IETeH B paMKax HayYHBIX UCCIICIOBAHUIA.

OddexTuBHOCT M Oe3omacHOCTh ucnonb3oBaHus Teparmu [ITT (1-34) nns nedenus
THIONIApaTHPEO3a MPOJAEMOHCTPUPOBAHO B OTKPHITOM PaHIOMH3HPOBAHHOM HCCIIEIOBaHHH,
POJOIDKUTENBHOCTRIO 3 Toma (n = 27, Bo3pact 18-70 ner). IlaumeHTHl ¢ XPOHUYECKUM
THITONIAPATHPE030M OBLTH PaHJIOMHU3UPOBAHBI HA 2 TPYIIIbI: MMOJYYAIONINe CTAHJAPTHYIO TEPaIruio
(cpennsist mo3a kampiutpuona** 0.91 +/- 0.2 mkr/cyr) u tepanuto IITT (1-34) 2 pa3a B cyTku
(cpenusis mo3a 37 +/- 2.6 mxr/cyt (0.5 mxr/kr)). [To ncreuenun 3-meTHero nepruoaa UCCIeIOBAaHUS B
o0enx rpymmnax OblIa JOCTUTHYTa KOMIICHCAIMs TUnonaparupeosa, Ha ¢one neuenus [1TI (1-34)
OTMEUYEHO TAaK)X€ CHI)KEHHE BBIPAXKEHHOCTH TUrepKanbluypun. Takum oOpazom, tepanus [T (1-
34) nokazaiia cBOI0 d3PPEKTUBHOCTh U OE30MACHOCTb MPH JICUSCHUH TUIonaparupeosa [133].
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[IpeumymectBo ucnons3oBanus tepanuu [ITI (1-34) B pexkume ABYKpaTHBIX WHBEKIUN B
TEYEHUE CYTOK I10 CPaBHEHUIO C OJHOKPATHOM MHBEKIMEH MPOJAEMOHCTPUPOBAHO B JIPYroM
paHIOMH3UPOBAHHOM HccienoBanuu (n = 17, Bo3pact 19-64 roma). Bece ydacTHUKHM DOCTHTIIH
KOMITCHCAIMH 3a00s1eBaHus (MO Iep KaHue [EJIEBOTO YPOBHS KAJIbLIUS CHIBOPOTKU KPOBH), OAHAKO
IPU UCHOJb30BAaHUU JBYKPATHOTO PEXHMMA JO3UPOBAHHS ITOTO YJAIOCh JTOCTUYh HA MEHBIIHUX
cyTouHbIX no3ax npenapata — [ITI (1-34) 46 +/- 32 mxr/cyt o cpaBHenuto ¢ [1TT (1-34) 97 +/- 60
MKr/cyT cootBeTcTBeHHO (P < 0.001) [134].

Jlpyroe paH1OMU3UPOBAHHOE UCCIIEJOBAHUE TAKXKE I10KA3aJI0 IPEUMYILECTBO UCIIOJIb30BaHUs
nBykpatHoit uabeknuu 1T (1-34) B TeyeHUe CyTOK IO CPaBHEHHUIO C OJHOKPATHOW MHBEKIUU Y
MalKMeHTOB ¢ runomaparupeo3oM (n = 14, Bospact 4-17 ner). JJIUTEIBHOCTH HCCIIEIOBAHUS
coctaBmia 28 Henenb. [1o uToram ycraHoBiaeHo, uTo Ha (poHe nBykpatHoi nabekmuu [1TI (1-34) B
TE€YEHHUE CYTOK YAAaeTcs AOCTUYb U MOJAJEPKATh LIeJIEBbIe IOKA3aTeNIN KajablUsl B TEUEHUE CYTOK, a
TaKkK€ YMEHBUINTh BapuaOENbHOCTh CYTOYHOTO NpO(GUIsS KalbLIMEMUH, C HCIOJIb30BAHUEM
MEHBIIEH CYyTOYHOM J03bl IIpernapara 1o CpaBHEHHIO ¢ pexxumoM B 1 uabekumio IITT (1-34) B
CYyTKH (703a MpemapaTa MpU peXUMe IBAXABI B CyTKH 25 +/- 15 MKr/cyT; mpu OAHOKpaTHOU
uHbekun — 58 +/- 28 mxr/cyt; P <0.001) [135].

B Hacrosimee Bpems MmakcumanbHbi mepuon Tepanuu 1T (1-34) 'y nereit ¢
HeXUpypruueckumu popMaMu Turonapatupeosa cocrasiset 6,9 +/- 3.1 rona (1,5; 10), B cpenueit
no3e 0,75 +/- 0,15 mkr/kr/cyr. Ha ¢oHe neueHns oTMedaeTcs 3HaYMMOE CHIDKEHUE TTOTPEOHOCTH B
KaJbllUU U TpernapaTax BUTaMuHA D, monoxuTenbHas TUHAMHUKAa MapKepoB KOCTHOH pe3opOruu

[136].

Ucnonb3oBaHMe rugpoxnoportvasupga*™ xnoprtanuaooHa AN KOppeKuuu
rmnepkanbumypumu

PexomeHmanmst Mo MCHONIB30BAHUIO THAPOXJIOPOTHAZUAA™* M XJIOpTaIHIOHA y TMAIUEHTOB C
TUIONApaTUPEe030M OCHOBaHA Ha pe3ysbTaTaX HCCIECJOBAHHUM, JEMOHCTPUPYIOUINX CHIDKEHHE
YPOBHSI 9KCKPEIMH KaJblus Ha POHE WX MPHUMEHEHHS.

D¢ hexkTuBHOCT, THA3UAOB (TMAPOXJIOPOTHA3UA™*) B KauecTBe NpenapaToB, CHUKAIOIIUX
CYTOUYHYIO SKCKPEIMIO KNIl B MOYE M PUCKU PA3BUTHS KaJbIM(PHUKALUS MOYEK ITOKA3aHBI B
HECKOJIBKUX PAHJOMU3UPOBAHHBIX KIMHMYECKMX HCCIEAOBAaHHUIX, HAa OCHOBAHHUU KOTOPBIX
BhIMOJIHEH MeTaananu3 (n = 571) (P <0,0001) [113].

B uccnenoBanuu Santos F. u coaBT. npu MCIonb30BaHUN THAPOXJIOpOTHA3uaa** B noze 1-2
MI/KT/CyT y TAIlMeHTOB C XPOHWYECKHM THUIIONAPATUPEO30M CHIDKEHHE CYTOYHOW DKCKPEUH
KaJbIUS U KaJblHi/KPEaTHHHHOBOTO COOTHOIIEHHs Habromanock ¢ 3,2 +/- 0,8 mr/kr/cyt u 0,19
+/- 0,04 mo 1,3 +/- 0,6 mr/kr/cyt u 0,05 +/- 0,02 coorBeTcTBeHHO. TakuM 00pa3oM, MPUMEHEHHE
THJIPOXJIOPOTHA3UAA™* 103BOJIET CHU3UTH CYTOYHYIO SKCKPELHUIO KaJbIUsl C MOUYOW y JTaHHOM
KOTOpThI narueHToB [128].

[Toka3aHo, YTO HCHOJB30BAHME XJIOPTAIMJOHA Yy MAIMEHTOB C TUIONAPATUPEO30M TaKXKe
NPUBOJIUT K CHUXKEHHMIO JKCKpenuu Kanblms. B wuccnenoanum Porter R.H. um coaBT. Obuio
MOJYy4eHO, 4YTO Ha (oHe MpHeMa XJIOPTAIMJIOHA CHHKEHHE CYTOYHOW OHKCKPELUUH KaJlbILUsI
coctaBuiio co 179 no 88 mr/cyt (P < 0,001), mpu 3TOM cpeqHuil ypOBEeHb Kalbllis KPOBH JIOCTHUT
pedepencHoro muamnazona (¢ 8,2 mr/mn go 9,3, P < 0,05) (n = 7, mpoaoOMmKHTENHLHOCTh
uccienoBanus — 25 mecsities) [116].

Ucnonb3oBaHue KanbuuTpuona** gna npodunakTMkn nocreonepaunoHHON
runokanbuMe Mmnm

I[To nmamnpiM wmetaananu3a (Alhefdhi A. w coast, 2013 r.), Brimro4aromero B cebss 9
PaHIOMU3UPOBAHHBIX KOHTPOJIUPYEMBIX HCCIEIOBAaHHA C BKIIOYEHHEM cymmapHo 2 285
INalIMMEHTOB, HMCIIOJb30BAaHHUC npenapaTOB KaJIbIudad B MHHHMaHBHOfI 103¢€ 3 F/CyT B COUCTAHHUU C
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KaJIBIIATPUOIOM** B J103€ 1 MKI/CYT y MaIlHEHTOB, IIEPEHECIINX XUPYPIrHIECKOE BMEIATEILCTBO Ha
mec 1 UMCHOIINX ITOBBINICHHBIX PHUCK PA3BUTHUA HOCHCOHepaL{I/IOHHOf/’I THUIIOKAJIBbIIUCMHUU, ABJIISACTCA
HEOOXOIMMBIM IS e MPOGHUIaKTUKH. [IaHHOE JIeueHne PEKOMEH/IOBAHO K HAa3HAYCHHIO B PAaHHEM
MOCJICONepAllMOHHOM TIepHOJe B TEYeHHE 2 HeJelb C 00sM3aTeNnbHOW OLEHKOH (ochopHo-
KaJIBIIMEBOrO OOMEHA U PEICHUEM BOIPOCAa O KOPPEKLUH TEPAIMHU IO 3aBEPLICHUH TOr0 CpoKa
[148].
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[Tpunoxxenne b
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[Tpunoxenne B
Nudopmanus 1jis1 nauueHTa

Yrto Takoe okonowmtToBuaHble xene3bl (OLLXK) n kak oHu paboTtatoT?

B opranusme uenoBeka wyanie Bcero mmerorcs 4 OUK — 2 BepxHue M 2 HMXKHHE. DTO
HeOOJIbIINE KeNe3bl, pa3MepoM ¢ pucoBoe 3epHO. Pacmonoxenst OLK B ob6nactu men psimom ¢
IIUTOBUIHOM kene30i, mo ee 3agueit moBepxHocT. OLK BeipadateiBatot IITI. ITTT perymupyer
ypoBenb Kanblus B kpou. Eciu OILDK BeipabateiBarot Maino I1TI ninm oHu ynaneHsl, pa3BUBaeTCs
COCTOSIHME C HU3KMM YPOBHEM KaJbLHs B KPOBH — FUIIONAPATUPEO3.

Y10 Takoe NMnonapaTtmnpeos?

OTo penkoe 3aboieBaHME, TPH KOTOPOM B pe3yibraTe yMeHblieHus cekperuu [T
CHU)KAETCSl YPOBEHb KaJIbLIMSI B KPOBH.

KakoBbl npu4nHbl F'Mnonapatupeosa?

Jnst  OonpIIMHCTBA  OOJIBHBIX ~ OCHOBHOW — NMPUYMHOM  TUIIONApaTHUpeO3a  SIBISETCS
XUPYPru4ecKoe BMEIIATENbCTBO B O0JIACTH LIEH — yJaJeHHue MUTOBHUIHON skemne3bl, mnubo OILDK.
Tak kaxk OLK pacnosiokeHbl psiioM € HIMTOBUJIHOM >KENne30#, yJalleHHue IOCIEeTHEH MOKeT
MIPUBECTHU K MOBPEXKACHUIO WM HeNpeaHaMepeHHoMy yaanenuto OLIDK.

[[uroBuAHAS *Kene3a MOKET OBbITh y/ajeHa M0 CASAYIOLUM IpUYNHaAM:

- l'uneprupeos (muTOBUAHAS XKene3a MPOAYILHUPYET O0JIbIIOE KOJIMYECTBO TOPMOHOB);

- Pak miuTOBHIHOM KEII€3bI;

- 300 (yBenuueHUe MUTOBUIHOMN Kelle3bl B pa3Mepax).

Y monpeir ¢ Oonesnbto OUK, npuBopsmeld K BBHICOKOMY YPOBHIO KajlbIUsl KPOBU
(runepnapaTHpeo3), 4acTo TpeOyeTcss XUpypruyeckoe BMEIIATeNIbCTBO M0 YAAJICHUI0 U3MEHEHHOU
OIIDK, o6suHO omHO#. B cimydae ecnu TpeOyercs ynaineHue Oosnee ueMm | Jkenes3bl, MOMKET
Pa3BUTHCS TMIIONAPATUPEOD3.

MoyemMy KanbLUuN Tak BaXeH?

Kanpuuit — Hanbosnee pacnpoCTpaHEHHBIM MUHEpall OpraHM3Ma 4YejoBeKa M MMEET Ba)KHOE
3Ha4YeHHE I Pa3JInYHbIX MPOLECCOB B HeM mpoucxoidmux. Kambiuii HeoOXxoauM i KocTel u
3y0O0B, a TaKXke JIsl pabOoThI cep/ilia, MBILIL], HEPBOB U JIPYI'HX OPraHOB.

I'unmonapatupeos Takke MOXKET OBITh CIIEICTBUEM I'€HETHUECKUX, BPOXKICHHBIX 3a00JIeBaHUI
1 ayToUMMyHHOro nospexnaeHus Tkanu OILDK. Ecnu mpuunHa runomnapaTupeo3a HE W3BECTHA —
Bam u Bameill ceMbe peKOMEHIOBAHO MPOWTH TE€HETHUYECKOE TECTUPOBAHUE ISl MCKIIOUCHUS
TeHEeTUYECKOM MpuuuHbI ("TIOJIOMKH" TeHa).

Kakne cumntombl y TMnonapaTtupeosa?

CuMrnTomMbl TUNONAapaTHpPeO3a pa3BUBAIOTCS H3-3a HU3KOIO YPOBHSA KajlblMsl B KPOBU
(TUTIOKABIIUEMHUN ).

CHUMIITOMBI TUITOKAJIBIIUEMHH OYE€Hb Pa3HOOOpPa3HbI U BKIIOYAIOT B CEO0sI:

- [lokanpiBaHrEe 1 OHEMEHUE BOKPYT PTa, @ TAKXKE B PyKax M HOTax;

- Cynoporu, noJepruBaHus WM CKOBAaHHOCTb MBIIIIIL;

- Omyuenue "BHyTpeHHEN 1poxku";
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- YcTamocTs u ¢1a00CTh;
- CniyranHocTh co3HaHus ('M03roBoit Tyman").

Bam Heo0Xx0A1MMO 3HATH CUMIITOMBI THIIOKAJIBLIMEMHH SCIIN:

- V Bac panee ObLia oreparys Mo yJAaJeHUIO IUTOBUIHOM KeJe3bl 110 MOBOIY THIIEPTHPE03a,
300a WM paka IMUTOBUIHOM kerne3bl, K yaanenue OLK;

- Kro-mub6o B Bamieii cempe Oomnen wimm Oojeer 3TUM 3a00JIeBaHHEM C HU3KHUM YPOBHEM
KaJIBIIMS B KPOBH.

K apyrum cumnToMam JUIMTENBHOTO TEUEHHUS TUIIONAPAaTUPE03a OTHOCHT:
- Jlenpeccuto;

- CHIKeHHE TaMATH ¥ KOHIICHTPALlU BHUMAHUS;

- [Tatonoruro mouek (0Opa3oBaHUE KAMHEH);

- [aTonoruto 3yOHO# SMaiu MK MpoOIeMBI CO 3peHHEM (KaTapakTa).

B cnyudae, ecnu Bbl nmpuHuMaere nmpenapatbl AJid JI€YEHUS TMIONApAaTUpeOo3a — KaabLUUW U
BUTaMUH D — mpu ux nepeno3upoBKE BO3MOXKHO Pa3BUTHE UYPE3MEPHOrO MOBBIMICHUS KaJIbIUS
KpPOBH (TUIEPKATBIMEMUH) U TIOSIBICHUS CIEIYIOIINX CUMITOMOB:

- CyXOCTb BO PTY, XKaX/1a U 4aCTO€ MOYEHCITYCKAHNUE;

- 'osoBHAas 00J1b;

- YcTanocTs;

- [Ioreps anmerura, TOMHOTA, PBOTA.

Kak yctaHaBnuBaeTcsa avarHo3 'mnonapatupeo3sa?

[Tpu Hanuuuu y Bac cuMNTOMOB rMIOKanbLMEMHUH JTOKTOP HampaBuT Bac Ha naGoparopHoe
o0cIieZioBaHUE C OIpeeIeHneM YpOBHEH Kaiblms KpoBH, ¢pochopa u IITI. B ciyuae BoIsiBICHUS
HU3Koro ypoBHs kanbius U I1TT, Beicokoro ypoBHs pocdopa Bac HanpaBsT K 3HIOKPHUHOIIOTY.

CHUMIITOMBI THIOKaJIbIIUEMUH, PA3BUBAIONIME B IICPBBIC JHU IIOCJC OICpAllMU HA OpraHax
IIed, Kak TMpaBWJIO, IMO3BOJSAIOT OBICTPO YCTaHOBUTH JuarHo3. B ciyuae apyrux ¢opm
TUIonapaTupeo3a A UX AUarHOCTUKH 9acTo TpeOyeTcs paclIMpeHHOoe 00CIe10BaHKe.

Kakune uenu B nevyeHum N'mnonaparunpeosa?

Lenpto neueHust sBISETCS TNOJJEpKAaHHE YPOBHS Kalbliis KpPOBM B IIpeleNax HMKHEH
IPaHULIbl HOPMAJILHOTO Juana3oHa (2,1-2,3 MMOIb/1T) WM YyTh HUXKE, €CIIM 3TO BO3MOXKHO, a TaKXKe
CBE/ICHUE K MUHUMYMY WJIH MPEJOTBpAILEHHE CUMITOMOB I'MIIOKanbLueMHuH. s IpopHIakTHKU
OCJIO’)KHEHUH 3a00s1eBaHMsI HEOOXOIMMO AMHAMHYECKOE 00CJe0BaHuE CO caadel J1abopaTOpHBIX
aHaJIM30B KPOBU U MOYH.

KakoBo neyeHue N'mnonapartupeosa?

Jleuenue xpoHuYeckoro (TMOCTOSIHHOIO) THUIONapaThpeo3a Moxu3zHeHHoe. CTaHaapTHON
Tepanuel TuronapaTupeos3a sBisgeTCs Ha3HAuYE€HUE NpenapaToB BUTaMuHAa D U ero npousBOIHBIX
(ampakanpuuaoa**, KanbUUTPHON**) M mpenapaToB Kanblus. AKTHBHas ¢opma BuTamuHa D
Heo0Xo/uMa JJIsl BCAChIBaHMS KaJbIUS M3 JKETYyJI0YHO-KHUIIEYHOTO TpakTa — KaK M3 MPOJYKTOB
nuTaHus (MOJIOYHBIE MPOAYKTHI), TaK M W3 JIEKaPCTBEHHBIX IpernapaTtoB Kaiblus. [lo3bl u
KpaTHOCTb IIPUEMA IIPENIApaTOB B CYTKHU 3aBUCAT OT BBIPAXEHHOCTH CUMIITOMOB T'MITOKAIBIIMEMUN U
OT YypOBHS Kaiblusg KpoBU. [l momOopa Tepanmuu W KOMIIEHCAlMU 3a00JIeBaHMS TaKkKe
HEoOX0UMBIM OyJleT aHaJlu3 KPOBU IS ompenesneHus ypoBHS (ocdopa, marnus u 25(OH)
BUTaMuHa D, a Takxke KaJiblivsl B CYTOYHON MOYe.
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MOFYT NN gpyrue nekKkapcrtea noBJ/IUATb Ha YPOBEHb KalibLusA KpOBM?

HekoTopele nekapcTBa MOTYT IOBJIMATH Ha YPOBEHb KaJlbLMd KpOBU M YXyAIINTh Bame
COCTOSIHUE, I03TOMY HEOOXOIMMO COO0IIaTh CBOEMY JIeUalleMy Bpady O BCEX MpUHUMaeMbIX Bamu
JeKapcTBaX, OCOOEHHO CPEACTB Ul JICYEHUS H3KOTM U JAMCIENCHH, a TakKkKe JAUYpPETHKOB,
CTEPOMIOB U CPEJCTB, BIUAIOIINX HA KOCTHYIO TKaHb.

Ha ypoBeHb KasibLus Takke MOIYT MOBIMATh JAMETa, aJKOrojb, CTpecc, (u3nyeckue
yIpakKHEeHUs], UHPEKIUSI U aHECTE3Us.

BepeMEHHOCTb n nakrauusa

I'unonaparupeos He sBJIAETCs POTUBONOKAa3aHUEM K OEPEMEHHOCTH MPH YCIIOBUM HAJIUYUS Y
Bac xomneHcanuu 3a001eBaHus.

Ecnmu Bpl mnaHupyere OepeMEHHOCTb MM KOPMIIGHHE TPYAbIO BaXKHO TIIATEJIBHO
MOHMTOPHUPOBATh YPOBEHb KaJbLUsl KPOBU Ul MPEAOTBPAILECHUS CUMIITOMOB M OCJOKHEHUH. Bo
BpeMsl OEpeMEHHOCTH HEOOXOMMO OIPENeIATh YPOBEHb MOHU3UPOBAHHOTO KaJbIMs KPOBH JIMOO
UCIIOJIb30BaTh pACUETHBIM IOKa3aTeslb allbOyMHUH-CKOPPEKTUPOBAHHOIO KallbLUS CBHIBOPOTKU
KPOBHU, TaKk Kak OHU 0oJiee TOYHO OTPa)atoT COJEpKAHUE KaJbLUs B KPOBU, YEM YPOBEHb OOILIETO
Kanblud. M3MepeHus ypoBHEH HMOHU3UPOBAHHOIO WM albOyMUH-CKOPPEKTUPOBAHHOIO KajbLIMs
KpPOBH JOJDKHBI ITPOBOAMUTHCS C 4acTOTOM 1 pa3 B 2-3 Hejenu B 3aBUCUMOCTU OT MOTPEOHOCTH U
IUIaHA JICYEHUS.

Kakune cneunanucTtbl Heo6xoANMbI?

Bam moxer morpeOoBaTbcs HaONIOCHHE HECKOJIBKHX CIHEIHAINCTOB B 3aBHCUMOCTH OT
CHMIITOMOB ¥ HAJIMYHMS OCJIOKHEHUI 3200IeBaHHUS.

- DHIIOKPUHOJIOT — OCHOBHOW Bpay JJIsl JISYEHHUS! THUIIONApAaTUPE03a, CKOppeKTupyer Barry
TEpaIulo, a TaK)ke Ha3HAuYUT HeoOXoAUMoe 00ciIeIoBaHue sl KOHTPOJIS HaJl 3a00JIeBaHUEM;

- Hedposnor — HeoOxonum npu HapylIeHHON (QYHKIIUU TOYEK;

- Yposior — npu HaJIMYUK KaMHEH B MOYKax;

- Odranpmonor — JuIs perysipHOro O0OCIEeNOBaHWsI 3pPEHUS W BBIABICHHUS KaTapaKThI
(MOMyTHEHHE XpYCTaJINKa I71a3a).

Kak yacto Heo6xoamMmo npoxoauTb ob6cnenoBaHnA?

BonpmuHCTBY MalUMEeHTOB C JUIMTEIBHBIM TEYEHHEM THUIIONapaTUpeo3a HEoO0XO0IUMO
naboparopHoe oOcienoBaHue ¢ 4acToTo 1 pa3 B 3-6 MecsiieB. PyTuHHOE HccieqoBaHme BKIOYAET
B ce0s1 aHaJIM3 KPOBU Ha Kajibluil, anbOymuH, gochop, marauii, 25(OH) Butamun D u kpeatunus,
a TaKkKe EXKEroJHOe OMpeeNieHue Kalbliusg B CyTOuHOM Moue. OOcienoBaHHE TaKKe MOXKET
BKJIIOYaTh B cebs exerogHoe Y3U mouek, mpu HeoOxomumoctd KT modek, a Takke OCMOTP
o TarIbMOJIOTA C IIEJIeBOM JTaMIIOH.

Bam wmoxxer moTpeOoBatbest Oosiee 4YacCThI KOHTPOJB JIAOOPATOPHBIX TIOKaszarenen, 0
HECKOJIbKUX pa3 B HEAEN0, B Hadaje JICUCHUS WM MPU HEOOXOAMMOCTH ero Koppekuuu. [Ipm
BO3HHUKHOBEHUHM CHMIITOMOB KaK THIIO- TaK W THUIEPKAJIbIIMEMUN HEOOXOIUM BHEIJIAHOBBIMA
KOHTPOJIb MTOKa3aTesIe KPOBHU.
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[Tpunoxenue I'l-I'N

I kanbl OLCHKH, BOIIPOCHUKHU U IPYIUE€ OLCHOYHBLIC HHCTPYMCEHTHI COCTOSAHUS
manueHTa, IpuBCACHHLIC B KIMHUICCKUX PECKOMECHAANUAX

Crennuyeckue OMpoOCHUKH HE Pa3padOTaHbl, HE UCTIOIB3YIOTCS.

Hossle, uzgannsie B 2020-2021 rr. u opunuanbHo yTBepkaEHHBIE MUH31paBoM PO,
KIIMHUYCCKUC PCKOMCH AN (pYKOBOI[CTBa, IIPOTOKOJIbI J'Ie‘{eHI/Iﬂ) — Ha HAIllEM CaWTe.
WHTepHeT-ceplIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie rekomendacii_protokoly lechenija/54.

Ecau rae-To keM-To JaHHBIN TOKYMEHT ObLIT paHee pacrieyaTaH, JaHHOe n3oopakenne QR-koma
MTOMOJKET BaM OBICTPO MEPEHTH MO CChUTKE ¢ OYMa)KHOM KOMUU — B HEM HAXOJUTCS 3Ta CChLIKA.
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