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Cnucok coxpaleHHH

AQII - Ansda-deronporenn

AUTB - AKTUBHPOBaHHOE YaCTHYHOE TPOMOOILIaCTHHOBOE BpeMs

AJIT - AnanunaMuHOTpancdepasa

ACT - Acnapraramutotrpancdepasa

['TTII - "'aMMarmoKypOHHITpAaHCIIENTHIa3a

'K - I'enarouesumonspHas KapuuHoMa

HT - HacnencrBeHHAst TUPO3UHEMHS

HT 1A - Ocrpast HacieACTBEHHAs THPO3HHEMHUS

HT 1B - Xponuyeckast HacJIeACTBEHHAA THPO3SUHEMUS

KT - KomnsiotepHast Tomorpadus

KIIC - KucnoTHo-11en09YHOE COCTOSTHHE

MPT - MaruuTHO-pe30HaHCHast ToMorpadus

MPXIIT" - MarHuTHO-PE30HAHCHON XOIaHTHonaHKpeaTorpadus

[1TH - IIporpoMOGHHOBBIA HHIEKC

P®II - Paguodapmnpenapar

TMC - Tangemuast Macc-CIIEKTPOMETPHS

II® - lenouynas pocdaraza

FAH - ®ymapunaneroruaposnasa

NTBC - 2-(2-uutpo-4-TpudaoopoMeTHaGen3omn)-1,3-IMKI0reKCaHe TUOH (HHTH3HHOH™*)
TORCH wundeknun - CokpalleHHOE Ha3BaHHE TPYNNBEl HMHQEKUHMH, MepearomuXxcs
BHYTpUYTpoGHO oT Matepm mwioxay: T - Toxoplasmosis (tokcomasmos) O - Others (cuuinc,
renatut B, Bapunema-3ocTep BUpPYC, Apyrue BUpych u 6aktepun), R - Rubella (kpacuyxa), C -
Cytomegalovirus (uutomeranosupyc), H - Herpes simplex virus (Bupyc mpocroro repueca)

V3U — ynpTpa3ByKoBas AMarHOCTHKA



TepMHHBI H onpeae/IeHUs

CunapoM MaHKOHM — TeHEPATH30BaHHAA AMCOYHKUHA IPOKCHMMAIBHBIX KaHAJbIIEB
noyek, INPOSBLTOMAACS [IOKO3ypuedl, —amuHoaumunypuel, ¢ocparypuelf, mOYEHHBIM
KaHAIbLEBBIM allu030M.

I'mneprpoduyeckast  KapAHOMHONATHA  —  TIOP@XCHHE  Cepaua,  KOTOpPOC
XapaKTepH3yeTcs yTONIIEHAEM CTCHOK XKeJyJ0UKOB (IIPEUMYINECTBEHHO JIEBOT0), HapyIICHHEM
€ro IMacTONHYECKOM (YHKINH U HEPENKO CONPOBOXKAACTCS PA3sBUTHEM 0GCTPYKIUM BEIXOIHOTO
oTAeNa.

THpPO3HMHEMHYECKHE KPH3bl — COCTOSHHS, CIPOBOIMPOBAHHEIE NPUEMOM GenKOBOH

UMY U COMPOBOXKAAIOLINECS IUXOPAAKOii, pBOTOH, HHTOKCHKAIHCI, KapAHOMHOINIaTHEH.



1. Kpatkas undopmanus no 3a6osesannio win cocTosiHuIo (rpymnmne

3a0oneBannii WiIn cocrosinmii)

1.1 Onpexesenne 3a60eBaHHST HIH cocrostHus (rpynnet 3a60JeBaHHIT HITH

cocrosinmii)

Hacnencreennas Tuposunemus 1 Tuna (HT1) wmu rematopeHanbHas THpO3uHeMHS -

peaxoe (opdanHoe) 3aGomeBanme ¢ ayTOCOMHO-PCLICCCHBHEIM ~ THIIOM ~ HAaCIEJOBAHU,
00yClIOBIEHHOE MyTaimsmu B rexe FAH, Kozupyrommero $epMeHT dymapunaueToruaponasy.

CuHoHUMBIL: nedunuT ¢ymapunaneroanerassl, nedumur dbymapunaueroanerarruaponassi.

1.2 DTHoJIOTHS 11 NaToreres 32601eBAHNS HJIH cocTosiHug (rpynnsl 3adoaeBanuii

HJIH COCTOSIHUIT)

[Tarorennvie Bapuantel rema FAH IIPHBOIT K CHHXEHHIO AKTUBHOCTH (epMeHTa
¢bymapunanerorunponaser (FAH, EC 3.7.1.2), oCymeCTBISIOIEr0 B HOPME KOHEYHBIi 9Tall
ACTpajallii THPO3MHA Ha HETOKCH4HBIE (GyMapar u aneroanmerar. B pe3ynbTaTte pacnaj
THPO3MHA OCYIIECTBIAETCS IO ANBTEPHATHBHOMY NATOJIOTHYECKOMY HYTH, ¢ obpa3zoBaHueM
BBICOKOTOKCHYHBIX ~ W KaHUEPOTEHHBIX  CyKIMHMJIALECTOHA, MaJIEMIaLeTOalEeTATa,
$ymapunaneroanerara (Ipunoxenue rn.

I'en FAH noxanusoBaH Ha IyTHHHOM ede 15-it xpomocoMmsl (15q23-q25) u cocrout us
14 sk3onoB. Ha ceropmsmmmii IeHb B reHe OMHCAHO OKONO 100 myrammit, yacteiMu u3 Hux
aBnstores: €.554-1G>T, ¢.1062+5G>A, ¢.1025C>T (Pro342Leu) ¢.1090G>C (Glu364Gln).
[13]. Tlarorenes HT! Tuma 3akmouaeTcs B TOKCHUHOM AeicTBUN (hyMapuianeroaneraTa u
MajeunaneroaneTatTa M HX  KOHEYHBIX  MeTabOJIMTOB  — CYKUMHHIIAUETOHA H
CYKIHHHUITALETOALETaTa, KOTOPhIE TOPMO3AT OKHCIIHTEILHOE docdopunuposanue u 6roxnpyror
muinr Kpebea. Hakomenne sTnx BemecTB mpHBOmuT K NPOrpecCHpyIOmEMy 3a60IEBAHHIO
TICHCHHU C pasBUTHEM NEYCHOYHOM HEAOCTATOUHOCTH, HUPPO3a, TYGYIONATHH ¢ ¢opmupoBannem
peHanbHoi TyGynonaruu, runodocdaremuyeckoro paxura, cuHapoma Dankonu [14].

Kpome TOro, cyxkumammaneron HHTHOHpYET  §-aMHHONEBYJIMHAT Jeruzparasy,
TNIPOMEKYTOIHBIH MEIUATOP MOPQOGHIHHOTEHA, UTO IPUBOIUT K HapyIeHHIo 61MOCHHTE3a reMa
H KIHHUYCCKH MOXET NpOSBILITECA CHMITOMaMH OCTPOH IepeMexaromeiics nopdupnu -
GomnsaMu B JKMBOTE, apTepHANBHOI THIEPTEH3HEH, NepudepuyecKoit momuueliponaruei.

BonbmmuacTBO (10 90%) manmentoB 6e3 cenu(uYecKoro nedeHns (aueToTepanus,
IIATOrCHETHYECKUE NPENaparTsl) M TPAHCIUIAHTAWHH TIeYEeHH MOTHOAIH B Bo3pacre g0 10 ner.

BEDKEBaeMOCTB 3aBHCHT OT CPOKOB IOSBIEHHS CHMIITOMOB [15].
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1.3 BﬂllgeMllOHOI‘Hﬂ 3a00JIEBAHHS HJIH COCTOSTHUS !Fl!!ﬂﬂbl 3a00J1eBaHHIT HIIH COCTOSlHHi‘l!

Yacrota HT1 B pasnmyneix nomymsauusx koneGmercss or 1: 100 000 -120 000 suBBIX
HOBOPOXXIECHHBIX. eTKux B3auMoCBA3eH MeXIy ICHOTHIOM M (EHOTHIIOM HE YCTAHOBJIEHO,
paaﬁuqnble KIMMHUYECKHE BapHaHTHI MOTYT IPHCYTCTBOBATh y WIEHOB OIHOH CEMBH C
OIMHAKOBEIMH MyTauusmu [1,4,10]. HauGonemas pacnpoctpanennocts HT1 o6HapyxkeHa B
peruone Saguenay-Lac-St-Jean (KseGek-IIposanc, Kanana), rae ona mocturaer 1:1846, a 1 u3
22 ssnsercs HocuTeneM Gomesun [13-15]. B oroif momynsuum HauGonee uacTo (~90%)
BCTpEHAeTCst MyTalus caifta ciuiaiicuura ¢.1062+5G>A (IVS12+5G—A) [12, 14, 15]. Bricokas
uyactora HT1 nabmonaercs B Ueuenckoit pecny6muxe —1:16020, HanGosee yactoit Spasercs
Mmytaius ¢.1025C>T (p.Pro342Leu) [16].

1.4 OcolenHocTH KOAHPOBAHHS 3260JEBAHIS HIM COCTOSIHHSI (FPYNNLI 32001eBAHHIT HITH

cocronnnii) mo Mexayuapoanoii craTncrnyeckoii kiaaccndurkammu Gonesneii n pooJieM,

CBSI3aHHLIX co 310poBheM (MKB-10)

E 70.2 - Hapymenus o0OMeHa THpO3HHA

1.5 Knaccndukanus 3adonesanns Hin cocTotHus (rpynnei 3a60JeBaHHIT HIIH COCTOAHMNIT)

B ocuoBy xnaccupukanuu HT 1 mosnoxeHs! KIMHUYECKAE BAPUAHTHI TEUEHHS OCTpas
(HT 1A) u xponnueckas (HT 1B).

1.6 Kinnnuveckast kKapTuna 3a60J1eBaHHS HIH COCTOSTHHS (rpynnel 3a6oieBanuii mwim

COCTOSIHHIT)

ITpu HT1 0651410 GepeMeHHOCTS M NEPHHATANBHBL IEPHOX NPOTEKAIOT HOPMAIBHO, H PeGeHOK

TIPH POKICHUM BBITJLIAUT 300pOBEIM. CeMeHHBI aHaMHe3 MOXeT OBITh OTATOLIEH, B CeMBAX
MOryT OBITH Cyyan paHHeEH JETCKOM CMEPTH OT KPOBOM3NHAHMH B MO3r WIH OCTpBIX
KPOBOTCYEHHH, pAaCUCHCHHBIX KaK CENCHC, BHYTPHYTpOOHble MH(EKUHH, CHHIPOM
AMCCHMEHUPOBAHHOTO BHYTPHUCOCYAUCTOTO CBEPTHIBAHHUS KPOBH.

Ocrpas ¢popma nacnencrsennoii HT1 (HT1A) ne6rotupyer B nepBsie 2-3 Mecsua XH3HU U
XapaKTepu3yeTCs INABHBIM 00pa3’oM TKENOH NEYEHOYHOH HEJOCTaTOYHOCTBIO, TENaTo- M
CIVICHOMeETaJIneH, HapyIICHHOH CBEPTHIBAEMOCTBIO KPOBH M THIIOIVIHKEMHEH, MIPUBOAAIINMHU K
CMEPTH B IEPBBIC MECAUBI XHU3HH. J[MCOYHKUMS INOYESUHBIX KAHAIBIEB CONpPOBOXKAACTCS
cuaapomMoM @ankoHH M paxuToM [2, 8]. ITauueHTaM MOBONBHO YACTO CTABAT OIMMOOYHEIC
AUAarHO3bI- CENCHUC, UUTOMETAIOBUPYCHBIH renatuT, ¢eranbHeii rematut. Y gpereit ¢ HTIA

BBIpA2XKCHA MHTOKCUKaIHs, TI'HIOTTHKEMUS, JICﬁKOIII/ITO3, BO3MOXECH acCcuuT, JUHaMHYecKasq
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HCTIPOXOMUMOCTD, MNape3 KulleuHHka. IIpm 3TOM OTMeuaeTcs MOBBILEHHEL] YPOBEHb
CYKUMHUNIANETOHa (2 10-100 pa3), ansa-¢eronporenna (A®ID) (= 100-1000 pa3). Llutonus
OOBIYHO He MpEBHILIAET TpeX-YeThIpeX HOpPM, yM€peHHas runepOunupyOGHHEeMHs B mpenenax
100-150 MKMonL/n, B paBHOM COOTHOIIGHHU NpAMOH W HempaMod GumupyGun. ITpuunHOi
JICTAJIHOTO HCXO/a IPH eCTeCTBEHHOM TeueHnH HT1A 06B14HO cranoBuTCS OCTpast eYCHOYHAas
HENIOCTATOUHOCTE M KAaTACTPOQHUECKOE KPOBOTEUeHHe Ha ee (ome. JIharmos 3aTpyOHseTcs
TakUMH  COMYTCIBYIOIMUMH COCTOAHHAMH, KaK BHYTPHYTPOOHaS MH(EKUHS, HEeOHATANbHbI
TenaTHT, CEIICHC. |

Hpu octpoii dopme HT1 na mepBbiit mian B KIMHHYECKOH KapTHHE BBICTYIIAIOT CHMIITOMBI
HHTOKCHKALMK (BBICOKAs! TeMIEpAaTypa, IOBBULIEHHAS BO30YIHUMOCTh, II0 MeEPe HapacTaHHs
CHMIITOMATHKH HAaCTyNAeT HAPYIIEHHE YPOBHS CO3HAHMS BILIOTH IO KOMEI), a TAKXKe CHMIITOMEL
NOpakeHHs MeYeHH (YBeTUYEHHE Ie9eHH, MOXKET GBITh B COYeTAHMM C YBEJIMYECHHEM CeJIE3EHKH,
aCIlUT, JXKENTyXa — DEIKO), raCTPOMHTECTHHATBHEL CHHIAPOM (CPBITMBAaHHA IOCIE KaXIOro
KOPMJICHHS), TSDKENBIH TeMOpparndeckuii CHHAPOM (Menena, xpoBaBas pPBOTa, remaTypus,
SKXMMO3bI, ICTCXHH, HOCOBEIC KPOBOTEUCHHs), Crienuduyeckuii 3amax Moun (3amax «BapeHoi
xamyctem,). C 3-X HENENBHOr0 BO3pacTa NpH HATHYHM CIIEAYIOLIEH CHMIITOMATUKU: YacThle
CPHITHBAHHUA M PBOTA, OCTAHOBKA B IPHOABKe MacChl TeNla, BHIPAKEHHAsA MBIIEUHAT THIIOTOHMS,
COHJIMBOCTB, HecnenupuieckHe CHMITOMBI HMHTOKCHKALHH, CEPOCTh KOXH, YBeIHUYECHHE
Pa3MEpOB XKHBOTA 3a CHET aCIHTA, relaTo-CINICHOMETATHH, AHHAMHYECKas HETIPOXOAUMOCTh
(napes KWIIEYHNKA) NPH HATHYMM XUAKHX KATOBBIX Macc, ¢ KpoBbIO MM 0e3, OTEKH,
IaCTO3HOCTE CTOM, B 1a00PaTOPHBIX JAHHBIX - THIIOMTHKEMHS, THIOKOAryJIAnus, JeHKOLHTO3,
nuToNu3 OOBIYHO He BHINE 3 HOPM, MOBBIUMICHHE yposers ITTII, c HopMansHBIMH (Kak
TIPaBHJIO) MOKA3aTeNAMU GUIMPYOGHHOBOTO 06MeHa (T.e. mMeeT MecTo xonectas Ge3 XKETTYXH),
3HAYHTENIBHOE NOBBIIEHUE ypoBHS ADIT ( ﬁpn HopMe 1o 60 Hr/mMnt y meteit 1o 5 Mec. mubps
MOTYT JOCTHIaTh 1 MJIH. HI/MII), peGE€HOK MOMIEKHUT CCNICKTUBHOMY CKPHHHMHTY Ha 00JIe3HH
obmeHa , B ToM yncne Ha HT1.

Ilpn xponnueckoii dopme (HT1B) orMmeuaercs apyrad KIMHHYecKas KapTuHa, 0oJe3Hn
PasBHBACTCA IOCNE TOAOBAJIOr0 Bo3pacTa, wame B 3-4 roma. HTIB u3HauanpHO MeHee
arpecCHBHA, HO 3a0OJeBaHME HEYKIOHHO NPOTPECCHPYeT M MOKeT CONPOBOXKAATECS
NPUCTYNaMH OCTPOH MeTaGomMvecKol JeKoMIeHCAaIuH. IIpu a10it dopme Habmomarorcs
PasIudHOM CTENeHH BEHIPAXKEHHOCTH MIOPAKEHHUS TIEUEHH, [I0YEUHbIE KAHANbLEBbIE auchyHKIuy,
PaxuTOmONOGHBIE  H3MEHEHMS  CKeNeTa,  OGYCIOBJEHHBIE runodocharemueii  u
runepdocdarypueit, KapIHOMHONIATHS, HEBPOIOTHUECKUE KPH3BI, CXOZHEIE C OPGHHPHYECKHMU
(Gonesnennsie napecresuu, apTepHaNbHas TUNCPTOHUS, TaxXHKapaus, IapaTUTHYECKas

HCIIPOXOJAUMOCTE  KHUIIICYHUKA, HMHOTIA IpOrpEeCCHpyIone napanntm), THITOTJINKEMHS],
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CBSI3AHHAY C THIEPIIasHed B-KIeToK MOMKeNyNOuHOM Kele3nr u rHnepcekpenyeil MHCyNuHa.
HeBponornueckne kpusst 06kramo anares  1-7  gmedt, mocne wero HacTymaeT mnepuox
BOCCTAaHOBJICHHS,

Y nanueHToB Habmomaercs Hapymexme‘ $ynkuuu peabeopbumn B noveunsx KaHajblax,
NpHBO/UIINCE K  CHHAPOMY (aHKOHH, amuzo3y, TCHEPATM30BAHHONH — aMHHOALUIYpHH,
PE3UCTEHTHOMY K BHTaMHHy D runogocpareMuueckoMy paxury u 3azepxke pocta. B pane
ciyqaeB y pebeHka HaGMomaeTcs paxur ¢ AedopManuaMi KoHEuHOCTeH, CTONE BBIPQXXEHHOH,
9T0  NIETH NEpecTaloT XOoauTb. B  3ToM ke BO3pacTe IHAarHOCTUPYIOT WHPpO3,
TCNATOCIICHOMETANHIO, MOTYT GHITh HOCOBBIE KPOBOTEYEHHS, THIONPOTENHEMHYECKHE OTEKH.
HT1B xapakrepusyercs mocreneHusmu HSMCHEHHAMH NI€YEHH, NPUBOAAMMMH K LMPPO3y H
Pa3BHUTHIO IeNaTOLEILMIONAPHON KapuuHOMBEL, DaKTHYecKH PHCK Pa3sBUTHS TreNaTOLEIUTIONAPHOM
KapUUHOMEL IIPH JTOM 3a0OJIEBAHMM CUHTAETCS CAMBIM BEICOKHM CpemH BCEX HapylIeHHit
obMeHa Bemects [17, 18]. Panee coob1anoce, uro T€NaTOLEIUIIONAPHAs  KapLHUHOMA
dbopmupyercs y 37% nanuentos ¢ Hacnencrsennol HT1 crapme 2 ner [19), vo HocleayIonue
uccnenosanus B CxanaunaBun [20] u KseGeke [17] noxasamu Gonee Huskyio 4acToTy
TENAaTOUCITIONAPHOR KapUMHOMEL (~15%), BeposTHO, BeencTBHe TPaHCIUIAHTALUK TI€YEHH U
YAYYLWEHUs. Croco0OB  JICUeHHs. l'enaronenmonspuas  xapuunoMa Yy TalHEeHTOB ¢
HaénencmeHHoﬁ THPO3MHEMHEH 1-ro THna pasBuBaercs B Gojee paHHEeM BoO3pacTe, 4eM IpH
APYTMX HACIENCTBEHHBIX GONE3HAX o6MeHa (4acTo 1o 5 ner) [18]. Lluronus MUHEMATEHEL (B
Ipeaenax Tpex HopM). YposeHs A®II nopbimen B npeaenax 1000 ur/mn, cykuunnnanerona —
He Goutee gem B 20 pas [9].

IlomocTpast u xponmueckas Gopme Gostesnn BeTpevarorcs npuMepHo y 20-25% 6GonbHBIX ¢
AeGrotom B 4-12 Mec, KIMHHuecKas MaHu}ecTanus KoTopoii IIPOBOLIHPYETCS BHEIMIHUMH
axropamu. Takumu TpUrepHbIMH (haKTOpamMu ABIIOTCS MUXOPAKOUHEE COCTOAHHA, HHeKIMH,
OenkoBas Harpyska, ToJojaHHe K Apyrue TUNEPKaTabONNIECKHE COCTOSHHA. Y MalHeHTOR
O0GHapyKHBaeTCs POrpeccUpyolLee TIOpaKCHHE NIEYCHH C IeNnaro- MM IeNaToCHIeHOMeraueit
(uuppo3, meyenounas HC/IOCTAaTOYHOCTD), 3aiepKKa pOCTa, MPH3HAKHU paxuTa, MEIIeYHas
THIOTOHHA, Koarynomarus. XapaKTepHO OTCTaBaHMe OKasaTeleit ¢usnueckoro pasBuTHs.
HeBponornueckue cuMnToMsr Hepenko BKIIOYAIOT ruIponedanbHyI0 KOHQUTYpaLuio yeperna,
cumiroM I'pede, 3amepKKy ABATaTENBHOrO M MCHXMYECKOro pasButHs. Moryr Habmonarbes
HEBPOIOTHIECKHE KPH3BI (CA0OCTh B KOHEYHOCTIIX, Napanuyy KOHEYHOCTeH M muadparmer,
PBOTa, ayroarpeccus u Ap.), KOTOPHE B psjie ClIydaes CITyKaT [OBOZOM Ut omM604HOrO
Auargosa — myasthenia gravis. Hesponormueckue m3MeHemms HemoctosHHBL Hepenako

OITHUCBIBAIOT THIIEPIIMTMEHTALIUIO KOXKH.




Crenyer otMeTnTs, 4T0 313 KIIacCH(pHKauus I0BOJIBHO YCJIOBHa, ITOCKOJIBKY HEKOTOPHIE HETH C
ocfpoﬁ ACKOMIICHCAUHE}H B TEYEHNE NEPBOrO rofa UMM BBDKHBAIOT M UX (OpMa CTAHOBHTCS
«XPOHHYECKOI», a MAIlHEHTEHI C «XpOHHMYECKOH» (opMoOii  ocTaroTes B Tpyne pHCKa IO
Pa3BUTHIO METabONMYECKUX KpPH3OB. Ilpn sTom, Bo3pact peBiora SBIAETCS BaKHBIM
TIPOTHOCTHYECKUM MOKa3aTeneM. J[o mosBieHus HIATOTCHETHYECKOT'O JIEYEHHsI B TeYeHHe 1-ro
rozxa ymepnu 60 % nereii ¢ ne6rotom 3aboneBaHHs B Bo3pacre 110 2 Mecaues, 23 % npu nebiore
B BO3pAcTe OT 2 110 6 MecsneB U Tonbko 4 % AeTed NebI0THPOBABIIHX n0CHe 6 Mecsanes [21]. B
HEKOTOPBIX pernoHax P® mposogsrcs TIpOrpaMMEI 10 MaccoBoMy oGcimenoBanmio Ha HTI.
Cnenyer otmeruts, uto 110 4 nHeit ’KH3HH Y TOHOLIEHHBIX U JI0 7 OHeH JKU3HK Y HETOHOIIEHHBIX
HOBOPOXICHHEIX, HEOHATANBHBIH CKPHHUHT Oyner HeoddexTHBHEIM, Tak kak B KpOBH y
Tanuentos ¢ HT1 eme ne nakammBarorcs Bsicokue KOHIICHTpalKK CYyKIMHUIALeTOo a [3 1, 36].

ITeuenounsie nposisienns THPO3HHEeMHH THII 1
OcHoBHBIE  KTHHHYecKue npoasnenus HT1  cBssannr ¢ TIopaxxeHneM  meyenun. Moryr

Ha0INoNaTeCS OCTpast NMeyeHOuHas HEIOCTaTOYHOCTD, LUPPO3 NEYEHH H TenaTOLEITIONAPHAs
KapunHoMma [21]. ITo maHnbpmM MEXIYHapOAHEIX HCCEnOBaHHI 69% CMepTeii ObUIM CBSI3aHEI ¢
NICYCHOYHOH HENOCTATOYHOCTHIO H KpoBoTeyenueM, a 16% - ¢ FeNaTOUENIONAPHOH
KapuuHoMo#.  CuHretnueckas —(yHxmus HapymeHa y OONBIIMHCTBA IALMEHTOB
HTI1. Yposens (aKTOpoB CBepTHIBaHHA 3aMeTHO chkeH npu HT1, u y HexoTophix manmentos
HMCHHO HAapYIICHHS KOATYJISIHU SBJISIOTCS BEAIIUMH, ApYrHe NPH3HAKH MOPAXKEHHUS MeYeHU
BEIDXKCHBI  HE3HAYMTENBHO, II03TOMY NAlHEHTOB obcrenyor ‘Ha mpegmer IIEPBUYHOMN
TeMarosoruteckoi npoGnemsr [22]. Iporpom6uroBOE I HaCTHYHOE TPOMOOILIACTHHOBOE BpeMs
MOXET OBITh Ype3BBMaiiHo TIPOJIOJDKATENBHEIM JaXe Yy KIHHHYECKH 340poBbIX nereit ¢ HTI,
BBUIBJICHHBIX NPH CKpuHHHTe. IIpumeHeHue Butamuma K TONEKO Ha KOPOTKOE BPEMS MOXET
YIyHIIATS PO Koarysuuu. Y posuu TpaHCaMHHa3 B CBIBOPOTKE BapLHPYIOT H MOryT GBITH
HOPMAJIbHBIMH HJTH HE3HAYHUTEILHO TIOBBIIICHHBIMH, XOTS B HEKOTOPEIX KPH3HCHEIX CHUTYaITHIX
MOryT Habmomatbcst ypouu Gonee 1000 ME / 1, 4T0 yKasmBaer Ha Gonee CYLIECTBEHHYIO
CICNICHE IOBPEXJCHHS TIEMATOLUMTOB, H Kak TIpAaBUIO 3aCTAaBISET NPEANPUHATS WIATH K
OKCTPEHHOH TPAHCIUIAHTAMM IICYeHH, JKenryxa pemxo BcTpewaercs Ha PaHHMX CTagMsx
TellaTopeHanbHoOM THposunemun. Torna kax, raMMa-rIIoTaMUHITpancdepasa 06BIMHO NOBBIIEHA
Gonee ueM B 2 pasa, u COOTBETCTBYET NHCCOUMAPOBRHHOMY XoJecTasy.

Ileyenounsie kpu3sr MOTYT OBITE CIIPOBOLHPOBAHEL MHEKIHAMY U ApyTHMH KaTaboNnYecKnMu
CTPECCaMH KaK y MIIANICHIEB, TaK H y JeTeii CTapmero Bo3pacra. PeGenoxk paznpaxurenes,
ocnabien u 4acto mixopamut. Yacto BCTPEHAIOTCS aCIHT, JKENTYXa M KENyN0YHO-KUIIEYHEe
KpoBoreueHus. Moxer omymarscs 3amax «BAPEHOH KAIlyCTEI», HO 3amax HaGmomaeTcss He

dacTo- npumepHo B 15% cayuaes. Mmeercs TCIIaTOMETANIUA  pa3iM4HOl CTereHw. Kpus
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CONPOBOXKIAETCS BHIPAKEHHOM IOTIMBOCTEIO, THNEPruIpo3 3a4acTyl0 OOBACHAECTCS TeYeHHeM
OCTPOTO paxuTa, 4YTO HE HCKIIOYAET, a JIKIIb noarsepxxaaer HT1. Tpemop, THNIEPTUAPO3 U
pe3kast cnaGocTs Kak TIPOABNICHHE THIIONIMKEMHH B EPHOX KPH3a BCTPEYAETCS qaluie, yeM BHE
ero. Bo Bpems kpH30B HAGMIONATECH MOBBImIEHME YPOBHS TUPO3HHA, METHOHHHA, NPONHHA U
HacTo ApyruX aMHHOKUCIIOT B miasme. [levenounste Tpancamunasst MOTYT Pe3KO NOBEHIIATHCH,
H MOXCT pa3sBUBATHCA IHIEpOHIHPYOUHEMHS, YTO COOTBETCTBYET pacnaiy remnaTonuToB. B stor
TICPHON  MOXKET YCHIHMTBCS JMCHYHKUMA IOYEMHBIX KaHaubLes. XoTs MHOTHE KpPH3BI
PaspCIAlOTCA  CIOHTaHHO, INpPH  yMEHBIICHHH  GelKoBO Harpy3k, aJeKBaTHOTO
TIApEHTEPANLHOTO MUTAHHUS M JETOKCHKALMOHHOMN Tepanuu, u HEKOTOPBIE NPOrpecCHPYIOT IO
TIOJTHOH IEYCHOYHOM HEAOCTATOYHOCTH H IIeYEHOYHO] suuedaronaruu.

Mexny xpusamu y GonbimnncTsa manuenTos Ha0JIIONIAeTCsl FENaTOMEra s JIErKoit Wiy cpenHeii
CTCIICHH  THXKCCTH. Y HEKOTOPBIX ITAHEHTOB C $opMupylomumess  mupposoM  mim
TENATOMETAIHEH ¢ HapyIIEHHEM reMOJTMHAMUKA M TIOBBILEHHEM PE3UCTEHTHOCTH MapeHXHMEI
(mo AT cocynos meuenn) ormewaercs crieHomMerams. IlevyeHouHble TpaHcaMuHasE B HOpMe
WM HEMHOTO IOBBINCHBI, a YPOBeHb GWIHpyGHHA B HopMe. ANb¢a-¢heTonpoTenH MoBbIIeH
(10-1 000 000 mr/mm; B HopMe <10). KnnHuyeckn ypopuu a-eTonporenHa B CHBOpOTKe
OPHEHTHPOBOYHO OTPaXalOT arpecCHBHOCTD 3a00/I€BaHNs, KaK M YPOBHH METHOHHHA B
nnasme. ['unepOunupy6unemMus u TMIICPAMMOHHEMHS  ABISIOTCA HO3RHHMH NPH3HAKAMH
NICYCHOYHOM HEIOCTATOYHOCTH

Iuppo3, BEpoATHO, B KOHEYHOM uTOre pasBuBacrcs  y Bcex maumentoB ¢ HTI, u puck
TeIaTOLCITIONAPHON KAPIMHOMEI YPE3BBIYAHO BBICOK [19]. C xaxmemM romom Ges nmeuenus
Gonesnu puck passutusa I'LIK yBenmuuusaercs ¢ 14 no 75%. PanHee, 10 Mecsunoro BO3pacra,
HaYall0 NAaTOrCHETUYCEKOH TEPAaNMH  CHHKAET PHCK I'IK no 1%, u HeoGxomumocts B
TPaHCIUIaHTalMK NIEYCHH YMEHbIIaeTCs ¢ 71% a0 26% [15, 23]. BaxHo, YTo Janeko He Kaxblif
caydait I'lIIK BosHHKaeT Ha ¢one mupposa. Tak B 0630pe R.Khanna, 2018, BKJIOvaromem 15
HCCIeloBaHuH, cpeuas yactota IK y zereii coctasnna 0,41 na 1000000, y B3pocibix -0,8 Ha
MHJUTHOH HaceneHus [24]. Yacrora I” LIK npu HT1 npessimaer B 40 pa3 ee YacCTOTY NpPH APYIrUX
MeTa6onnqecKnx H HHOEKIHOHHBIX 3a6oneBaHn;1x nevend. Puck passurus T'IIK npu HTI
BO3ZHHKACT NPH OTCYTCTBHH TEpalHH HUTH3MHOHOM™** M Hayamom Tepanuu mo3xe 1 Mecsunoro
Bo3pacTa [25]. Tem He MeHee, make NpH ATHTENBHOM nepuoAe Ge3 JeUeHHs, YacThb eTeif
OnaromapHo OTBewalOT Ha TCpanuio — BOCCTAHABIMBAIOTCSA CTPYKTYpa II€UEHH, KyIIHpyeTrcs
TyOymonarus, BOCCTaHAaBIHBaeTCs MHHCpaIbHAA MIOTHOCTh KOCTEf M 3NIEKTPOMMTHEIN Gananc,
OTmeueHEl cinydam, Korza mammeHTH GLUIH HampaBJICHEl Ha TPAHCIUIAHTAIHIO c
NPCABApUTENBEHOM  MOArOTOBKO NTBC 2- (2-HnTpo-4-Tpmbmoopomemn6emonn) 1,3-

IHMKIIOTEKCAHEAHOH (HUTH3HHOH**)) 11 yNy4IIeHns 06MeHHEIX IpoIeccoB, KypcoM Ha 3 Mec.,
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a ITO TPOIIECTBUH HTOr0 NEPHOAA, IIOKAZAHHS K TPAHCILTAHTAMH HCYe3aH. Y HEKOTOpHIX aeTeii
TIPOZOTKaNach KOHCEpBATHBHAS Tepanus, crabunusanus u/mwm perpecc nupposa.

Bombumucteo unctpymentanpupx METOnOB uccnenosanus (KT, V3Y, aHruorpagus) ne
TIO3BOJITIOT HAnexkHO aAuddepenumposars ROGPOKAYECTBEHHEIE H 3]I0KAYECTBEHHEIS Y3€IIKOBEIE
o0pazoBanus. s KT-o6napysxenus BaxHo BemonmsTs TOMOrpaguIo ¢ KOHTpacToM u Ge3 HETo,
TIOTOMY YTO KOHTPAaCTHPOBAHHE MOJKET CKpBIBATE ONHHU Y3€NKH, HO BBIIBHTE Jpyrue.
YyscTBuTENBEHOCTE V3H 110 KpaiHel Mepe Takas xe, kax ¥ KT, 1o oHO Bo MHOTOM 3aBucuT oT
OnbiTa Bpaua. Cnenyer OTMeTHTE, uToO IIOCKONBKY npeMenukarus Gapburypatamu Mosxer
CIIPOBOUHPOBATE NOPGUPHIHHO-II0H06HEIe KPH3BI, Jydmie u30eratb ee WCMOMBI0BAHMS y

TTANMENToB, He noxyyasmmx NTBC [26].

Hesposornyeckne kpusncer NPpH THPO3HHeMHH TH 1

Hesponoruyecxue (THpo3nHEMHYECKUE) KpU3ET T€NIaTOPEHANBHON THPO3HHEMHH — 5TO OCTpEIe
SMHU30ABI TepuiepryecKkoil HeBpomaTHu. Kimungeckn xpussr nensates ua aBe dassr: (1)
AKTHBHEIH TEPHOZX ¢ mpeoGnamaHmem Gonesnennex mapecresmii, BETCTaTHBHBIX IPH3HAKOB
(Hanpumep,  rumepromus, TaXHKapaud,  KHIIeqHas HENPOXOZIMMOCTE) W HHOrma
Tiporpeccupyiomero mapannya u (2) TIEPHON  BOCCTAHOBNCHHS IIOCTE NAPATHTHYECKOTO
kpu3a. U3 48 nanmenros (b panko-xananckoro Tpoucxoxnenns y 20 (42 %) Geuin ommcans
HCBPOJIOTHYEeCKHE KpH3bl [27]. Ilepuepuyeckas THIIEPIIAPECTE3HA TIPOSBIIAETCS ¢ paHHETo
BO3pacTa -MianeHel OTKa3bIBAETCS HaxomuTes Ha Pykax y marepm, Gecmokoutcs mnpu
TIIPHKOCHOBEHHSX, MOIIAXHBAHUSIX, TIPCATIONMTACT HAXOAMTCA B KpPOBAaTKe. Boje3HeHHEe
KpH3bI HAHOOJIEE YaCTHIH HEBPONOrHYeCKHit BapHaHT [28]. Bo Bpems IIpoapoMa, KOTOpEIii YacTo
BOSHUKACT NOC/IE HE3HAYHTENBHOM HHEKIIHMH ¢ AHOPEKCHEH H pBOTOM, peGeHoK paszpaxureneH
H MCHEC AaKTHBEH, 4YeM OOBIMHO. 3aTeMm Y peOeHKa mosBiseTcs cunpbHas Gomb, yacto B
HOrax. YacTo nauueHTs! npumHMAOT TIO3HIHIO KpafHEro rumepsKcTeH3Hy TYJIOBUIA H
II€H, KOTOPBIC MOTYT OBITH OIMGOYHO TIPUHATEL 32 ONHCTOTOHYC MM MEHWMHIH3M, I'mnepronyc
MOXHO NDHHATL 33 TOHMYECKHE CYyNOpOTH, HO Ha CaMOM Q€€ NAalMeHTEl HAXOAATCA B
cosHanuH. Taxoxe Moryr HaGmonarbcs HACTOAIHE CyNOPOTH, YacTO B COYETAHMH C TSHKENOH
Tinonarpuemueti [27]. Kpusel MoryT 6bITh HacTomeko MYHHTCIBHBIMH, YTO CONPOBOXKIAIOTCS
Camonospexaenusamu [27]. Baxwo OTMETHTB, YTO YMCTBEHHOE Pa3sBHTHe geTeii ¢ HT] SABJIAETCS
HOPMATILHBIM 1 4TO BO BPEMA KPH3HCOB YPOBEHb HX CO3HaHHA HE CHHXKAETCS.

AKTHBHAs asa 06BIYHO UIHTCS OT 1 no 7 mueit. B ouens PEIIKHX CITyyasx BO BpeMs KpH30B
HCKyCCTBCHHAS BEHTHILIUMSA JIETKAX ObLTa HeoGXOqUMa H3-3a ObIXaTeNbHOH €aGoCcTH, B 0HOM
Cly4ae Ha cpok Gonee 3 Mecsres [27]. Yacro BosHuKaroT PBOTa H KHIIEYHAs HEMPOXOAUMOCTb,

KOTOPBIC MOTYT YCIIOXHHTE PEXUM ITHTAHUS. ApTepuanbHas ITMIIEpTOHHS H CToliKas TaXUKapIus
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XapaKTepHbl 11  paHHed  cragmu HEBpoNOruyeckoro  kpusa. Moryr  raxoxe
BOSHHKHYTL BBIpa)KEHHAS THIIOHAaTpueMHus, runodochareMus u runoxanuemus [27].

Crenyer otmernts, uro Y 30 poccuiickux manmentos me Habmonanu nomoGHoi OCTpoii u
TSDKENOH  cuMnroMaruky., Hesponoruueckue KPH3SBL  SBIAIOTCA  OCHOBHOH  npuumHoil
3aboneBaeMocTu y IIaKeHTOoB, He momyuasmux NTBC. ITo AAHHEIM MEXIYHapOAHOTO OMpoca,
10% emepteit npu HT1 nponsommmu so BPEMA HEBPOJIOTHYECKUX KPH3HCOB. Hereit ¢ HT1 u
TIPU3HAKAMH, YKa3BIBAIOIIUMH Ha OpHOmIKalomuiics HCBPONIOTHYECKHI KpH3HC, Cremyer
TOCITUTATM3HPOBATE I MOCTOSHHOrO Habmonenus 3a pecnupatopHoii dynkumeii Bo Bpems
OCTpOI a3kl

IMaTosornsa nouex NpH THPO3HHEeMUH T 1

Y nannentos ¢ HT1 nouru BCETIIa NPHUCYTCTBYET HOpaXeHHE MOYeK Pa3IHYHOH cTeneHu, or
JIErKO# THCOYHKUMH KaHanbues 1o seHoi noyeuHo# Hegocrarounocty. Iopaxkenne mnoyex
COOTBETCTBYIOT BTOPHYHOMY CHHIpOMY DaHKOHH, MONHOMY WM HCIIOJTHOMY : CHMXeHHe
YPOBHA KallbUKA B KPOBH; CHHXKEHHE YPOBHS $ocdopa B kpoBy; noBEIIEHKE YPOBHS LIEIOYHOIf
docdarassr; pasputme MeTaboNnIecKoro anumosa, Hapymenne peabcopOunyu Gukap6oHaToB B
npbxcnmanwmx KaHanbnax; MOXET GBITb HOpMambHas OKCKpeLHs KalpUUA ¢ MO4Oit Ipu
THIIOKANIBUEMHH; NOBBIICHHE KIIHPEHCa $ocdaros mMoun, Beackanue $bocdaros B xnmeunnke
HE  crpamaer; rmokosypus (20-30 r/n1 u BBILIE);  pa3sBHTHE IFeHepalH30BaHHOI
THNICPAMYHOANMAYDHH;  HapylueHue $yHKUMIT  amMMOHMOaUMTOTeHe3a — CHH)KEHHE
THTPALIHOHHON KHCIIOTHOCTH, NOBHIIIEHKE PH Mouu Gonbite 6,0; paseutie THITOKTHEMHH,
Tsoxectb aucoynxunu TPOKCHMAJILHBIX KAHAJIBUEB PasiIuuHA U MOKeT PE3KO yCyryonarecs B
TICPHOAET nekoMmencanun.  I'unodocgaremuueckuis PAXHT ABJIACTCS OCHOBHBIM KIIMHHYECKHM
TIPU3HAKOM JTHCOYHKUHH ITOYEYHBIX Kananeues npu HT1., Y HCKOTOpPEIX nereit ¢ HTI1
Habmonaercs  moyeunsrii KaHAJIBUEBBIH  aunnos. I'enepannsosannas aMHHOAUAYpHs
BCTpeqaeTes valle, YeM IoKo3ypHs. Hoteps gocara ¢ moyoit, BEPOATHO, ABJISIETCS OCHOBHBIM
MCXAHU3MOM paXWTa y STHX NAlMEHTOB, 0 Yem CBUICTCNLCTBYIOT YaCThIE IPOSBIEHUS
runogocdaremMun u oTcyTcTBHE THIIOKANBIMEMHH MITH THIOIIA3HH SMay 3y6oB, 4TO Moxer
CBHIICTE/ILCTBOBATE O IIATOT€HE3e, CBA3AHHOM C BuTamuHoM D [29].

Cxesernsie mamMenenns NPH THPO3HHEMHH TH 1

o mossnenns Bbsmomocreﬁ TIaTOrCHETHIECKOrO JIEYeHUs mauuenTs! ¢ HT] HUMeIH Irpy6rie
MHOTOILIOCKOCTHEIE  fedopmaumu  ckenera, TIATONIOTHIECKHE  IIEPENOMEL,  yTPHPOBAHHEIE
TNIPOABICHAS paxuTa B BHAC TMNEPILIA3UK XpAweH (Yetku u Gpacnersi), GamenHoro yeperna,
THIIEPrunposa, cuxmpoma XBocTeka, PasAPAXHTENLHOCTH, NMOTIMBOCTH, JOMKOCTH HOI'TeH,

3y6os. Ilpu npoenennu PCHTTEHOrpagun BBIBNAIOT CHIXeHHe KOCTHOro BO3pacTa u
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OCTEONCHHUIO, BILTOTH IO OCTEONOPO3a, PACUIMPEHHE HCTAIBHEIX SMH(U30B TPyGUATEIX KOCTEH,
nedopManus u ucTonyeHmne KOPTHKAILHOIO CIIOSt ISICTHBIX M ILIIOCHEBBIX KOCTei, NpeAIUICYHii,
roneHed, Gexmep, caGneBuaHbIe IedopMmanuu Bcex Kocreit Ha KOTOpble ObLTa Harpyska — eciu
XOAHI — HIDKHUX KOHEYHOCTEH, €CIIH MoMI3a - | Gexnep, u ey, u npeamneunit. Ha6momamores
AeopManms rpynmHoit Kietkw, KIIOYHNL, BBIP&KEHHAs IappHCOHOBa 6Opo3ma, AWCINA3HS H
NOJBBIBUX Ta300€APEHHEIX CYCTABOB.

Huarnos nacnencreennoit HT1 CIIENYCT NPEeANONaraTh NpH HATHYMH BaNbI'yCHBIX (vamue) umn
BADYCHBIX HCKPHBJIEHHH KOHEYHOCTEll C COmyTCTBYIOWIeH renatomeranueit. HekoTopsie
GonbHEIe 10 2-3 7IET cCaMOCTOATENBHO TICPEABUTAIOTCS, XOTS PE3UCTEHTHOCTh K HAIPy3KaM Y HUX
HH3Kad, a 3aTeM NIePECTAIOT XOUTh, UTO HE PEAKO ABITCTCS TIOBOZIOM JUIst O6pallieHus K BpayaM.
OTO HOBOIBHO THIHYHO IS MAIHEHTOB H3 MHOTOZICTHBIX, CONHANBLHO HeONaromOMy HbIX HiTH
IUIOXO TOBOPAINMX IO-PYCCKH CeMell M3 CeNbCKOi MECTHOCTH, TOPHBIX ayJiOB, YHAJeHHBIX
PalOHOB, Ilie HET CIIeHUATNCTOB.

HApyrue xIMHIYecKHe NPosIBICHHSs I AuddepennnanLHas gnarLocTHKa THPO3HHEMHH
THI 1

Knunnyeckn 3pauumas rHnepTpoduyecKas KapaHOMHONATHS GBuIa 3apETHCTPHPOBAHA Y Tpex
AETeH C THPO3MHEMHEH, H Y OJHOTO OHA CTalia npu4nHOHK cMept [30].

I'nnornukemuss - cumnorom THMMUHEL ALl MIQNEHLUEB [0 TOfa ¢ THKENbIM TECUCHHEM
3a00JICBaHUSA, CONPOBOXNABIIEMCS IEYEHOYHOM HenocTaToyHOCThIO. IloaToMy crenyer
IpoBoauTh AubdepeHuManbHEIT qUarno3 ¢ T/IMKOT€HO3aMH, HapylIeHHAMH GeTa OKHMCIeHH:
mﬁpnmx KHCJIOT.

loBermenne  ypous THpO3NHA  TaKKe MOXKET Habmomarbes npu Apyrux  dopmax
HaCICNCTBEHHOH THPOMHEMHH, KOTOphle OTIMYAIOTCS 110 CNICKTPY KIMHHYECKUX MPOSBICHHUIA,
Henoctatounocts THPOSMHAMHHOTpaHChEepashl - MepBoro (QepMenta IyTH Karabonmusma
THPO3HHA ~ MIPUBOAHUT K Pa3sBUTHIO HACIENCTBEHHOI THPO3HHEMHUH 2-T0 THna (OMIM 276600),
TaKiKe Ha3pIBAEMOH CHHAPOMOM Puunepa-Xanxapra. Tuposunemus 2-ro Tuna conporoxmaercs
TIOBLIICHHEM YPOBHA THPO3HHA B KPOBH M Mowe., Kimuuueckmii denoTnn  BxMOYaer
YMCTBCHHYIO OTCTAIOCTB, GOJIC3HEHHBIE BEICHITAHHI Ha porosune, ¢orodoburo, xeparur u
Gone3HennsIit TATbMOIUIAHTAPHEIH runepkeparos [4]. Mytauuwy, NMPHUBOJAAINNE K CHIIKEHHIO
aKTHBHOCTH pP-FHAPOKCH()EHIINHPYBATAHOKCHICHA3bl — BTOpPOro ¢epMeHTa KaTaGoim3Ma
THPO3HHA, MOTYT CIOCOOCTBOBATH  PA3BHTHIO XOKHHCHHYpHH (OMIM  140350) wm

HACIICACTBEHHOM THPO3MHEMUH 3-ro Trna (OMIM 276710);
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2. lnarnocTuka 3a6oeBanus HJIH COCTOsIHMS (TPYNNbI 3a601eBaHHi miK
COCTOSIHMH), MeTHIHHCKHE IOKA3AHUS K NPOTHBONOKA3aHHUsA K IPHMEHEHHIO
METOAOB AHATHOCTHKH

Huaenoz HTI yemanaenusaiom Ha ocnosamuu  damuubix cemeinoz0 anamuesa,
KAUHUYECKUX cumMnmomax, dannbix uncmpymenmanshvix uccaredosanuii, a marce pesynomamax
buoxumuueckoii u HHK-ouaznocmury

2.1 )Kano6n1 1 anaMHes

Ilpu c6ope amamuesa m xano6 PCKOMEHA0BaHO OOpaTHTL BHUMaHHE Ha CIIEAYIOIHE
KaIO0OBI U aHAMHECTHYECKHE COBBITHS:

~ OmAzowjenHbld CeMelinbili anamHes (cxoouvie cumnmomu Y cubcos npobanda,
bruskopodcmeennwii bpax);

~ CAyuau enesannoi demckoti cmepmu;

— Cpvieusanus, peoma;

~ nhomepa maccel mena, nioxas npubaexa macce mena;

— orceamyxa;

~ Hocoeble kposomeyenus, kposomeyenus uz mecm UHveKyuil;

T Yeeruuenue pazmepoe nevenu, cenesenxu;

- cneyuguyeckuii «Kanycmmwiiy 3anax mena;

— PpasnuuHele depopmayuy crenema (vawe nuocnux KOHeuHocmeti);

= OnuU300b1 2unoznuxemuu 6 anamuese,

Kasno6rr n AHaMHE3 TAKKe OHUCAHLI B pasnene «KIMHHYecKas KapTuHay.

2.2 DuzuKaaLHOEe obcirenoBanme

llayuenmy c nodospenuem na HT] cnedyem nposecmu noanoyennoe @uzuxanvuoe
06éﬂedoeanue, obpawasn ocoboe enumanue nag narenamopnoe u nepxymopuoe uccredosanue
nevenu u cenezenxu.
Ocmpas ¢popma HT 14:
= 3adepoicka gusuyeckozo pazeumus;
—  ebpurvuas memnepamypa;
— peoma, obe3godicusanue,
—~ Ouapes;
— 2enamo-/ zenamocnnenomezanus;
~ acyum u OUHaMUYecKas Henpoxodumocme Kuweuynuka;

— orermyxa (Ha cmaduu ocmpozo eenamuma);
14



ocmpoe  icenyOOUHO-KumeuHoe Kposomeyenue (603mo0icHbl  Menena, peoma
Kogheiinoti 2yweii);

be3benxosvie omexu, avacapka;

Kpoeomeuenus 3a cuem cHudiCenuss benKo8o-CUHmMemuueckol @yuxyuu nevenu;
UHo20a cneyupuueckuii «Kanycmuwviiy 3anax mena;

2Unepeudpos, Komopwlii evipadicen nepuoo Kkpusoe, ocobenno na done
JUXOPAOKY U 2UNOSTUKEMUY;

eunepecmesus (pebenok npednoyumaem nHaxodumvcs 6 Kpoeéamke, a He Ha pykax

Y Mamepu) ansemcs. nposenenuem nonureiiponamuu.

Xponuyeckas HT 1B:

3adepocka pocma, na 3-4 200a omcmaem pusuonozuyeckas cmena 3608,
3adeporcusaemes kocmuwiii 603pacm;.

2enamo-/zenamocnienomezanus;

acyum u OUHAMUYECKAS HenPOXoOUMOCHL KUweyHuKa;

arcenmyxa (na cmaouu ocmpozo eenamuma);

ocmpoe  JicenyO0UHO-KUMeYHoe KposomeyeH e (603MOICHbL  Menena, psoma
Koeiinoii 2yweii);

be3benrosvie omexy, amacapka;

KpoGome4enus 3a cuem CHuUNCeHUs 6eNK080-CURMemuyeckoi @yukyuu nevenu;
UH020a cheyupuyeckutl <KanycmusLily 3anax mena;

2unepauopos, Komopwiil ewipajicen nepuoo Kpu3o8, o0cobeHHo Ha pone
JUXOPAOKU U 2URO2AUKeMU;

2unepecmesus (pebenox npednoyumaem naxodumves 6 Kposamxe, a He Ha pyKax
Y Mamepu) aenaemcs nposenenuem norunetiponamuu;

Dpaxumonooobroe 3abonesanue ecredcmeue masicenoi myb6ynonamuu;
nepugepuvecrkas Heiiponamus, ocmpble  aOOOMUHANbHLIE KpU3bL, WA mak
Ha3bIGaeMble (MUPOUHEMUYECKUE) KPU3bI, KOMOpbIe npogoYuUpyIomcs npuemom
6bICOK00eNK060H  nuwu  u conposodcoOaomes  auxopadkot, Dbeomoii,
URmoKcuxayuet,

KapOuoMuonamus. u apmepuansas 2UNEPMEN3US NPOABNAIOMCA KAK pe3ynbmam

Mmemabonuyeckux npoyeccos, max u 6MOPUYHO Ha hoHe nopadicenus nouex.
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2.3 JIaﬁopaTomu,le AHATHOCTHYECKHe HCCJICTOBAHUS

o Pexomennyercst Bcem mammentam ¢ KIMHHICCKUMH IIPH3HAKAMH, XapaKTEPHBIMH IS
HT1 xommexcHoe onpenenenme KOHUCHTpalMH Ha aMHHOKHCIOT M CyKNHHWJIAIETOHA B
OHONOTHYECKHX  XHAKOCTIX METOZOM  TaHAEMHOM  MacC-CIIEKTpOMETpHH ¢ () 13%)
GHOXMMHYECKOTO TIOATBEPXICHAS MAarHo3a U auddepeHMatbHOM IHATHOCTHKH C ApYrUMH
HacCNCACTBCHHBIMH HapyINeHUsIMA oOMeHa BelmecTs [1,4,10, 31].

Yposens y6eaurensnocrn Pexomennaunii — C, ypobens 10CTOBEpPHOCTH J0KA3ATe/ L CTE- 5.
Kommenrapuu: Baocuo HOMHUMb, 4mo esamue Guorozuueckozo mamepuara Ons avanuzoe
(Mouu na CYKyununayemon u kpoeu ons npoeec)euwz manOemMHOT Macc-cnexmpomempuu)
O0IICHO  npoeodumvcs 0o Hayana unysuonnoli  mepanuu,  ocobenno 66e0eHun
hrasmosamewyarowyux pacmeopoe u komnonenmog Kpogu.

Ilamoznomonuunem npusnaxom HT 1 ABNACMCS 6bICOKUL YPOGEHD CYKYURUNAYEMONA 6 MOYe
naasme kposu (nopma 0-2 mM/mons kpeamununa). He6onrvwoe nogvienue CYKyunurayemona 8
Kposu u moue Mookem Habmodamucs npu hepexopme Oenxoeoii nuwet, npusooAUem x
dynxyuonanvuoii nedocmamounocmuy FAH. Hcenedosanue CYKYUHULAYyemona neobxodumo
npoeooume do Hayana Oemoxcuxayuonnoti mepanuu, neperusanus  niasmet u Opyaux
KOMROHEHMO8 Kposu.

Buicoxuii yposenv memuonuna NpUSOOUm K NOAGNEHUIO KKANYCMHO020 3anaxa, Komopuiii He max
cneyuguyen, Kax onucwieanoce panee, u  cxopee ompascaem NeYeHoYHO-KIemoyHyio
Hedocmamournocmy.  Ypogens muposuna  eouue 200 mxMonv/n u  noswumenue ezo
npedwiecmeennuxa genuraranuna pu  muposunemuu onpedersiomcs auwe y Oemeii c
HOPMAnbHbIM Hympumusneim cmamycom. V ucmoujeHnbIx Oemeti ¢ ONUMenbHLIM anamuesom u
KIUHuKol  benkoso-snepzemuyeckoti Hedocmamoyunocmu codepoicanue  muposuna  u
Genunananuna 6 xposu Mozym Ovims 6 Hopme. Ha ghone nposedenuu cneyugpuyeckoii mepanuu
HUMUIUHOHOM ™ ¥, Hu3KO0BenK0601I Ouembr u nposedenut 0emoKCuKayuonHoi mepanuu ypogenw
CYKYUHUNAYEMONA SHAYUMENLHO CHUNCAemCs U docmuzaen Hopmel 6 meyenue cymok. Credyem
C OCMOPOJCHOCMbIO OMHOCUMCS K Unmepnpemayuu pesyromamos ananuza amumoxucnom,
NOCKORbKY nogvluienue yposus  genunananuna, MUPO3UHA U MemUoHuna yacmo nabnrodaemes

npu 3a60ﬂeeanu;zx, conpoeoolcdaiou;uxc;l MACENbIM nopaoicenuem neyenu

) PexomennoBano scem manmentanm ¢ KJIMHUYECKHUMH  NIPH3HAKAMH, XapaKTePHBIMH IS
HT1 onpenenenue ansa-peronporenna (AQII) B coBopotke (i I1a3Me) KPOBH, KOTODHIIt

ABJIICTCS OMHHMM M3 OHOXHMHYECKUX MapkepoB HT1 ¢ uensio 6noxumuueckoro NOATBEPXKAEHUS
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Avarnosa U nnddepennuansuolt auarnocTHxH c APYTHMH HACIEACTBEHHBIMU HAPYIIEHHAMHU
o6MeHa Bemmects [1, 4, 10, 31].

Yposenn y6ennrensnocrn pexomenaamii — C, yposens xocroepnocrn J0Ka3aTeNLCTB- 5,
Kommenrapun: AQIT — Mapkep nponughepayuu scenynvrx npomokoe, npu HT 15 nogviuen @
oecamku, a y Oemeii ¢ HT ]A Oadice 6 moicayu pas. ADIT ne cneyuduunbill, Ho oyens
"yecmeumensueili noxasamens, npu nopmansiom e2o Yposue ouaenos HTI comuumenen. B
Hopme y demei om 0 do 3 mec. Konyenmpayus A®IT <1000 He/mn; om 3 mecayes do 18 nem
Konyenmpayus ADIT <12 na/un.

Apyeum  mapxepom  sensemces noevluieHue  J-amuHoNe6YIUH060 Kuciome, max kak
CYKYyununayemon  unzubupyem Oezudpozenazy O-aMUHONeBYIUNOBOT KucTOmbL § neyenu u
opumpoyumax. B nopme codepoicanue O-aMUHONEGYIUNOBOH KucIOmbI 6 pazosoii npobe moyu
cocmagnsem <34 mxmonv/1 (popmyna nepepacuema <4,5 m2/n x 7,626), ¢ cymounoii moue - om
11,400 57,2 Mimonv/cym (1,5- 7, 5 Me/cym),

Tlosviuenue konyenmpayuuy J-amunonegynuno6oii xuciomo: OmMeYaemes maxoce npu ocmpuix
nopgupusx  (ocmpas hepemesicalowyascs,  «necmpasy,  6poxcdennas Konponopgupus),
ompaenenuu ceunyom, degpuyume amMunonegynunam-oezudpamasul (2omo3uzomur). Ymepennoe
nosviuienue Mooicem Habardamvcs npu  Oouabemuyuecxom kemoayuoose, Gepemennocmu,

RO30Hell KOJCHOT nopgupuu u npu npuéme HEKOMOpLIX NPOMUEOCYOOpPoICHbIX Cpedcme.

. PexomenmoBano Bcem manuentan ¢ KIHHUYECKMMH H OHOXHMHUYECKUMH H3MEHEeHHIMHU
XapaktepubIMH it HT1 wuccnenosanmne rema (bymapunaue'romnponasm (FAH), ¢ nensio

MOJICKYJLIPHO-T€HETHYECKOTO MOATBEPIKACHAS JHATHO3a [1,4,5, 10, 16, 31].

Yposens y6enurensnocrn pexomengaunii — C, yposenn AOCTOBEPHOCTH AOKA3ATE/ILCTR- 4.
Kommenrapun:  vacmumy hamozennoiMu  eapuanmamu  sensiomes:  ¢.554-] G>T,
¢.1062+5G>4, c.1025C>T (Pro342Leu) c.1090G>C (Glu364Gln).

o Pexomennyercsa nmannentam ¢ KIIHHHYECKHMH NposBiIeHusMu HT1 IIPOBEZICHNE 00IIero
(xmuHRYecKOr0) aHanmm3a KpOBH PasBEPHYTOro (reMOrNOGHH, KOJIHYECTBO SPHTPOLIUTOB,
IBETOBOI ITOKAa3aTeNb, KOJHYECTBO NeHKOLUTOB, TPOMGOLHTOB, NedKolHUTapHas dopMya u
CKOPOCTh OCeIaHHs OPHTPOLUTOB), IS OHEHKH OCHOBHBIX IIapaMeTpOB  KPOBETBOPEHHUS U

HAJIUIUA BOCHATUTENBHBIX [IPOLECCOB [32].

YpoBens y6eanrensnocru pexomenanuit — C, yponens 20CToBEPHOCTH H0KA39TeNLCTE- 5.
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* Pexomenayercs nammentam c KIHHUYECKMMH NposBieHusMu HT1 NpOBENECHHUE
ol1ero (Knnnnqecxoro) AHAIH3a MOYM IJI OIEHKHU COCTOSHHUS MOUYEBBIBOIAIIIX

nyreit u moyex [33].
YpoBens y6enurensuoctn pexoMennauuii — C, ypoBeHb J0CTOBEPHOCTH J0KA32Te/IbCTR- S.

. Pexomengyercss nmauwenrtam c KIHHHYECKHMH IposBReHusaMuH HT1 IIpOBEACHHUE
aHAIM3a KpPOBH 00IIEro GHOXHMHMYECKOro TCpaNCBTHIECKOro (INIOKO03a, o6wmuii Genok,
Oenkosbie  ¢pakumm  (uccnenopanme YPOBHA ansbyMHMHA B  KpoBH, olpezneeHne
anBOYMUH/TTIOGYIMHOBOrO COOTHOIIEHHS B kpoBu), HMccnenosanue yposHs o6mero OumnpyGuna
B KpoBH, Mccnenosanue yposHs OunmupyOHHa cBs3aHHOrO (KOHBIOTMPOBAHHOTO) B KpOBH,
Hccnenosanne yposus OunupyGuna cBoGoxHOro (HEKOHBIOTHPOBAHHOTO) B KPOBHXOJIECTEPHH,
TPUTIMUCPHAE], JHIONPOTEHIBl HU3KOH M BHICOKOM IUIOTHOCTH (nccnenmoBanye ypoBHs
JHIONPOTEHHOB B KPOBH), Mmeno4nas docdarasa, raMMa-rmoraMuitpancdepasa  (ITT),
KPCaTMHUH, MOY€BUHa, allaHMHAMHHOTpaHcdepasa (AJIT), acmapTaraMHHoTpaHcdepasa (ACT),
Kamenui obmmit u HOHH3MPOBAHHBIN, HATpHUH, Kanuii, HEOpraHMYeCKHii docdop, xenezo u
¢epputnH) m1A ouenku (yHKUHOHANEHOrO CcoOCTOSHUS BHYTPEHHHUX OpraHOB, HAJIMYHS
MHQEKUHMOHHBIX OCIIOXKHEHU 1 HYTPUTHBHOTO CTaTyca nauuenta [1,4,5,10, 31].

YpoBens y6ennrensnocrn pPexkomennauuii — C, yposens AOCTOBEPHOCTH A0KA3ATEJILCTB- 5.
Kommenrapuu: B xposu ommeuaiomes YMEPEHHO noswliennblll yposeny mpancamunas (8 2-3 u
Gonee pas), evicoxuii yposens cavma-eriomamunmpancgepaser (ITT) u wenounoii pochamasu
(L[D), romopuie sensiomes NpUsHakamu eHympune4enouH020 Xxonecmasa, Ilpu HT 14
OMMEYAemcs yMepeHHblil 6HympuneuenoyHbii xonecmas, npu HT 1B xonecmas moocem Goimp
ouccoyuuposannvim: npu HOpManvrom yposHe bunupyGuna ommeyaemes guicoxu Yposenv I[TT,
a maxoice wjenounou gocgpamaser (D), yeeruyenue KOmopoti moscem Gvimy nposenenuem
ocmpozo paxuma. '

Ilpu nanuyuu paxumonodo6ruozo 3aboresanus axkmusrnocmy L[® npesviuwaem nopmy ¢ 5 u
bonee pas. Bepadicennocms mybynonamuu onpedeasemcs ONeKmponumusiM Qucbanancom u
NpoAGaAemca HUsKuM yposHem xanoyus u gocopa 6 cvieopomxe kposu. Cunopom Dauxonu
Modxcem  Ovimb, KAK NOMHBIM, max u HENOIHLIM,  OnmuManbHo OH  onpedensemcs
KAb YU/ Kpeamununoegoim u docgop/kpeamununosvim ko3 guyuenmom 6 paszosoii (6mopori)
nopyuu mouu, xomopele mozym Gbimb NONHCHOOMPUYAMERbHLIMY NpU HU3KOM YpoBHe >mux
dnrexmponumos 6  kpoeu. Ilpusnaxu cundpoma Dankonu GKIIOYAIOM  27110K03ypulo,
CEHEPANUI06AHKYIO  AMUHOAYUOYPUIO, HOYeuHbli] kaHanbyeswolli  ayudos,  ocgamypuro,

Bmopuyneii  2unepnapamupeos COnpAdiceH ¢ 2unoxanvyemued, zunogocgpamemueii u
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coomeemcmeyouumu um xanbyuii- u pocpamypueii [1,47.9]. 'V ne nrevennvix nayuenmosg
KOC xposu Xapaxkmepusyemcsa Oepuyumonm 6uxapbonamoe. Ilpu ocmpom mevenuu HT 14
ommeuaemes memabonuseckuti ayudos 3a cuem hapyuwenua xomnencayuu Guxaponamamuy.
Moowcem  svisenamovcs cunoznukemus,  komopas  ceszama ¢ ne4enoyHo-knemoyunoli
Heoocmamounocmplo y ucmowjenuem 3anacoe aiuxozena 6 newemu uny obycroenena

2UNEPUHCYIUHUIMOM.

o Pexomennyerca nposenenne KOaryJIorpaMMbl  (OpHEHTHPOBOYHOTO  HCCIIENOBAHMS
romeocrasa) (AUTB, MHO, ONPENEIICHHE TPOTPOMOHHOBOTO (Tp0M6ormacmHOBoro) BpeMeHH
B KPOBH WIHM B IUIa3sMe, NIPOTPOMGHHOBOE BPEMS, NpOTPOMOHHOBBIA HHAEKC, ¢uGpuHoren)
TIAUACHTaM C KIIMHUYECKHMH TIposiBiIeHusMu HT] ALl OUEHKH (GYHKIHOHATBHOTO COCTOSHHS

IICYCHU ¥ CBEPTEHIBAIOINELT CHCTEMET KpoBH [4].

YpoBens y6ennrennnocrn pexomennaunii —C, yposens gocroseprocrn AoKa3aTesIhcTB~ 5,
KomMmenrapnii: Koazynospamma  neobxoouma ong svLienenus  eumamun  K—3asucumoi;
Koazyronamuu, xomopas xapaxmepusyemcs Oeuyumom ecex newenounvix paxmopog
ceepmoieanus (11, V, VII, X, IX, X1, XII), yonunenuem npompombuH06020 u AKMUGUPOBAHHO020
Hacmuunozo mpombonnacmurogozo epemenu (AYTB), crudsicenuem npompoMbun06020 undexca,
pubpunozena, anmumpombuna Il Koazynonamus “awge ecmpevaemes npu- ocmpoii
muposunemuu (HT 14), npomexaem SHa4UmMenvHo magcenee, yem npy opyeux 6onesnsx neyenu,
pu Smom - axmusnocms mpancamunaz u usmenenus codeporcanus 6unupybuna Mo2ym Gvime

6bIPADICEHbL YMEPENHO U He coomeememeosams msadicecmu cocmoanus pebenka [1,4,7,9, 1 0].

. Pexomennyercs nanuentam At M epeHINANBHON AHArHOCTHKY HT1 onpenenenue »
CBIBOPOTKE KPOBH: Ta/IaKTO3BI IS HCKITIOYeHHS TAJlaKTO3EMUH THII 1, omnpenenenme akTHBHOCTH
anbga-1-anTHTpHNCHHA B KPOBH JUli HCKIIOYeHHS Jeduiura anba-1-aHTHTpHICHHA;

HCCIIETIOBaHNE YPOBHS aMMHAKa KPOBH ULl HCKITIOUeHHS HapyIeHu MuKiIa MOYeBHHEI [32, 36].

Yponenb yoenureannocru pPexromenpauuii — C, ypopens AOCTOBEPHOCTH J0KA3aTe/NbCTB—~ 5,
Kommenrapun: « 3a6onesanusy ¢ Komopwimu Heobxodumo nposodums ouggepenyuansuyio
ouazHocmuxy ommocsmes: canaxmosemus mun I, napywenus oxucnenus JICUPHBIX KUCIOM,
MUMOXOHOpuUansHble  zenamonamuu, Hapywenus wyuxkaia moueeunvi, Gonesuw Bunvcona,
OHKONOzUYecKkue 3abonesanus neyeny y Opyaue 3abonesanus, COnpoeodIcOatouyuecs cundpomom

xonecmasa. Buibop uccnedosanuii — UHOUBUOYANLHO 6 3a8UCUMOCTY Om KAunu4ecko cumyayuy.
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24 I/IHCTDVMeHTaJIBHble AHATHOCTHYeCKHEe HCCJIET0OBAHUS

o Pexomennyercss  nposenenne YABTPa3BykoBOro  uccneposanns (Y3U) opraxos
OpromHoit mostocTH u moyek (yneTpasBykoBoe HccnemoBanme OpraHoB OpIOIIHOM monoCTH
(KOMIUTEKCHOE), YMBTpasByKoBOE HCCNICN0BAaHHE IIOYEK) BCEM MAUHEHTAM C KIMHHYECKHMHU

npusHakamu HT1 g BersiBnenus renato-, crneno- u HedpoMeranu, acruTa [1,2].

YpoBens y6eaureannocrn pexomennauuii —C, yposeHnb gocroBeproctn A0Ka3aTeNbCTB-S,
Kommenrapun: Busyaruzayus NApeHXUMsl NeYeHU HayuHaemcs o6viyHO ¢ YIbmpaseyx06020
uccnedoeanus, seasemcs nepsviM  Memooom onucanus, dcenramenvuo ¢ oonnnepoeckum
UCCIe006aHUEM, A NPU BOZMOICHOCINY U onacmomempuu. Y ecex nayuenmoe npu no0o3peHuu na
HT1 Oonjicno 6uims evinoaneno max sice Y3IH nouex. Konumponvuvie V3U nevenu u novex
OondicHel npoeodumes xaxcovie 6 MeC., npu cmabunbHo CHUNCAIOWUXCS NoKA3AMensy ADIT,
Ecnu 6 neuenu obnapysicusaromes Yanvl (kax zunep- max u eunosxozennvie), credyem nposecmu
OanvHetiuyio BU3YANUIAYUIO, NPEONOYMUMENbHO C nomowvto MPT. Odnaxo ne Cyujecmeyem
e0uno0z0 udeanvnozo memoda. B HeKOmMOopou cmenenu vibop memoda 6yoem 3asucemov om
UMeruxca pecypcos u cpedcma.

Ilpu nanuuuu goxanvrozo uny MYTMUGOKANLHO20 nopasicenus hapeuxumvl npu HT1 yorce
AGNAEMCR OCHOBAHUEM OIS Pewenus 60npoca o0 npogedenuu mpancnianmayuu neveny., Hem
Heobxo0umocmu 6 sxcmpennoii onepayuu npu Oup@ysnvix usmeneHuax nevenu, yuppose Ges
Y3006, MAK KaK nedeHue HUMUSUHOHOM Npugodum x pezcpeccy yupposa u oaem 603moxncHocmp
OMCpO4UmMs MpaxcnAaHmMayuio.

Ecnu napenxuma umeem Oup@ysuyio eunepaxozennocms, HeoO0HOpOOHOCMY, HO 6e3 06vemHbix
BKIIOUEHUL U nPU HOpManbHOM Jyposne ADII, noxaszano ounamuyeckoe uccredosanue coanacno
hiany mMonumopuposanus ¢ nepuoduynocmuio 6 mec. [1,10-13].

Ilpu noserenuu zunosxozennwvix OKpyeneix obpasoeanuii (y3noe bezeHepayuu) unu unwix
nooospumenvubX Ha adenomy, Kapyunomy, uiu zemanzuomy o6pazosanuii noeviuennod
niomuocmu, a max oice Oonoanumenvhoe susyanusupyiowyee ucciedosanue, Kpammocmo
uccnedosanus APII eospacmaem - pas 6 3 mec. Bcezda cnedyem umems ducku wiu CHUMKU
hpedubyu;ux uccneO0o6anuii 0N cpasHumenvHoii OYeHKU aKmyanvHo2o uccaedosanus. Y ecex
RAYUEHMOs ONICHO Gbimb YILMPAsEyKo8oe uccredosanye e MonxebKo nevenu, Ho u novex. Ecau
J3T6lL - Mpucymcmeyiom 6 nevewu, credyem npogecmu Oanvretiuyio  euzyanusayuro,

npeonoumumensro ¢ nomowwio MPT ¢ BHYMPUGEHHBIM KOHMPACMuUposanuem,
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. Pexomenayercst  mymmekchoe CKQHHPOBAaHME  COCYAOB  MEYCHH, JYIUIEKCHOE
CKaHHpOBAHUE apTEpHii MOYeK, AYIIEKCHOE CKAHHPOBAHHE COCYZIOB CEJIE3€HKH NalMeHTaM ¢
KIHHAYCCKUMH nipusHakaMu HT1 unm ¢ ycranosnennsmM muarmosom HT1 mmo ITOKAa3aHUsSIM C
LUCJIBIO OLICHKH CKOPOCTH KPOBOTOKA H COCTOSIHHS COCY/OB II€HeHH, BEISBJICHHS IIPH3HAKOB

noprankHoi runeprensuu [4,10,12, 31].

YpoBens yGennreasnocrn pexomennaunii—C, ypoBeHb 10CTOBEPHOCTH A0KA3aTEbLCTE — 5,
Kommentapun: Lsemosoii donnnep moocem UCNONb306aMbCS ONAL OYeHKU COCYO08 NeyeHu u
nopmaneHoui  2unepmenzuu. OOnako He ece y3eaku mozym buimv  obnapyscensl, u
oppexmusrnocms memoda zasucum om onvima cneyuanucma. Myabmu-0emexmopnoe KT-
CKanupoeanue saensiemcs OGvicmpoiv u obecheyueaem MHO20NI0CKOCMHYIO 8U3YANU3AYUIO C
XOpoulum NpOCMPAHCMEEHHVIM  pa3peuienueM aHOMAanuii 6 neyenu. Koumpacm mooicem
yayuwums demanuzayuio ¢ 66 % 0o 82% noseonss 6bIABNAMb 3N0KAYECMEEHHbIE UIMEHEeHUS.
[14,17,18]. Tem ne menee, ananus Pucka u nonwv3et aenaemces obazamenvuuim, Ymobsr uzbesicams
obnyuenus y demetl, yaice nodsepoicennbix PUCKY 310Ka4ecmeenno20 06pazosanus, nosmomy ou
mpebGyem noemopnoii oyenxy. Huozda mpebyemca cedayus, umo max oice ozpanuyusaem
uccneoosanue.

® . PexomenmoBano BceM narmentam ¢ KIHHUYeCKIMI npusHakaMu HT1 nposepenue

MACTOMETPHHU NEUCHH (dM1acTorpaduu eYeHn) ¢ HeNBI0 OLEHKH CTeeHH ¢ubpozal, 4, 5, 6].

YpoBens y6eanTeasHocTH pexomenanuii—C, ypoBensb 10CTOBEPHOCTH JOKA3ATEILCTE — 5.
KommenTapun: Inacmomempus - onmumanvhuili HeuneazUEHbLE yrempaseyxoeoi memoo
KONUYECBEHHOU OYeHKU RNIOMHOCIMY MKAHU NeyeHu (6 xauvecmee anbmepnamugur -

KomnvlomepHas momozpagus opeanoe 6prownoli nonocmu wuny MA2HUMHO-pe30HaHCcHas

. momozpaguu opeanos 6prownoti nonocmuy).

. PexoMeH10BaHO nNamMeHTaM ¢ KIMHHYECKUMH npusHakaMu HT1 mo moxazanusm
TIPOBENICHUE  KOMILIOTEPHOH TOMOrpagMH OpraHoB GPIOIIHON MONOCTH W/ MarHuTHO-
PC30HAaHCHOH TOMOrpadmu opranos GpromHOi momocTH MarHMTHO-PE30HAHCHO
XonaHrnonankpearorpagueit (MPXII[) ¢ nenbio BEBNEHHS 0GBEMHEIX obpazoBanuii u
OLCHKH COCTOSAHHA IPOTOKOBOH cuctemsl [1, 4, 5, 6, 11, 31].

YpoBens y6enureabpHocTH pexoMennannii—C, ypoBeHE 10CTOBEPHOCTH A0KA3aTEILCTE — 5,
Kommenrapun: Jaunvie memodur sUsyanuzayuu HeobXoouMvl 0N UCKAIOYeHUs npoyecca
Manuenusayuy,  Hanpumep, npu  nodospeHuu Ha  opmuposarue 2eNamoyenntoNapHoil
KApYUHOMbY, DUCK KOMOPOU OYenb 6enux npu noxasamensx ADII, npegvluaoyux Hopmy ¢

comnu u Oasice moicsuu pas. Beibop 3a KT unu MPT ¢ Koumpacmuvim ycunenuem. Ilopascennvie
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cenamoyumel  Kowmpacm He naxanaueatom. [emckuil 6ospacm mne sensemcs npAMbIM
NPOMUEONOKA3aHUEM K UCCIe008AHUIO, HO 0ZPaNUYUEaem €20 npuMeHeNye. Bpemennvie pamku:
apmepuanvnas gaza 10-20 cex, Koumpacmupoganue e6opomuoti eenvl na 60-80 cex u
newenouHvle 6envl Ha 3-5 mun. Ilocae enympugennozo eeedenus KOHmMpacmnozo npenapama
Ounamuyeckue  nocnedoeamensHocmu  obecnewusaom  aHanu3 8acKynApu3ayUU  Y3108.
Hupdysno-e3semennan susyanuzayus moocem nomous omauyume Oupgepenyuposannvie

2ENnamoyenioNspHole KAPYUHOMbL OM 00BPOKAYECIEEHHBIX Y3EAKO0G

o PexomengoBano manueHtaM ¢ KkImHEMYecKuMH npusHakaMu HT1 mo mnoxasanusm
IIPOBEACHNE DPAZMOM3OTONHOIO HCCICAOBAHUS IIEUCHU (remarocuuHTHrpadus cTaTHYeCKasT M
AHHAMMYCCKAA,  renaroOHIHCUMHTHIPadus) H  [oYeK (cumHTMrpadus  mouek u
MOYCBBINENNTENIBHOMH CHCTEMBI) C LIENBIO OUEHKH (YHKUHOHAIBHOTO COCTOSHHS opranos [1,4,
6,11].

Yposens yGeaurensnoctn pexomenaanuii-C, YPOBEHBb 10CTOBEPHOCTH 0KA3aTEALCTB — 5.

Kommenrapnn: Memod couemaem ne monvxo BUSYANUIAYUIO, HO ABNAEMCA U PYHKYUOHANbHBIM
uccneooganuem. Hapywenue BHYMPUKNEMOYHO20 mpancnopma, 9KCKpeyuu
paouopapmnpenapama (PPII) ¢ scenywio, HYmMu bl6e0eHUA €20 U3 OpP2AHUIMA, 6 MOM YuCTe,
nepepacnpeoeneHuss  neyeHv/cene3eNKA  mpu  cmamuuecxoi 2enamocyunmuzpagpuu,
eunepurcayus POII ¢ cenesenxe 6onee 15% sensromes NPU3SHAKOM NOpManvHOU 2unepmen3uu,
Yuacmxu cnudicennozo naxonnenus — smo JCUPOBAR U COCOUHUMENbHASL MKAHb, KUCMbL,
aderoma (000poxasecmeennas onyxony), yane Dpezenepayuu ¢ NOHUICEHHOt 6acKyApusayuet,

Penocyunmuzpaghus nozeonsem Ougppepenyuposano oyenume Gynxyulo npasoii u 1e6odi noex.

o He pexomenayercs mnposesenne Guomcum mevenu y JZnereit ¢ nmupposoM u
BLICOKOBEPOATHOH TIeNaTOUELTIONAPHON KapIMHOMO npu HT1, uro6er m3Gexats prucka
TeMaTOTeHHOH MMCCEMHHAINH 37I0KAYECTBEHHbIX KIETOK [24].

Yposens yGenurensnoctu pekomenaanuii—C, YPOBEHDb OCTOBEPHOCTH JI0KA3aTEJIbCTB — 5,
Kommenrapun: Juaznos HTI mopgonozuvecku ne eepuuyupyemcs, m.x. usMeHeHus He
MUnuunel — dicuposas oucmpogus, nponupepayus sHcenuHvix npOmoKos, MHO20A0epHble

eenamoyumel, pa3pacmarue COeOUHUMENbHO] MKAHU U 06pa306aHue JI0JICHBIX OONEK.

o PexomennoBano manuentaM ¢ xiuMHMYecKHMH npusnakamu  HT1 nposenenne
PCHTTCHOACHCHTOMETPHH € LENBIO HCCIEN0BAHUSA MHHEPATIBLHON IIOTHOCTH KOCTHOM TKAHK [4,

6,9, 11, 31].
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Yposenn yGeaureasnoctn pexomennamiii-C, ypoBeHb J0CTOBEPHOCTH J0KA3aTENLCTB — 5.
Kommenrtapuu: Hccredoeanue npogodumes Yy nayuenmog c¢ npusHakamu my6yronamuu:
usmenenuesm 1a60pamopHbiX noxazameneti, paxumonodoGHLIMU KOCHHBIM Oeopmayusmu.
Penmaenodencumomempuio nasnauaiom, xak npaguno, demsam cmapwe 5 nem.

. PekomenoBana penTrenorpadms Knucreli MAUMEHTAM C KIHHHYeCKHMH IpU3HAKaMH
HT1 nmna puarkoctuxm (B T.4., B JUHAMHYECKOM HaOJIOIEHNN) KOCTHBIX HM3MEHEHHi1,
BBI3BaHHEIX runodocdaremueii [32].

Yposens y6eaurensnoctn pexomennannii-C, YPOBeHb 10CTOBEPHOCTH A0KA3ATEILCTB — 5.
Kommenrapun: B m.u., 0na oyenxu xocmmozo 6o3pacma. Penmezenozpagpuyeckoe onpedenenue

Kocmno20 603pacma nasnayarom demam cmapue 2 nem.

o PexomenioBana naiuenTaM ¢ KIMHHYECKUMH npusnakamu HT1 no noxasanuam KT,
5XoKapauorpadus ¢ Hensio OUeHKH Mop(hodYHKIMOHATBEHOTO COCTOSHHMS cepaua [4].

Yposens yGenurensnocrn pexomennaunii-C, YPOBCHB 10CTOBEPHOCTH 10KA3aTENLCTB — 5,
Kommenrapun: Jaunvie memodw noszsonsiom oyenums Mmopogyuxyuonanvroe cocmosnue

cepoya u makaice HeoGXoO0uMbl NPU NPOGEdEHUY UCCIeO0BAHUT 6 yenosuax ceoayuu.

2.5 Unble 1uarnocTuyeckne HecJea0BaHHST

o PexomenayroTest npy MOCTaHOBKe MATHO32 MALMEHTAM C KIMHHIECKHMHU NpH3HAKaMu
HT1 npumenars Mynstumucuumnumapusii nomxox B BUy TOro, 4ro 3aboyieBaHug
XapaKTCPHU3YIOTCH MOPAXEHHEM MHOTHX OPraHOB M CHCTeM, TpeGyeT KOMILIEKCHO! Tepamuu, yTo
AMKTYET HEOOXOAUMOCTh COBMECTHOIO BEACHHS IAUMEHTA CIEMHATUCTAMH pasHeIX mpoduieit
[1, 4].

Yposens y6eanreannocru pekomenaumuii ~C, yposens AOCTOBEPHOCTH JOKA3ATEJLCTB — 5,
KommenTapun: noxasane nepsuynvie u NO6MOPHbIE KOHCYIbMAYUY 6paya-2eHemuxa, 6paya-
opmansmonoza, epava-neeponoza, epava-duemonoza, 6paia-2acmposnmeponoza, epaya-
MPAHCRNAHMON02a, 6PAYa-IHOOKPUHON02A, 6PAYA-KADOUON02A, B8PAYA-0emCKO20 Kapouonoza,
6paia-mpasmMamono2a-opmonedd, épaua-Hegponoza, 6paua-neduampa, épaua-mepanesma, a

maxoice 6payeii Opyaux cneyuansHocmedi nayuenmam ¢ HT1 [1,4].

2.5.1 Juddepennuannbnan AHATHOCTHKA

J Pexomenzosano mnposenenne aubdepeHNuANLHON  IUATHOCTHKH THPO3MHEMHH ¢

3a001eBaHAAMH CO CXOAHOI CHMITTOMATHKOI C LIETBIO YCTaHOBIICHHA AuarHo3a [32, 36].

Yposenn y6eautensnocrn pexomenaamuii —C, yposens A0CTOBEPHOCTH JOKA3ATEALCTB -5,
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Kommenrapun: Ocmpyio HT | credyem oupdpepenyuposams ¢ Opyaumu HacreOcmeenHbIMU
Hapywenuimu obmena eewecms, ocobenno npu Hanuyuu conymcmeyiowezo cenmuveckozo
COCMOAKUA, Pe3UCMEHMHO20 K mepanuu anmubuomukamu WUpoKo2o cnexmpa Oeiicmeus.
Bupyc-accoyuposannvie 3abonesanus (cepnec-zpynno:; yumomezanoeupyc, Inmumetina-bapp
eupyc, eepnec 1, 2 u 6 munog), TORCH ungpexyuu ne uckniouarom nanuyus HTI muna [1,411].
Huaznocmuyeckuii  nouck npu  2enamomezanuu u 2enamume Heobxo0dumo npoeooumes ¢
eanaxmosemuetl, Gpyxmosemuerl, HeneperocuMocmuvio dpyxmosel, Gonesnvio Humanna-ITuxa,
boneznvio Bunbcona, HeoHnamanvnuim 2EMOXPOMAMmo3oM, 2emopazoyumapnvim
Jzumj)ozucmuouumwom, MUMOXOHOpUANbHOU  yumonamuet, BPOJICOCHHLIMU  BONe3HIMU
SAUKO3UNUpOSanUs, Oeduyumom mpancarbOonazwy, ayemamunogpenoeoii (napayemamonom)
unmoxcuxayued, ungexyuimu (cencucom, caroMonennesom, mybepkynesom, zepnec-eupycioii, 6
mom "ucie, yumomezanosupycroii ungpexyuedl, supychoimu enamumamy A u B), ompaenenuem
epubamu, nexapcmeenHviMu cpedcmeamu Ha pacmumenvroii ocuose. I eHepanu308annas
AMUHOAYUOEMUS. YACMBITE NPUIHAK  NeYeHOYHO Hedocmamounocmuy, Hapywenus PyHxyuu
accumunayuu [1,4,6,7].

Iopaoicenue novex npu HT 1 cnedyem Ouggepenyuposams ¢ Yyucmurnozom, cunopomom Lowe
(oxynoyepebpopenanvhas oucmpous), noveunvim KananbyesuiM  ayudosom, cundpomom
Danxonu.  Ilpu  paxumonodobuex  usmenenusyx CKelema pexoMeHO08AHO  uCKIIoYamy
aunogocgamasuio  (wuskuii ypoeens wenoynotl ocamazwt u gocgopa ¢ cvigoponixe),
Oepuyum eumamuna D (Hympumusnozo u zenemuyecku o0ycnoenennozo), cundpom @ankonu
[1,4,9].

Hesponoauueckue kpuser pexomendosano Ougppepenyuposams om nposenenuii omexa mozea u
KPOBOUINUAH U, ‘6a/<mepuwzbuoao MEHuneuma,  euneprampuiiemuyeckozo 06e3soocueanus,
ocmpoi nepemedicarouyerics nopgupuu [1,4,9].

IIpu usonupoeannoii EUNEPMUPOIUHEMUU. PEKOMEHOO6AHO UCKTIOYAMb HADYuweHle @ nuwegom
payuone (nogvlutennoe ynompebnenue nuwee020 benxa), ymo conposoacoaemes cocmosmuen
MPAH3UMOpHO20 MUpPO3UHO3a, PYHKYUOHANLHOL HEDOCMAMOYHOCHIbIO pepmenma FAH, Taxoce
PexoMeH006ano uckmouams muposunemuu 2 u 3 munos, dpyaue Gonesnu nevenu ¢ napywenuen
CUHmemu1ecKol u demoxcuxayuonnot gyuxyuu [1,2, 8].

Hocunopomnuviii dudpepenyuansreiii duaznos ompasicen 8 npunosicenuu I'2,
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3. JqueHne, BRJ/IIoOYasi MEAHKAMEHTO3HY10 H HCMEAHKAMEHTO3HYI0 TepanHtu,
ARETOTEpPaIuio, 060360J1HB3HH9, MEAHIUHCKHE NNOKA3aAHUA U

NIPOTHBONOKA3aHHSI K NIPHMEHEHHIO METOAOB JIeUeHHUSs

3.1 KoncepsaTuBHoe JieueHue

Ocnosoii neuenus sensemcs npumenenue namozenemuyeckoii mepanuu 6 couemanuu c
Hu3K00enK060li Ouemol u HasHayeHuem CReYUANU3UPOBARHLIX NPOOYKMO8 HA OCHOGe cmecel
AMUHOKUCTIOM, He CO0ePI*CAUJUX MUPOIUH U (DeHUNANAHUH.

J st nevenns HT I BceMm nmanmeHTaM pexoMeHIOBAaHA NOKH3HEHHAS MATOTEHETHYECKAS
Tepanus npenapatom HuTH3MHOH** (NTBC, 2-(2-Hutpo-4-tpudmoopomernnbenzomn)-1,3-
nuKiorekcaneauon) [2,8,9,10, 31].

Ypogens yGeautensuocTn pekomenaaunii-C, ypoBenn 10CTOBEPHOCTH A0KA3ATEILCTE — 4.
Kommenrapum: [na Gonowieii sgpdexmusnocmu  nevenus numusunon** yenecoobpasno
UCNOnb306aMb HA CMAOUY, NpeduleCmEylowjeli PA3GUMUI0 2enamoYesTIONAPHON KADYUHOMbL,
Mexanusm  Oeiicmeus npenapama  3axniouaemcs e mom, uwmo ow Onoxupyem  4-
2uOpoKcupenunnupyeam OuoKCu2enasy u npenamemeyem o6paz08aHuio KOHEYHbIX MOKCUYECKIX
Memaboaumos, yposenb mupo3uHa 6 Cble0pomKe Kposu Npu SmMoM HOGLIUAENCS, MO AGNAeMCs
Cmpo2um  noKasanuem ONS 0ZPAHUYEHUs 6 Oueme HAMYPATLHO20 NUWe8o2o Genka, a emecme ¢
HUM U Qenunananuna (kax npeduiecmeennuxa muposuna) u muposuna. JJedpuyum 6Genxa
KOMNENCUpYemcsa nymem HASHAYEHUS CREYUQMUZUPOGAHHOU Ouembl C 02DAHUYEHUEM 3MUX
aMuHOKUCIOM.

Hoza numusunona** noobupaemecs undusudyarvno 6 3asucumocmu om sppexmusnocmu,
Komopas OYeHusaemcs no ypoeHio CYKYUHUIAYemoHa 6 MoYe U KPOY, U YPOGHIO MUPO3UHA 6
coigopomxe  kpoeu. Ocmpan  @opma muposunemuu (HT 1A) mpebyem nasnauenus
HUMUUHOHA** ¢ 0o3e 2 ma/ke, N0 Mepe pocma u yeenuyenus maccel mena pebenka 0oza
cuudicaemesa 0o 1 me/ke [40].

Tloooepoicusarowas mepanesmuyeckas dosa npu HT 14 cocmaensem 1 me/ke/cymxu, npu HT 15
nauanenas dosa 1 -1,5 ma/xe/cymxu, ecau yposens muposzuna menee 600-800 mrMonv/n,
cymounas 003a 0aemcs 6 00uH-06a npuema eHympo, Ilepuod nonysvigedenus cocmaensem 54
"aca, 4mo no3gonaem pexoMen006ams 00HOKPamHbLii npuem cymounoii 003w, Koppexyus 0o3v1
HUMU3UHOKA™* npoeodumcs 6 3agucumocmu om GuoXuUMUYeckux noxasameneii u Hapacmanus
Maccer mena pebenka. Oxono 10% nayuenmos Ha mepanuio HumusunoHoM** ne omeeuaiom,

4mo onpedensemcs peyrbmamamy GUOXUMUYECKO20 MOHUMOPUN2A (CYKYUHUNAYEMONA 8 MOYe,
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@yHryuonanshvie npobvl nevenu, anvga-gpemonpomeun (ADII). Taxue nayuenmwvr sensomes
NOMEHYUANLHLIMU NPemeHOeHMamy Ha MPARCRIGHMAYUIO NeYeH.

ITpu svicoxom ypoene 6unupybuna (>100 MKMON®/I) 4 OCMpoti neuenoynoli Hedocmamoynocmu
6 couemanuu ¢ eunepammonuemueid (> 100 mxMonv/n) ne ucknioyaemes neobxodumocme
SKCMPEHHO mpancnIaumayuy nevexu,

Chuoicenue yposns cykyununayemona na done mepanuu HumusuHoHomM** npoucxodum @
meyenue 24 4acos, KOHYeHMPaYUA AMUNOKUCION (muposuna u enunaranuna) nogviwaemes 6
3agucumocmu om Konuyecmea nuwe6o20 Hamypanenozo benxa. ADIT cuudxcaemes mednenno u

Jasucum om HAYanbLHLIX KOHYeHmpayuii, ke 6ce20a docmuzaem HOPMbi.

Heobxo0umo yeenuuenue 0oser numusunona** oo 2 me/xe/cymrku  npu  omcymcmeuu
NON0ICUMENLHOT OUHAMUKY NOKA3ameneli KOQzylospamMMel U YPOGHA CYKYUHUNAYemOHA 8 Moye
8 meveHue 2 Hedelb, COXPAHAIOWEMCS 6bICOKOM YPOGHE muposuna ¢ kposu (boree 800
mxMonv/n). Jlevenue numusunonom**  domoicro Gvimp HenpepviHbiM. B x00e mepanuu
npenapamom  KOHYEHMpayus mupo3una yeenuyueaemcs, nepepviebl 6 mepanuu 2po3am
paseumuem  mMuposuHeMuyeckux Kpusoe (nopupunonodobueix Hesponozuyeckux Kpu308,
Manuenusayuetl). Pexomenoyeman ronyewmpayus NTBC ¢ miasme 30-50 smxMonw, Hemu ¢
ooicupenuem mpebyiom no0depicanus yymo MeHvuiell Konyenmpayuu npenapama Ha 1 ke eeca,
8 épeaHeM 35 me/m*/Oens. Dppexmusrocmo nevenus saeucum om CPOKO8 yCMAaHOBNeHUs
OuazHo3a u ceoespeMennozo Hayara nevenus. Y 90% nayuenmoé Ha ¢oune npuema
HUMUSUHOHA™**  neuenounas  HeOOCMAMOYHOCMb CMAHOBUMCA  KOHMPOAUpYemot,
GHENEYEHOYHbIe NPOAGNeHUs, KAk Npasuno, Kynupylomcs. Mupoeoii onwim npumeHenus
Humusunona** (NTBC) y demeil, navasuiux neyenue 6 gospacme 00 2 Mecsayes JCUIHY, NOKA3an,
4MO PUCK pasgumus y Hux 2enamoyeinionaproi kapyuromer chudcaemes ¢ 40 do 5% [1,4,9,
40].

. PexomeHmoBano Ha3sHadyeHue AHCTOTEPAIMH  C  OrPaHHMYCHHEM THPO3MHA H
denunanannna BceM nammentaM ¢ HT1 MOXH3HEHHO ¢ LENbI0 CHIDKCHHS 00pa3oBaHus

TOKCHYHBIX MeTaGonuToB [1,8].

Ypogens yGenurensnocrn pexomenaamuii-C, yposens AOCTOBEPHOCTH A0KA3aTE/ILCTB — 5,
Kommenrapun: ITompebrocmy ¢ Opyeux nesamenumerx amunoxucnomax eocnonnaemcs
HA3HAYEHUEM CheYUuanu3upoeantblx cMeceti b6e3 muposuna u genunananuna, ymo noseonsem
nosvicums Koy nompeonenus 6enxa u doGUMbCs HOPMATLHOZ0 POCMA U passumusa pebenka, a
MAKJice  CHU3UMb  KONYEHMPAYUI0 MUPO3UHA 6 CbIGOPOMKe, YMEHbWUMb Yacmomy u

BbIDAJICEHHOCMb B03MONHCHBIX NOOOYHBIX d¢hhexmoe.
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Pacuem nevebnozo numanus (npu nanuyuu mepanuu HUMUUKOHOM) Ona Oemeii nepeozo 200a
JICUSHU NPOU3600am ucx00sa u3 nompebrocmu @ Genxe, 6auUsKoll Kk @uzuonozuueckoii (2,2 — 2,3
2/ke Maccel mena 6 cymxu), dannvie npusedensl 6 mabnuye 2, npunodicenue I'3. He menee 50%-
60% cymounoti nompe6rocmu ¢ Genxe Yooenemeopaemcs 3a cuem cneyuanusuposantoil cmecu
amuHoxuciom (mabnuya 1, npunosicenue I'3), ocmanvnas wacme (40-50%) xomnencupyemcs
0eIKOM CYediCeHH020 MAmepUHCKO20 MONOKA uau OemcKoii MONOuHO cvecu C HU3KUM
cooepoicanuem benxa (1,2-1,3 2 6enxa na 100 mn eoccmanoenennoii cmecu), a nocne 4-x mecsayeg
MAaKJice HU3K06ENK0GbLMYU NPOOYKMAMY NPUKOPMA (080WHbIE U ppyxmosvie niope, 6e3monouHvle
kawu ¢ codepocanuem Geaxa ne 6onee 0,5 2 na 100 mn 20mogoti Kauy, cneyuanu3uposanivie
HU3KObeNKOBble NPOOYKMYLI HA OCHOBE KpaXmanos, nanpumep, cazo u 0p.). Ilpu nasnavenuu
Ouembl ¢ HUIKUM COOEPICAHUEM MUPOIUNA U PEeHULANAHUNA OpUERMUPYIOMCs HA MUHUMATbHbIE
nompebHocmu 8 dmux AMUHOKUCIOMAX (mabauya 3, npunoscenue I3). [edpuyum
Kanoputinocmu ne4eb6HO20 PpayuoOHa KOMReHCUpyemcs nomowpio  0obaeneHus JHcupoe
(pacmumensrozo macaa, Ho ne 6onee 3,5-4 2 obuezo Jlcupa Ha K2 MAaccbl mena 6 Cymxu) u
YGENUUEHUs.  KEOmMbl y2e6o008 3a cyem Q00AGNEHUS GBIUEYKAAHHBIX HUSKOGENKOBbIX
npodykmos, a maxdice 5% amoko3vl. Ananozuynvim oOpasom cmpoumcs nevebuviil payuon y
nayuenmoe cmapwe 200a, obwuil benox paccuumwvieaemcs ucxods u3  6ezonacHuix
nompebnocmeii 6 Geaxe (we 6onee 1,5-1,8 2/xz maccwr mena 6 cymxu).

IIpu negozmoocHOCMU HemeOnenHO20 Hasnayenus mepanuu  HUMU3UHOHOM™**  npunyunu
Opeanusayuu Ouemomepanuy OCmalomcs me dice, HO oO2panuenus @ Genke Gonee scecmxue.
Pacuem npouseodumes, ucxods uz munumanshvix nompebnocmeii 6 6enke Ha K2 MAccvl menq 6
cymKu (Ha nepeom 200y ocusnu —1,5 mz/kz maccer mena, y demeii cmapuie 200a om 1,5 0o 1,2
a/ke Maccet mena). [lns cbanancuposannocmu cymounozo payuona UCNONBL3YIOM HU3KOOEAKOGble
HAMYpANbHble U CNeYUanU3UPOBAHHbIE NPOOYKMbl HA OCHOBe Kpaxmanos, @ maxdice
pacmumenbrvle  MAcng, 6 IMUX  NPOOYKMAX —JICeNamenbHO  yuumwleamb  codepiicanue
hamozenemuyecku sHauumvlx amunoxucaom. Heobxooumo nodcusnennoe npumenenue duemst ¢
HUSKUM COOEPICanUeM (HeHWIaNaHURA U MUpo3una, & ocmpom nepuode Konuvecmeo 06uyezo
beaka cuuncaemess 0o 1,2-15 2/ke maccer mena 00 HOpMmanuzayuu codepacanus
CyKyununayemona 6 move u/unu kpoeu. Ilpumep pacuema numanus u CymouHelii Habop
npooykmos npedcmagnenvt 6 mabauyax 3-4. Ocroeuvie NPUHYUNbL Op2anulayuu aeyebnozo

HUMQHUS, NPUMEDLE PACYEMOE U uNGOPMayuotHbIe mamepuanst npedcmasgnenvl 8 Ipunoocenuu
I3.

. Ipu nevennn naumentos HT1 He pekomengoBaHo IpHMEHATE GeTKOBBIE npenaparts ¢

HEJBIO MPEAOTBPAIlEeHUS 00pa30BaHHs TOKCHYHBIX META00IUTOB [1,2,3,4,10].
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YpoBeHb yoenuTeabHOCTH PexoMennaunii~C, ypoBeHb J0CTOBEPHOCTH JOKA3ATeIbCTB — 5.
Kommenrapnn: ITpouseoousie xposu NPUMEHAIOMCA  UCKIIOYUMENbHO MO  JICUBHEHHBIM
NOKA3AHUAM NpU  NPOBeOeHUU IKCMPaKOPnOpanbHulX Memodos Oemoxcukayuy, 3ameHHOM
NEpenusanuy  niasmel, UCKMNOYAIOMCA  NPenapamvl u3 2pynn  «AMUHOKUCIOMbBI U 1x
npouseoouviey, «Ilpenapamor Ona neuenus saboneéanuii nevenuy na OcHoge amuHokucaom (8
MOM HUCie npenapamvl HQ OCHOGe adeMemuUOHUHA™*, opnumuna u 0p.). Ceieopomxu mozym

UCnonbL306amecs 6 cryuae Kpaiineti HeoOX00UMOCIY U ROCNE HASHAYEHUA HUMUZUHOHQ**

o He pexomennoBano npumensrs napaneTamon**, aMOKCHUMIIMH + [KIaBynaHosas
KHCIOTa]**, muasenam**, BanenpoeBas kucjoTa** u ApYTHE MEeIUKaMEHTO3HbIE IPENapaTsl ¢
BEIDKEHHOH IeNATOTOKCHYHOCTBIO Ul NPENOTBpAamieHHs YXyAuleHHs (QyHKIHOHANIBHOTO

cocTosHus nevenn [1,2,3,4,10].

Yposenn yGenutenbnoctu pexomennaunii-C, YPOBCHB 1OCTOBEPHOCTH J0KA3ATENLCTB — 5.
Kommentapun: Iapayemamon** OKCKpemupyemca 4Yepe3s cucmemy yumoxpoma P450.
Huasenam™**, eanvnpoesas xucnoma** u Opyeue npenapamvi ¢ neyeHOYHBIM nymem
Memabonusma mozym evizeame nepeOO3uposKy u Yxyoulenue QYHKYUOHANbHOZ0 COCMOHUS

neyeHu.

3.2 Xupypruueckoe Jieqenme

o IIpu nporpeIMeHTHOM TeYeHHH MATONIOrHYECKOro npouecca B me4eHH nanuenTtam ¢ HT1
PEKOMCH/I0BAHA TPAHCIUIAHTALHS [IEICHH C IENbIO PATHKANIBHOTO JICYEHHS 3200/ IeBaHHS [4, 7,
8, 31].

YpoBenb n0CTOBepHOCTH K0KA32TENBLCTR — 5 (YpoBens yGeaureannocTn pexomenaanmii O).
Kommenrapuu: B cocmoanuu ocmpoii newenounoii HeQOCMAmMOYHOCIMYU  Mpanchranmayuio
NEYEeHU NpoBoOAM Npu yCrosuu, eciu npogdune Koazynayuu He yayuwiaemcs depes 1 nedemo
nedenus. B cocmosnuu xponuveckoii newenounoii HeOOCMamoyHOCmu  noxasanuem ons
MPpARCRIGHMAYuY  netenu A6NAemca 2enamoyeNionspHas KAPYUHOMA, Q@ UMEHHO peyuoug
noeblUleHUA  YpOsHA anva-pemonpomeuna w/unu OeKomneHcayus yupposa neuenu, npu
KOmMopoM 8edyuyumu AGAAIOMCA PA3RULHBIE MEMOObL susyanusayuu (MPT, KT), nosenenue y3noe
Ouamempom 6onee 10 mm u konuyecmeennoe ux yeenuuenue, buoncuu yz106 credyem usbezame
6 cea3u ¢ puckom memacmasuposanus. Pewenue o mpancnranmayuu nevenu npuHUMaemcs

KOHCUNUYMOM 8payed.
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Tpancnnanmayus nevenu sensemcs opdpexmueneiM  Memodom nevenus uacnedcmeennoii
MUPOSUHEMUL.  NDU  HEGOIMOJICHOCIU  KOHCepBamueHoli mepanuu  u npu  gopmuposanuu
3noKaiecmsennolx 0bpasosanuti e nevenu [13,17,19].

Hoxasanuamu k mpancnianmayuu nevenu npu HT1 sensomea:

1. Juaenocmuposannas I'lIK.

2.Iosenenue ovazoevix obpaszosanuii npu MPT unu KT u peyudus yeeauuenus ADII na poue
NeUeHUs HUMuUUHOnOM™** npu xponuueckom meyenuy HTI.

3.0Omcymemeue spghexma om mepanuu NTBC Hpu 0Cmpotl Mupo3uHeMuY, 3aKII0YaIOUeecs ¢
coxpansioujelica 2unoxoazyrayuu Ha Gone mepanuu sumamurom K.

4. [Hexomnencuposannviii yuppos, ocnooicnenmwili acyumom, 2unoxoazyrayueti, 3a6UcuMocmeo
nayuenma om un@ysuii anbGymuna, npusHaxu oHYeghanonamuu, zunepammonuemus, ko20a Hem
6pemenu Ha nosieaenue sgphexma om NTBC,

B omauuue om nayuenmos ¢ I'lIK Gez conymcemeyioujezo Memabonuueckozo 3a60n1e6anus, npu
HT1 6 covemanuu ¢ T'lJK Gonvuvie donorcnsr Goime nepemewjenvl 6 npuopumemuwiti aucm
02CUOAHUA  HA  mpanchAGHmAayWo, BbIICUOAMENLHO-HABNIOOAMENbHAL  maKmuxa He
oonyckaemcs.

Kpome mozo, neobxooumo noduepkuyme, umo daxce mexnuseciu pesexmabenvras onyxons
(TK, aoenoma, zemanzuoma, Xonaneuoxapyunoma) 'y nayuenma ¢ HTI mpebyem
MPAHCRNARMAYUY.  neyeny, OKCMPEHHOCMb KOMOpOi ONnpedeisemcs 3n0OKAYeCMBeHHOCHIbIO
H0B00b6pazosanus.

BbzolcueaeMocmb hayuenmoe nocie mMpancniGHMAyuu He 3ABUCUM OM  NPOUCX0MNCOCHUS
mpchngaHmama OP2aH JICUB020 POOCMBEHNO020 OOKOPA, MAK U MPYHHbLT Op2aH npakmuyecku
DAGHO3HAYHBL NO 3-X JNlemHell evidicusdemMocmu u cocmaensem 75,5% u 78,9% (no Oanuvim
ananusa ¢ 2002 no 2012 200 2 103 scusvix u 46 674 mpynHeix mpancraanmayuti) [15,16].
Ilocnednue 20061 nonywaem pacnpocmpanenue cnum — MPAHCHIAHMAYUS, NO380AIOUAS

UCNOTL306AMb 0OUH OOHOPCKUL Op2aH ONA O8YX peyunuenmos.

) PexomenmoBano HasnaueHme HUTH3MHOHA** NE€PEN MIAHUPYEMOH TpaHCIIaHTaIuel
TICHCHH IpH renaToneunonapHoii xapunnome (I'LIK), BeBieRHOl Ha MO3AHAK cranusax HT1 ¢

L{esIbIO TIOBBIIEHHS 9$bekTHBHOCTH Tepanui [4, 7, 8, 3 1].

YpoBeHs yGeaureabpHoCTH pexomenannii-C, yposens 10CTOBEPHOCTH A0KA3ATEALCTE — 5.
e  Ilpu moﬁmx XHPYPrUIECKHX BMEIIATENBCTBAX Yy mauuentoB ¢ HT1, ne monyuasmux
NTBC, peKomeH,uyeTcx M30eraTe HCIIONB30BaHHS IPEMeIUKALMY GapbuTtyparaMi MOCKONMEKY

9TH TIPENApaTHI MOTYT CIPOBOIUPOBATH OPGHPHA-IOAO0GHEIE KpH3EI [26, 27].
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Yposens yGeaurennnoctn pexomenganuii—C, ypoBeHn AOCTOBEPHOCTH J0KA3ATE/ILCTB — 5.
Kommenrapun: Hueromes y6edumenvrvie doxazamenscmea noomeepoicoaiom zunomesy o
MOM , YMO GHOMANbHYLI MemAGONUIM NOPPUPUHA NeHCUM 8 OCHOBE HEEPONOUYECKUX KPUSUCOB
npu HTI. Iloeviuennan skckpeyus 5-amuHonesyaunosoii Kuciomol Habniodaemes npu ocmpoii
nepemedicaloujetica nopgupuy, ompasneHuy CeuHyoM U cemetinom deuyume dezuopamaswt -
AMUHONEEYIUHOEOU KUCIOMbL, 6Ce OHU  npugodsm K  nepugdepuyeckosi Hesponamuu.
Hezenepayus axconos u emopuunas demuenunuzayus y nayuenmoe ¢ HTI nanomunaiom me,
Komopvie HabRIOOAIoMCcs npu Ocmpoi nepemedxcaiouyetics nopgupuu. Ilosmomy caedyem c
OCMOPOJCHOCbIO  NPUMEHAMb  NPenapamsl, KOmopble MO2ym HpOeoyuposams nopupus-

nooobHvle Kpu3sbl.

4. Menuuunckas peabHINTALMS H CAHATOPHO-KYPOPTHOE JieueHue,
MeAHUHHCKHE TOKA3AHHST K MPOTHBOIOKA3aHHA K NPUMEHEHHUIO METOJ0B
MeJHIHHCKOl pea0HIHTALHH, B TOM YHCJIe OCHOBAHHBIX HA HCIOJIb30BAHMH
HPHPOAHBLIX JieyeOHbIX hakTopoB

Peabunumayuonnvie Meponpusmus, Hanpaenennvie HA yiyduienue QYHKyuu nevenu,
COCMOANUA HEPEHOU CUCMEMbL, KOPPEKYUIO CKeremHyIx dehopmayuii npoeodam nayuenman ¢

yemanosnennvim ouaznosom HT1 coanacno opyeum KP [31].

S. IIpopunakTika H AHCIAHCEpHOE HAGMI0AeHHE, MEAHIHHCKHE TIOKA3AHUS H

IIPOTHBOIIOKA3aHHSI K MPHMEHEHHIO METO/10B npoclm.rlammm

5.1.ITpodbuaakTnka

. CeMbam, umeromum pebenka ¢ HT1 pexomenayercsi KOHCYIbTaius Bpaya-reHeTHKa, ¢
LIeTIBIO ONPEMIENECHHUS TEHETHYECKUX PHCKOB JULA CEMBH M IPOrHO3a motoMctsa [31].

Yposens y6equreabnoctn pekomenaamuii~C, ypoBeHb 10CTOBePHOCTH A0KA3aTebLCTB — 5.
Kommenrapun: Kax u npu opyzux aymocommo-peyeccusnvix 3abonesanusx npu HTI ona
Kadxcooti OepemenHocmu puck podcdenus pebenxa cocmasisem 25%. B cemvsx, 20e ecmp
pebenox ¢ HTI,  cywecmeyem  gosmosicnocmb — npoeedenuss  npeHamanvHoi  u
npeumnianmayuonnol ouaznocmuxuy, Ilpenamanvras ouaznocmuxa HT1 60amooicna memodamu
npamoti unu koceennoti JHK-ouaznocmuxu obpasyos JJHK, evidenennoii uz 6uonmama eopcun
xopuona Ha 9-11 nedene bepemennocmu w/unu Kiemox aMHuOmMuyeckoii scuokocmu na 20-22

Helene bepemennocmu
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. PexomennoBano mnpomenenue npodMIaKTHYECKOH BaKIMHAIMH Ges OrpaHU4CHHI
NalnCHTaM, NONYYalOIMM HHTH3HHOH** ¢ mensio (GOpMHPOBaHHS HMMYHHON 3aIIUTEHI

opraHu3Ma oT uHdeknuit [32].

YpoBens yGeautensnocrn pexomenaanuii-C, yposenn AOCTOBEPHOCTH A0KA3ATEJILCTB — 5,
Kommenrapun: saxyunayuto yenecoobpasno nposodums cneyuanucmamy, UMeouuMy onvim

pabomel ¢ nayuenmamu ¢ memabonuyeckumy GoRe3HAMY, UNY N0 X KoHmponem.

5.2. lucnancepnoe HaGaonenne

o PexomenoBano nabmopenne nampentoB ¢ HT]1 npu nevyeHuu HETH3HHOHOM**
COTJIaCHO IJIaHy MOHHTOpHHTa (mpuioxenue ['4) [32].

Yposens yGeaureanHoctn pekomennamuii-C, yposens AOCTOBEPHOCTH [I0KA3ATEJbCTB — 5,
Kommenrapuii: nian monumopunza umeem yenvio xax npedomepaujenue ocroxcnenusi HTI,
max U KOHMponb nobounvix sghhexmos u pannioio Ouazwocmuxy ocnosicwenuii HTI, T 1K 6

nepeyio ouepedv.

o Pexomennyercst BcemM mammentam ¢ HTI ONpEelNeNeHUe aMHHOKUCIOT U
CYKUMHHIAETOHA B OHOJOIHYECKHX KHIKOCTAX METOIOM TaHIEMHO MacC-CrIeKTpOMETPUH ¢
IIeNbI0 KOHTPOJLT H3MEHEHMHH, BRI3BAHHBIX TyOynonatueli [1,4,10, 31].

Yposens y0enurensnocrn pexomengaumii — C, yposenn AOCTOBEPHOCTH NOKA3aTEJIbLCTB- 5,
Kommenrapun: uccredosanue xonyenmpayus amunoxucnom e Kpogu: wacmoma 6 nepgvie 6
mecayes-1 pas e mecay, nocre nepeoix 6 mecayes u danee 1 pas e 3 mecaya; uccnedoéanue
CYKYUHUNayemona 6 move: uacmoma 6 nepgvie 6 mecayes-1 pas ¢ mecay, nocie nepgoix 6

Mmecayee u danee 1 paz 6 6 mecayee.

o Pexomenposano scem nanuenram ¢ HT1 onpenenenue ansda-eronporenna (ADII) B
CHIBOpOTKE (MJIH IUIasMe) KPOBH, KOTODBIH ABIACTCA OOHHM H3 OHOXHMHYECKHX mapkepos HT1
C IIeNIBIO PAHHEH IMArHOCTHKY TeNaToLe/UTIoNApHOl KapiuHoMl [1, 4, 10, 31].

Yposens yGeautensnocTn pexomenaamuii — C, ypoBeHs JAO0CTOBEPHOCTH JI0KA3aTeJbCTB- 5,
Kommenrapuu: yacmoma e nepsvie 6 mecayes-1 pas 6 mecay, nocae nepgoix 6 Mecayes u Oanee
I pa3 6 6 mecayes.

o Pexomenayercst npoBefieHHEe KOAryJaorpaMMBl  (OPHEHTHPOBOYHOIO HCCIICHOBAHHS
cucremsbl remocrasa) (AYTB, MHO, npotpom6uroBoe Bpems, bubpunores) nanuentam ¢ HT1
JUIst OLCHKH QYHKUHMOHATLHOTO COCTOSHUS [IE9EHH M CBEPTHIBAIONIEH CHCTEMEI KposH [4, 31,40].

Yposens yoeaurensuocrn pexomenaauii —C, ypoBeHb T0CTOBEPHOCTH A0KA3ATE/ILCTB 5.
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Kommenrapnii: nposooumcs "pu navane mepanuy, 1 pas ¢ mecay (nepevie 6 Mecayeg), oanee
wacmoma Ha @one Onumenvroii mepanuu 1 p 6 200.

o Pexomennyercs manmenTam ¢ HT1 TpoBeseHHe 00LIEro (KIHHUYECKOr0) aHAH3a KpoBH
Pa3BEPHYTOTO (IeMOTIO6HH, KOIHYECTBO OPUTPOLUTOB, LBETOBOI IOKA3aTenpb, KOJHYECTBO
NeHKOLUMTOB, TPOMGONHUTOB, nefkouuTapHan GopMyIa M CKOPOCTh OCeaHHs SPUTPOLUTOB), /L1
OLCHKH OCHOBHBIX NapaMETPOB KPOBETBOPEHHS M HATHIHS BOCIIANUTENBHBIX IIponeccos [32].
Yposens yoenurensuocru pexomenaauuii — C, yposens focrosepHoctu A0KAa3aTe/ILCTB- 5,
Kommenrapun: nposodumcs npu navare mepanuy, 1 paz e mecay (nepauvie 6 mecayes), oanee
“acmoma na ¢one Onumensnoti mepanuu ne peoice 1 p e 200.

. 'Pexomelmyerca nauuenram ¢ HT1 nposenenne o6mero (xMHMYecKOr0) aHaNH3a MOUn
AL OLICHKH COCTOSHHS MOYEBBIBOJAIINX MyTeif H Ioyex [32]. _
Yposens y6ennrennnocrn pexomenannii — C, ypoBeHb A0CTOBEPHOCTH I0KA3ATEIE CT- S.
Kommentapun: nposooumcs 1pu navane mepanuu, 1 paz e mecsy (nepsvie 6 Mecayes), danee
vacmoma na ghome dnumenvuoi mepanuu 06e14no, 6 cpednem, 1 p 6 200.

. Pexomennyercs namuentam ¢ HTI NPOBENICHHE AHaNM3a KPOBH GHOXMMHYECKOIoO
obImerepaneBTHYECKOro (rmoxo3a, o6wmii Genox, 6eakoBsie ¢pakuuu (uccaenopanue YDPOBHS
anb6yMUHa B KPOBH, OIpefeneH e anb0yMHH/TIOGYTHHOBOTO COOTHOIIECHHS B KpOBH), o6Imuii,
CBSI3aHHBIH ¥ CBOOOMHBIN GuAHPYOHH XOECTCPHH, TPUITIHLUEPHABI, JMIONPOTENAL! HU3KON H
BBICOKOH ITOTHOCTH (HMCCIIE0BAHKE YPOBHS JHIIONPOTEHHOB B KPOBH), WeNoYHas docdarasa,
raMma-rmoramuntpaucepasa (I'TT), xpearunum, MOYCBHHA, alaHHHAMHHOTpaHchepasa
(AJIT), acnaprataMuHoTpancoepasa (ACT), xanpumii o6ummii u HOHH3HPOBAHHEIH, HATpHil,
Kanni, Heopranmdeckuii dochop, xweneso u depputun) ana ouenxu dyHxuuonamsHoro
COCTOAHHA BHYTPEHHHX OPTaHOB, HANMYHA WHQEKIMOHHBIX OCNIOXXKHEHHH M HYTPHTHBHOIO
craTyca manuenra [1,4,5,10, 31].

Yposens yGeaureasuocrn pexomenauuii — C, ypoBeHb 10CTOBEPHOCTH A0KA32Te 1L CTE- S.
Kommenrapun: nposodumcs hpu navane mepanuy, 1 pasz 6 3 mecaya (nepevie 6 Mecayea),

Oanee wacmoma na gone dnumenvhoii mepanuu He peaice 1 p 6 200.

o Pexomennyeres nposenenue ynsrpasByKonoro ucenenosanus  (Y3M) opranos
OpromHoit momoctH M mowek (YneTpa3sBykoBoe HcciemoBanue OpraHoB GpromHoi mHonocTH
(xoMIuIeKcHOE), YILTPa3ByKOBOE HCCIIEAOBAHHE NOYEK) BCeM namuenTtam ¢ HT1 JUIS BEIBJICHHS
Tenaro-, Cru1eHO- 1 HepoMeraniy, acuura [1, 2].

YpoBens yGeanrennnoctn pexomenauiii — C, ypoBeHs J0CTOBEPHOCTH 10KA32TE/ILCTE- 5,
Kommenrapun: V nayuenmos ¢ HT1, coxpansiomes ewvicoxue pbucku 310xavecmeenHuvix

H08000pasosanui, 6 mom yucne na one mepanuu u om4acmu nocie mpaHcrIAHmMayuY neyenuy,
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Omu pucku Mmozym Goime Cyujecmeenno crudicenvlt 00 ypoens nusice 1%, ecau nevenue NTBC
Hauamo 6 pantem demcmee u npodonxcaemcs 6Ge3 nepepuiea. Iloocusnennoe nabarodenue 3a
OMUMU  neeHo4nbIMu  ocnodcHenuamu npu HT1 sensemcs obazamenvruvim. Iposodumcs c
uacmomoii He peaice 1 p ¢ 200.

o Pexomenayercs ynetpassykosas monmieporpagus COCyNOB [EYEHH, CEe3eHKH, T0YCK
BeeM mauuenTam ¢ HT1 no moxasauuam ¢ uwensto onenxu CKOPOCTH KPOBOTOKA M COCTOSIHMS
COCYZI0B IIEYCHH, BBLABIICHUS IPU3HAKOB OPTATLHOI raneprensu [4, 10, 12, 31].

YpoBeHs y0eanTeasnocTn pexoMenaunii-C, yposenb X0CTOBEPHOCTH X0KA3aTEALCTE — 5,
Kommenrapun: [feemosoii Oonnnep modicem ucnonv3oeamoca Ons OYeHKU cocy008 nevenu u
nopmaneHoud  zunepmensuu. OOHaxo He ece Y3enku mozym Ovimb  o6Hapyscenvl, u
opexmusnocme memoda sasucum om oneima cneyuanucma. Myavmu-Oemexmoproe KT-
CKanupoeanue aensiemcs Ovicmpuim u obecneyugaem MHOZONNOCKOCMHYIO  usyanuzayuio c
XOPOWUM  NDOCMPAHCMEeHHbIM  paspewienes anomManuii 6 hevenu, Koumpacm mooicem
Yayuuume demanusayuio ¢ 66 % do 82%, noseonss 6blABNAMY 310KAYECMBEHHbIe UIMEHeHUs
[14,17,18]. Tem ne menee, ananuz PUCKQ U nONb3bL A6NAEMCSA 06A3aMenbHbIM, YMobbt uzbexcams
o0nyuenus y demeti, yorce NO0BEPIICEHHBIX PUCKY 310KAYECIBEHH020 o6pasoeanus, nosmomy ou
mpebyem nosmoproii oyenxu. Huozda mpebyemcs cedayus, ymo max e ozpanuyueaem
uccneoosanue.

* PexomennoBano BceM manmentam ¢ HT] TIPOBENCHHE DIaCTOMETPUH (DMacTorpadgir)
IICYCHU C IIETIBIO OUEHKH COCTOSHHUS TKAHH MEYSHH U addexruBHOCTH Tepamun [1,4,5,6].
YpoBenn yGennrenpnoctn pexomMenauuii-C, yposenn J0cToBepHOCTH J0KA3aTEIBCTR — 5,
KommenTapun: Qubpoanacmozpagus - onmumanvuwiii HeUHeA3UBHYLI Y1bMPA36YK060Li Memod
KORUYECMEeHHOU OYeHKU NTOMHOCTY MKANY NeYeny, no3eonsem onpedenums 3¢pexmusnocme
mepanuu. Yacmoma- eosicezodno (8 xauecmee AnbMepHAMuUBLL - KOMRbIOMEPRAs momozpagus
opzanoe 6prownol norocmu w/unu MAZHUMHO-PE3ONANCHAs momozpagdus opeanos Gpiownoii

RONOCMU C MAZHUMHO-PE30HAHCHOTI Xoranzuonankpeamozpagueii (MPXTIT))

o PexomennoBano cem manmenram ¢ HT1 HCIONIE30BaHNE KOMITBIOTEPHOH TOMOrpaduu
OpraHoB OpIOIIHON NONOCTH M/WIH MAarlHTHO-PE30HAHCHO! TOMOrpaduH OpraHoB GpromHOM
IIOJIOCTH C MArHHUTHO-PE30HAHCHOM Xonanruonanxpearorpapueit (MPXIIT) ¢ nensio BbIsBICHNS

00BEeMHBIX 06pa30BaHNit H OLEHKH COCTOSHHUS NpOTOKOBO cucremsl [1, 4, 5, 6, 11, 3 1].

YpoBens y6equrenbroern pexomenanuii-C, ypoBeHb J0CTOBEPHOCTH 0KA3ATEIBCTE — 5,
Kommentapun: Jauuvie memodw: susyanusayuu Heobxo0umvl O UCKAIOYEHUS npoyecca

Manuenusayu,  Hanpumep, npu  nodospenuu Ha  opmuposanue 2enamoYenIoNAPHOL
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KapYUHOMbL, pucKk Komopou o4env eaux npu noxazameisx ADII, npesvimatowux nopmy e
COMHU U Oqdice mbicayU pas. Buibop 3a KT unu MPT ¢ KOHMpAacmuem ycunenuem, npenapamom
evibopa ons MPT sensemcs zadoxcemosas Kucaoma (mopzoeoe nazgaunue - npumosucm,).
Tlopaocicennvie zenamoyumu: Konmpacm He naxannusaiom. [emckuii eospacm ne sensemcs
RPAMbIM  NDOMUGONOKA3AHUEM K UCCAe008aHUIO, HO ocpanuyueaem e20 npumeHenue.
Bpemennvie pamxu: apmepuanvnas paza 10-20 cex, konmpacmupoeanue eopomnoii éenvt Ha
60-80 cex u neuenouynvie eenvt na 3-5 mun. Ilocre enympugennozo esedenus 2a0oxcemoegoil
Kuciomuvl Ounamuyeckue nociedosamenvHocmu obecneuusalom ananus 6ACKYAAPU3AYUYU Y3106.
Hudpdysno-e3semennasn SUSYANU3AYUA MOJICEM NOMOYL OMAUYUMb oupdepenyuposannwie
cenamoyenionapHsle Kapyunoms: om Oobpoxauecmeentvix yseaxos. [loxazanwt npu navane

mepanuu u oanee ¢ yacmomoii 1 pas 6 200.

. PexomenmoBano Bcem manumentam c KIMHAYECKUMH npusHakamu HT1 npoBenenme
PaIHOU30TONHOTO UCCIIEAOBAHHS ITEYCHU (remarocuuHTUrpadus cTaTHUecKas u IHHAMUYecKas,
renatoSwincnuHTArpadus) U movek (peHocumHTHrpadHsa) ¢ HENBIO ONEHKH byHKIHOHATEHOTO
COCTOsHHS opranos [1,4, 6,11].

YpoBens y6enurensnocrn pekomennamuii— C, ypoBenn nocroseprocTn Koka3aTenbers — 5,
Kommenrapuu: Memod covemaem ne monvxo BUSYANU3IAYUIO, HO ABNAEMCA U HYHKYUOHATLHLILM
uccnedosanuem. Hapywenue BHYMPUKNEMOYHO20 mparncnopma, 9KCKpeyuu
paduogapmnpenapama (PPII) ¢ acenuwio, HYmu 6b16e0€HUs €20 U3 OP2aHUIMA, 6 MOM Yucie,
nepepacnpedenenus  neuenv/cenesenxa npu - cmamuveckod  zenamocyunmuzpaguy,
eunepgpuxcayus POII 6 cenezenxe 6onee 15% ABNAIOMCA NPUHAKOM NOPMANLHOL 2unepmen3uy,
Yuacmxu cuuocennozo naxonnenus — smo JCUPOGARL U COOUHUMENLHAS MKAHL, KuUCMbL,
adenoma (0o6poxayecmeennas ONYXO0Nb), Y3nbl peenepayuu ¢ NOHUNCEHHO eackynapusayuei.
Penocyunmuzpagus noseonsem Ougdepenyuposarno oyenume dyrxyuio npaeoii u neeoii noyex.

Yacmoma onpedensemcsa UHOUBUOYATLHO.

o PexomennoBano namuentam ¢ HT1 IIPOBEACHHE DEHTICHOACHCUTOMETPHH C LEJIBIO
HCCICIOBAHN MUHEPAIBHO INTOTHOCTH KOCTHOM TKAHK [4,6,9, 11, 31].

Yposenn y6equrensnoctn pekomenmamuii -C, YPoBeHB 10CTOBEPHOCTH JOKA3ATEILCTE —
5.

Kommenrtapun: Hecnedosanue nposooumcs y nayuenmoe ¢ mpusHaxamu mybynonamuu;
uzMeHenueM nabopamopHuix noxasameney, paxumonodobHLIMU KOCHIHBIM Oepopmayusmuy,
Hasnauaiom dencumomempuio — xax npaeuno, Oemsm cmapuie 5 aem. Ipoeodumes npu Hayane

mepanuy u 0anee YacmMoma no nOKA3anUAM, 6 cpeonem, 1 pas e 200.
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o PexoMennoBana PCHTTeHOrpadus KMCTel HaNMEHTaM ¢ KJIMHHYECKUMH IIPH3HaKaMHu
HT1 B aunamuyeckom HaOMONEHUH C WENBIO OLEHKH KOCTHBIX M3MEHEHHi, BBI3BAaHHBIX
runogocharemueii [32].

YpoBens y6eaureabnocrn pexkomenaannii-C, yposenb 10cTOBEPHOCTH A0KA3ATEIBCTE ~ 5.
Kommentapun: B 1.u., g onenxu xoctHOrO Bo3pacra. Pentrenorpaduyeckoe onpenenenue

KOCTHOI'O BO3pacTa Ha3HAYAIOT ACTAM CTapine 2 ner.

o Pexomennosana BceM naumentam ¢ xIMHAYeCKHMY npusnakamMu HT1 pentrenorpagus
KocTe#t ckenera (PentreHorpadus mopaxennoii yacru KOCTHOro ckeneta) w/unu Ilpunensuas
PeHTreHorpadus OpraHoB rpyHO KIETKH, ¢ LEbio AHATHOCTHKH OPTONCAUYECKOH NATOIOTHH,
BEI3BaHHOM runodocdaremueit [4].

Yposens y6enurenbnoctn Pekomenauuii-C, ypoBeHs 0CTOBEPHOCTH HOKA3ATENLCTE ~ 5.
Kommenrapun: IToxazanu npu. nianupyemoti  opmoneduyeckoii xoppexyuu. IIpuyenvnas
penmeenozpagua opeanos 2pyonoli Kiemxu noxasana ¢ Cy4ae npoeeoenus nOOHApKO3HbIX
Uccre0o6anul, NpU HANUNUU KAUHUYeCKuX nposenenutl OvixamenvHol Hedocmamounocmu,

Kapouomuonamuu.

. PexomennoBana BceM naumentam ¢ HTI MO IOKA3aHUAM DIeKTpoKapauorpadus,
3XOKapAHOTrpadus ¢ UENBI0 OUEHKH MOpQodyHKIHOHATEHOTO COCTOSHUS cepaua [4].

YpoBenb yGeaureapHoCTH pexomenauuii-C, yposens J0CTOBEPHOCTH KOKA3ATENLCTE — 5,
Kommenrapun: Januvie memoow: noseonsiom oyenumo Mophogynkyuonanvhoe cocmosnye
cepoya u maxoce HeobX00uMb npu  npoeedenuu noowapxosneix uccredosanuii. Yacmoma
onpedensiemcs UHOUSUOYATbHO.

. PexomenyioBano nposoguts KOHTPOJb Tepanuu BceM mnauueHtaM ¢ HT1 B Teyenpe
NEPBOH HEJNENH JICYCHHS C LENbIO ONEHKH KTHHHUKO-11a00paTOPHON JHHAMHKH H KOPpEKIHH
A03bI HUTH3UHOHA** [1,4,9,10].

YpoBenb yGeaureasnocTn Pexomenfanuii-C, ypoBensb 10CTOBEPHOCTH A0KA3ATEILCTE — 5,
Kommenrapun:  Kowmponio  noonexcam credyiowue  norxazamenu kposu:  KIUJ|C,
Qyuryuonarbrbie npo6ol nevenuy (6urupy6bun, AJIT, ACT, ITTn -
CaMMAZNIOMAMUIMPANCNEnmuU0asa,  wenounas  gocgamasa, anvOymun),  xoazyrozpamma
(opuenmupogounoe uccredosanue cucmemwr eemocmasa) (IITH, AYTB, Qubpunozen),
MOYESUHA,  INEKMPONUMBL,  KpeamunuH, Kanbyud, gocgop, rknemounwrii cocmae Kpoeu,
amunoxucromuwiil cnexmp, APII, cyxyununayemon, no 603MODICHOCMY, KOoHYyenmpayus NTBC,

npu  ocmpoti neueHouHoll Hedocmamounocmy — OOnoHUMENbHO onpedeneHue aMMOHUs,
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CUOKO3bL, a4  mMaKdiCe  nOKAsamenu Mouu:  210K03q, amunokuciomel,  gocgop- u
Kanbyui/kpeamununogole koappuyuenmol, arvbymun, 6enox, 6ema-2-muxpoznobynun.

B oanvnesimem nocne Hopmanusayuu  noxazamened unmepean Mexcoy Uccredo8aHUAMY
cocmasnsiem He MeHee 6 mecayes.

. PexomenmoBan no mokasaHmsM nammentaM c HT1 xoutpons yposus onaros
(Accnenopanne yposns ¢oanesoit KHCIOTH B CBIBODOTKE KpOBH), BuTtaMuHa B12 (Onpenenenue
ypoBHs BHTaMuHa B12 (umanoxo6anamun) B KPOBH), CBIBOPOTOYHOTO skenesa (FiccrnemonaHite
YPOBHA Jejie3a CBIBOPOTKH KpoBH) 1 deppurnna (Uccnenosanie YPOBHS eppuTHHA B KPOBH),
BATaMHHOB A, E, D (Mccnenosanne yposus 1,25-OH Butamuna X B KpOBH), MHKPO3/IEMEHTOB
CCNICHA, IIMHKA, ME/W C LE/BIO OUEHKH HYTPUTHBHOTO CTATyCa U TIPOBEACHHUS KOPPEKTUPYIOLIEH
Tepanui [1,4,8).

Yposensb yGeaure bHoCTH pexomenaunii-C, yposens J0cTOBepHOCTH 10KA32TebLCTE — 5,
Kommenrapun: @onamer xpoeu KOHMPORUpyiom npu HApYyuleHusx ceepmuléaiowyeti Gynkyuu

Kposu u ¢ yenvio oudpghepenyuanvrozo duaznosa Koazynonamui.

. Pexomenpyeress manmenram ¢ HT1 KOHCYJIBTalMs Bpaya - odrameMonora (0cMoTp ¢
IIOMOIIBIO INENEBOM JIaMIBI) C LETBIo CBOCBPEMEHHOH NHArHOCTHKH M JIEYeHHS IIa3HOM

naronoruu [1,4,10].

Yposens y6eqntensnocru pexkoMenaanuii-C, ypoens 10CTOBEPHOCTH J0KA3aTeIbCTE — 5,
Kommenrapun:  Ocmomp cnedyem nposooums 00 Hauana MedUKAMEHMO3HOI mepanuu u
EHCEMECAUNO 6 meyeHuu nonyzo0a nocre Hawara nevenus. Tak Kax 60IMONCHLI noboynvle
oppexmul HUMUSUHOHA™* - KOHBIOHKMUGUM, noMymruenue pozosuybl, kepamum, ceemobos3ib,
obpamuman  netikonenus, zpanynoyumonenus u mpomboyumonenus. Pesce ommeuaromes
netikoyumos, brepapum, xoocnsiii 3y0, OKCoruamuenviii depmamum, spumemamosnas cons,

ITocne nepsvix 6 mecayes ~wacmoma — no nOKasanuam, 8 cpeonem - 1 pas e 200.

. Pexomennyercs nanuenram ¢ HT1 IIPOBCIICHHE KOPPEKIHH JIe4eOHOro IUTAHMSA U
CHUMITOMATHYECKOH TEpaNuy ¢ UeNbI0 HCKITIOYSHAS GenkoBo-3HEpreTHYECKO# HENOCTATONHOCTH
[32].

YpoBeHs y6eqnTensHocTH pexomenaanuii —C, ypoBeHb {0CTOBEPHOCTH A0KA3ATE/IbCTE — S.
Kommenrapmu: Koppexyuro Ouemomepanuy npo6odam epayu-eenemuxy uiy épauu-ouemonozy
¢ uacmomoti 1 p/mec na 1 200y ocusnu, danee 1 p/3 mec u no noxazanusm do 3 nem; 1 p 6 mec

nocne 3 nem.
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° Pexomenayloress s nabmopeHus maumMeHToB C YCTaHOBJCHHEIM auarHo3oM HT1
TPUMEHATE MyJIETHIHCIHMILIMHAPHELH MOJX0M B BALY TOTO, YTO 3a60JIEBAHHS XapaKTEePH3yIOTCA
TIOPKCHUEM MHOTHX OPraHOB M CHCTEM, TpeOyeT KOMIUIEKCHOW TepammH, uro JTUKTYeT
HEOOXOIMMOCTh COBMECTHOTO BEJICHHS NALMEHTA CIIEIUATHCTAME pasueIx npoduneit [12,13, 15,
28].

Yposens yGeautensHoctn pexomengannii —~C, yposens AOCTOBEPHOCTH J0KA3aTEJLCTB — 5.

Kommentapuu: noxasans: nosmopnvie u nepeuunvie KOHCYNbmMayuu 6paia-zeHemuxa, 6paua-
ogmanvmonoza, epava-nesponoza, 6paua-opmoneda, 6paua-2acmposINmeponoza, 6paya-
SHOOKPUHONO2a, 6pPAYA-KAPOUON02a, 8PANA-0emCKO20 kapouonoza, epaua-wegponoza, epaya-
neouampa,  epava-mepaneéma,  6PANA-MPANCHAGHMON02A, A  MAKICe épaueti Opyeux
cneyuanorocmeti nayuenmam ¢ HTI, umelowum napywenus @ynryuii coomeememeyouux

OpP2arnos8 U cucmen,.

o Pexomennyercs obyuenne pomuteneif mpasrmam OpraHu3alMl Tepalud B
MEXIPHCTYNHLIH NMEPHOA H B NEPHOR YTPO3bI MeTaboNHMuecKoro Kpusa maruentos ¢ HT1 ¢

L{CIIBIO IPENOTBPAICHHS PA3BHTHA NOBTOPHBIX METa00MHUECKHX KpU30B [37, 41].

Yposens yGeantenpnoctu pexomennanuii —C, yposenn AOCTOBEPHOCTH I0KA3ATEJLCTB — 5,
Kommenrapuu: V' podumeneii pebenxa ecezda donvicna 6Guimv namsmxa C ykasaumuem

HEeOMAOIICHbIX Meponpwzmuz? 6 nepuoa HAYuHaWezocs Memaboruyeckozo Kpu3sa.

6. Opranusanus okasaHus MEAHIHHCKOI IOMOIIH

IToxasanust JU1s rOCIMTANH3ANNIY B MEAMIMHCKYIO OpraHH3aLHIO;
1) lnarHocTHKa 3a601eBanms
2) Ilepuoauyeckuii KOHTPOIB
3) IloaroToBka K TpaHCILIAHTALMH IICYEHH
. 4) TpaHcIIaHTaNHS IEYeHH
5) Ocrpsle cocTosHUA
IIpooonoicumenvrocmy  20cnumanusayuu  3asucum om cxopocmu  eepughuxayuu
Ouazno3a u Hauana cneyuguyeckoli mepanuu. Omeem Ha Neyente HUMUSUHONOM ommeyaemcs @
nepevie Onu. Ilpodonsicumenvrocme 20CHUMAanU3ayuy  MaKdice 3a6uUCUmM Om CKOPOCMU

60CCMAHO61eHUA NOKA3amenel koazynozpammul u o6biyno cocmasnsem 30 Oueil.
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7. Honoanurensuas uugopmauus (B ToM 4uciie (daKkTOpLI, BIUSAIOLIHE HA

Hexoj 3a00J1eBaHMSA HITH COCTOSTHMSA)

Hemu e eospacme cmapwe 200a naubonee yacmo, 00 YCMAHOBAeHUs OuUAZHO3a,
20CnUMANU3UPyIomcs no nogody zenamuma, 06veMH020 00PA306AHUA NEYEHY 6 XUPYPeUtecKoe
omoenenue, obpawalomcs 3a  KOHCymomayuesi K OHKONOZ2Y,  uH@exyuonucmy u
2ACMPOIHMeEPOnozy — 2enamonozy.

IlIposedenue oughgpepenyuanvuoii duaznocmuxu, yemanoenenue OuazHo3a U Ha3HaveHue
cneyugpuueckoil mepanuu  coxpawjaem cpok zocnumanusayuu. Ha gone HasHavenus
HUMUSUHOHA NPOOONAHCUMENLHOCMb CINAYUOHAPHO20 Neuenus 00bINHO He npesbimiaem 14 Onedl.
quueumoe CO CMAbGUNbHLIMU NOKA3AMENAMY MOHUMOPUH2A Memaborusma u ypoenss ADIT
MOCHO HAOMOOamb 6 aMOBYNAMOPHO-NONUKIUNUYECKUX YCAOBUAX U 8 OHeGHOM cmayuoHnape
(Onumensrocme 2ocnumanusayuu He menee 10 cymox).

Yavmpaseyxoeoe uccredosanue Gprownoti nonocmu dondicho npoeooumusCcs Kaxcovie 6
Mecayes, a maznumuo-pesonancuans momozpagua (MPT) neuenu escezodno, ecnu ewiaensiomes
nooospumenvHvie  y3106vle  006pA30BAHUN,  NOKG3AHBL  MemoObl susyanuzayuu ¢
xonmpacmupoeanuem (KT, MPT,  paduousomonnoe  uccredoeanue), noseonaiowjue
noomeepoums  2enamoyeanlonapuylo  Kapyunomy. Ypoeens anvgha-hemonpomeuna dondicen
KOHMPORUPoBamucs Kadicovle 3-6 Mecayes, a noemoproe nosuiuenue ADIT donoicro CRYoHCUMD
nosooom 0na yanybnennozo obcnedosanus wa npedmem IIJK. Ioxasana KoHcynomayus
onKonoza.

Konmpone mepanuu numusunonom** exmouaem onpedenenue YPO6HA henunananuna u
muposuna. Ilpu nusxom (menee 20 mxMonv/n) ypoene genunananuna neobxodumo yeenudenue
benxa 6 Oueme. YpoeeHno muposuna scenamensno ydepocusamo 6 duanaszone 200-400 mrMonv/n,
Ymo He no3eonsem nosgumvcs nobounvim sgpexman. Hescenamenvuvie spdexmor 6 eude
domoboasnu u wyecmea «necka 6 21a3ax» NOAGNAIOMCA npu YGenuueHuu Konyenmpayuu
mupo3uHa 6 cuisopomxe kposu eviie 800 mxMonv/n u obycnoeneno ne cmonvko Oeiicmeuem
HUMUSUHONQ, CKONbKO HAPYUleHUuesm Ouemsl 4 HUSKOT KOMNAAeHMHOCmblo podumeneil.

3abonesanue Oemedl, UMEIOUWUX NEYEHOUHVIO HEQOCTIAMOYROCHIb, HACHIO npomexaem
Kpaune MAJNCER0 ¢ 6bipajcenHoli Koazyionamueid u acyumamy. Hasnadenue numusunona
NPUGOOUM K KIUHUYECKOMY YAYHUIEHUIO 6 meyeHUe HeCKONbKUX OHel, npu smom 90% nayuenmoes
omeeuaiom na mepanuto. Ecau xoazyrozpamma e yaywwaemcs ¢ meyenue 1 nedenu, mo 003y

HUMUSUHOHA chedyem nogvicums. Ha one nevenus y 6onvuuncmea demeti, komopwie umeiom
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KAUHUYeCKUe nNpOAGNENUs YUppo3a U NOPMANbHOW 2Unepmen3uy, Jedenue nPUGOOUm K
KOMREHCayuu u 0aice pezpeccy yuppomu4eckux usmeHeHuil.

DyHKyus NOYeUHbIX KAHANLYEE HOPMANUIYEMCS, MPeKpalalomcs nomepu Kanbyus u
gocgopa ¢ moyoil.

Jlevenue numusunonom™* ¢ meuenue nepsvix 3 mecayee crcusHu npedomspawjaem
paseumue kapouomuonamuy, npu Gonee no3oneM Hayane mepanuu ee meuenue ynyuwaemcs
nezagucumo om gopmer 3a6onesanus.

Ipumenenue numusunona** obecneuusaem nonnoe Kynuposanue HeBPONo2UYeCKUX
Kpu306 no muny nopgupuu.

Tepanus numusunonom™* nepexniouam genomun HT 1 ¢ peromun muposunemuu 2 (em.
IIpunosicenue I'l). Ecmecmeennviii x00 pazeumus HT 2 muna, npeocmasnaem coboii
eeHemuyeckud Oeuyum 4-2u0poxcupenunnupyeam OuoKCuzeHasvl, AeNsemcs Ype36uiyaiino
DeOkum u nnoxo ONUCGHHLIM 6 IUMepamype, HO 3a0epocKa UHMENNeKMYanbH020 pa3eumus
A6NAEMCS 0614 eu36eCMHbIM KOMROHEHMOM 6 CIPYKmype OaHHO20 3a60Ne6anus.

Tlockonvky Oechuyum xapnumuna, emopuunvlii no omHowenWIO X cunopomy Danxouuy,
Mooicem NpugoOUmMb K NOPAdCEHUI0 CKeNeMmHbIX Mblidy, credyem usmepsmeo KOHYenmpayuio
KGpHUMUKG 6 CbieopomKe, 4mobbl MOJICHO 610 bLIeHUMb deuyum KapHUMUHQA, ecnu OH
byoem evisenen [38].

Ocmeonopos u paxum, evi36aHHbIE nOSPeEdICOeHUEM NOYEUHBIX KAHANbYEE, Neyam nymem
Koppexyuu ayuoosa, 80CCMAHOGNEHUs  Kanbyueso-hochamuozo Gananca u 6eedenus 25-
euopoxcu-eumamuna D.  Obcnedosanue  eéxmovaem  onpedenenue KUjC (pH «kpoeu,

cmandapmubix 6uxapbonamos, deguyum ocnosanuii)[39].

be3 neuenus numusunonom™* nodasrsiowee Gonvuwuncmeo demeii nozubaem do 15-
AlemHnez0 603pacma, onpedenslouuM 6 npozHo3e s6asemcs epema debioma 3aboresanus, m.e.
Oemu ¢ ocmpoii u nodocmpoti muposunemueti (HT1A) ymupaiom oo 1 200a. Hcnonvzoeanue
HUMUSUHONA** Ge3 ‘namozenemuueckoii ouemomepanuy maxdice npusodum K MeONeHHOMY
NpO2ZPeccupoanulo HapyweHUi YHKYuU nevenu U noyeK, UIMEHEHUIM ONOPHO-08U2AMENbHO20

annapama.

KpuTeplm OUEHKH Ka4eCcTBa MeJNIHHCKOMH NMMOMOIIIH

Kpurepuu xauecrsa OueHka BHITOJHEHHA

=2

BrimonHeHo KOMILTIEKCHOE ONpe/ieNeHHe KOHIEHTPALMH Ha/uer
AMHHOKHCJIOT H alIHJIKAPHUTHHOB B KPOBH METOJOM
TaHAEMHON MacC-ClIEKTPOMETPUH (IIPH IEPBUYHOI
JMarHOCTHKE JAaiee He pexe 1 pasa B rox).
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Bemonuneno onpenenenue conepxanus Ha/ner
CYKUHHHUIIALIETOHA B KPOBU H/MIIM Mode (TiepBhIe 6 Mec
— 1 pa3 B Mecsun, nanee 1 pas B 6 Mec)

Brimonseno onpenenenue cogepxanns anpda- Ha/ner
¢etonporenna B KpoBH (lepsEie 6 Mec — 1 pa3 B
Mecst, nanee 1 pas B 6 Mec)

Brimonneno BceM nauueHTaM HCCIER0OBaHHE IeHa Ha/ner
¢ymapunanerornaponass: (FAH) npH MOCTaHOBKe

JIHarLosa

BrmonxeHo yneTpasBykoBoe HCCIIeIOBaHUE 1 Ha/uer

SN1aCTOMETpHA IeYeHH (TIPU NEPBHYHOM AHATHOCTHKE
Janee He pexe 1 pa3a B ron)

BrinonHena KOMIBIOTEPHOI TOMOTpaHH OPraHoOB Ha/uer
OproIIHO} MONOCTH M/UJM MATHUTHO-PE30HAHCHOM
TOMOrpaduu opraHoB GpIONIHOI TONOCTH ¢ MATHUTHO-
PE30HAHCHOH XonaHruonankpearorpadueii (MPXIII)
(ipy nepBHYHOl IMarHoCTHKE U Jaree He pexe 1 pasa

B Irojx)

Brmonnena KoHCYIpTaUuMs Bpaua-reHeTHKA [pH Ha/ner
IIOCTaHOBKE AMArHo3a

Bhimonnena KoHCYIBTaNUs Bpaya~TpancIIaHTONora y Ha/uer

NAIHEHTOB C IHPPO30M IEYEHH

Brinonnena kOHCYIBTalI Bpaua-racTpoIHTEPOIIOra
(Tipu mepBUYHO MarHOCTHKE, Aalee He pexe 1 pasa B

6 Mecs1eB)

HasnayeHa Tepanus HUTH3HHOHOM** ITOCIIE Ha/uer
MIOATBEPKACHHAS AUarHo3a

BrimonHeHo HazHaueHue HU3KOOEMKOBOM JUETHI ¢ Ha/uer
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IIpuao:xenne Al. Cocras paGoueii rpynnei no pazpaGorke u nepecMoOTpy

1.

KIHHHYEeCKHX pexomeﬂnaum‘i

Baraesa Majyiena JuBepoBHA- K.M.H., CTapmuii HayyHBIM COTPYZHHMK OTIENEHHS
NeANaTPUIECKON aCTPOIHTEPONIOTHH, IenaTtoiorud U mueronorun Kminuku OTBYH
"@UL] nuTaHus 1 GHOTEXHOIOTHH"

Baiinaxosa I'ainna BukropoBHa- K.6.H., BeAylIHit HAyuHEIH COTPYAHUK nabopaTopuu
HaC/IEeNCTBEeHHbIX Gonesneit ooMena GI'BHY "Menuko-reneTnueckuii HaydHsiit LEHTpP
uM. akanemuka H.IT.boukoa", wien Poccniickoro odmecrsa MEAHIIMHCKMX TeHETHKOB.
BapanoB Anexcanap Anexcanaposmnu- akan. PAH, mpodeccop, mA.M.H.; ModYeTHEIH
npesunent Coro3a nmemuarpoB Poccum, coBerHmx pyxoéozzmem HUU neamarpun u
oxpanbl 3n0poBbsi nmereii LIKb PAH, mpodeccop kadenpet meamarpum u merckoit
pesmaronorun ®I'AOY «llepsstit MIMY um. .M. Ceyenosa» Muusapasa Poccun
(CeueHoBcknit YHUBEPCHUTET), IMABHEI BHEIITATHEIN CHENHATHCT nexHatp Munsapasa
Poccuun.

Bymyesa Tartbama Baagumnposna- amu., OIAY "Hayussii MemuuuHcKuit
HCCJIEOBATEIbCKHA LEHTP 370poBbs Aereil” Mumnsapasa Poccun, wieH Accoudanuu
MEIULHHCKUX T€eHETHKOB

Bamaxmanze Hato I:xymGepoBHa- 1.M.H., pyKOBOJUTE/b OTAENA opdanHbx Gonesneii
¥ OpodHIAKTHKH HHBTHAMMPYIOIMX 3abonepanuii HUU HNeIHAaTPHH M OXpaHEI
3noposbst  peredt LIKB PAH  mnpodeccop xadenpsr daxynsrerckoit menmarpuu
neauarpuyeckoro ¢dakynsrera ®I6OY BO «PHUMY um. H.H. IMuporosa» Munsnpasa
Poccun.

Bumnésa Enena Ausexcanaposma —  1qM.H., 3aMecTuTeNb pykosoaurens HUU
neanaTpuu U oxpauel 310poBbst Aereit IIKB PAH MunoGpuayku no nayunoii paGore,
npodeccop kadeaps! GpakynsTeTCKOi NeAHaTpUK NeauaTpHyeckoro dakynsrera ®IEOY
BO «PHUMY um. H.H. Iuporosa» Mun3sapasa Poccun, wien Coroza IeINaTpoB
Poccun.

I'ynpo6una Oabra CraHucaaBoBHA- K.M.H., B.H.C., Bpay-ractpodnreposior HUU
nenuaTpuu 1 oXpansl 310poBbs Aeteit LIKB PAH unen Corosa neauarpos Poccun
HAerrsipeBa Auna BnagummpoBua- AM.H., npodeccop, Bpad BHICIIEi KaTeropuu,
3apeayomas orAenoM nexuatpud, OI'BY «HMUIL] akymepcTBa, I'MHEKONOTHH H

nepuHaToNOruH UM. Ak. B.U. Kynakosay
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9. Kypxosa Haramus BsuecnaBoBHa- K.M.H., BeAymui HayuHelii cotpyanuxk HUU
NeauaTpuu U oXpaHsel 370poBbs Aeteit IIKB PAH, unen Cotosa neguarpos Poccun, unen
Acconnanuu MeIMIHHCKHX TeHeTHKOB (AMI)

10. 3axaposa Exatepuna IOpbeBHa - 1.M.H., 3aBeayiomas 1aGopaTopyeii Hac/leACTBEHHBIX
Gonesneil oOmena ®I'BHY "Menuko-reneTnueckuit HayqHBIit LEHTD MM. akaJeMHuKa
H.Il.boukoBa", wren Poccuiickoro ofmecTBa MeaUIMHCKHX TCHEeTHKOB, UJcH
€BPONEHCKOro o0IIECTBA IO M3YYEHHIO HACIEACTBEHHBIX OOJNeE3Hel oOMeHa BEINecTB
(SSIEM).

11, Konpakosa Osbra BoprcoBua -k.M.H., 3aBe/IyIoIIast OTACTEHAEM MeULMHCKOH

" renernku OTAY "HayuHb1ii MeqUUMHCKHI HCCITeI0BATENBECKUI LEHTP 300pPOBhs HeTei”
Munsnpasa Poccun, unen Accounanuu MeIUIHMHCKUX TEeHETHKOB

12. Kynes Cepreit UBanosuu - wi.-kopp PAH, aMm.H., mupexrop ®I'BHY "Memuxo-
TCHETH4ECKUH Hay4HBIH UeHTp uM. akanemuka H.ILBouxosa ", IIpesupent Accouuanuu
METULUHCKUX IeHeTHKOB (AMI). |

13. lapoBa Anna EBrembeBHa -I.M.H., [VaBHBIH HAYYHEIH COTPYIHHK, Bpay BBICIIEH
KBATH()UKAUMOHHON KaTeropun mno crenuansiocta “Ilennarprs”, 3aBeqyomas 2-M
neauarpuieckuM  otaenenueM, @®I'bOY BO «IlpuBomxckuii  HMccnenoBaTenbCKHil
MeIULMHCKUHA yHHBepcuTeT» Munsapasa Poccun

14. Muxaiinosa Csernana BuranseBna -aM.H., 3aBedyiomas oOTxeleHHeM OIBY
«Poccuiickas erckas Knunnyeckas Bonsuunay M3 PO.

15. MoBcucsain Toap BopncoBHa — x.M.H., Bpad OTHENECHHS racTpodnteponorun OIrAy
"Hayunblit MEAMIMHCKHI HCCIIE0BATENBCKHIL LEHTD 3M0POBBA AeTeil" M3 P®

16. Hazapenxo Jlionvuna ITaBnoBHa - mpodeccop, I.M.H., 3aMECTHTENb JUPEKTOpa Mo
Hay4HOH U jiedeOHOl paGoTe, pyKOBOAUTEND 1aGOPATOPUM HACIEACTBEHHON MATONOTHH
HUAW wmemuumuckoif rexeruku, Tomckoro HUMI[ PAH, wien Acconuamuu

MEIULUUHCKUX reHeTHKoB (AMI).

17. Hama3oBa-Bapanosa Jleiina CeiimypoBna- akan. PAH, npodeccop, a.M.H., IIPE3HUACHT
Coiosa mnexuatpoB Poccum; mact-mpesupent EPA/UNEPSA; pykosomurens HUU
neapaTpud H o oxXpaHel 310poBbsd  gereit KB PAH, 3asemyromas kadenpoit
daxynpTerckoli meanatpun nepuarpuyeckoro daxynsrera IOV BO «PHUMY um.
HU. Iuporosa» Munsnpasa Poccuu, riaBHbIN BHEIITATHBIA JETCKMIi CIELUANKMCT MO

npodunakTuyeckoit Mexuuune Munsapasa Poccun.

18. Huxonaesa Exarepuna AneKcaHApPOBHA - H.M.H., TNIABHEIH HAayuHbIH COTPYIHHK,

PYKOBOIHTC/Ib OTACICHUA HACICACTBCHHBIX M BPOXKIEHHEIX 3abonesanuii ¢ HapyHmCHHEM
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ncuxuku HayuHo-HCCIen0BaTENbCKOrO0 KIMHMYECKOTO HMHCTHTYTA MeJHAaTPHH WMEHH
axan. [0.E. Benptumesa 'BOY BIIO PHUMY um. H.U. Iuporosa Munsnapasa Poccun,
WIEH ACCOLHAMH MEAUIIMHCKUX reHeTHKOB (AMI).

19. Mamxosa Mpuna EBrenbeBna — x.M.H., 3aBeAymomas NeANaTpUYeCKUM OTACIEHHEM
OI'bY «Hanuonanpuerit MEIULMHCKHU HCCJIEIOBATENbCKU HUHCTUTYT
TPAHCIUIAHTOJIOTHH U MCKYCCTBEHHBIX opranoB MM. ak. B.H. IllymakoBa» Mun3apasa
Poccun, unen Poccuiickoro TpauciuIaHTOIOTHYECKOr0 001LIEeCTBa.

20. lepsynunna Tareana MuxaiioBHa—1.M.H., Bpau-leAHATp, Bpau-AeTCKUH KapaMOJIOT,
IOUEHT Kadeapsl nequaTpun MexunuHckoro dakynsrera CIIBIY, aupekTop HHCTHTYTA
neauatpuH U nepuHaronoruu GI'BY " HMUII um. B.A. Anmazosa ".

21. Mevyatnukosa Haranes JleoHnmgoBHa- Bpay-HEBPOJNIOT, 3aBEAYIOLIHil OTENCHHEM,
Mopo3zorckas AT'KB JI3M

22.Monaxopa Cpernana HropeBHa — IM.H.,, npodeccop Kadenpsl TOCIHTAIBHOMN
neauarpuu UM. akanemuka B.A.Tabomina Ilequatpuueckoro ¢axkymsrera Poccuitckoro
HAIMOHAJIEHOTO MCCIICA0BATEILCKOro MeuuuHcKoro ynusepeutera (PHUMY) um. H.H.
IMuporosga, r. Mocksa

23. Ioranos Anexcanap CepreeBuy—I.M.H., Ipodeccop, OTAENEHHE FrACTPOIHTEPOIOTHH
OI'AY "HayuHerii MeIMIMHCKHMIE HCCIE0BATENBCKUM LIEHTD 310pOBbs Aereil" M3 PO,
kadenps! meauaTpuu 1 neTckoii peeMaronorud ®TAOY «Ileppriit MTMY um. .M.
Ceuenosa» Munszapasa Poccuu (CeueHoBckuil YHUBEpCHTET)

24. lymxos Anexcanap AJjexceeBHY — K.M.H., BeAyLMH HAYYHBIH COTPYAHHK
na00paTOpHH  MOJEKYNSpPHOH TIeHeTHKH M  MEIMIHMHCKOH TIeHomMuku OLAY
"HanuoHanbHEIH METMUMHCKUI HCCIEN0BATENbCKHIT LEHTD 310POBbA AeTeil” Mun3apasa
Poccun, wien Acconuanyun MEAUIIMHCKUX TEHETHKOB.

.25, Penuna Cperaana AdanacbeBHa — K.M.H., Bpay-reHetuxk  OI'BHY "Menuxko-
TeHETHYECKUH Hay4yHBIi 1eHTp uM. akaneMuka H.IT.Boukosa ", unen Poccuiickoro
001ecTBa MEAMIIMHCKIX T€HETHKOB, WIEH ACCONUALMH MEAUIMHCKHX TeHETHKOB.,

26. CaBoctpsanos Knpmutr Bukroposny — 1.6.H., HaYalbHUK HeHTpa (yHIaMEHTATBHBIX
uccienosanuii B neauarpud PI'AY "HanuoHansHbIH MEIUIMHCKHN HCCIe0BaTENbCKHUi

=

LIEHTp 3m0poBba nereil” MunsgpaBa Poccum, wieH AcconMaliMd METHULMHCKHX
T'€HETHKOB,

27. Centona I'ynmbnapa HapumanoBHa — K.M.H., [JIaBHEIH Bpau MeIHMKO-TeHETHYECKOTO
nentpa (I'enernueckodt knunuxkn) HUM menuuunckoit remeruxu, Tomckoro HUMIJ

PAH.
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28. CenumsninoBa Jlnaus PoGeproBHa - K.M.H., Bemymumii HayuHeiii corpymuuxk HUW
nexuaTpud M oxpansel 3m0poBbs nereit IIKB PAH MunucrepcTBa Haykd M BBHICIIErO
oOpasosanus Poccuiickoii ®enmepaunn, noueHT kadenpsl NEAUaTpUH H JETCKOMH
pesmatonorun PI'AOY «llepeeiit MMV um. .M. CeuenoBay Munsapasa Poccun
(CeuenoBcknit  YHuBepcuTer), JoUEHT Kadenpel (akyTbTeTCKOM  IeauaTpuu
neguarpudeckoro paxynsrera ®I'BOY BO «PHUMY um. H.U. IMuporosa» Munsapasa

Poccuu, unen Coroza mequarpos Poccuu.

29. CmupnoBa Oubra SIkoBiieBHA — Bpay-TeHETHK, CTApIUMil HayYHEIH COTPYAHHK OTHENa
CTaHJApTH3alMd M M3y4YeHHUS OCHOB JokaszaTenbHoit MemuuuHel HUW nemuatpum u
oxpausl 3n0posbs nereii IIKb PAH Munncrepcrsa Hayku u BhIcuiero obpa3zoBaHus
Poccuiickoii ®epepanuu, wren Cowosa mnemuarpoB Poccuu, wWieH Acconuanuu

MCOIUIIHHCKHUX I'CHCTUKOB.

30. CtpoxoBa Tarbsina BukropoBHa- 1.M.H., npodeccop PAH, 3aBexyromas otaeneniem
NEJHaTPHUYECKOH TacTPOIHTEPOJIOTHH, remarosorud U aueronorun Kivnnku ®I'BYH

"@®UL nutanus u 6uorexHoNMOrUH",

31. Cypxos Anapeii HukonaeBn4— 1.M.H., 3aBeAYIOMHI OTACNIEHHEM TaCTPOSHTEPOIOTHH
®I'AY "HauMoHanpHEIT MEOUUHHCKHIE HCCIEHOBATENBCKHH LEHTP 3XOPOBLA AETei"

Munsapasa Poccun, wien Corosa neguarpos Poccun.

'32. Temaes Pycraom ®apumoBuY —I.M.H. 3aBeAYIOWHH peaHMMaluell M HHTEHCHUBHOI
Tepanun PI'AY "HanuoHansHelf MEHUIMHCKHH HCCICHOBATENBCKUH LEHTP 3M0POBbA
nereit" Munszapasa Poceun, npodeccop kadenpsl neauatpuu U JETCKOM peBMaTOIOTHH
®I'AOVY «IIeperiit MMV um. .M. CeuenoBa» Munsapasa Poccun (CeueHoBCKHix
YHuBepcurer).

33. ®epoceenko Mapuna BaagnciaBoBHa - K.M.H., 3aBeAyioIuas OTAEIOM pa3paboTKH
Hay4HBIX [IOAXO0M0B K HMMYHH3allUH MALHUEHTOB C OTKIOHEHUSIMHU B COCTOSSHUH 30POBbA
H XPOHMYECKUMH OONE3HAMHM, BeMyllMi Hay4dHBIf COTpPyAHMK, Bpau-mexmarp HUH
nequarpun M oxpansl 3q0poBes aerell IIKB PAH Munncrepctea HayKH H BBICILIETO
oGpasosanua Poccuiickoit ®enepanun, AOUEHT Kaeapsl (aKyIbTETCKOM IeauaTpun
nexuarpuueckoro pakynprera ®I'BOY BO «PHUMY um. H.W. Iuporosa» Munsapasa
Poccuu, unen Corosa neauarpos Poccuu.

34. ®ucenxo Auapeii Ilerposuy — 1.M.H., npodeccop, 3acmyxennslii Bpad Poccuiickoit
Oenepanuy, gupextop GI'AY "HauunoHanbHblit MEAUIIUHCKHIN HCCIIE0BATEILCKUM

Al

LEHTP 3/10poBha Aereil" Munsnpasa Poccuu.
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IIpencraBuTe/ M 0GIMECTBEHHBIX NAIHEHTCKHX OPraHH3aNMii:
ITorocan Heann CepreeBHa — mnpencraBuTens Bcepoccuiickoro ofuectsa opdhaHHBEIX

3ab0J1eBaHMit

ABTODEHI IOATBEPKAAIOT OTCYTCTBHE (GHMHAHCOBOI IOANEPKKI/KOH(IMKTa HHTEPECOB, KOTOPHIi
HeoOxoauMo oOHapoaoBaTh.
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ITpuaoxenne A2, MeronoJiorust pa3paboTki KIHHHYECKHX PEKOMeHAANM i

HeJIeBafl AYAHTOPHA JAHHBIX KIHHHYECKHX pelcomelmaum‘i:

BpauyH-IeaHaTphI;
BpauH-TepaneBThl

Bpaun o01ueit ceMeiiHoi npakTHKY (ceMeiiHas MEAUIIMHA);
BPa4H-TaCTPO3HTEPOJIOTH;

BpauH-T€HETHKH;

BpauH-IAHETOJIOTH;

Bpayu-HEBPOJIOTH;

BpadM- OHKOJIOTH;

BPauM-OHKOJIOTH AETCKHE;

MEIULMHCKUE IICUXOJIOTH;

CTyIeHThl MeaAuIuHCKuX BY30B, HHTEpHEI, OpAMHATOPEI,

Ta6auna 1.11Ikana oneHKH ypoBHEii JocTOBepHOCTH JoKa3atenbets (Y /) it MeTonos

JAHArHOCTHKN (JII/IaI" HOCTHUYCCKHX Bmema'rem,cm)

YA Pacmudposka

1 CucreMaruyeckue 0630phl MCCIENOBaHHH € KOHTpONEM pe(epeHCHBIM METOJOM MIH
cHCTEMaTHuecKuil 0030p paHZOMU3HPOBAHHBIX KIMHHYECKMX MCCIECIOBaHHI C
IIPUMEHEHHEM MeTa-aHan3a

2 OTaenbHele HCCIEOOBAHHA C KOHTpoleM pedepeHCHBIM METOIOM WM OTHAECIBHEIE
PaHJOMH3HMPOBAHHBIE KIMHHYECKHE HCCIENOBAaHHA M CHCTeMaTHdeckue 0630psl
HCCIenoBaluil Jio0oro qu3aiiHa, 3a HCKIIOYEHHEM PaHIOMHU3HPOBAHHBIX KIIMHMYECKUX
HCCIeNO0BaHHIf, C IPHMEHEHHEM METa-aHanu3a

3 Hccnenopanns 6e3 IMOCIEAOBATENBHOIO KOHTPOIS pedepeHCHBIM METOAOM HIH
HCCIeAoBaHus C pedepeHCHBIM METOIOM, HE SBIMIOIIMMCS HE3aBUCHMBIM OT
HCCIEAYEMOr0 METOAa MM HEpaHIOMH3HPOBAHHBIC CPABHHTEJILHBIE HCCIENOBAHMA, B
TOM YHCJIe KOTOPTHBIE MCCIIEIOBAHUS

4 | HecpaBHUTENBHEIE HCCNENOBAHHS, ONMCAHHE KIMHUYECKOTO Cllydas

5 Nmeerca mumb 000CHOBaHME MeXaHU3Ma AEHCTBHS HIIM MHEHHE 3KCIIEPTOB

Tabauna 2.11Ikana oneHKy ypoBHeii JocToBepHOCTH HokaszaTenscts (Y )asa MeTonos

NpOQUIAKTHKH, JIe4eHHs U peabumutanuy (MpodUIaKTHUECKHX, T€YeOHbIX, peabUIMTAIIHOHHBIX

BMEIIATENBCTB)

Pacmudposka

YA
1

Cucremarnueckuii 0630p PKY ¢ npuMeHeHHEM MeTa-aHaIu3a

2

Otnensusle PKM u cucreMaTHdeckue o0030pHl HCClIENOBaHHi Jroboro ausaiiHa, 3a
uckmoyenueM PKH, ¢ npuMmeHeHneM MeTa-aHanmusa

H@annomnsnponaunme CpaBHHUTCIBHBIC HCCIIEAOBAHHUA, B T.Y4. KOTOPTHLIC HCCIICIOBAHHU L
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4 | HecpaBHUTENIBHEIE HCCIICNOBAHHS, OMHCAHUE KIMHUYECKOIO CIy4asd MJIM CEPHH CIy4acs,
HCCIIeOBaHUA «CITydaii-KOHTPOJIBY

5 | UmeeTca nuimL OGOCHOBAHME MEXaHH3Ma JEHCTBHA BMELIATENHCTBA (HOKIHHHYECKHE
UCCIIEIOBaHM) WM MHEHHE OKCIIEPTOB

Ta6anua 3.llIxana onenxu ypoBHeit yOemurenbHocTH pexomeHAauuii(YVYP) it
METOZIOB TNpPO(HIAKTHKH, IHATHOCTHKH, JeYeHHT M peabmmTanuu (MpoQHIIaKTHYECKHX,

IUArHOCTHYECKHX, JIe4eOHBIX, peabHINTAIlHOHHBIX BMEIIATENbCTB)

YVP Pacindposka

A CunbHas pexoMeHmauus (BCe paccCMaTpuBaeMble KpHTepuH 3(GdeKTHBHOCTH
(ucxonpl) SBISIOTCS BAXHBIMH, BCE HCCIEJOBAHMA MMEIOT BBICOKOE HIIH
YAOBNETBOPUTENFHOE  METONONOTHYECKOE  KavyeCTBO, HX  BBIBOABI IO
MHTEPECYIOLIMM HCXOJIaM SIBIISIIOTCS COINIACOBAHHBIMH)

B VcnoBHas pekoMeHAalys (He Bce paccMaTphUBaeMble KpHTEpHH 3((eKTHBHOCTH
(ucxonpl) SIBILIOTCA BaXKHBIMH, HE BCE HCCIENOBAHMSA MMEIOT BBICOKOE HIH
YIOBIETBOPUTENLHOE METONONOTHYECKOE KauyeCTBO M/HIM MX BBIBOALI IO
MHTEPECYIOLIUM MCXOJaM He SIBIISIOTCA COITIacOBaHHEIMH)

C Cnabas pexoMmenzaanus (OTCYTCTBHE DOKa3aTeNbCTB HAIJIEKAILEro KauecTsa (Bce
paccMarpuBaeMble KpHTepHH 3(GEKTHBHOCTH (MCXOMBI) ABJISIOTCA HEBAXHLIMY,
BCE HCCJICOBAHUA UMEIOT HU3K0E METOAOIOTHYECKOE Ka4eCTBO H HX BEIBOABI IO
HHTEPECYIOUIMM HCXONAM He ABJISIOTCS COrJIaCOBAaHHBIMH)

ITopsaaox 0GHOBJIEHIST KIHHHYECKHX PeKOMCEHAANMIT.

MexauusM  OOHOBJIEHHS  KIMHHYECKHUX  pPEKOMEHJanui  NpeXyCMaTpHUBaeT  HX
CHCTEMATHYECKYIO aKTYaJIM3allkIO — He PEXXe YeM OIMH pa3 B TPHU Iofia,a TakKe MPH MOABJICHUH
HOBBIX JAHHBIX C MO3HMIMH JOKA3aTEIbHOM MEMUUMHEI [0 BONPOCaM JQUarHOCTHUKH, JICYCHHS,
npodQMIaKTUKM M peaGMIUTAUMH KOHKPETHBIX 3a00ieBaHMil, HaNHYHH OOGOCHOBAHHEIX

JlononHeHui/3aMeqanuii K panee yreepxaéasmM KP, Ho He yame 1 pasa B 6 Mecsies.

Hpunoxenue A3. CnpaBounble MaTepHalbl, BKJIOYas COOTBETCTBHE
NMOKA3aHHH K NPUMEHEHHIO H NMPOTHBOMOKAa3aHHI, c10CO00B NMPHMEHEHHS H
03 JIEKApCTBEHHBIX MpenapaToB, HHCTPYKUHH IO  IPHMEHEHHIO

JIEKapCTBEHHOro npenapara

1. TIpuka3 MuHHCTEpCTBA 3APaBOOXpaHEHHS H coluanbHoro passutus P® ot 16 anpens
2012 r. N 3661 "06 yreepxnennu Iopsaka oxazanus negnaTpuyecKoi momMomu"”

2. TIpuxas Munuctepctsa 3apaBooxpaneHus PO ot 15 ros6pa 2012 r. N 9171 «O6
yrBepxaenus ITopsaka oka3saHHs METUIHMHCKO NMOMOIMM GONBHEIM C BPOXKACHHBIMH H

(unu) HACIECTBEHHBIMH 3a001€BAaHHAMMY
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3.

4,

Ilocranosnenne Ipasurenscra Poccuiickoi ®enepauun ot 9 anpensa 2015 roga Ne333
«06 yreepxnenun IIpasun dopMmuposanus IEPEYHs CNEHATU3HPOBAHHBIX MPOLYKTOB

7e4eGHOro MUTaHus A ﬂeTeﬁ-HHBaHHlIOB)).

l'ocynapcTeennslit peecTp nexapCTBEHHBIX cpencTs: https://grls.rosminzdrav.ru

OcHoBHbIE HOPMATHBHO-NPABOBEIE AKTHI, peryamnpyiomjue oka3anne

NAJUTHATHBHOI MeAHLHHCKOIT moMomu

1.

Qenepanbubii 3akoH "O BHECEHHM H3MEHEHHH B Qenepanpubiit 3akoH "O6 ocHoBax
OXpaHel 310poBbs rpaxaaH B Poccuiickoif ®emepauun" mo BompocaM okasaHus
NALTHATHBHON MeIMIMHCKON noMommu" ot 06.03.2019 Ne 18-D3,

ITpukas Munsapasa Poccnn Ne 3451, Muntpyaa Poccun or 31.05.2019 Ne 372n «06
YTBCPKICHHH MONOXECHHA 00 OpraHM3alMM OKa3aHWs NaUTHATHBHON METHIMHCKON
TIOMOIIA, BKJTIOYas MOPANOK B3aHMOACHCTBHS MEAUIMHCKUX OPraHu3aIuii, Opranu3anuit
COLMANBLHOrO OOCITYKUBAHHS U OOIIECTBEHHBIX OGHeAMHEHUI, HHBIX HEKOMMEPYECKHX
OpraHH3alKH, OCYIIECTBIMIOMHX CBOIO AEATENLHOCTS B chepe OXPAaHEI 3TOPOBhSI.
Ipuxa3s Munsnpasa Poccuu Ne 348k ot 31 mas 2019 rona «O6 YTBEPXKACHUHU TIEpeYHs
MEIMIMHCKUX HM3JICNHUH, NPEAHA3HAYEHHBIX Ui NOMICPXAHHA OPIaHOB H CHCTEM
OpraHHM3Ma 4eloBeKa, MPEAOCTABISIEMBIX JUIA HCIIOIB30BAHHS Ha JIOMYY.

IIpuxa3s Munsapasa Poccuu Ne 5051 or 10 uronst 2019 rona «O6 yTBep:kaeHuu ITopsaaka
TIEpENIavn OT MEIMUHMHCKONH OpraHM3aliy NMAlMEHTy (€ro 3aKOHHOMY HPEJCTaBUTENIO)
MCIUIMHCKHX H3NENHUH, NpeJHasHAauYeHHBIX MIA NOMAEPKAHHS (YHKIi OpraHOB H
CHCTEM OpraHH3Ma 4€N0BEKa, JUIA HCIOIB30BaHHS Ha IOMY IIPH OKA3aHHH MAJUIHATHBHOMN
MEIUIMHCKOM ITOMOLIHY.

Ipuxas M3 P® Ne 831 or 3 oxtabps 2019 roma «O6 YTBEPXKACHUN BEJOMCTBEHHOIM
eneBoil mporpaMMbl «Pa3sBUTHE CHCTEMB! OKa3aHMS NaLTHATHBHOM MEIULUHCKOMH

ITOMOIIIN».

Hpo'me HOPMATHBHO-IIPaBOBLIE AOKYMEHTBI, C YYeTOM KOTOpPBIX pa:'.paﬁoTaHm

KIHHHYE¢CKHE PEKOMEHIALIMH:

1. Depepaneueit 3akoH 0T 21 HoaGpsa 2011 r. Ne 323-B3 «O6 ocHoBax OXpaHbI

3noposbs  rpaxian B Poccuiickoit ®enepaumn» (Cobpanne 3aKOHOMATENHCTBA

Poccuiickoit Genepauun, 2011 r., Ne 48, cr. 6724);

2. Mexnynaponnas xinaccudukamus Gonessei, TpaBM U COCTOSHUI, BIHAIOIIMX Ha

snoposse (MKEB — 10);
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3. IIpuxas M3 PO ot 20 nexabpst 2012r. Ne 11831 06 YTBEPXKACHHH HOMEHKIIATYPHI
JOIDKHOCTEH MEHIMHCKUX PaGOTHUKOB H (apMaleBTHUECKHX PAGOTHHKOB.

4. Hpukas M3 PO or 23 mons 2010 r. Ne 541n. Enunsrt KBTM()HKAIIHOHHBII
CIpaBOYHUK  NOJDKHOCTEH pyKOBOAHMTENeH, CNENHANNCTOB M CIyXalMX, pasfel
Keaudukanuonnsle  xapakTepucTHKH  JOIDKHOCTEH paGoTHHKOB B cdepe
3IpaBOOXPaHEHHH.

5. DenepaneHeli 3akoH 0T 25.12.2018 Ne 489 489-03 «O BHeCeHHH H3MeHeHHil B
crateio 40 denepanbHOro 3axoHa "O6 06S3aTENBHOM MEIHIHMHCKOM CTpPaXxOBaHHH B
Poccuiickoit Genepannn” u ®enepanpunii 3akon "O6 0CHOBAX OXpaHbI 3I0pOBbs IPAXIaH
B Poccuiickoit Genepauun” o sonpocam KIHHUYECKHX PEKOMEeHaaluity,

6. Ilpukas Mumnsnpasa Poccun Ne 103H or 28.02.2019 r. «O6 YTBEP)KICHHH
TOpsIIka U CPOKOB paspalOTKH KIMHHYECKHX PeKOMEHJAIMI, UxX NIEpECMOTpa, THIIOBOH
OpMbI KIMHUYECKHX PeKOMEHAAIHI 1 TpeGoBanmit K HX CTPYKTYp€, COCTaBy U HAY4HOI
000CHOBaHHOCTH BKIIIOYAEMOIi B KIIMHUUECKHE PEKOMEHIALHHU uHdoOpMaLH»,

7. lpnkas Munsnpasa Poccun or 13.10.2017 N 804 "O6 YIBEpKICHHH
HOMEHKJIaTYpPBI MEAUIIUHCKUX yCIIyT",

8. IIpuxa3 MunncTepcTBa Tpy#a H COLUANBHOIM 3amuTer PO or 27 asrycra 2019 r.
Ne 585H "O xnaccudukamusx u Kputepsix, HCTOJb3YEMBIX IIPH OCYIIECTBICHHH MEIHKO-
COLMATBLHON IKCIEPTU3HI TPAXKNAH (eNepaNbHEIMU TOCYHAPCTBEHHBIMHU YUYPEXKICHUAMU
MEINKO-COLHANBHON SKCIIEPTH3EL";

9. IIpukas Munucrepcra 3apaBooxpanenus PO or 14 ausapg 2019 r. Ne 4n
«O0  yTBepXKNEHHH TOpPSAAKA Ha3HAYEHUS JIEKapCTBEHHBIX  IIpenapaToB, (opm
PEUENTypHEIX GIaHKOB Ha JIEKAPCTBEHHBIE IIPETIApaThl, MOPS/KA 0hOpMIICHHS YKA3aHHBIX
071aHKOB, HX y4eTa H XpaHECHHS»

10.  Ilpuxas MunucrepcTBo 3IPaBOOXPaHEHUA U COLMAIBHOrO pa3BUTUA Poccuiickoi
Qenepaunn  «O  mOpsOKe NPUMEHEHHS JEKAPCTBEHHBIX CpeacTs y OOJBHEIX IO
XXM3HECHHBIM IIOKa3aHHAM» OT 9 aBrycta 2005 r. Ne 494

11.  Tlepevens chnenmHaNM3HpOBAHHBIX NMPOAYKTOB J€4eOHOTO IHTAHMS Ui nereit-
uHBAIHROB Ha 2020 rox, Pacnopsixenue Ilpasutenscrea Poccuiickoit ®enepanun or 11
nexabps 2019 rona Ne 2984-p
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Ilpunoxenne B. Ajiroputmet aeiicTuii Bpaya

[MaruenT ¢ mono3peHneM

Ha THPO3UHEMHUIO THII |

Juarnocruka

|

Junarnos

Koncynsranus
MOATBEPXKACH?

poHABHOro
CIIeNMANNCTA

IlAl

Jleuenue:
HUTH3HHOH**+
JUETOTEpAHsA

\4

MOHHTOPHHT
J1abopaTopHEIX D
moKasareieil nauenTa

Tepanus
s dexTuna

TPaHCIUIAHTALMA
TNeYeHH
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IIpuno:xenne B. Mugopmauus a1s nannenra

Yto Taxoe Tuposunemus Tim 1?
Tuposusemuss tun 1 (wm HTI1) - s1o penkoe 3aGonesannue, mpu KOTODOM OpraHu3M He
YCBaMBAa€T BEWIECTBO «THUPO3HHY, IOCTYMAIOLIEE C IHIIEH. Tuposun — ogua us 20
AMHHOKHCIIOT, H3 KOTOpHIX cocrosr Oenku. CyllecTByeT ChHeHHANbHLIE  (epMeHT,
¢ymapunanerarrunponasa (i FAH), koTophiit paciuemiser Tupo3uH. Ho y nanuentos ¢ HT1
9TOro (hepMEHTA B OpraHU3Me HET, M THPO3HH paspyINaeTcs He MONHOCTHI0. Korya Takue momu
€IAT U1, GoraTyro 6eKkoM, B KPOBH HAKAIUIMBACTC MHOTO THPO3UHA, H OH IPEBPAILAETCS B
ONacHEIC BELIECTBA, MOBPEKAAIONINE NIEUEHD, IOYKH, HEPBHAS CHCTEMA.
Kak nposBasierca Tuposunemus tam 1?
Ilpu poxkaeHHH CHMITOMOB OGBIYHO HET, HO OHH TOSBISIOTCS HOCTATOYHO OBICTPO, B MEpPBBIE
HECKONBKO ~ MeCANEB  XM3HHM.  CHMITOMBI  THPO3HMHEMHH  OYeHb  pasHOOGpPa3HbL
Yacro peGenok mepectaeT HaGHPATh BEC M CTAHOBUTCS PasIpaKHTENBHEM. K JpYTHM paHHHM
CHMIITOMaM OTHOCSTCS NOBBILIEHHE TEMIIEPATYpPHI Tela, AUapes, TOLUIHOTA, YBeIHYEHHE TeUeHH
(yBenuyeHue pa3mMepoB JKHBOTA), CHHAKH, XeNTyxa (Koxa U CKJIEPHI CTAHOBHTCS XKEITOBATHIMH)
¥ HOCOBBIC KpoBOTeueHHA. HHorna ormedaercs cmeuudbudeckuil ClamgKoBaThil, «KamyCTHBI»
3amax Tena. bes jegeHus MOXET pasBUTEC ONACHAs VIS SKH3HHU MeUYeHOYHAsS HEIOCTATOYHOCTD.
TrposuneMus 4acTo NposBIAETCS TAKEABIMH CHMITOMAMH B EPBBIE MECALBI KU3HU («octpas
bopman). Octpas Qopma nauGonee omacHa vt xu3HH pebeHKa M 3a4YacTyio Tpedyer
POCIIMTATIH3AUNK B OTACACHHE HHTCHCHBHOM TepanuH. Pexxe THpO3UHEMHs NPOSABIACTCS MeHee
BEID2XXCHHBIMU CUMIITOMaMH, KOTOPBIE HapacTaloT IIOCTENEHHO (3T0 XpoHHYecKas GopMa), Kax
NpaBuio, B Bo3pacTe crapiie 6 mecsueB. IIpu xpoHndeckoit ¢popMe yacTo CHMITOMaMH Ha
Koiopble o0palmaloT BHUMaHHE SBIETCS PAXHT — W3MEHEHHS KOCTeH, a TaKiKe yBEITHUYCHHE
Pa3MEpOB KUBOTA 3a CYET IeNIaTOMET MK, TOLUIHOTA, II0Xast IpubaBKa B Bece, Auapes.
Kak ycranapansaror anarnos Tuposnnemust tun 1?
Ha OoCHOBAaHMM KIMHMYECKHX CHMITOMOB Bpaud MOTYT 3allONO3DUTH IHUATCHO3. Junarxos
TUPO3MHEMHH THI | HOATBEPXMAACTCSA, KOMMA B KPOBH M MOYe OGHApYXKHBAIOT IOBBIIICHHE
THpO3MHA M CyKuuHmmanerosa. Ilocne aroro mposomar JHK-auarnocTuky- uccinenosanue
rera FAH. Kax npasuno, JIHK-aHanmu3 HauMHAIOT ¢ TECTHPOBAHHA Ha HAaHGOJEE YACTHIE
MYTalliH, & 3aTEM IIEPEXOMIAT K IIOTHOMY aHAIN3Y IeHa.
Kaxk neuat Tuposnuemuio tun 1?
JUist MedeHNs1 THPO3HHEMHH HA3HAYAIOT PENapaT, KOTOPHIi CHUXaeT 0Gpa3oBaHHE B OPraHu3Me
TOKCHYHBIX BELIECTB, €T0 HYXKHO IPHHAMATH exeaHeBHO. Ero nosy ycranasnusaer Bpau. Dtor
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TNpErapar COACPXKUT BEWIECTBO INOJ Ha3BaHUEM «HUTH3MHOH**». HuTusunon** Groxupyer
pacIICIICHHE TUPO3HHA PaHbIIE, YeM U3 HErO0 HaYMHAIOT 00Pa3OBHIBATHCS BpEIHBIC BEIISCTBA.
Ho TuposuH Bce paBHO OCTAETCA B KPOBH M JaXe MOBBIIIACTCS, HO TIIABHOE, YTO He oOpasytotes
TOKCHYHBIC BEINECTBA, TaKHE KaK CYKUHMHHIAUETOH. ITosToMy  peGeHKy HyxXHO cOOGMIOmaTh
RHUETY C HU3KHM COJEpPXAHHEM THPO3MHA M (eHMTaNaHuHa (Apyras aMHHOKMCIIOTA, KOTOpas
NPEBPALIAETCS B THPO3uH). PeGeHKy HasHAualoT HH3KOGENKOBYIO IMETY H  CHELHANBHYIO
cMech Ge3 THposuHa M Genmnanannaa. OHa COAEPKUT BCe AMMHOKHCIIOTEI, KPOME TeX, KOTOpEIE
OpraHu3M He ycBauBaeT (THPO3uH H (enunananun). KpoMe Toro, cMech COJep:KHT BHTAMHHEL K
MﬁHepanm, HEO0XO0UMBIE JUIT 3T0POBOTO POCTA.

Ho cospanns mpemapaTa HHUTH3MHOHA** TpAaHCIUIAHTALMA I€YeHH OBUIA €IHHCTBEHHBIM
BAapHaHTOM JieyeHHs. TpaHCITaHTaMA MOXeT 3HAYMTENBHO YIYYIIHTh KauecTBO IKU3HH
GONBHOTO THpO3MHEMHElf, HO 3TO Cepbe3Has ONepaLMs, M IOCHe Hee HYXKHO BCIO XH3HB
MPHHUMATb CHJILHOJACHCTBYIOIIME NpENapaThl (MX HA3BIBAIOT UMMyHOAENpeccanTamu). Eciu
AHArHo3 [OCTABJIEH PaHO U NMAlMEHT COOMIONAET PeKOMEHNAINH Bpaya, COepKaHie THPO3UHA ’
CYKIHHHJIAECTOHA OCTAaHETCS HEBLICOKHM. OTO IIO3BOJHT INpPEAOTBPATHTH BO3MOXKHEIE
NpOONEMBl M CHIBHO YMEHBUIMT PHCK Da3BUTHS IOPAKCHUS MEYeHH M HEOGXOMMMOCTH
TPAHCIJIAHTALUH II€YeHH B Oyayuiem.

Kax nacaenyercst «Tuposunemust 1 Tnna»?

«Tuposunemus 1 THHa» HacedyIOTCHA IO ayTOCOMHO-DEIECCHBHOMY THILY. JTO 3HA4HT, UTO
Gone3Hs NpOsBIAETCS TONBKO B TOM CIyYae, eciid 06a POAUTEINs SBIAIOTCA HOCHTE ISIMH GONe3HH
H, XOTA CaMH OHH He OONeIoT, NepeaaroT peGeHKy iBa MOPAXEHHBIX reHa. BobIMHCTBO ceMei,
e ecTb pebeHok ¢ ITUM 3a0oNeBaHHeM, He CTAIKHBAINCH PaHbIIE ¢ MOXOGHOM npoOneMoii.
Puck nosropHOro poxneHus peGeHka ¢ THPO3HHEMHEit B CeMbe, IIle YK€ eCTb IETH C 3THM
3aboneBaHHEM, COCTaBIAET 25% Ha KaKIyIo 6epeMeHHOCTb.

Bpaths M CecTphl NauMeHTa, MOIYT HMETh THDO3MHEMHIO, NaXE €CIM y HHX HAa MOMEHT
AUACHOCTHKH WICHOB CeMbH HE OBUIO CUMNTOMOB. B maHHOM ciydyae Heo6XOAMMO IPOBECTH
AUATHOCTHKY, YTOOH KaK MOXHO paHbIIe HayaTh TEPalmMIO H M3GEXaTh OCNIOXHEHHMi, TaioKe
OHH MOTYT ObITH HOCHTENAMH, KaK HX POAMTeNH. UTO Kacaercs APYTHX WICHOB CeMbH, TO HM
BKHO COOOIIUTH, YTO OHM MOTYT OBITH HOCHTENSMH. DTO 3HAUMT, YTO M Y HHX €CTb puck
poXxeHus peGeHKa ¢ JaHHBIM 3a00JIEBaHHEM.

Bee cemMpu ¢ oMM 3a0oneBaHHEM JOIDKHEI O0A3aTENBHO NPOHTH MEIUKO-TEHETHYECKOE
KOHCYJIBTHPOBAHHE U MOJYYHTDb IOJHYIO HHQOpMALMIO OT  Bpaya-reHETHKa O  pHCKe
MOBTOPHOrO MpOSBICHUS AAHHOrO 3a00NCBaHHA B CeMbe, OOCYAUTH CO CIELHATHCTOM BCe
BOIIPOCEI, CBSI3aHHBIE C HacjueaoBaHueM 3aboneBaHus. B PoccuH Menuko-reHeTHueckue

KOHCYJIBTalMH paboTaloT B KaXKIOM PETHOHE.,
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C uensio npoBeNeHNs MPEHATANBHON U NPEUMILTAHTAMHOHHOMN JHATHOCTHKH CYNIPYXECKOM mape
IIpeABapUTEILHO HEOOXOMUMO NIPOHTH 00CIEA0BAHHE HA HOCHTEIBCTBO MyTauuii B reHe FAH,
KOTOpHIf OTBeyaeT 3a JaHHoe 3aloneBaHme, OOPAaTMBIUMCE B  CHELMATH3UPOBAHHEIE
AUATHOCTHYCCKHE J1abopaTOpuH M MeIMUMHCKHE UeHTpH. IlpeHatanshHad mUarHocTHKA
IPOBOJMTCS MOJIEKYIIPHO-TeHETHYECKUMH METOaMH, 1TyTeM uccnenopanus JTHK, BBIIEIICHHON
13 GHOINTaTa BOPCHH XOPHOHA H/HITH KJISTOK AMHHOTHYECKOH XUKOCTH W/HITH IUTO/HOI KPOBH.
Kakoii Hy’KHO IPOBOIHTL MOHHTOPHNT XI5l IALMEHTOB ¢ THpo3HHemueli 1 Tuna?
HeoOxonuM MynbTUIMCHMIUIMHApHBIN HOOXOA K HaOMIONEHHIO M JICYEHMIO MAIMEHTOB C
Tuposunemueii 1una cnenuanicTaMu pasHsIx NpoduiIei ¢ Nenblo 06ecIede s KOMIUIEKCHOM
TEPalIMH M CBOCBPEMEHHOH €€ KoppexuumM npu HeobxoaumocTH. JINg HaumHeHTOB ¢
THPO3HHEMHUEH HEOOXONUMBI perynapHele obcnenoBanus. B Tabnuue 1 npuBenen nmpuMepHsIii
NCPEUCHD U PETYIIPHOCTD HCCIIENOBAaHMH, HO B KaKIOM CIy4ae BBl JAOJDKHEI COrJIACOBHIBATH

IU1aH 00CIen0BaHUA CO CBOUM JICHalyUuM BpaqoM.

Tab6auua 1 Peryasipuocts o6ciienosannii npu Tuposunemnn 1 Tuna

Hcenenosanne HurepBan

Koppexuus auerorepanuu (Iposoast ¢ yacmomoti 1 p/mec na 1 200y sicusnu, danee

BPauH-reHCTHKU MIIH BPaYH-JMETONIOTH) I p/3 mec u no noxasanusim 0o 3 nem; 1 p 6

Mec nocne 3 nem

yabTpassykoBoe uccnenosanue (Y3H)
OpraHoB OPIOIIHOI MOJIOCTH, 31aCTOMETPHH,
KOMIIBIOTEPHO# ToMOrpad i1 opraHoB GPIOILHOMN
TOJIOCTH W/MIM MarHHTHO-PE30HAHCHO

TOMOrpaHH OpraHoB GPIOIIHOI MOIOCTH

Kpamnocmo npu omcymcemeuu usmenenuii-ne
peace 1 pasza 6 200, npu Hanuyuu namono2uu
neueHu- o NOKA3AHUAM.

Hpyzue uccnedosanun nevenu Hasnavaem épay

8 3asucumocmu om cocmOﬂszpe(ieHKa

NpoOBEACHHUE 6HOXHMHYECKOro aHAIH32

KPOBH

nposooumca npu Havane mepanuy, 1 paz ¢ 3
mecaya (nepevie 6 mecayes), daree yacmoma
Ha gone Onumenvroli mepanuu ne pesce 1 p ¢

200.

nposefieHue KoarymorpamMmsl (AUTB,

MHO, nporpoMGuHOBOE BpeMs, pUOPUHOreH)

nposodumca npu nayane mepanuy, 1 pas e
mecay (nepevie 6 Mecayes), Oanee yacmoma Ha

gone onumenvroii mepanuu I p e 200.

o1yt aHATH3 KPOBH H MOUH

npoeooumcs npu Hayane mepanuu, 1
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pas e mecay (nepevie 6 Mecayes), Oanee
Yacmoma Ha QoHe ONUMENbHOU mepantu He

peodice 1 pe 200..

onpeeneH1e YpoBHs CBOGOAHOro Kpamnocmo npogeodeHus ananu3oe
KapHHTHHA, aMHHOKHCJIOT, CYKUIMHUIALICTOHA onpeodensemcs cocmosaHuem pebenka yacmoma
6 nepevie 6 mecayes-1 pas e mecay, nocie
nepeeix 6 mecayee u oanee 1 paz ¢ 3 mecaya;
uccnedoGanue CYKYUHUNayemona 6 moye:
yacmoma 6 nepevie 6 mecayes-1 paz e mecay,

nocne nepevix 6 mecayee u danee 1 paz 6 6

Mecayea.
Onpenenenue anbda-peTonporenta yacmoma 6 nepevie 6 mecayes-1 pas é mecay,
(ADII) B chrBOpOTKE (MM MIa3Me) KPOBH nocie nepevix 6 mecayeeé u oanee 1 paz 6 6
' Mecayea.
Kapauonoruueckoe oGcnenosanne B momenm ouazrnocmuxu 3abonesanus,
OKT, 9X0O-KI') oanee UHOUBUOYATLHO

Kak nanuentsl nosy4anor Jiedenue B Poccuiickoit ®egepanun?

«Tupo3uneMus 1 Tuma» OTHOCHTCH K YHCIy PEIKMX HACIENCTBEHHBIX OoJe3Heil oOMeHa
BEIICCTB M BXOAUT B IEepeyeHb peAKUX (opdanHbIX) 3a6oneBaHmii, JEYEHHE KOTOPBIX
IPOBOAUTCA 3a CYET CPEACTB pPerHoHambHoro Oroxera. Ilocie ycTaHOBIEHHA IHarHosa
Heo0X0ZMMO BKJIIOUECHHE NAIMEHTA B PETHOHANBHEIN CETMEHT PETHCTPA M0 KU3HEYTPOKAIOIIUM
penxuM (opdaHHEIM) 3a0oneBaHMAM, ¢ LENBIO AAIBHEHIIEro 00eCIeYeHHs HeoGXOMMMBIM
NeueOHBIM TIMTAHUEM H JICKAPCTBEHHBIMH [penapaTaMH. B pa3sHBIX DPETHOHAX 3a BEHCHHE
PErucTpa OTBEYAIOT pa3HbIe CICUHMANMCTEL, HO Yalle BCEro 3TO BPauH-TeHETHKH, TO3TOMY II0CIe
YCTaHOBIICHHS AMArH03a 0013aTeNbHO HYXKHO 0OPATHTHCS K PETHOHAIGHOMY BPady FeHETHKY.
Kaxk moryT nomorats poausie u 61m3kue?

He 3a65iBaiiTe — OT CEMBH TAKKe 3aBHCHT ycnex nedenns. HyxHo cobmonars pekoMeHaauuy,
HU TIpH KaKUX YCIOBUAX HE JOIYCKaTh «CPBIBOB» B AMETOTEPANHH, CIEAYET YACIATH BHUMaHHE
peabuiuTaniy ¥ INIAHOBEIM O0CIENOBaHMAM. Bce WwieHB! CeMBH JOJIKHEBI 3HATH, YTO PeGEHOK
Hy)X/laeTcst B 0co00M NMHUTAHMM W ONM3KHE POJACTBEHHHKH JODKHBI OCBOMTH HABHIKH pacdera
muetsl. Kpaline BaKHO YETKO BBHINMOJNHATL BCE HA3HAYEHHSA IO IIPHEMY JIEKAPCTBEHHBIX

IIpenapaToB " cobmoaeHmno JHUCTBI, HA3HAYCHHBIX BPA40oM.
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Ponutenu nauuenTa ¢ quarHosoM «Tuposuxemus 1 Tumay, a B manpHeiimeM M caM NalUeHT
MOJKHBI OBITB OGY4eHE! NpaBHIaM OPraHW3alMH TEPalMM B MEXTPUCTYNHEN NEpHON U B
HEPHOJ YrpO3BI METabOIMYECKOTO KpH3a.

Y pebenka mpu cebe BCerza OOKHA HAXONMTBCA NaMATKA C YKA3aHHEM HEOTIIOKHBIX
MEPONPHUATHIi B IEPHOJ HAYHHAIOWIETOCS METaGOIMYECKOro KpU3a.

Iporuos 3aBucuT or ¢opMel 3aGoneBaHns U Tepanuu. IIpH CBOEBPEMEHHOM Hayalie JIeUeHHS
IIPOrHO3, KaK NpPaBWiIO, GlaronpusTHEIL. JlHeTy mauuenTty HeoOXOIHMMO COOMIONATh B TEUYEHHE
BCelt xu3Hu. [locne TOro Kak AWarHo3 yCTaHOBICH, M NMOMICPIKHBAETCS CTaGUIBHBIA YPOBEHB
THPO3HHA H CYKIMHHJIAUETOHA B KPOBH C IOMOIIBIO JIEKAPCTBCHHOM Tepamuu, AUETH H
CIELHATU3NPOBAHHEIX MPONYKTOB JIEYeOHOro MHTaHHS, PeOCHOK MOXKET BECTH HOPMAIbHYIO
XHM3Hb ¥ 3aHHMATBCA TEM, YEM €My XOUYeTCH, — TaK e, KaKk M BCE OCTANBHBIC IETH.
Tuposunemuss He TpeGyeT Kakux-nuGo OrpaHMueHHii B yueGe, aKTHBHOCTH M COLMATBHOM

XKU3HH.
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IIpunoxenue I'l. Cxema MeTaGo1M4eCKUX MyTeii NpH THPO3HHEMHH THI 1

TUpPO3uH

TuposnH amuHoTpaHcdepasa
(nedbmumT - 2 TN TUPO3UHeMun, OMIM 276600)

deHunanaHuH

4-OH deHunnupysar

Touka * -OH ¢heHunnupyeam duokcuzeHasa
Aencrena (aecdnumt - 3 TMN TUPO3UHEMUK, OMIM 276710)

HUTU3MHOHa

<

romoreHTU3WHoBas Kucsiota TlyTb cuHTe3a nopcupuHa .

5-aMVIHOJ'IeByJ'IMHOBaFI Kucnora
w

S

‘ManewnaueToaueTar [*® = % ———— .
— — % » | CyKUMHMALeTOaeTaT "
{ . . -
- \ 4 " Mopcpo6
¢ymapmnauero_aueraﬂ' ErPTE— r s Hozen
m, CUHMa3sa
HacnencreeHHas X
TUpPO3uHemMus 1 Tun ¢ymapunayemoazudponasa (FAH) *
OMIM 276700 nopcpobunuHoreH
dymapar + aueroauerar
Puc.l. [lyrn wMeraGomusma THpo3uHA (CIUIOMIHAS JMHHS — HOPMANBHEI NyThb

MeTaboau3Ma, MyHKTHPHEIE — AIETEPHATUBHEI ITyTh).
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IIpunoxenne I'2.MocunapoMubIii AnddepennnanbLublii fuarnos

THPO3HHeMHUH 1 THNA

Cummrom Bo3amoxxnsiif qrarnos
I'unepruposunemus Bricoxoe conepixanue Genka B pannone

Tuposunemus 2 Tuna

Tuposunemus 3 tina

Hpyrue Gonesnu neyeHu
Funepmernonnnemus | Fomomuctunypns

Hapymenne MeraGonusMa MeTHOHMHA
Hpyrue 6one3nn neyenn

3aboneBanue nmeueHn

lamaxrosemus tvm 1, 3

Henepenocumocts ¢ppykro3s

bonesns Humana-nuka Tunn A/B

boneszns Bunncona

HeonaranbHerit reMoxpomaros

I'emodaronurapHeii muMdorucTHoIMTO3

MuToxonapuansnag remaronarus

BposxzeHHbIe HapyIIeHNs NIMKO3UIHPOBAHHMS

Hedbumur Tpancansgonasst

Auetamunogerosas untoxcuxamus (TAPAITETAMOJIOM**!1)
Baxtepuansibie unpexmmn (cencuc, cansMonesa, TyGepKyIies)
Bupycuste uadexuuu (CMV, renarur A, B, repnec)
Ortpasnenne rpuGamu (61eaH0# Morankoi)

JlekapcTBa M3 PaCTHTENBHOTO CHIPhS

WnvocuHKpasus Ha pasHvHbIE areHTH

HuibTpaTHBHEIL 1M HIIEMUYECKHIT TpoLEce

3aboneBanue nmouex

Cunnpom Jloy

uctunos

Ioveunsrit KaHANEBIEBEI alMI03
@DaHKOHH CHHAPOM

Paxur

I'unodocdarasus

Heduuut Buramusa D (HyTPUTHBHEI WX TeHeTHYECKH
METePMHHHUPOBAHHBIIA)

I'nnodocdareMuyueckuii paxur

QaHKOHH CHHAPOM

Hesponornueckuii
KpH3uc

Orex Mo3ra, KPOBOH3MHIHUE
BupycHsIit/6akTepuanbabnii MGHUHIAT
l'unepraTpueMuyeckas NeruapaTamus
Ocrpas nepeMexarowmasics nopoupus
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Ipunosxenue I'3. IIpuHIMIBI OpraHu3anuH Je4eGHOro MHTAHHS npu
THPO3HHEeMHH THII 1

B Poccuiickoif ®epepauuu  3aperucTpHpOBAHEL CNCUHAIM3UPOBAHHBIE NPOAYKTHI
OTEYECTBEHHOIO U 3apy0exHOro IPOM3BOJICTBA HA OCHOBE aMHHOKMCIIOT 0e3 (eHMalannna 1
THPO3HHA, NPEJHA3HAYCHHbIC I/ NMAlMEHTOB DasiN4YHOro Bo3pacta (TaGmuma 1). Pacuer
HE00X0MMOro KOJIMYECTBA IPOAYKTa IIPOBOIUTCS 110 GenKoBOMY DKBUBAJIEHTY

Tabmnua 1 - XuMudeckuii CoCTaB CIENMATH3HPOBAHHBIX INPOXYKTOB JIe4eOHOTO MUTAHUA /LT
MAMEHTOB THpo3uHemueii [ Tum (B 100 r cyxoro mpomykra)*

HaumenoBanue Benoxk XKup, r YreBonel, OHepreTn Bospact

IIPOAYKTA (3kB.) T r yeckas IIpHMeHe-
IIEHHOCTH, KKaJI HUS

Hytpuren 14 14 23BT.u. 50,3 470 0-12 mec

- tyr -phe**** JUITHXKK

Hytpuren 20 20 18 50,2 443 C1rona

- tyr -phe ****

Hytpuren 40 40 13,0 31,4 401 Clronma

- tyr -phe ****

Hyrpuren 70 70 0 4,0 296 C lroma

- tyr -phe **¥*

TYR Anamuxc 13,1 23 BT.U. 49,5 457 0-12 mec

Wudanr**** JIITHXKK

XPHEN, TYR 77 0 4,5 326 Hern u

Tuposumon**** B3pOCJIBIe

*-IPONYKTbI 3aPETHCTPHPOBAHLI HA TEPPUTOPHHU rocynapcTB TaMoxeHHOro COK03a M BIUTIOUEHH! B ITepeuens
CreLHANN3HPOBAHHBIX POAYKTOB /UL feTel —uHBanuaos cornaco Iocranoenenmmo Ipasurenscrsa Ne333 ot 9
anpens 2015 rona.

Tabauua 2 - PexoMeHayeMBle HOPMEI oTpe6ieHus Genka s 3OOPOBEIX JETEH pa3IHyHOro

BO3pacTa [2,3]

Bospacr RDA CHIA BO3 EBpocoio3 Poccnsa
(r/xr/cytkm) | (v/xr/cytxn) | (r/kr/cyTku)

0-6 mec 2,2 1,38 - 2,2 (r/kr/cyTkn)

6-12 Mec 1,6 1,21 1,6 2,6-2,9 (r/xr/cytkn)

1-2 roga - - - 36 r/cyt

2-3 rona - - - 42 r/cyt

1-3 rona 1,2 0,97 1,1 -

4-6 net 1,1 0,84 1,0 54 r/cyt

7-10 net 1,0 0,8 1,0 63 r/cyr

Mansunku 11-14 ner 1,0 0,79 1,0 75 r/cyt

Mainpunku14-18 ner 0,9 0,69 0,9 87 ricyt

JeBouku 11-14 et 1,0 0,76 0,95 69 r/cyr

Hesouxu 14-18 ner 0,8 0,64 0,85 76 r/cyT
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Ta6smua 3 - [lonycTuMoe KOMHYECTBO 3HAYMMBIX AMHHOKUCIIOT B ITUTAHHU JIETel ¢

HacJIeICTBCHHBIMH aMuHOauuzonarusamMu [8].

Bospacr pereit JlonycTiMOoe KOMHYECTBO AMUHOKHCIIOTHI (MI/KT/CYTKH)
DeHunanaHnH+THPO3NH MetHoHuH
0-12 mec 80 25-20
1-3 rona 60 15-10
4-6 ner 25-20 10
crapire 7 jer 15-10 8

Ta6mmua 4 - TlpuMep pacueta nuranus mis peGenka 3-X JeT ¢ THPo3UHeMHeit 1-ro THIA.

Macca tena 14 kr [2].

IToxazarenu Pacuér ITpumevanne
Ob1ee DOMYCTHMOE CYTOYHOE KOIHYECTBO Geka 1,5x14=21r
O61wee ROMYCTHMOE CYTOYHOE KOJIHYECTRO 25 x 14=350 mr | Ha 1 kr Macchl Tena =25-
denunanaHuHa+TUPO3HH B CYTKH 30Mr momyckaercs

¢beHwIanaHuHa

HomycTimoe KoaHyecTso GeNKa 33 CYET €CTECTBEHHBIX Tr 1 r 6enka comepuT
NPOIYKTOB 50 mMr dennnananuHa
Konuuectso Genka 3a cuer criennanu3upoBaHHOro
nponykra Hympueen 20 -phe, -tir 21-7=14r
CyTOUHOE KOJIHYECTBO CyXOro ClELHaTH3UPOBAHHOTO (14x100):20= | 100 r cyxoii cMecH
npoaykra Hympuzen 20 -phe, -tir 70 r conepxur 20 r Genka

Tabmuua 5 - IlpumepHblif cyTouHsli Habop NHpPONYKTOB, €r0 XHUMHYECKHIl COCTAaB M
SHEpreTuvecKas UCHHOCTb A1 AeTeit paHHero Bo3pacta (1-3 rona) ¢ tnposunemueii 1 tnma [2].

MpoxyxTs Konuuyectso XuMuyeckuii cocras, r OHeproueH DeHwIaTaHuH+
Myt 6enxu KUPBI YIEBOAB! | HOCTb, KK THPO3HUH, MT

Xneb 6/6 50 0,38 1,25 30,7 135,1 25
XneGobynou 13 0,1 1,17 8.4 45,5 5
HBIE M3AeJ U
Cyxasn cMech 31 0,5 0,3 28,2 130,3 30
«Onanelmexy
Bepmumrens 6/6 6,8 0,06 0,04 5,7 24,3 4
Caro nckyccr. 17 0,01 0,03 14,7 61,2 -
Cyxoii 6/6 12 - 2,5 8,6 57 -
HaNnUTOK
Macino cnus. 20 0,1 16,5 0,16 149 5
Macno Tomnenoe 10 0,03 9,8 0,06 88,7 -
Macio pactur. 30 - 29,9 - 269,7 -
Caxap 30 - - 29,9 113,7 -
Bapense 20 - - 14,0 56 -
Kaprodens 50/35 0,7 0,14 5,7 28 35
Kanycra cBex. 110/88 1,58 0,1 42 23,8 80
MopkoBb 80/64 0,83 0,06 4,06 21,8 42
Ceexna 50/40 0,6 0,04 3,6 16,8 30
KabGauxu 20/15 0,09 0,05 0,74 3,5 7
Orypusl 10/9 0,07 0,01 0,23 1,3 3
Canar 5/4 0,06 - 0,09 0,7 3
Homunopst 10/9 0,9 0,02 0,34 2,1 25
Tomart-macta 2 0,1 - 0,38 2,0 0,5
JIyk permatslii 8/7 0,09 - 0,64 2,9 5,0
Kmoksa 10 0,05 - 0,38 2,6 2
Coknu 100 0,5 - 11,7 47 20




DpYKTHI CBEKHE 150/127 0,64 0,38 12,45 58,4 45
DpyKTHI CYXHE 10 03 - 5,05 22,7 10
3a cuer Hatyp - 6,9 62 191 1341 347
IIPOJYKTOB

Hympuzen 20 - 70 4 12,6 36,12 314 -
he, -tir

Hroro 21 74,6 227,12 1655 347

IIpuno:xenne I'4. Ilnan MoHHTOPHPOBAHHS MAPaMeTPOB KPOBH H YacToTa

HHCTPYMEHTAJILHLIX HCCJIeI0BaHHI HA (bOHe KOMILJIEKCHOH TEpanHu

Iocne nepevix 6 Iocne 5
Ilepgvie 6 mec.
Mec. u oanee nem u oanee
Hccneoosanue Hauano pas | pas/ | pas/ !
mepanuu 1 pas
/3 3 6
pas/uec. wec. | mec. | mec. | ¢
200
Onpeoenenue X X X Kaoicowvie 6
AMUHOKUCIOMHO20 COCA8A U Mmec
KOHYEeHmMPpayuyu AMuHOKUCIOM 8
Kpogu
Cykyununayemon 6 moue X X X Kaoicowvie 6
Mec
Obwuii (knunuveckuli) aHanus X X X €JIce200H0
Kpogu (2emoznobun,
2emMamoxpum, mpomboyumel,
netikoyumut, U 0p)
Hcceneoosanue nevenu u ee ghynryuii
Hccneoosanue yposns anrva- X X X Kaowcovie 6
ghemonpomeuna @ cvléopomxe Mec
Kpogu
Onpeoenenue X X €0ice200H0
npompoMOUH068020
(mpombonracmurnosozo)
8peMeHU 8 KposuU
wiu 8 niasme
Axmusuposannoe yacmuunoe X X eJce200H0
mpombonracmurogoe 6pemsa
Hccneoosanue yposna obujezo X + | excezo0no
bunupybuna 6 Kposu
Onpeoenenue akmusnocmu AJIT X X + | excezoono
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u ACT 6 kposu

Onpeodenenue akmugnocmu eoice200H0

eamma-

2niomamMunmpancgepasot 6

Kpo8u

Onpedenenue akmusnocmu esice200H0

wenounoll hocghamaser 6 kpogu

KT unu MPT! opzanos €2icez00H0

bprowHot nonocmu

HOYKY, CKeNem

Ob6wuti ananuz Moy, X Ilo

KpeamuHuH nROKA3AHUAM

Penmeenooencumomempus Ilo

(cmapwie 5 nem) NOKA3AHUAM

Penmeenoepagus kucmu Ilo
NOKA3AHUAM

Ocmomp epava-ogpmanvmonoza

Ocmomp 6 wenegoii 1amne, X Iio

OYeHKa OCmpombl 3peHUs NOKA3AHUAM

+ = HO KIUHUYECKUM ()aHHbl.M,'

IMPT npednoumumenvnee ¢ xonmpacmuposanuem npu  nooospeHuu Ha aodeHomy, npu

obHapysiceHuU Y3106 U OISl OYeHKU pasmMepos noyex.
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