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TepMuHBI U onIpeaeICHUS

Cungpom @aHKOHM - TEHEpaJIM30BaHHAS AUCQYHKIUS NPOKCUMANBHBIX KaHAaJbIEB TOYEK,
MPOSBIAIOIIASACS — [IIOKO3ypHEH, amMuHoaluaypuei, Qocdarypueil, MOUYEUHbIM KaHAJIbLEBbIM

Al 1030M.

I'uneprpoduyeckass KapaIMOMHONATHS — XapaKTEPU3yeTCs YTONIIEHUEM CTEHOK JKEIyJIO0YKOB
(MpeuMyIIECTBEHHO  JIEBOTO), HAPYUICHHWEM €ro  JUAcTOJIMYEeCKOW (YHKIMH H  HEPEIKo

COIMPOBOXKAACTCA pa3BUTHEM O6Cpr1(LII/II/I BBIXOAHOI'O OTACIIA.

Tupo3uHeMuuyeckue KpU3bl - COCTOSHHSA, CIPOBOLMPOBAHHBIE MPUEMOM OEJIKOBOM MNHINU U

COIPOBOXKAAIONIIUECS JINXOPAJKOW, pPBOTOM, MHTOKCHKAIIUEH, KAPIMOMUOIIATUEH.



1. Kparkast nHpopmMauus 1mo 3a001€BaHNI0 WIH
COCTOSTHUIO (rpynnbI 3200 1eBAHUM UJIA COCTOSHMI)



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

Hacnencreennast tuposunemusi 1 tunma (HT1) wunm renaropeHaibHas TUPO3UHEMHS - PEAKOE
(opannoe) 3aboneBaHWEe C aAyTOCOMHO-PEIICCCHBHBIM THIIOM HACIEIOBAaHUS, OOYCIIOBJIEHHOE
myTarnusamMu B rene FAH, xomgupytomiero depment (ymapunaneroruaponasdy. CHHOHUMBL: AePUITUAT
dbymapunaieroanerassl, 1epuiuT GymapuianeToareTaTruapoIaspl.



1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHml HJIH _
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSHUMN)

[Tarorennsle  BapuaHTbl TeHa [FAH OPUBOJAT K  CHIDKEHHUIO AKTUBHOCTH  (epMeHTa
dbymapunaneroruaponazsl (FAH, EC 3.7.1.2), ocymecTBiasfoomero B HOPME KOHEUHBIH JTam
Jerpajaliii TUPO3WHA HAa HETOKCHYHBIE (pymapar u arertoanerar. B pesynerare pacman THpO3HMHA
OCYLIECTBIISIETCS 10 aJbTEPHATUBHOMY MAaTOJIOTUYECKOMY ITyTH, C 00pa30BaHUEM BBHICOKOTOKCUYHBIX U
KaHIIEPOTEHHBIX CYKIIMHWIALIETOHAa, Majewnaieroanerara, ¢ymapuianeroanerara ([Ipunoxenue
A3.1).

I'en FAH nokanu3oBaH Ha JAJIMHHOM Tuiede 15-i xpomocoMmsbl (15923-g25) u coctout u3 14 3K30HOB.
Ha cerogusiiiauii 1eHs B redHe onucano okojio 100 myTanuii, 4acTeiMu U3 HUX siBIstOTCS: €.554-1G>T,
c.1062+5G>A, c.1025C>T (Pro342Leu) c.1090G>C (Glu364GIn). [13]. TIlarorenme3 HT1 tuma
3aKJII0YAETCS B TOKCMYHOM JIeHCTBUHM (ymMapuiialieToaleTara i MaJlelialeToalerara 1 uX KOHEUHbIX
METa0OIUTOB — CYKIIMHUJIAIIETOHA WM CyKIMHHWJIAIETOAreTara, KOTOPhIE TOPMO3ST OKHUCIUTEIHLHOE
dbochopunupoBanne u OnokupyroT muka Kpebca. HakormmeHme dTHX BEIIECTB MPUBOAWT K
IPOrpecCUpyIONIeMy 3a00JICBaHUIO TICUEHW C Pa3BUTHEM IEYCHOYHOW HEAOCTAaTOYHOCTH, IHMPPO3a,
TyOynonaTu ¢ (QOPMUPOBAHMEM pEHAIbHOW TyOynomatuu, runopocdareMuyeckoro paxura,

cunjgpoma @ankonu [ 14].

Kpome TOro, CykuMHWIALIETOH HWHTUOUPYET O-aMUHOJIEBYJIMHAT JErujaparasy, MpPOMEKYTOUHbBIN
Meauarop nopGoOWIMHOTEeHA, YTO MPUBOAUT K HAPYIICHHIO OMOCHMHTE3a reMa U KIMHUYECKH MOXKET
MIPOSBIIATHCS CUMIITOMAMH OCTPOM Imepemexaromieiicss mopupuu - 60aIMU B )KUBOTE, apTepUaTbHON

TUINEepTeH3UEH, nepudepruieckoil MoJMHeHponaTuen.

BonwsmuncTBO (10 90%) marmeHToB 6e3 crenu@uaeckoro JeueHus (IUeTOTepanus, TaTOreHETUIECKUe
npenaparbl) ¥ TPaHCIUIAHTAI[MHU IeYCHHU morudanu B Bo3pacte 10 10 jer. BeDKHBaeMOCTh 3aBHCHT OT

CPOKOB TOSIBJICHHS] CUMIITOMOB [15].



1.3 Dnuaemuosorus 3aﬁoﬂgBaHnﬂ WJIM COCTOSTHMS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

Yacrora HT1 B paznuunbix nomymsusax kosneonercs ot 1: 100 000 -120 000 ;xuBbIX HOBOPOKICHHBIX.
UeTknx B3aMMOCBS3eH MEXAY TEHOTHUIIOM M ()EHOTHUIIOM HE yCTAHOBJICHO, PA3UYHBIC KIIMHUYECKHE
BAapUAHTBl MOTYT MNPHUCYTCTBOBAaTh y YJIEHOB OJHOM CEMbH C OJMHAKOBBIMH MyTauusmu [1,4,10].
HaunbGonpmas pacnpocrpanenHocts HT1oOnapyxkena B permone Saguenay-Lac-St-Jean (KseOek-
[IpoBanc, Kanana), rme ona mocruraer 1:1846, a 1 u3z 22 sBasercs Hocurenem Oone3nu [13—15]. B
3TON momynsiuu Hambomee vacto (~90%) BcTpewaercs myTtanus caita craiicuara c.1062+5G>A
(IVS12+5G—A) [12, 14, 15]. Beicokas yacrora HT1 nabmiomaercs B UedeHckoil pecmyOiuke —
1:16020, nHaubonee yacroit sBrnsgercss myTanus ¢.1025C>T (p.Pro342Leu) [16].



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA WJIH
COCTOSIHUA (IPyNIIBI 3200J1€BaHUIl HIH COCTOSTHHIA) 110
MexayHapOAHOH CTATHCTHYECKON KJIacCH(PUKAIMU
0oJ1e3Hed U NPodJIeM, CBA3AHHBIX CO 310POBbEM

E 70.2 - Hapyiienust ooMeHa TUpO3UHA



1.5 Knaccudukanust 3a001eBaHust MM COCTOTHHSA
(rpynnsl 32001€BAHUMA UJIA COCTOSTHUI)

B ocnoBy knaccuduxamuu HT 1 nonoxkenbsl knuHudeckue BapuaHTbl TedeHus octpas (HT 1A) u
xponnueckas (HT 1B).



1.6 Kianmanyeckas KApTHHA 3a§0J1eBaHnﬂ WA _
COCTOSTHUSA (IPyNINbI 3200/1I€BAHUM UJIM COCTOSIHUMN)

IIpu HT1 o0ObryHO GepeMEHHOCTh U MEPUHATATIBHBIN MEPUOJ MPOTEKAOT HOPMAJILHO, U PEOCHOK MPH
POXKICHUH BBIMIIAIUT 370pOBbIM. CeMelHbIN aHaMHE3 MOXKET OBITh OTSTOIICH, B CEMbSIX MOTYT OBIThH
CIIy4yau paHHEN JETCKOW CMEPTU OT KPOBOUZIIUSHUNA B MO3T MJIM OCTPBIX KPOBOTEUECHUH, PACLIEHEHHBIX
KaK CEICUC, BHYTPUYTPOOHbIE HH(EKIUHU, CUHIPOM TUCCUMEHHUPOBAHHOTO BHYTPUCOCYAUCTOIO

CBCPTbIBAHUA KPOBH.

Octpas ¢opma naciaencrBennoii HT1 (HT1A) nebGrotupyer B mepBble 2-3 Mecsia XU3HH U
XapaKTepU3yeTcsl IJaBHBIM 00pa3oM TXKEIOW TMEYEHOYHOM HEeAOCTaTOYHOCThIO, Temaro- u
CIUICHOMETAJIMEN, HAPYLIEHHON CBEPTHIBAEMOCTBIO KPOBU U TMIIOITIMKEMHUEHN, TPUBOISIIMMU K CMEPTH
B MIEPBBIC MECSAIIBI )KU3HU. J{MCHYHKITNS TOYEUHBIX KaHAIBIIEB COMPOBOXKIAETCS cuHApoMoM DaHKkoHU
u paxutom [2, 8]. IlammeHTam JOBOJBHO YAacTO CTaBAT OLIMOOYHBIE JIMArHO3bl - CEIICHUC,
LUTOMETAJIOBUPYCHBIN TenatuT, (eranbubiii rematut. Y geteil ¢ HT1A BbipakeHa MHTOKCUKALUA,
TUIIOTVIMKEMHUS], JIEUKOLMTO3, BOBMOXKEH aCUUT, JUHAMUYECKAs HEMPOXOJUMOCTb, MMApe3 KHUILICYHUKA.
IIpy s5TOM oOTMeuaeTcs TOBBIMICHHBIH YpOBeHb CcyKuuHuianetona (> 10-100 pa3), ambda-
¢eronporenna (ADPII) (= 100-1000 pa3). Llutonu3 oOBIUHO HE MPEBBIIMIAET TPEX-UYETHIPEX HOPM,
yMepeHHas runepounnpyonaemus B npeaenax 100—150 MkMomb/1, B paBHOM COOTHOIICHUH TIPSIMOM 1
HenpsiMoit OmnupyOuH. [IpuunHO# NeTanbHOTO Mcxoda mpu ecTtecTBeHHOM TeueHuu HT1A o0brdHO
CTAHOBUTCSl OCTpasl MEUYEHOUHAas HEIOCTAaTOYHOCTh M KaracTpo(uyeckoe KpoBOTeUEeHUE Ha ee (oHe.
Jlnaruos 3aTpyaHseTCd TaKUMU COIMYTCTBYIOIIMMH COCTOSHUSIMU, KaK BHYTPUYTpoOHas MHeKIus,

HCEOHaTaJIbHbIN IernaTuT, CCIICHUC.

Ipu ocrpoii ¢popme HT1 Ha mnepBblid TUIaH B KIMHUYECKOW KAapTHUHE BBICTYIAIOT CHMIITOMBI
WHTOKCUKAIMK (BBICOKAss TEMIlepaTypa, IIOBBIIMICHHAs BO30YyOMMOCTh, [0 MEpE HapacTaHUs
CUMIITOMAaTUKA HACTYMaeT HapylICHUE YpPOBHSA CO3HAHHS BIUIOTH /0 KOMBI), a TaK)KE CHMIITOMBI
NOopaxeHUsl NeueHu (YBEJIMYEHUE MEYEHU, MOXKET ObITh B COUYETAHUM C YBEIMUYEHHEM CEJIC3€HKHU,
aCIUT, JKeJITyXa — PEeIKO), TacCTPOMHTECTUHAIBHBIM CHUHAPOM (CPBITMBAHMS TIOCIE KaXJIO0Tro
KOPMJICHUS ), TSKEJBI TeMOpparniueckuii CHHAPOM (MeJleHa, KpoBaBas pBOTa, TeMaTypusi, SKXUMO3HbI,
HeTeX1H, HOCOBbIE KPOBOTEUEHUS), ClIelIM(PHUECKHii 3amax Mo4H (3amax «BapeHou kamycTs»). C 3-x
HE/IEeJbHOTO BO3pacTa , €CJIM MMEIOT MECTO 4YacThle CPBLITMBAaHUS M PBOTA, OCTAHOBKA B NpUOaBKe
Macchl Tela, BBIPAKEHHAs MBIIICYHAS] TUMIOTOHHS, COHJIMBOCTb, HECHEIU(DUUECKUE CHUMIITOMBI
WHTOKCUKAI[MU, CEpPOCTh KOXH, YBEIMYEHUE Pa3MEpPOB HKMBOTA 3a CUET acluTa, TIenaro-
CIUICHOMETAJINM, JMHAMUYECKas HENPOXOAMMOCTh (Tape3 KHUIIEYHHWKA) TPU HAIUYUM KUJKHX
KaJIOBBIX Macc, ¢ KPOBbIO MJIM 0€3, BOBMOXKHBI OTEKH , TACTO3HOCTH CTOII, B JIAOOPATOPHBIX JAHHBIX
TUTOTIIMKEMHUSI, TUTIOKOATYJISIUS, IEHKOIIMTO3, IIUTOJIN3 OOBIYHO HE BHINIEC 3 HOPM, TIOBBIIIEH YPOBEHb
I'TTII, npu >ToM OWIMPYOMHOBBIM OOMEH OOBIYHO HE HapyIlleH, T.. UMEET MECTO XojecTas 0e3
xentyxu, ADII nosslieH 3HaunTensHO ( pu HopMe 0 60 HI/Mil y aeTel 10 5 Mec.) qocturain | MilH.

HT/MJI, peOCHOK MOICKHUT CEJICKTUBHOMY CKPUHHUHTY Ha 0oJjie3HH oOMeHa , B ToM uncie Ha HT1.

IIpu xpounueckoii popme (HT1B) ormeuaercs apyrasi KIMHUYECKasi KapTUHA, O0JIE3Hb Pa3BUBACTCS
MocCJe ToJI0BaIOro Bo3pacTta, vaiie B 3-4 rona. HT 1B u3HayanbHO MeHee arpeccuBHa, HO 3a00JIeBaHUe

HEYKJIOHHO TIPOTPECCHPYET M MOXKET COMPOBOXKAATHCA TMPHUCTYNIAMH OCTPOM MeTaboIMdecKon



nexomrieHcanmu.  [Ipu 31Ol opMe HAOMIOMAIOTCS PA3IMYHON CTENEHU BBIPAKEHHOCTU MOPaKCHHUSI
NIEYECHHU, I[IOYEYHbIC KaHAJIbLUEBbIE JUCHYHKUMH, PAXUTOMOAOOHBIE HM3MEHEHHUs  CKeJeTa,
oOycnoBieHHble runodocaremueit u runepdocdarypueir, KapJIUOMHOIATUS, HEBPOJIOTHUECKUE
KpU3bl, CXOAHBbIE ¢ Tophupudeckumu (OOJIE3HEHHBIE NApECTe3UH, apTepUaNbHas TUIEPTOHUS,
TaXUKapAHsl, MapaJIuTUYEeCcKass HEMPOXOAUMOCTh KHILEUHUKA, WHOTIA TPOrPECCUpPYIOLIe Mapainyn),
TUIOIIIMKEMHUSI, CBS3aHHAsl C TUIepIUia3uel [-KJIETOK MOMKETyIOYHON >Kele3bl M THIepCeKperueit
uHcynnHa. HeBpomornueckue kpusbsl OOBIYHO nAnsiTcsa 1—7 JHEH, MOCie Yero HacTymaeT MEepHO

BOCCTAHOBJICHMUA.

VY nauueHnToB HaOmoaeTcs HapylieHUue QYyHKIUU peadcopOIrK B MOUEUHBIX KaHAJIbIAX, IPUBO/SIIEE
K cuapomy DaHKOHHU, alMI03y, TeHEPATHU30BaHHOW aMUHOAIMAYPHH, PE3UCTEHTHOMY K BUTaMuHy D
runogpochaTeMUueCKOMY PaxuTy U 3aJep>Kke pocta. B psne ciiydaeB y peOeHka HAOIIOMAETCS PaxXuT
¢ JedopmanusiMu KOHEYHOCTEH, CTOJIb BBIPAKEHHOM, YTO JIeTH MEepecTaroT XOAWThb. B 3ToM ke
BO3pAacTe JUArHOCTUPYIOT LHUPPO3, TeNaTroCIJICHOMETalanio, MOTYT OBITh HOCOBBIE KPOBOTEUCHMS,
runonporenHemuueckue orekn. HT1B xapakTtepusyeTcs mMOCTENEHHBIMH W3MEHEHHUSMHU TICUCHHU,
OPUBOSAIIMMH K LIUPPO3Y U PA3BUTHIO T'€MATOLECIUTIONSPHON KapUUHOMBI. DAKTUYECKU PUCK PA3BUTHUSA
renaroleUTIONIPHON KaplUUHOMBI MPU 3TOM 3a00JIEBAHUM CUUTAETCA CaMbIM BBICOKMM CpEIU BCEX
HapyuieHuit oOmeHa BemiectB [17, 18]. Panee cooOmianoch, 4TO remaTolEIUTIONSpHAS KapIHHOMA
dopmupyerca y 37% mnanuentoB ¢ HaciuenactBeHHod HT1 crapme 2 ner [19], Ho mocnenyromiue
uccinenoBanusi B CkannunaBuu [20] m KsebGeke [17] mnokasanu Oojiee HHUBKYIO YacTOTy
renaTone/UTIoNIpHON  KapuuHOMBL (~15%), BEpOSITHO, BCIEACTBHE TPAHCIUIAHTALUMU TMEYCHH W
yAy4IIeHUsI CIOCOOOB JeueHus. [enaToneumonspHas KapiuHOMa y TMAlMeHTOB C HACJIEICTBEHHOU
TUPO3UHEMUEN 1-ro THNa pa3BuUBaeTcsa B 0ojiee paHHEM BO3pacTe, YEM IPU APYTUX HACJIEICTBEHHBIX
6one3Hax odmeHa (yacto f0 5 jert) [18]. Luronus MuHMMaNbHBIN (B MIpeaenax Tpex HOpM). YPOBEHb

A®II nosermieH B mpeaenax 1000 vr/mn, cykuuHmIaneTona — He 6omee yeM B 20 pa3 [9].

[Tonoctpas u xponuueckasi Gopmbl 007€3HU BCTpeyaroTcs npuMepHo y 20—-25% GonbHBIX ¢ 1e0I0TOM
B 4-12 mec, kIMHUYEeCKass MaHU(pecTalsl KOTOPOH MPOBOLMPYETCS BHEIIHUMHU (pakTopaMu. Takumu
TPUTEPHBIMH (DAKTOpaMU SIBISIFOTCSL JIMXOPAJOYHbIE COCTOSHUS, MH(EKInU, OeaKoBas Harpyska,
TOJIOIAHUE W JIpyrHe THUIEepKarabOIMYecKhue COCTOSHHsS. Y  TaIlMeHTOB OOHapyKHBAaeTCs
MpOorpeccupylolee MopakeHue MeUYeHN ¢ renaro- WId renarocijieHoMeraineil (Iuppo3, neuyeHouHas
HEJOCTAaTOYHOCTh), 3aJlep’KKa pOCTa, NPU3HAKU paxUTa, MBIIICUYHAS THUIIOTOHUS, KOAryJOoMaTus.
XapakTepHO OTCTaBaHME MoKazaTesell (hu3nueckoro pa3putus. HeBponornueckre CUMITOMBI HEPEIKO
BKJIIOYAIOT ruapouedaibHyo KOHPUTrypaluo yepena, cuMnroMm I'pede, 3anepkKy JBUraTeIbHOTO U
MICUXUYECKOTO pa3BUTHA. MoryT HaOMIOIaThCsl HEBPOJIOTHYECKHE KpU3bl (CIa0OCTh B KOHEYHOCTSIX,
napajqndy KOHEYHOCTeH U nuadparmsl, pBOTa, ayToarpeccus M 1p.), KOTOPBIE B Psi/ie CIIydaeB CIyKaT
MOBOIOM [UIsl OMMOOYHOrO jauMarHo3a — myasthenia gravis. HeBpomorndyeckue u3MEHEHHS

HCIIOCTOSHHBEI. Hepezmo OIIMCBIBAIOT THUIICPIIMIMCHTAIIUIO KOXKH.

Crnemyet OTMETUTB, YTO 3Ta Ki1accU(UKaLUs JOBOJIBHO YCIOBHA, IOCKOJIBKY HEKOTOPbIE IETH C OCTPOI
JEKOMIIEHCAllUE B TEYEHUE TMEPBOTO TOAa JKU3HM BBDKMBAIOT M UX (opmMa CTaHOBUTCA
«XPOHHMYECKOI», a MAIMEHThl C «XPOHUUYECKOI» (HOPMON  OCTAlOTCS B TPYyMIE PHUCKA MO Pa3BUTHIO
MeTabonuyecknx KpusoB. [lpum 3ToM, Bo3pacT nebroTa SBISETCS BAXKHBIM MPOTHOCTHYECKUM

IIOKa3aTCJICM. I[O MOSIBJICHHS TTATOTC€HETHYECKOTO JICUCHHUS B T€UEHHUE 1-TO roga ymcepJiu 60 % /:[eTeﬁ C



ne0r0TOM 3a00JIeBaHMS B BO3pacTe 110 2 mecareB, 23 % npu AedroTe B Bo3pacTe OT 2 A0 6 MecsIeB U
Tonbko 4 % nereit gedroTHpoBaBIIuX nocie 6 mecsues [21]. B HekoTopsix pernonax PO nposoasTces
nmporpaMmbl o mMaccoBomy obOcnenoBanuto Ha HT1. Cnemyer ormeruth, 4to 10 4 AHEH KU3HU Y
JIOHOILICHHBIX M JI0 7 AHEH >KU3HU y HEJOHOIIEHHBIX HOBOPOXIACHHBIX, HEOHATAJIbHbIA CKPUHUHT
Oynetr Hea((eKkTUBHBIM, Tak Kak B KpoBH y mamuentoB ¢ HTI eme He HakamiuBalOTCS BBICOKHE

KOHUEHTpalHUK CyKIuHuianerona [31, 36].
ITeyeHouHbIE IPOsIBJIeHUsI TUPO3MHeMuHu | THna

OcHoBHbIe KIMHMYecKue TposiieHuss HT1 cBs3aHbl ¢ mopakeHueM medeHH. MoryT HaOmrogaThCs
OCTpasi TIEYEHOYHAsI HEJOCTaTOYHOCTh, LIUPPO3 MEYEHU U TrenarouesuioisapHas kapuuHoma [21]. Ilo
JaHHBIM ~ MEXAYHApOIHBIX HccheAoBaHuid 69% cmepreid ObUTM  CBA3aHBI C  TMEYCHOYHOU
HEJOCTAaTOYHOCTBIO M KpOBOTE€UEHUEM, a 16% - ¢ remaroueuntoisipHod KapuuHOMOon. CHHTETHYECKAst
byskums HapymieHa y OompmmmHCTBA TanueHToB ¢ HT1. YpoBeHb (hakTOpoB CBEpTHIBAaHUS 3aMETHO
cHrkeH npu HT1, u y HEKOTOPBIX MAIIMEHTOB UMEHHO HAPYIICHHS KOATYJISIUU SIBJISIOTCS BEIYIIIUMU,
JpyTrue MpU3HaKU MOPaXKEHUS TICUCHH BbIPAXKEHBI HE3HAYUTEIHHO, TO3TOMY MAIIMEHTOB OOCIEAYIOT Ha
npeaMeT TEPBUYHOM Temarojorudeckord mpobmembr [22]. IlporpomMOMHOBOE W  YacTUYHOE
TPOMOOIIJTACTUHOBOE BpEeMsI MOXKET OBITh UYPE3BBIYANHO MPOMODKHTEIBHBIM JaXe Yy KINHUYECKU
3n0poBbIx gereit ¢ HT1, BeisiBneHHbIx nipu ckpunuHre. [Ipumenenne Butamuna K Tonbko Ha KOpoTkoe
BpeMsI MOXKET YIy4dlIUTh NPO(PMIb KOAryysiluyd. YPOBHHM TpaHCaMHHAa3 B CBHIBOPOTKE BApbUPYIOT U
MOTYT OBITh HOPMAJIBHBIMH WM HE3HAYUTEIHHO ITOBBIMICHHBIMHA, XOTSI B HEKOTOPBIX KPHU3UCHBIX
CUTyallusax MOTyT HaOmonatscst ypoBau 6omee 1000 ME / 71, uto yka3piBaeT Ha 6oyiee CyIIeCTBEHHYIO
CTEIEHb MOBPEXKICHUS TeMaTOMTOB, U KaK MPaBUJIO 3aCTaBIISIET MPEANPUHATH IIAard K SKCTPEHHOU
TpaHCIUIaHTalMM nedeHu. JKenTyxa peako BCTPEUAECTCS HA PAHHUX CTAAMUSAX TeNaTopeHaJIbHOU
THpo3uHEeMHUH. Toraa Kak, raMMa-IiIroTaMuiITpaHcdepasa 0OBIYHO TMOBBIIIEHA Ooee 4eM B 2 pasa, u

COOTBCTCTBYCT JUCCOTMUPOBAHHOMY XOJIECTA3y.

[leuenounsle Kpu3bl MOTYT OBITH CHPOBOLUPOBAHBI MHQPEKIHUSAMU U JIPYTUMU KaTaOOIUYECKUMU
CTpeccaMy KakK y MJIQJICHIIEB, TaK U y JIeTel cTapiiero Bo3pacra. PebeHok pazmpaxuTeneH, ocnadieH
U 4acTo JuxopaauT. YacTto BCTpeyaroTCAd  aclMT, JKEITyXa U IKEIyJAOYHO-KHUILIECUYHbIE
KpoBOTEeUeHUsI. MOXKeT OIlIylaThesl 3amax «BapeHOW KamycThD», HO 3amax HaOofaeTcsi He 4acTo -
npuMepHo B 15% cmyuaeB. MMeercs remaromeranusi pasiudHor creneHu. Kpu3 compoBoxkpaeTcs
BBIPAXKEHHOI MOTIMBOCTHIO, TUIIEPTUIPO3 3a4aCTyIO0 OOBSICHSIETCS TEUEHHUEM OCTPOTO PaxuTa, YTo He
UCKJIto4aeT, a Juub noarsepxkaaer HT1. Tpemop, runepruapos u peskas ci1abocThb Kak MPOSBICHUE
TUMOTIMKEMHUH B TMEPUOJ KpU3a BCTpEUaeTcs yaile, YeM BHE ero. Bo Bpemsi Kpu30B HaOM0AaThCS
MOBBIIIEHUE YPOBHS THUPO3MHA, METHOHHMHA, IMPOJMHA W YacTO JAPYrMX aMHUHOKHUCIOT B
mwiazme. [leyeHOuHble TpaHCaMHMHA3bl MOTYT pPE3KO TIOBBIIIATBCS, W MOXET PpPa3BUBATHCSA
rUnepOnIMpyOrHEMHs], YTO COOTBETCTBYET paciajy IernaToluToB. B 3TOT mepuoa MOXeT yCUIUThCS
TUC(HYHKIMS MTOYEYHBIX KaHAJbIIEB. XOTS MHOTHE KPU3bl Pa3pelIaloTcsl CIOHTAHHO, MPU YMEHBIIICHUH
OeNKOBOI HAarpy3kH, aJeKBaTHOTO IapEHTEPAIbHOIO MUTAHUS U JIETOKCUKAIIMOHHOW Tepamuu, U
HEKOTOPBIE  NPOTPECCUPYIOT 0 MOJHOW TNEYEHOUYHOM  HEJOCTAaTOYHOCTH U IEUYEHOYHOU

sHIIe(aIOMaTHH.



Mexnay kpuzamu y OONBIIMHCTBA TMAIIMEHTOB HAONIONAETCS TemaToMeraivs JIETKOW WU CpelHen
CTENEHU TSKECTU. Y HEKOTOPHIX MAlMEHTOB € (OPMUPYIOMIMMCS LIUPPO30OM WIIM TelaToOMerajaueil ¢
HapyLIEHUEM TeMOJMHAMUKYU M MOBBIIIEHUEM PE3UCTEHTHOCTH MapeHxumbl (o JI' cocynoB nedyeHu)
oTMevaeTcsi cruieHoMmeranusi. [ledeHouHbIe TpaHCaMUHA3bl B HOPME HJIM HEMHOTO TOBBIIICHBI, a
ypoBeHb OunupyomHa B HOpMe. Ambda-heronporenH mossimieH (10—1 000 000 Hr/mi; B HOpMe
<10). KiuuHuuecku ypoBHU 0-(PETONPOTEHHA B CHIBOPOTKE OPUEHTUPOBOYHO  OTPAKAIOT
arpecCUBHOCTh 3a00JIeBaHMs, KaK U YPOBHM METHOHMHA B IUIa3Me. [ UnepOunupyOuHemMus u

TUInepaMMOHHUEMUS SABJIAIOTCA IMO3JHUMU IIPpU3HAKaMU MIEYCHOYHOMN HEAOCTATOYHOCTH -

[Muppo3, BEpOATHO, B KOHEYHOM WTOIE pPa3BUBACTCH y Bcex mnamueHtoB ¢ HTI, m puck
TeNaTOLEIUTIONAPHON KapIIMHOMBI Ype3BhIYaifHO BBICOK [19]. C KakapIM rofoM Oe3 JIedeHUs 0OJIe3HU
puck paszsutus ['LIK yBenmnuuBaerca ¢ 14 no 75%. Pannee, no MecsyHOro BO3pacra, Hayajo
narorenetuucekoil Tepanuu cHwxkaer puck I'IIK no 1%, m HeoOXonMMOCTh B TpaHCILIAHTALUU
nedyeHn ymenbimaetrcas ¢ 71% mo 26% [15, 23]. Baxno, uto nmanexko He Kaxkawlii ciaydail ['IIK
BO3HHMKaeT Ha (one mupposa. Tak B o630pe R.Khanna, 2018, Bxirouaromem 15 wmccrmemoBaHU,
cpennsis yacrora ['TIK y nereit cocraBuina 0,41 ma 1000000, y B3pocibix -0,8 Ha MUJIJIMOH HACEJICHUS
[24]. Yactora 'K nmpu HT1 mpeBbimaer B 40 pa3 ee 4acToTy HpH APYrMX META0OIUYECKUX U
nH(peKMoHHBIX 3a0oneBanHusax nedeHu. Puck passutusa ['IK mpu HT1 Bo3HuKaeT mpu OTCYTCTBHH
Tepanuy HAUTU3MHOHOM M HavyaJioM Tepamnuu nosxe 1 mecsuHoro Bo3pacrta [25]. Tem He MeHee, gaxe
Opv JUIMTENIBHOM Tniepuoge Oe3 JiedeHHs, 4YacTh JeTed OjarofapHo OTBEYAIOT HAa TEpanuio —
BOCCTAHABIIMBAIOTCS CTPYKTypa MEYCHH, KyIUPYeTCsl TyOysI0maTus, BOCCTAaHABIMBACTCS MUHEpAIbHas
MJIOTHOCTH KOCTEH U AJIEKTPONUTHBIN Oanmanc. OTMEUEHBI CITy4an, KOTa MallieHThl ObUTH HAMPaBICHBI
Ha  TPaHCIUIAHTALUIO ¢ npensapurenpHor  moaroroBkoir  NTBC (2-(2-HuTpO-4-
TpUGIIOOPOMETHIIOEH30MIT)- | ,3-ITUKIIOTeKCAaHETUOH ~ (HUTU3WHOH)) [l YJIy4YIlIeHHs OOMEHHBIX
MPOIIECCOB, KypcOM Ha 3 MecC., a MO NPOLIECTBUU 3TOr0 NEPUOJA, MOKA3aHHWS K TPAHCIUIAHTALUU
ucuezanu. Y HEKOTOpBIX JeTei NpojoiiKalach KOHCEpBAaTHBHAsl Tepamus, cTabuiau3anusi W/uiu

perpecc mupposa.

BonpmmucTBO MHCTpyMeHTaNbHBIX MeTo0B uccienoBanus (KT, Y3U, anrunorpadus) He MO3BOISIOT
HaziexKHO TuddepeHInpoBaTh  T0OPOKAYECTBEHHBIE M 3JI0KAUECTBEHHBIC Y3E€JIKOBBIE OOpa30BaHMS.
Jns KT-oOHapy»eHusi Ba)KHO BBINOJHATH TOMOrpauio C KOHTPACTOM M 0€3 HEero, MmoTtoMy 4To
KOHTPACTUPOBAHHE MOXET CKPBIBATh OJTHU y3€JKU, HO BBISIBUTH Apyrue. YyBctButensHocTs Y3U mo
KpaliHell Mepe Takas ke, kak y KT, Ho O0HO BO MHOTOM  3aBUCHT OT ombITa Bpada. CiieryeT OTMETHUTb,
YTO MOCKOJIbKY IpeMeAuKanus OapOuTyparaMu MOXKET CIPOBOLMPOBaTH NOp(PpUpHUIHO-TIOAOOHBIE

KpU3bl, JIydllle u30erarh €€ UCIOIb30BaHUs y MalnueHToB, He nonyyaBmux NTBC [26].
HeBposaornueckue kpusucobl Tupo3nnemun I tuna

HeBponornueckue Kpu3bl remaropeHanbHON TUPOZUHEMUN — 3TO OCTPBIC AMHU3O0/IbI NepudepruIeCcKOn
HeBponatuu. KinuHudecku Kpusbl fenstcs Ha aBe (aspl: (1) akTUBHBINA mepuoia ¢ npeoliiajaHueM
OOJIE3HEHHBIX [ApPECTe3Mil, BEreTaTHMBHBIX MPU3HAKOB (HAIpUMeEp, TUIEPTOHHUSA, TaXUKapIus,
KHILIEYHAs] HETIPOXOAUMOCTh) U MHOIJIA MPOTPECCUPYIONIETO Mapanuya U (2) mepuoj, BOCCTAHOBICHUS
nocse mapaiuTuueckoro kpusa. M3 48 marmeHToB (panHko-kaHaACKOTO MpoucxoxaeHus y 20 (42

npoleHTa) OBLIM ONucaHbl HeBposorndeckue Kpusbl [27]. Ilepudepuueckas runepnapecre3us



NPOSBIISIETCS C pPaHHEro BO3pacTa -MJIAJICHEI] OTKAa3bIBAETCS HAXOJIWUTCS Ha pyKax y Marepu,
OCCIOKOUTCSI TIPU TMPUKOCHOBEHUSX, TMOMIAKUBAHUAX, MPEANOYUTACT HAXOIUTCS B KPOBATKE.
Bonesnennbie kpus3bl HamboJiee YacThbli HeBposornyeckuid BapuaHT [28]. Bo Bpemsi mpoapoma,
KOTOPBIM YacTO BO3HUKACT TOCJIC HE3HAUYMUTEIbHOW HMH(EKIIMH C aHOPEKCHEH M PBOTOH, PEOCHOK
pa3apakuTeNIeH U MEHEe aKTUBEH, YeM OOBIYHO. 3aTeM y peOCHKa MOSBISIETCS CUiIbHAs 00Jb, 9acTo B
Horax. YacTo manueHThl MPUHUMAIOT MO3ULINI0 KPAWHEro TMIEPIKCTEH3UU TYJIOBUIA U IIEU, KOTOPHIE
MOTYT OBITH OITMOOYHO MPHUHATHI 32 OMUCTOTOHYC WM MEHUHTH3M. [ HIEPTOHYC MOKHO TPHHSTH 3a
TOHUYECKHE CYJAOpPOTH, HO Ha CaMOM JieJie MalMEeHThl HaXOIATCS B CO3HaHUU. Takke MOryT
HAOJIIO/IaThCS HACTOAIIUE CYIOPOTH, YAaCTO B COYETAHUU C TsDKeJIoW runoHarpuemuen [27]. Kpussl
MOTYT OBITh HACTOJBKO MYYHUTEIBbHBIMU, YTO COIPOBOXKIAIOTCS CaMOIMOBpeXIeHUsIMU [27]. BaxkHo
OTMETUTh, UTO YMCTBEHHOE pa3BuTue Aeteid ¢ HT1 sBnseTcs HOpMaabHBIM U YTO BO BPEMSI KPU3KCOB

YPOBCHb UX CO3HAHUS HEC CHUIKACTCA.

AxtuBHas (aza oObryHO 1UTCS OT 1 1m0 7 nAHe. B oueHb peakux ciydasx BO BpeMsl KpU30B
MCKYCCTBEHHAsl BEHTUJISIIMSA JIETKUX OblIa HEOOX0MMMa M3-3a JABIXaTeIbHON CIa00CTH, B OHOM CITy4ae
Ha cpok Oonee 3 mecsueB [27]. YacTo BO3HMKAIOT PBOTA M KHILEYHAS] HEMPOXOJUMOCTh, KOTOpPbIE
MOT'YT YCIIO)KHUTbh PEXUM MHUTAHUS. ApTepuajbHas THIEPTOHUS M CTOWKas TaXHUKapIWs XapaKTEPHbI
JUISL paHHEH CTaJud HEBPOJOTMYECKOro Kpu3a. MOryT TakKe BO3HUKHYTh BBIPAKCHHAS

runoHarpuemusi, runodocdaremus u runokanuemus [27].

Cnenyer oTMeTuTh, 9T0 y 30 pOCCHUCKUX MAIMEHTOB HE HAOIOMATN MOJOOHONW OCTPOM W TSKEIION
cuMnToMaTuku. HeBpomornmueckue Kpu3bl SBISIOTCS OCHOBHOM MPUYMHOM 3a007€Ba€MOCTH Y
nanueHToB, He nonyyaBmux NTBC. [lo ganasiM MexayHaponHoro omnpoca, 10% cmepreit npu HT1
MPOM3OIILIA BO BpeMs HEBpojorndyeckux kpuszncoB. Jlererr ¢ HT1 u npusHakamMu, yka3bIBaloOIIMMU Ha
MPUOTMKAIONINIICS HEBPOJIOTHMUECKUN KPU3HUC, CIEAYyeT TOCHUTAIU3UPOBATH MJIs TOCTOSHHOTO

HaOIIOEHN 3a pecrupaTopHoil QyHKIMEH BO BpeMst 0CcTpoi ¢a3zbl.
IlaTosorusi mouyexk npu Tupo3uHemuu I Tuna

VY nmanuentoB ¢ HT1 noutn Bcerna mpucyTCTBYET MOPAKEHUE MOYEK PAZTUYHON CTENEHH, OT JIETKOU
TUC(hYHKIMN KaHAJbIEB J0 SIBHOM MOYEYHON HemocTarodHocTu. [lopaxeHue modyek cCOOTBETCTBYIOT
BTOPUYHOMY CHUHIpOMY (DaHKOHHU, MOJHOMY WJIM HETOJHOMY : CHIDKEHHE YPOBHSI KajbIUs B KPOBHU;
CHIWKEeHHEe YpoBHS ¢ochopa B KpOBH; TMOBBIIMICHHE YPOBHS IETOYHOW QocdaTaspl; pa3BUTHE
MEeTa0OJIMYECKOTO allK103a, HapyllleHue peadbcopOuun OMKapOOHATOB B MPOKCMMAJIbHBIX KaHAJIbLIAX;
MOKET OBITb HOPMAaJIbHASI KCKPEIUs KaJblMs ¢ MOYON MPH TUIOKAJIBLIEMUHN; TTOBBIIIICHUE KIUPEHCA
docdaroB moun, BcackiBanue GocdaToB B KUIIEUYHUKE HE cTpagaeT; mitoko3ypus (20-30 1/1 u Beiie);
pa3BUTHE TeHEePaIM30BAHHON TUNIEpaMUHOALUIYPUH; HapylIeHHe (QYHKIIMI aMMOHHOAIUA0TeHe3a —

CHIIKEHHE TUTPAIIMOHHON KUCIOTHOCTH, MoBbIieHne pH Moun 6osbiie 6,0; pa3BUTHE TUTTOKATUEMUH.

TsoxkecTh AUCHYHKIIMM TPOKCUMAIBHBIX KaHANBIIEB pa3jiMYHA W MOXKET PE3KO YCYTyOnsThCA B
nepuoAbl JIeKoMneHcanuu. l'unodocdareMuyeckuili paxuT SBISETCS OCHOBHBIM KIMHUYECKUM
npu3HakoM AuCHYHKIUU noueuyHbix kKaHanbleB npu HT1. V nexotopeix nereit ¢ HT1 naGmiomaercs
MOYEYHBIM KaHAJbLEBbIM auua03. [eHepamn3oBaHHAs aMUHOALMAYPHUS BCTPEYACTCS 4Yalle, 4YeM

rroko3ypus. [lorepst hocdara ¢ Moyoi, BEpOSITHO, SABISETCS OCHOBHBIM MEXaHU3MOM PaxuTa y 3TUX



MManueHTOB, O YEM CBUACTCIILCTBYIOT YaCTbIC IIPOABIICHUA I‘I/IHO(l)OC(I)aTeMI/II/I U OTCYTCTBHC
THIIOKAJIBIHUECMHUHN HWJIM THIIOIIIA3UKU SMaJli BY6OB, YTO MOXKET CBHACTCIIBCTBOBATH O IIATOI'CHE3C,

CBsI3aHHOM ¢ BUTaMuHOM D [29].
CkesleTHbIe M3MEHEHHS PU TUPO3uHeMuu | TMma

Jlo mosiBiIeHHS BO3MOXKHOCTEH maroreHernyeckoro Jedenus mamueHTtsl ¢ HT1 wumenu rtpyOsbie
MHOTOTJIOCKOCTHBIC JeOpMallii CKeJleTa, MaToJOTHYeCKrue MepeoMbl, YTPUPOBAHHBIC MPOSBICHUS
paxura B BHJI€ TUIEpIUIa3uu Xpsuiedl (4eTku u OpaciieTbl), OallleHHOTO uepena, TMIepruiposa,
cuHApomMa XBOCTEKA, Pa3ApaKUTEIbHOCTH, MOTIMBOCTH, JOMKOCTH HOrTeH, 3y0oB. [Ipu npoBenenuun
peHTreHorpaduu BBISBISIOT CHHXKEHHE KOCTHOTO BO3pacTa M OCTEONEHMIO, BIIOTH 10 OCTEONOpo3a,
pacuMpeHue AMCTaIbHBIX SNU(PU30B TPyOUaAThIX KOCTEH, AepopManns 1 UCTOHYEHHE KOPTUKAIHLHOTO
CJIOSl TISICTHBIX U TUTFOCHEBBIX KOCTEH, NMpeArieunii, rojgeHeii, oenep, cabneBuanHble AedhopMaluy Bcex
KOCTEW Ha KOTOpble ObLIa Harpy3ka — e€Ciau XOIWI — HIDKHUX KOHEYHOCTEH, ecliu moJi3al - U oenep, u
mwied, W mnpenmwieunid. HaOmiomarorcs nedopmaruss TpymHOW KIIETKH, KIIIOUMIL, BhIpaKEHHAsS

rappucoHoBa 6op03na, JAUCILIAa3usa U ITOABBIBHUX T21306C,Z[pCHHBIX CyCTaBOB.

Huarno3 nacnenctBennoit HT1 crnemyer mpeamonarate Npu HaTWYUHM BajbIyCHBIX (Yalle) WIA
BapyCHBIX UCKPUBJICHUI KOHEYHOCTEH C COMYTCTBYIOIIEH renaromeranueil. Hekotopsie 60bHbBIE 10 2-
3 JeT CaMOCTOSITEIBHO MEPEIBUTAOTCS, XOTS PE3UCTEHTHOCTh K HArpy3kaM y HHMX HU3Kas, a 3aTeM
MEePECTAIOT XOAUTh, YTO HE PEIKO SBIISIETCS MOBOAOM JMJig OOpalleHusi K BpayaMm. ODTO JOBOJBHO
TUTIUYHO /IS TIAIIIEHTOB U3 MHOTOJIETHBIX, COI[HATHHO HEOIAromoMyYHbIX WIH TUIOXO TOBOPSIIIUX TO-

PYCCKH CEMEH U3 CeJIbCKOM MCCTHOCTH, T'OPHBIX ayJIOB, YIAJICHHBIX paﬁOHOB, A€ HET ClICOHUaJInCTOB.
I[pyrne KIMHUYIECCKHUEC IPOABJICHUSA U zm(])(])epeﬂunanbﬂaﬂ AUATHOCTUKA TUPOZUMHEMHUH THUII 1

Knnuanuecku 3Haunmast runeprpoduueckas KapauoMuonarust Oblia 3aperucTpupoBaHa y Tpex JETei ¢

TUPO3WHEMHEN, U Y OJHOTO OHA CcTaJia MpuynuHou cMeptu [30].

I'unornmukemMuss - CUMIOTOM TUIIMYHBIN JIJI1 MJIAACHOCB 0 Ioga C TAXKCIBIM TCUCHHUCM 33.60J'I€B3HI/IH,
COITPOBOKIABIHICMCS MIEYCHOYHOMN HCAOCTATOYHOCTBIO. HOBTOMy ciaenyer IMpOBOJAUTDH

muddepeHImaIbHbIA UarHo3 ¢ NIMKOTeHO3aMU, HApYIICHUSIMU O€Ta OKUCIICHUS KUPHBIX KUCIIOT.

[loBbllIEHHE YPOBHSI THPO3MHA TaKXKEe MOXKET HaOMIONaThCs MpU ApPYrux (opmax HacleACTBEHHOM
TUPO3MHEMHUH, KOTOpbIE OTIMYAIOTCS MO CIEKTPY KIMHUYECKUX HposiBieHuid. HepocraTtouHocTh
TUpO3MHAMUHOTpaHC(epa3pl — mepBoro (QepMeHTa MmyTH KaTabodu3Ma THUPO3WHA — TPUBOAHUT K
Pa3BUTHIO HAcleACTBEHHON Tupo3uHemun 2-ro tuma (OMIM 276600), Takxe Ha3bIBaeMOM
cunapomoM Puunepa—Xanxapra. Tupo3uHemusi 2-ro TuIa COMPOBOKIAETCS MOBBILIEHUEM YpPOBHS
TUPO3MHA B KpoBU U Moue. KiinHnyeckuii (peHOTUIT BKIIIOYAET YMCTBEHHYIO OTCTaJIOCTh, O0JIE3HEHHBIE
BBICBIIIAHMS Ha poroBuile, GoTododuo, KepaTUT U OOJIE3HEHHBIN NMaJIbMOIUIAHTAPHBINA THIIEPKEPATO3
[4]. MyTtauuu, npuBOJSALIME K CHI)KEHHMIO aKTUBHOCTH P-THAPOKCU()EHUINUPYBATAUOKCUTEHA3bl —
BTOpPOTO (hepMeHTa Karabonu3mMa TUPO3UHA, MOTYT CIIOCOOCTBOBATH pa3BUTHIO XOKHHCUHYpu (OMIM
140350) unu HacnencTBeHHOM THpo3uHeMun 3-ro tumna (OMIM 276710).



2. Jlmarnocruka 3a00J1eBaHUsI UJIM COCTOSTHUS
(rpynnsl 320071€eBAHAMA UJIH COCTOSTHUI) MeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHECHUIO
METOA0B JMATHOCTHUKM

Z]MCIZHOS’ HTI ycmanaeaueaont Ha OCHOBAHUU OAHHBIX  CeMeluHno2o dAdHAMHe3d, KIAUHUYEeCKUX
cumnmomax, OAaHHbIX UHCMPYMEHN AIbHbLX uccxzedoeaﬁuit, a makosice pesyilbmanmax ouoxumMu4eckoul u

J[HK-ouacnocmuxu



2.1 /Kaa100bI 1 aHAMHE3

HpI/I c60pe aHaMHe3a M KaJiod PEKOMCHI0BAaHO O6paTI/ITI) BHUMAHHC Ha CJCAYIOIIHC JKaJIoObl U

AHAMHECTUYECKUE COOBITHS:

* OMALOUJCHHBLU CeMElHbIL AHAMHE3 (CXOOHble CUMNMOMbL ) CUOCO8 NPoOAHOA, OIUKOPOOCMBEHHbL

Opax),
o Cayuau 8HEe3aNHOU 0emcKol cMepmul,
o Cpbleusanus, peoma,
o nomeps mMaccvl meid, nioxas npubasKa Maccvl mena;
o Oicenmyxa;
* HOCOBblE KPOBOMEYEHUS, KPOBOMEUEHUSL U3 MeCT UHBEeKYULL
o ygenuueHue pasmepos NeueHu, cele3eHKuU;
o cneyuguuecKull «KanyCmHuly 3anax meid,
o paznuuHvle deghopmayuu ckerema (Yauje HUNCHUX KOHeYHoCmell),
o HNU300bI 2UNO2TIUKEMUU 8 AHAMHE3e.

2KanoOwl 1 aHaMHE3 TaKKe ONKMCAHBI B pasaciie «KKIMHUYCCKasa KapTUuHa».



2.2 Ou3uKaAJIbHOE 00CTeI0BAHUE

llayuenmy c nooospenuem na HT 1 cnedyem nposecmu nonmoyennoe usuxaibHoe obciedosanue,

obpawjas ocoboe sHUMAHUE HA NATLNAMOPHOE U NEPKYMOPHOE UCCIe008aHUe NEeYeHU U CeNe3eHKU.
Ocmpas ¢popma HT 1A:

- 3a0epocKa Puau4ecKo20 paseumusi;

- ¢hebpunvruas memnepamypa;

- poma, obe3goxcusanue;

- duapesi;

- eenamo-/ 2enamocnieHome2aius;

- acyum u OUHAMUYECKAsk HENPOXOOUMOCb KUUUEYHUKA,

- orcenmyxa (Ha cmaouu 0Cmpo2o 2enamuma);

- ocmpoe J4CenyO00YHO-KUUEYHOe KPOBomeueHue (603MOCHbL MelleHd, peoma KOpeuHou 2ywetl);

- besbenkosvle OmeKu, AHAcapKa,

- KpoBOmMeUeHUsl 3a Cuem CHUINCEHUS OeIKOBO-CUHMEMUYeCKOU (QYHKYUU neyeHu,

- UHO20a cneyupuuecKull «KKanyCmublily 3anax mena,

- 2unepeudpo3, KOMopblli bIPANCEH 8 NEPUOO KPU308, 0CODEHHO HA (POHEe TUXOPAOKU U 2UNOTUKEMUU,

- eunepecmesusi (pebeHoK npeonoyumaem HAXOO0UMbCS 6 Kposamke, d He HA pyKax y mamepu)

A61eMcs NPoseaeHueM NOTUHEUPONAmuu.
Xponuueckas HT IB:

- 3a0epoicka pocma, Ha 3-4 2o0a omcmaem u3UONO2UYECKASL CMEHA 3Y008, 3a0ePHCUBAENCS KOCIHbLU

gospacm;
- 2enamo-/2enamocnieHomMe2aus;

- acyum u OUHAMUYECKAsl HENPOXOOUMOCTb KUMUEUHUKA,

- dlcenmyxa (Ha cmaouu OCmpo2o 2enamuma,);

- ocmpoe JHcenyOOUHO-KUMEYHOE KPOBOMeUeHUe (803MONCHbL MENEHA, PBOMA KOpelHotl 2ywetl);
- be3benKosble omeKu, aHacapka,

- KpoeomeUueHusd 3a cuen CHUMNCEHUA 0enKo60-CUHmMemu4eckoll qbyHm;uu nevyeHu,



- UHO20A cneyuguUUecKull «KanyCcmHulily 3anax meiud,
- 2unepeudpo3, KOMopblli bIPANCEH 8 NEPUOO KPU308, OCODEHHO HA (POHE TUXOPAOKU U 2UNOTUKEMUU,

- eunepecmesus (pebeHoK npeonouumaem HAXOOUMbC 8 KposamkKe, d He HA pPYKAX y mamepu)

6/151emcsi NPosi8leHuemM NOIUHEUPOnamuu;
- paxumonodobHoe 3ab0nesanue 8Ciedcmaue mafceiol myoyi1onamuu,

- nepuqbepuqecmﬂ HezZponamuﬂ, ocmpble abO0OMUHAIbHBLE Kpussl, Uiu maxK Hasbleaembvle
«muposurHemudecKue)» Kpusbl, Komopovle nposoyupyromcsia npuemom 8bICOKODENIKOBOLL nuwu u

CONPOBOHCOAIOMCSL TUXOPAOKOU, PEOMOU, UHIMOKCUKAYUEU,

- Kapduomuonamwz u apmepuailbHas cunepmeHn3usl nposeiAromcia KakK pesylomani memaobonuyeckux

npouyeccoes, maxk u 6nMoOpuU4HO HA (j)one nopasicerHus no4ex.



2.3 JIabopaTopHblie JMATHOCTHYECKHE MCCIeI0BAHUS

o PexoMeHnayercsi BceM MamMeHTaM C KIMHUYECKHMMHU TpU3HAKaMu, xapakTtepHbimMu mis HT1
OTpE/ICTICHNEe AaMUHOKHUCIOT W CYKIIMHWJIAIETOHA B OHOJOTMYECKUX JKHUJKOCTAX METOIOM
TaHJIEeMHOU Macc-criekrpomeTpun (KommiekcHoe onpenenieHne KOHIEHTPAMi Ha aMIHOKHUCIIOTHI 1
AlWJIKAPHUTHHBI B KPOBU METOIOM TAHAEMHOW MacC-CIIEKTpOMETprH, KoMIIIEKCHOE onpenesieHue
CoJIepKaHUsl OPTAaHUYECKUX KUCJIOT B MOYE) C IEJIbI0 OMOXUMHUYECKOTO MOATBEPKACHUS TUarHo3a u

muddepeHnanbHON TMarHOCTUKU € APYTUMU HACIEACTBEHHBIMU HApYILICHUSIMA OOMEHA BEILIECTB
[1,4,10, 31].

YpoBeHb yoenuTeJbHOCTH pekoMeHAanuii — C, ypoBeHb JOCTOBEPHOCTH 10Ka3aTeJIbCTB- S.

KommenTapuu: Basicno nomnums, umo @3samue OUOI02UYECKO20 Mamepuana 0isi aHalIu308 (MOYU Ha
CYKYUHUNAYEMOH U KPOBU OJisL NPOBEOeHUs. MAHOEMHOU MACC-CNeKMPOMEMPUU) OONHCHO NPOBOOUMBCS
00 Hauana UH@Y3UOHHOU mepanuu, O0COOEHHO B8e0eHUsl NIAZMO3AMEWAOWUX pPACMBEOPO8 U

KOMNOHEHNT06 KPOBU.

llamoenomonuunvim npuznaxom HT 1 sensemcs @vicokuil ypogenb CYKYUHUIAYEMOHA 8 Moye U
naasme kposu (Hopma 0-2 mM/monv kpeamununa). Hebonvuioe nogviuenue cykyununiayemona 6 Kposu
U mMoue modicem HabM0O0amvcs npu nepekopme 0Oerkogou nuujel, npusooswem K (QYHKYUOHAIbHOU
Heoocmamounocmu FAH. Hccneoosanue cykyununayemona HeobXoO0uUMO Npo8ooums 00 HA4ania

Oemoxcumuuozmozl mepanuu, nepejiusarusl niasmsl u ()pyZI/LX KOMNOHEHN068 KPOBU.

Bovicokuil yposeHb MemuoHUHa Npusooum K NOSGLIEHUI0 «KANYCMHO20» 3anaxd, KOMOpulil He Mmakx
cneyughuuen,  Kak — ONUCLIBALOCL — panee, U CKOpee — ompajxcaem — NeuyeHOYHO-KAeMOUYHYIO
Hedocmamounocmo. Ypogenv muposuna eviue 200 mxMonv/n u nogviuenue e2o npeouleCmeeHHUKA
Qenunaranuna npu Mupo3uHeMuu ONpeoessiiomcs Ul y oemell ¢ HOPMATbHbIM HYMPUMUGHBIM
cmamycom. Y ucmouwjeHuwvix oemeti ¢ OTUMENbHbIM AHAMHE30M U KIUHUKOU OENKOBO-IHepeemuieckoul
He0oCmamo4HOCMuU cOOepicanie Mupo3uUHa U QeHUIalanuna 8 Kposu mozym ovims 6 Hopme. Ha gpone
nposederuss cneyu@uueckol mepanuu HUMUUHOHOM*™ | HU3K0OeIKo80U Ouemvl U NPOBEOeHUs
0EeMOKCUKAYUOHHOU MePanuu ypoeeHb CYKYUHULAYEMOHA 3HAYUMEIbHO CHUNCAeMCsl U O0ocmueaem
Hopmbl 6 meuenue cymok. Cnedyem ¢ OCMOPOICHOCMbIO OMHOCUMbCA K UHMepnpemayuu
pe3yIbmamos aHaiu3d amMuHOKUCIOM, HOCKOIbKY NOBbIUEHUE YPOBHS — (DEHUNANAHUHA, MUPOUHA U
MEMUOHUHA YACMO HAOT00Aemcs npu 3a00/1e8aHUSX, CONPOBONCOAIOUIUXCIL MANCETLIM NOPAANCEHUECM

nevyeru.

o PexoMeHZ0BaHO BceM MNalMEHTaM C KIMHUYECKHMMHU NpHU3HAKaMu, XapakrepHbiMu st HTI
omnpenenenue aibda-peronporenna (ADII) B chiBOpoTKe (MU MIa3Me) KPOBU, KOTOPBIN SBISETCS
ofHUM M3 Onoxumuuyeckux mMapkepoB HT1 ¢ 1enpio 6MOXMMHUYECKOro MOATBEPKACHUS JUArHo3a u

muddepeHnanbHOi TMarHOCTUKU € APYTUMH HACIEACTBEHHBIMU HApYILIEHUSIMU OOMEHA BEIECTB
[1, 4,10, 31].

YpoBeHb yoenuTeJabHOCTH pekoMeHAanuii — C, ypoBeHb JOCTOBEPHOCTH 10Ka3aTeJIbCTB- S.



Kommentapuu: ADII — mapkep nponugpepayuu sicenunvix npomoxos, npu HT [B nosviuuen 6
Ooecasmku, a y Oemeu c¢ HT IA Oadxce 6 muicauu pa3. APIl ue cneyuguumviii, HO OUeHb
YyBCMBUMENbHBIU NOKA3ameib, Npu HOPMAlbHOM e20 yposHe ouazcrno3 HT I comnumenen. B nopme y
oemeti om 0 0o 3 mec. Konyenmpayus ADPII <1000 ne/mn;, om 3 mecsayes 0o 18 nem koHyeHmpayus
ADII <12 ne/man.

Lpyaum maprepom s6nsiemcs nogvluteHue 0-aAMUHOLEGYIUHOBOU KUCTOMbL, MAK KAK CYKYUHULAYEMOH
uneubupyem 0e2uopocenasy O-amMuHoIe8YIUHOBOU KUCIOMbL 8 NedeHu u spumpoyumax. B nopme
cooepoicanue O-aMUHONE8YIUHOBOU KUCIOMbL 8 pa3080lU npobde mouu cocmaesiiem <34 MKMOIb/T
(hopmyna nepepacuema <4,5 me/n x 7,626), 6 cymounoti moue - om 11,4 0o 57,2 mxmonwv/cym (1,5- 7,

5 me/cym).

llosviwenue KonyeHmpayuu O-amMuHOIE8YIUHOBOU KUCIOMbL OMMeYaemcs makice Hnpu OCMpbIX
nopupusax (ocmpas nepemexcarouiasncs, «necmpasy, 6pOoNCOeHHAs KONponopgupus), ompasieHuu
CBUHYOM, Oepuyume AMUHOLEBYIUHAM-0e2UOPAMAa3bl (20MO3U0MbL). YMepenHoe nosvluleHue Moxcem
Habnooamscs npu Ouabemuieckom Kemoayuoose, bepemeHHoCmu, N030Hell KONXCHOU nopgupuu u npu

npuéme HeKomopuvlx NPOMUBOCYOOPOHCHBIX CPEOCME.

o PexoMeHI0BaHO BceM TMalueHTaM C KIMHUYECKUMH U OMOXMMHUYECKUMU H3MEHEHUSMU
xapakrepubiMu  Juisi HT1 wuccnenoBanue rena ¢ymapunaneroruaponassl (FAH), ¢ uenbio

MOJIEKYJISIPHO-TEHETUUECKOTO TOATBEPkKAeHUS Auarno3a [1, 4, 5, 10, 16, 31].
YpoBeHnsb yoeauteabHOCTH pekoMeHAanuil — C, ypoBeHb J0CTOBEPHOCTH /I0KA3aTeIbCTB- 5.

Kommenrapum: uvacmuivu namoeennvimu eapuanmamu aensromces: c.354-1G>T, ¢.1062+5G> 4,
c.1025C>T (Pro342Leu) c.1090G>C (Glu364Gln).

o PexoMeHnayercsi marmmeHTtam C  knuHWYeckuMu mposiieHusiMa - HT1  mpoBenenme  oOrmiero
(KTMHUYECKOT0) aHali3a KPOBU Pa3BEPHYTOTrO (T€MOTIIOOMH, KOJIMUECTBO SPUTPOIIUTOB, IIBETOBOU
MOKa3areib, KOJWYECTBO JICHKOIIMTOB, TPOMOOIIMTOB, JeHKonuTapHas ¢GopMyla M CKOPOCTh
OCellaHusl IPUTPOILMTOB), JUIsI OLEHKHA OCHOBHBIX IAPAaMETPOB KPOBETBOPCHUS W  HAIMUUS

BOCHAJIUTENIBHBIX MpoiieccoB [32].
YpoBeHb yoenuTeJabHOCTH pekoMeHaanui — C, ypoBeHb JOCTOBEPHOCTH /10Ka3aTeJIbCTB- S.

o PexomMeHnayercsi marmueHTaM ¢ KiIMHWYeckuMu TnposeieHusmMu HT1  mpoBeaeHue oOrmiero

(KJITMHAYECKOI0) aHaJli3a MOYH JUIsl OLIEHKHU COCTOSIHUSI MOUYEBBIBOASAIIUX MyTel u movek [33].
YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH /I0KA3aTeIbCTB- 5.

e Pexomenayercsl namueHTam ¢ kKinHu4eckumu nposisienusmu HT1 npoBenenne Onoxmumuyueckoro
aHanu3a KpoBH (TNIOKO3a, 001K OenoK, OelnKoBbIe Ppakiuu (MCCIeI0BaHe YPOBHS allbOyMHUHA B
KpOBH, OIPEACIICHUE anbOyMHH/TIIOOYJIMHOBOTO COOTHOIICHHWS B KPOBH), OOIIMM, CBS3aHHBIM M
CBOOOJHBIA OWIMPYOWH, XOJNECTEPUH, TPUIIMLEPHUIbI, JHUIONPOTEUIbl HHU3KOW U BBICOKOM
IUIOTHOCTH (MCCIIEJOBAHME YPOBHS JIMIIONPOTEMHOB B KPOBM), wLIeno4Has Qocdaraza, ramma-

rmrotamuntpadchepaza  (I'TT), kpearmHnwH, wMoueBWHA, anaHuHaMuHOTpaHchepaza (AJIT),



acrapraramuHoTpancdepaza (ACT), kanpiuii OOIMMK W HMOHU3WPOBAHHBIN, HATPUM, KaJIHH,
Heopranudeckuit gocdop, xene3o u GeppuTHH) s OINEHKH (PYHKIIMOHAJIBLHOTO COCTOSHUS

BHYTPEHHHUX OpPraHOB, HAJTUYMs MH()PEKIUOHHBIX OCIOKHEHUH W HYTPUTUBHOIO CTaTyca MalKdeHTa
[1,4,5,10, 31].

YpoBeHb yoenuTeJabHOCTH pekoMeHAanui — C, ypoBeHb JOCTOBEPHOCTH /10Ka3aTeJIbCTB- S.

KommenTapuu: B kposu ommeuaromces ymepeHHo nosblueHHbII YPo8eHb mpancamunas (6 2-3 u bonee
pas), 6vlcokuil yposenv camma-entomamurmpancgepazvr (I'TT) u wenounoii gocghamazvr (LD),
Komopule AGIAIMCS NPUHAKamMu 6Hympuneuenouno2o xonecmasa. Ilpu HT 1A ommeuaemcs
yMepenHblll Hympuneuenounsli xonecmas, npu HT 1B xonecma3s mooicem 6vimsv Ouccoyuupo8aHubim:
npu HOPMANbHOM YpoGHe Ounupyouna ommedaemcs 6vicokuu yposeHv 11T, a maxowce wenounou

Gocchamaswer (LL]D), yeenuuenue komopoii modxcem Oblmb NPOSGILEHUEM OCMPO20 PAXUMA.

IIpu Hanuyuu paxumonodobroco 3abonesanus akmusnocms L@ npesviuiaem nopmy 6 5 u bonee pas.
Buipaoicennocmv mybynonamuu onpeoensiemcsi 31eKmpOoaumusimM OUCOANAHCOM U NPOSGTIAEMCA HUSKUM
yposnem Kanovyus u gocgopa 6 cvisopomke kposu. Cunopom DankoHu modxcem ObimMb, KAK NOJIHbIM,
MaKk U HEnoIHbIM, ONMUMAIbHO OH ONpedensaemcs KalbYull/KpeamuHuHosvim u  gocgop/
KPeAmuHUHOBbIM KO3 puyuenmom 6 pazoeotll (8mopoi) nopyuu Mmodu, Komopvie mocym Ovinmb
JIONCHOOMPUYAMETbHBIMU NPU HUZKOM VPOBHE IMUX I1eKmpoaumos 6 kposu. llpuznaxu cunopoma
DanKoHU GKIIOYAIOM  2IIOKO3YPUIO, 2EHEPAUZ08AHHYI0 AMUHOAYUOYPUIO, NOYEUHbIU KAHAIbYEBbll
ayuoos,  gocgamypuro.  Bmopuunwviti  eunepnapamupeos  conpsidycen ¢ cUnOKalvyemuell,

eunogocgamemueti u coomsemcmayrOUUMU UM Karvyuti- u pocgpamypueti [1,4,7,9].

o Pexomenayercst mpoBeneHue koaryiaorpammel  (AYTB, MHO, mnporpomOuHOBOE Bpems,
IPOTPOMOUHOBBINA WHAEKC, (GUOPUHOTEH) MallMeHTaM C KIMHWUYeCcKUMHU mposBiaenusmu HT1 s

OIICHKH (PYHKIIMOHAJILHOTO COCTOSIHUS MEYEHU U CBEPTHIBAIOIICH CUCTEMBI KPOBU [4].
YpoBennb yoenureabHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB- 5

Kommentapmii: Koaeyrnoepamma neobxoouma ons eviasnenus eumamur K—3asucumoti koacynionamuu,
KOmopasi xapaxmepu3syemcsi 0epuyumom ecex neueHounvix gaxmopos ceepmouisanus (11, V, VII, X, 1X,
X1, XIl), yonunenuem npompomMOUHO8020 U AKMUBUPOBAHHO20 YACMUYUHO20 MPOMOONIACIUHOBOZO
spemenu (AYTB), cuudicenuem npompomoOuHoo2o uHoexca, @uopunocena, anmumpomodbuna I11.
Koazynonamusa uwawe ecmpeuaemcs npu ocmpou muposunemuu (HT 1A), npomexaem 3nuauumenvHo
msiceniee, yem npu Opyeux OONe3HAX NedeHu, Npu dMOM aKMUBHOCb MPAHCAMUHA3 U USMEHEHUs
COOepIAHCaHUsL OUNUPYOUHA MO2YM ObIMb BbIPAICEHbl YMEPEHHO U He COOMBEMCMBO8aAMb MAHCECU

cocmosanus pedenxa [1,4,7,9,10].

o Pexomenayercsi manuentam it auddepenuuansHoit nuarHoctukn HT1  ompenenenuwe B
CBIBOPOTKE KPOBH: TaJIaKTO3bl JIsl UCKJIFOUEHHUS TajlakTo3eMuu TuMl 1, anbga-l-aHTutpuncuHa s
UCKIIIOYEHUST JAepuuuTta anbda-l-aHTUTPUIICMHA; aMMHUaka B IUJIa3M€ KpPOBU MJIA HCKIIIOYEHUS

HapyILICHW [IUKJIa MOYEeBUHEI [32, 36].

YpoBeHb 10CTOBEPHOCTH PEKOMEHAANH S (YPOBEHb J0CTOBEPHOCTH A0Ka3aTeabcTB —C)



KommenTapuu: x 3abonesanusm, ¢ KOMOPubIMU HEOOXOOUMO NPOBOOUMb Ou@@eperyuanbHyo
OUACHOCMUKY OMHOCAMCA: 2alaKkmosemuss mun 1, Hapyuwenuss OKUCIEeHUSL HCUPHBIX KUCIOm
MUMOXOHOPUATIbHbIE — 2eNAMONamuy,  HApyulenus  Yukia  Mouyesuusl, 0OonesHb  Buabcoua,
OHKONO2UHeCKUe 3a001e6anus neyeHu u opyeue 3a001e8aHusl, CONPOBOANCOAOWUEC CUHOPOMOM

xonecmasa. Bbl60p UCCIe008AHUL — uHOueudyaﬂbHo 8 3a8UCUMOCMU OM KIUHUYECKOU cumyayuu.



2.4 UucTpyMeHTA/IbHbIC JUATHOCTHYCCKUE
UCCJIeA0BAHMSA

o Pexomenayercs npoBefeHNe yIbTpa3BykoBoro uccienoBanus (Y3UW) opranoB OprolIHON MOJOCTH
U 1o4yek (YIbTPa3ByKOBOE HCCJIEIOBAHHWE OpPraHOB OpIOMIHOM MONOCTH  (KOMILIEKCHOE),
YABTPA3ByKOBOE MCCIICJIOBAHUE MMOYEK) BCEM MAIUCHTAM C KIMHUYEeCKUMU npu3Hakamu HT1 ms

BBISIBJIEHUS T€IaTo-, CIUIEHO- U HeppoMeranuu, acuuta [1,2].
YpoBeHb 10CTOBEPHOCTH PeKOMeHIAUN S5 (YPOBEHb I0CTOBEPHOCTH JI0Ka3aTeibecTB —C)

KommenTapuu: Busyanuzayus napeHxumvl neyeHu HAYUHAEMCS OObIYHO C  VIbMPA38YKOE020
uccne0osanus, — AGIAeMcs  NepeblM — MemoOOM — ONUCAHUS, — JHCeNamenbHo ¢ OONNAEePOSCKUM
uccie0osanuem, a npu 603MONCHOCMU U dnacmomempuu. Y écex nayuenmog npu nooospenuu na HTI
0omicHO Obimb vinonHeno mak e Y3U nouex. Koumponouwvie Y3U neuenu u nouex 0ondicHvl
npogooumcs xadxcovie 6 mec., npu cmabunvHo crudxcarowuxca nokazamensix APIl. Eciu 6 neuenu
obOHapydcugaromces: 3ol (Kak eunep- mak U UN0IXo2eHHvle), cledyem Hpo8ecmu OalbHeluyIo
suzyanuzayuro, npeonoumumenvro ¢ nomowvio MPT. Oouaxo ne cywecmeyem eOunHo20 uoeanrbHo2o
memooa. B Hexomopou cmenenu 6vlO0p memooda OyOem 3a8ucemv OMm UMEIOUWUXCS Pecypcos U

cpeocma.

IIpu nanuyuu poxanvHo2o unu MynrbmugorarbHo2o nopadxcenus napeuxumsl npu HT1 yowce asnsemcs
ocHosanuem O0Jisl peueHus 60npoca 0 NpPoedeHuu mpancnianmayuu nevenu. Hem neoboxooumocmu 6
9KCMPEHHOU onepayuu npu OUG@Y3HbIX USMEHEHUAX NnedeHu, yupposze Oe3 Y3108, maxK Kak JieyeHue

HUMU3UHOHOM npueodum K pecpeccy yupposa u oaem 803MONCHOCTb omcpodums mpaHCnianmayuro.

Ecnu napeuxuma umeem oOugpgysnyio eunepsxoeeHHoOCmv, HEOOHOPOOHOCHb, HO 0e3 00beMHbIX
BKAOYEHUL U NpU HOpMatbHom ypoehe ADII, noxkazano ounamuveckoe uccied08anue CONACHO NIAHY

MOHUMOPUPOBAHUS ¢ nepuoouyrocmoio 6 mec. [1,10-13]

IIpu nosisneHuu  2uNOIXO2EHHBLIX  OKPY2IblX  00pazosanuil (V3108 peceHepayuu) UIU — UHBIX
NOO03PUMENbHBIX HA A0EHOMY, KAPYUHOMY, UTU 2EMAHSUOMY 00PA308aAHULL NOSBIUEHHOU NIOMHOCMU, d
maxk Jice OONOTHUMENIbHOE BU3YATUSUPYIOWee UCCLed08anue, KpamHocms ucciedosanus ADII
so3pacmaem - paz 6 3 mec. Bcecoa cnedyem umemv OuUCKuU UIU CHUMKU NPEObIOYUUX UCCIE008AHULL
051 CPABHUMENbHOU OYEHKU AKMYAIbHO20 UCCIed08aHus. Y 6cex nayuenmos OO0ANCHO Obimb
VILMPA38YKOB0e UCCLe008aHUe He MOIbKO NeueHu, Ho u novek. Ecau yzwl npucymemesyom 6 neuenu,
credyem nposecmu  OdlbHeUwylo  uU3ydaIu3ayulo, npeonoumumenvHo ¢ nomowppio MPT ¢

6HYMPUBEHHbIM KOHMPpACMUpOoSaHUueM.

o Pexomenayercsi yinbTpa3ByKoBas Jomniuieporpadus COCylOB I€YEHH, CEJIE3E€HKH, IOYeK
(JdynnexkcHoe cCkKaHMpOBaHUE COCYAOB NeueHH, [lyniaeKkcHoe CKaHUPOBAaHUE COCY/IOB CEJIE3EHKH,
JlymiiekcHoe CKaHMpOBaHUE apTEepHi MOYeK) MalueHTaM ¢ KiinHndYeckuMu npusHakamu HT1 unu ¢
yCTaHOBIEHHBIM auarHo3oM HTI1 1o mokasaHusM ¢ LEJNbI0 OLEHKH CKOPOCTH KPOBOTOKA M

COCTOSIHHSI COCY/IOB II€UYE€HU, BBISBICHUS MPU3HAKOB MOPTajibHOU runeprensuu [4,10,12, 31].

YpoBeHBb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5 (YpoBeHb yoenuTeabHocTH pekoMenaamuii C).



KommenTapuu: ysemogoil Oonniep modxcem UCNOIb308ambCs Ol OYEHKU COCYO008 NedeHu U
nopmanvrou eunepmensuu. OOHAKO He ce Y3enKu Mocym Oblmb 0OHApYJiceHbl, U 3pdhexmusnocms
memooa 3agucum om onelma cneyuaiucma. Mynemu-oemexmoproe KT-ckanuposanue seénsemcs
oviIcmpbiM U 0becneuusaem MHOLONJIOCKOCMHYIO BU3YAIUZAYUIO C XOPOULUM NPOCMPAHCINGEEHHBIM
paspeuwienuem anomanui 6 newenu. Konmpacm moorcem yayuwums oemanusayuro ¢ 66 % oo 82%,
Nn0360JI515 BbIAGNIAMb 310KaYecmeenHHvle uzmenenus [14,17,18]. Tem ne menee, ananuz pucka u noib3vl
A6slemcs  0053amenvHbIM, Ymodvl uzdedxcamv 00IyueHUus y Oemell, yace NOOBEPIHCEHHBIX PUCK)
3710KAYEeCMBEHH020 00pA308aHUs, NOIMOMY OH mpebyem No8mMoOpHoU oyenku. HMHozoa mpebyemcs

ce@auuﬂ, umo mak sice oeparuvueaenm uccineoosatiue.

e PexoMeHg0BaHO BceM ManueHTaMm ¢ KiInHuYeckumu npusHakamu HT1 npoBenenue anactomeTpun

nedeHu (dracrorpaduu MEYSHN) C TIENBIO OIIEHKHU cTerneHu ¢puodposa [1, 4, 5, 6].
YpoBeHb 10CTOBEPHOCTH I0KA3aTEJbCTB — S (YpoBeHb yoenuTeabHocTH pekoMenaanuii C).

KomMmenTapuu: Onacmomempus - ONMUMAIbHGII — HEUHBASUBHDLIN  YIbMPA38YKOBOL — Memoo
KOIUYeCMBEeHHOU OYeHKU NIOMHOCMU MKAHU NnedeHu (8 Kauecmee albmMepHamussbl - KOMNbIOmepHas
momoecpagus opeaHo8 OPWHOU NOAOCMU UW/ULU MACHUMHO-PE30HAHCHAS MOMO2paduu opearos

OprowHol nonocmu,).

e PexoMeHgoBaHO mnanueHTam ¢ KIMHUYeCKMMU mnpu3Hakamu HT1 1o mokasaHusMm npoBeneHue
KOMITHIOTEPHON TOMOTpaduu OpraHoB OPIONIHOW MOJIOCTH W/WIW KOMITBIOTEpHAs TOMorpadus
OpPTraHoOB OPIOILIHOW MOJOCTH C BHYTPUBEHHBIM OOJIIOCHBIM KOHTPACTUPOBAHUEM W/WIIM MarHUTHO-
pe30HaHCHasi ToMOrpadusi opraHoB OPIOLIHOM MOJOCTH W/WIIM MarHUTHO-PE30HAHCHAs TOMorpadus
OpraHoB OPIOIIHOM MOJOCTH C BHYTPUBEHHBIM KOHTPACTUPOBAHUEM W/WUIM MarHUTHO-pe30HAHCHAS
XOJIaHTHONIaHKpeaTorpadusi ¢ 1eNIbl0 BBIABICHUS OO0BEMHBIX 00pa30BaHUN U OLIEHKH COCTOSTHHS

MPOTOKOBOM cuctemsl [1,4, 5, 6, 11, 31].
YpoBeHb 10CTOBEPHOCTH 10KA3ATEJbCTB — 4 (YPOBeHb YOoeauTeabHoCcTH pekomenaanuii C).

Kommentapuu: /lanuvie memoowvl 6usyanuzayuu HeoOXoOoumvl OJisi  UCKIIOUEHUs npoyecca
MAnUSHU3AYUU, HAnpUMep, npu NOOO3PEHUU HA POPMUPOBAHUE 2eNaAMOYELTIONAPHOU KAPYUHOMbL, PUCK
Komopoii ouens eenuk npu nokazamenax ADII, npesvluarowux HOpmy 6 COmHU U 0adxce MmvlCAYU pPas.
Buvibop 3a KT unu MPT ¢ konmpacmuvim ycunenuem. llopadsicennvie cenamoyumosl KOHMpPAcm He
Hakanauearom. JlemcKuii 6o3pacm He s6Aemcs NPAMbIM NPOMUBONOKA3AHUEM K UCCIe008aAHUIO, HO
ocpanuuueaem e2o0 NnpuMeHeHue. Bpemennvie pamku: apmepuanvnas ¢asa 10-20  cex,
KOHmpacmupoganue 6opomuou eenvl Ha 60-80 cex u neuvenounvie 6envl Ha 3-5 mun. Ilocne
BHYMPUBEHHO20 — 66€0€HUs  KOHMPACMHO20 npenapama  OUHAMUYecKue nociedo8amenbHoCmu
obecneuugarom ananu3 eackyrapusayuu y3nos. /Jughgysno-e3eeuwiennasn eu3yanusayus Moxicem nomoub

omauyums ouggepenyuposanHvle 2enamoyennonapHble KapyuHoMbl Om 000POKAYECHEEHHbIX V3ENKO8

e PexoMeHgoBaHO mnanueHTam ¢ KIMHUYeCKMMU mnpu3Hakamu HT1 mo mokasaHusM mnpoBeneHHE
PaJMOU30TOITHOTO HMCCIIEIOBAaHUsl TIeYeHH (TemaToCHuHTUrpadust craruyeckas W JUHAMHAYecKas,
renaToOMIMCIUHTUIPaQUsi) U MoYeK (CUMHTUrpadus MOYeK U MOYEBBIICIUTEIHHONW CHUCTEMBI) C

I[ETTBI0 OLICHKU (PYHKITMOHATBLHOTO COCTOSIHUS opraHoB [ 1,4, 6,11].



YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJbCTB — 4 (YpoBeHb yoenuTeabHocTH pekoMenaamuii C).

KommenTapun: Memoo couemaem He mONbKO GU3VANU3AYUIO, HO AGNAEMCA U (DYHKYUOHATLHBIM
uccneoosanuem. Hapywenue enympuxiemounoco mpancnopma, SKcKpeyuu paouogapmnpenapama
(P®@II) c scenuvio, nymu 6vige0eHUus e20 U3 opeaHusmd, 8 mom 4ducie, nepepacnpeoeneHus neyeHv/
ceneseHka npu cmamuueckou 2enamocyunmuzpaguu, sunepgurkcayus PDII 6 cenezenke 6onee 15%
AGNAIOMCSA NPUSHAKOM NOPMATbHOU SUNEPMEH3UU. YUacmKu CHUNICEHHO20 HAKONTIeHUS — 91O JHCUPOBASL
U COCOUHUMENbHASL MKAHb, KUCMblL, A0eHOMA (000pOKAYeCmeeHHdAsl ONYXoib), V3Ibl peceHepayuul ¢

NOHUMNCEHHOU 8ACKYIAPU3AYUCU.
Penocyunmuepagus nozeonsiem ougpepenyuposarno oyenums GyHKyu0 npasoi u 1esoi noyex.

e He pexomenayercsi npoBeieHHE OWUOINCUU TEYEHH Yy JETEH C LUPPO30OM M BBICOKOBEPOATHOMN
renaroneuTosIpHon kapimaomon pu HT 1, uToOs! n30ekaTh prcka TeMaTOreHHOW TUCCEMUHAITNHT
3JI0KAYECTBEHHBIX KIIETOK [24].

YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — S (YpoBeHb yoenuTeabHocTH pekomMenaauuii C).

Kommenrapuu: /Juacnoz HT1 mopgonocuuecku ne eepughuyupyemcs, m.x. usmMeHeHusi he munuyHvl —
ocupoeas  oucmpogus, nporugepayus  HCenuHvlXx NPOMOKO8, MHO200EpHble  2enamoyumsl,

paspacmanue COCOUHUMENbHOU MKAHU U 06pa306aHue JIOJHCHBIX OOJIEK.

e PexoMeHzoBaHo nalyeHTam C KJIMHUYECKUMU MpU3HAKaMHU HTI1 MIPOBEJICHUE
PEHTIEHOJICHCUTOMETPUHN € LEIBI0 MCCIIEI0BAHNUSI MUHEPAJIbHON TUIOTHOCTH KOCTHOW TKaHH. [4, 6,
9,11, 31].

YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJbCTB — 4 (YpoBeHb yoenuTeabHocTH pekomMenaauui C).

KommenTapuu: Mccrieoosanue nposooumcs y nayuenmos ¢ npuzHaxamu myoyionamuu. usmeHenuem
1a60pamopHuLx nokazamernet, paxumonooooHbiMU KOCHHbIM oepopmayusmu.

PeHmzeHOOechmOMempuio HA3Hauyarom, KaxK npasuiuo, oemsim cmapute 5 nem.

o PexomenpoBaHa peHTreHorpadus KHCTEH marueHTaM ¢ KIMHWYeCcKuMHU TpusHakamu HT1 s
JMUarHOCTUKU (B T.4., B JIMHAMUYECKOM HAOJIOICHUHM) KOCTHBIX W3MEHEHHUM, BBI3BAHHBIX
runodocdaremueii [32].

YpoBeHBb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5 (YpoBeHb yoenuTeabHocTH pekoMenaanuii C).

KommenTapuu: B m.u., ona oyeumku rxocmuoco eospacma. Penmeenoepaguueckoe onpedeneHue

KOCmMHO20 603pacma HA3Havarom oemsam cmapute 2 nem.

o PexoMengoBana mnanueHtam ¢ KiuMHMYeckuMu npusHakamu HT1 nmo mnokazanmsm  OKIT,

aXoKapauorpadus ¢ mMeIbio oreHKH MOP()OPYHKITMOHATLHOTO COCTOSTHUS cepamna [4].

YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJbCTB — 4 (YpoBeHb yoenuTeabHocTH pekomenaauuii C).



KommenTapuu: Janusie memoost noseonaom oyeHums Mop@ogdyHKYuoHaibHoe cocmosHue cepoya u

makoice HeoOX00UMblL NPU NPOBEOEHUU UCCTIE008AHULL 8 YCILOBUAX CeOAYUU.



2.5 Uuple TMArHOCTHYECKHE MCCJIeIOBAHNSA

° PEKOMeHIIyIOTCﬂ IIpru IMOCTAHOBKC JHArHo3a IalUCeHTaM C KIMHUYCCKHUMH IIPHU3HAKAMU HT1
IMPHUMCHATD MYHBTH,HHCHI/IHJII/IHaprIfl nmoaxoa B BHUAY TOIO, 4TO 3a00JICBaHUS XAPaKTCPHU3YHOTCA
NOpaXXCHUECM MHOI'MX OpraHoB MW CHUCTCM, Tpe6yeT KOMILICKCHOM TCpalny, 4YTO JHUKTYCT

HE0OXOIMMOCTh COBMECTHOTO BEICHHUSI MAIIMEHTA CTICIIMAIMCTaMU Pa3HbIX podueii [ 1, 4].
YpoBennb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)

KomMeHnTapuu: noxazanvl nepsuuHvle U NOBMOPHblE KOHCYIbMAYUU BpAYA-2eHeMUKd, 6payad-
ogpmanvmonoea, 6paua-He8pono2a, 6paia-ouemono2d, 6paia-2acmpodIHmeponoed, 6paia-o0encKo2o
xXupypea, 8paia-xupypeda co cneyuanuzayuei no mpaHcniaHmonocuu, 8pava-3H00OKpUHONL02d, 8payd-
Kapouonoea, 6pava-oemcko20 Kapouoiozd, epaia-mpasmamorno2a-opmoneoa, 6pada-He@ponoaa,

epaua-neouampa, epada-mepanesma, a makdyice epayeli opy2ux cneyuanvrocmeu nayuenmam ¢ HT1

[1,4].

2.6. IndepennunaibHas JUATHOCTHKA

e PexomeHaoBaHO IMPOBCACHUC ,ZII/I(i)(i)CpeHHI/IaJIBHOﬁ JAUATrHOCTUKHU TUPO3UHCMHHN C 3a00JIeBaHUSIMHU

CO CXOIHOM CUMIOTOMATHKOM C LEJIbI0 YCTAHOBJIEHUS Auartosa [32, 36].
YpoBeHBb 10CTOBEPHOCTH PEKOMEHIANNH S (YPOBEHb J0CTOBEPHOCTH J0Ka3aTeabcTB —C)

Kommentapuu: Ocmpyio HT 1 cinedyem oughgepenyuposams ¢ Opyeumu HACIEOCMBEHHLIMU
HapyweHusmMu oOMeHa eeujecms, OCOOEHHO NpU HAIUYUU  CORYMCMBYIOUE20 Cenmuiecko2o
COCMOSIHUSL, PE3UCMEHMHO20 K Mepanuu aHmuOuoOmuKamu wupoko2o cnekmpa oeticmeusi. Bupyc-
accoyuuposannvle 3a001e8anus (cepnec-epynnwvl. yumomezaiosupyc, dnumetina-bapp eupyc, cepnec

1, 2u 6 munos), TORCH ungexyuu ne ucxknrouarom nanuuus HT1 muna [1,4,11].

Huacnocmuueckuti NOUCK npu  2enamome2aniuu U - cenamume  HeobX00UMO  NPOBOOUMb  C
eanakmosemuetl, Qpykmozemuell, HenepeHoCUMocmvlo Gpykmosvl, oOonesnvio Humanua-Iluxa,
bonesnvio Bunvcona, HeOHaAMalbHbIM 2eMOXPOMAMO30M, eemoghazoyumapHovim
auMpocucmuoyumo3om, MUMOXOHOPUATbHOU — yumonamueltl, 8POIHCOCHHBIMU bonesusamu
2NUKOZUNUPOBAHUL, — Oepuyumom  Mpancaib0o1asvl,  aAyemamuHogheHosol  (napayemamonom)
unmoxcuxayuetl, UHQeKyusmu (Cencucom, CarbMOHeLLE30M, myOepKyIe30M, 2epnec-6UupyCcHoll, 8 mom
yucie, Yyumome2aio8upycroll ungexyueil, supycuvimu cenamumamu A u B), ompasnenuem epubamu,
NEeKAPCMBEHHbIMU  CPeOCMEamu HA PACmMUmenvHol ocHoge. | enepanu308antas amMuHOAYUOeMUs]

yacmolil NPU3HAK NEYEeHOUYHOU HedOCMamoyHocmu, HapyuieHus @yukyuu accumunayuu [1,4,6,7].

llopaosicenue nouex npu HT 1 crnedyem ougghepenyuposamv ¢ yucmunosom, cuHopomom Lowe
(okynoyepebpopeHanvHas Oucmpo@us), noYeuHblM KAHAILYEBbIM ayud0o3om, cuHOpomom DaHKoHU.
Ipu paxumono0ooOHbIX UBMEHEHUAX CKelemda PeKOMeHO0B8AHO UCKIoYamb 2unogocgamasuro (HU3Kui
yposens uenounol ocghamasvl u ghocghopa 6 cvieopomke), oedhuyum sumamuna D (Hympumuero2o u

2eHemuyecku 00ycnoeiennozo), cunopom Panxonu [1,4,9].



Heeponozcuueckue xpusvl pexkomenoosano ougpgepenyuposams om npossieHull omexka mozed U
KPOBOUBIUAHUL, OAKMEPUAlIbHO20 MEHUHSUMA, SUNEePHAMPULEMUYECKO20 00e360X4CUBAHUS, OCMPOU

nepemedicaroujetics nopgupuu [1,4,9].

IIpu uzonuposannoil eunepmupo3unemMuu peKOMeHO08AHO UCKTIOUAMb HAPYUleHUe 8 NULeBOM PAYUOHE
(nogvluiennoe ynompeoienue nuwego2o benKa), Ymo conposoHcOaemcs COCMosIHueM MpaH3umopHo2o
MUpo3uHo3a, @OYHKYUOHAIbHOU Hedocmamounocmoto epmenma FAH. Taxowce pexomenoosano
ucxarouams muposuremuu 11 u II1 munos, opyeue 6onesHu neyeHu ¢ HapyuieHuem CUHMemu4eckou u

Ooemoxkcuxayuounou ynkyuu. [1,2,8].

Ilocunopomnuiii ougepenyuanvrulii ouazrnos ompasicer 8 npunoxceruu A3.2.



3. Jleuenue, BKJIKYAST METUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 TePalluH, JTUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHUA K IPMMEHEHUIO METO/I0B JIeYeHHU S

3.1 KoncepBaruBHOe JieueHH e

OcHosoU 1evenus: A6/19emcs npumeHnerue namoeeHemu4ecKoll mepanuu 6 covemdaHuu c HU3KODENKOBOU
ouemou u Ha3HaYeHuem cneyuanusupoeariblx npodykmoe Ha OCHoOBe cmecell dAMUHOKUcjiom, He

cooeparcanyux mupo3ur U PeHUNLALaAHUH.

o Jlis neuenus HT I Bcem mamueHTaM peKOMEHIOBAHA TMOKU3HEHHAS MMATOTCHETUYECKas Teparus
npenaparomMm HUTU3UHOH ** (NTBC, 2-(2-autpo-4-TpudmroopomeTrsioeH3zomn)- 1,3-

HUKJI0oTeKcaneauoH) [2,8,9,10, 31].
YpoBeHb 10CTOBEPHOCTH I0KA3ATEJIbCTB — S (YPOBeHb YOoenuTeJbHocTH pekomenaanuii C).

KomMmentapuu: /[na Oonvwel  a¢pexmusnocmu  nedenuss — HUMU3UHOH™*  yenecoobpaszno
UCNONb306aMb  HA  CMAOUU, NPeOUecCmseyloujell  paseumuro  2enamoyelioNsaApHol  KapyuHOMbl.
Mexanuszm deticmeusi npenapama 3axKa0uaemcs 8 mom, Ymo oH O1oKupyem 4-2udpoxcugenurnupyeam
OUOKCU2EHA3Y U Npenamcmeyem o00pa308aHUl0 KOHEUHbIX MOKCUYECKUX Memadoiumos, ypoeeHb
MUPO3UHA 8 CLIBOPOMKE KPOBU NPU IMOM NOBLIULAEHICS, YMO ABIAENCL CMPO2UM NOKA3AHUEM OJis
ocpaHuyeHus 6 oueme HAMYPAIbHO20 NUWEB020 OelKda, a emecme ¢ HUM U Qenunanranuna (Kaxk
npeouecmeeHHUKa muposuna) u muposuna. /legpuyum 6Oenxa KOMNEHCUpPYemcs nymem HA3HAYEeHUs.

cneuuaﬂus’upoeaHHoii ouemul ¢ ocpanudeHuem smux amurHoOKucjiom.

llo3a Humuszunona™* noobupaemcs uHOUBUOYATLHO 8 3ABUCUMOCMU OM IPHeKMusHoCmU, KOMopas
OYeHUBAeMCsl N0 YPOBHIO CYKYUHUNAYEMOHA 8 MOYe U KPOBU, U YPOBHIO MUPO3UHA 8 CbLBOPOMKE KPOSLL.
Ocmpas popma muposunemuu (HT 14) mpebyem nasnauenus numusunona™* 6 doze 2 me/xe, no mepe

pocma u ygeaudeHus Maccol meina pebenka 003a cHudxcaemcs 0o 1 me/xe [40].

Iloooeporcusarowaa mepaneemuueckas 0oza npu HT [A cocmaensem 1 me/ke/cymxu, npu HT 1B
Hauanvhas 0osa 1-1,5 me/ke/cymku, eciu yposenv muposuna menee 600-800 mxMonv/n, cymounas
0o3a Odaemcsi 8 00uH-08a npuema eHympsv. Ilepuoo nonysvieeoenus cocmasisiem 54 waca, umo
no360i5em peKoOMeHO08ams 0OHOKPAMHUbBIU npuem cymouHou 0o3vl. Koppexyus 003vl Humusunona **
NPOBOOUMCSL 8 3A8UCUMOCHIU OM OUOXUMUYECKUX NOKa3ameinell U HapacmaHus Maccvl meia pebeHKa.
Oxono 10% nayuenmog Ha mepanuio HUMUSUHOHOM™*™ ne omeeuarom, umo onpeodensemcs
pe3yIomamamu OUOXUMULECKO20 MOHUMOPUH2A (CYKYUHULAYEMOHA 8 Moye, YHKYUOHANbHbIE NPOObl
neuenu, anvpa-gpemonpomeun  (ADI). Taxkue nayuenmvl  AGIAIOMCA  NOMEHYUATLHLIMU

npemeHaeHmaMM HA mpaHcnianmayuro ne4yeru.

IIpu evicokom yposne ounupyouna (>100 mrmonv/n) u ocmpoi neweHouHolu HeOOCMAamo4HOCMU 8

couemanuu ¢ eunepammonuemueti (> 100 mxMonw/n) He uckirouaemcs HeobX00UMOCHb 8 IKCMPEHHOU



mpancnjiarmayuu ne4erHu.

CHudicenue yposHs CYKYUHULAYEMOHA Ha ()OHe mepanuu HUmu3uHoHom ™ * npoucxooum 6 meuenue 24
Yacos, KOHYeHMpayus AMUHOKUCIOM (MUPO3UHA U QeHUNANaHUHA) NOBLIUAEMCIL 8 3a8UCUMOCTIU  OM
KoIuuecmsa nuweso2o Hamypaiviozo oeika. ADII chusxicaemcs mMeOleHHO U 3a8UCUM OM HAYATbHBIX

KOHL;@HWIPCZL;MIZ, He 6ce20a docmuzaem HOpMbL.

Heobxooumo yeenuuenue 0031 HUMu3sUHOHa™* 0o 2 me/ke/cymku npu omcymcmeuu noaiodcumenbHou
OUHAMUKU noKazamenell Koa2ynocpammbl U YPOSHs CYKYUHUIAYEMOHA 8 MoYe 8 meuenue 2 Hedelb,
COXPAaHAUEMCSI  B8bICOKOM YpoeHe mupo3una 6 kposu (bonee 800 mxMonw/n). Jleuenue
HUMUBUHOHOM ™ QonicHo Obimb  HenpepviéHbiM. B Xx00e mepanuu npenapamom KoHYeHmMpayus
MUPO3UHA YBETIUHUBAECTNCS, NePepPblebl 8 Mepanuul 2po3sm paszsumuem Mupo3UHeMU4ecKux Kpuszos
(nopgupurnonodobnvix HesponocUYecKUXx Kpu3os, manucHuzayueti). Pexomenoyemas ronyenmpayus
NTBC 6 nnaszme 30-50 mxMonw. Jlemu c ooicupenuem mpebyiom noooepicanus 4yms MeHbulel
KoHyenmpayuu npenapama na 1 ke eeca, 6 cpednem 35 me/m’/Oenv. Ippexmusrocmv nevenus
3a8UCUM OM CPOKOB8 YCMAHOBIEeHUs. OUACHO3A U C80e8peMeHH020 Hauana neyenus. Y 90% nayuenmos
Ha ¢hoHe npuema HUMUBUHOHA™™ neueHOUHAss HEOOCMAMOYHOCMb CMAHOBUMCSA KOHMPOIUPYEMOL,
BHeneueHouHble NPosGIleHUs, KaK npasuio, Kynupyiomes. Muposoii onvim npumenerus HUmMus3suHoHa **
(NTBC) y 0oemeii, Hauasuwiux nieyenue 8 ospacme 00 2 MeCAYes HCU3HU, NOKA3A, Ym0 PUCK DA3BUMUSL

V HUX 2enamoyeinionapHol Kapyunomol cHudicaemcs ¢ 40 0o 5% [1,4,9, 40].

o PeKOMeHZIOBaHO HasHAa4YCHUC AUCTOTCpAIlMM C OTPAaHHYCHUCM THPO3WMHA U (beHI/IJ'IaJ'IaHI/IHa BCEM

narenTaM ¢ HT1 mokxu3HeHHO ¢ 1ebI0 CHIKEHUST 00pa30BaHusl TOKCUYHBIX MeTabonmuToB [1,8].
YpoBeHb 10CTOBEPHOCTH JI0Ka3aTeJbLCTB — 4 (YpoBeHb yoeauTeJbHocTH pexoMenaanuii C).

KommenTapuu: /lompebrnocmo 6 Opyeux He3amMeHUMbIX AMUHOKUCIOMAX 80CHONIHACMCS HA3ZHAYEHUeM
CNeYUaIU3UPOBAHHLIX cMecell Oe3 MUupo3uHa U (eHUIalaHuna, 4mo no360Jsem NO8bICUMb KEOM)
nompeonenusi 6eika u 000UMbC HOPMANIbHO20 POCMA U pa3sumusi pebeHKda, a Mmaxdce CHUUMb
KOHYEHMPAYUio mupo3uHa 6 CblBOPOMKe, YMEHbUUMb YACHOMY U GbIPANCEHHOCb B03MONCHLIX

noOOYHBIX 2hhexmos.

Pacuem neuebnoeo numanus (npu Hanuuuy mepanuu HUMU3UHOHOM) OJisi Oemell nep8o2o 200a HCUHU
npou3Bo0sim UCX00s U3 nompeonocmu 6 benke, 61U3KoU K ¢usuonocuveckou (2,2 — 2,3 2/ke maccwi
mena 6 cymku), oanHvle npugedensvt 8 maonuye 2, npunroxcenue A3.3 He menee 50%-60% cymounoii
nompebHocmu 6 0Oenke Y0081emeopsaemcs 3d cuem Cneyuaiu3supo8anHol cmecu AMUHOKUCIOM
(maobnuya 1, npunoscenue A3.3), ocmanvnas wacms (40-50%) xomnencupyemcs 6e1Kom CYeHceHHo20
MAmepuHcKo20 MOJIOKA Ul OeMCKOU MOJIOYHOU CMeCU ¢ HU3KUM codepoicanuem oenka (1,2-1,3 e benxa
Ha 100 mn 6occmaHo6ieHHOU cMecu), a nocie 4-x mecsayes maxdice HU3KOOEeIKo8bIMU NPOOYKMAaAMU
npukopma (068owHvie u QpyKmoswvie niope, 6e3mMoNouHble Kaulu ¢ cooepicanuem oenka e oonee 0,5 2
Ha 100 mn 2omosoill Kawiu, cneyuaru3uposanHvle HUK0OeIKosbie NPoOYKmbl HA OCHOBE KPAXMAO08,
Hanpumep, cazo u op.). Ilpu nasnauenuu ouemsl ¢ HUSKUM COOEPIHCAHUEM MUPO3UHA U PeHUIANaAHUHA
OPUEHMUPYIOMCSL HA MUHUMATbHbIE NOMPEOHOCMU 8 DMUX AMUHOKUCIomax (mabnuya 3, npunodceHue
A3.3). Jlepuyum xanoputinocmu JneuyedHO20 pAYUOHA KOMNEHCUPYEMCs ¢ NOMOWbI0 000a81eHUs.

HCUPOB (PACMUMENbHO20 MACA, HO He bonee 3,5-4 2 obuje2o dcupa Ha Ke Maccvl mend 6 Cymku) u



VeenuueHUus. KOmvl Y2ies0008 3a cuem 000as1eHUsl 8blULEeYKA3AHHBIX HUZKOOEIKOBLIX NPOOYKMOS, a
makoice 5% eniokosvl. AHANO2UUHBIM 00PA30M CMPOUMCS NedeOHblll PaYUoH V NAYUeHmOo8 cmapuie
2004, obwull 6eNoK paccHumvléaemcs UcxXo0s u3 6e3onacHvlx nompeoHocmeltl 8 benxe (ne bonee 1,5-

1,8 2/ke maccol mena 6 cymku,).

IIpu Heso3MOdICHOCIIU HEMeONLeHHO20 HAZHAYeHUs. MePanuy HUMU3UHOHOM ** npunyunsl opeanusayuu
ouemomepanuu OCMalOmcs me dice, Ho 02panuyeHus 6 benxe bonee sxcecmkue. Pacuem npouszsooumcs,
UCX005L U3 MUHUMATILHBIX NOMpeOHOCmell 8 belke HA Ke MACCbl meid 8 CYmMKU (Ha nepeom 200y HCU3HU
—1,5 me/ke maccet mena, y Odemeii cmapwe 2o0a om 1,5 oo 1,2 2/ke maccet mena). [na
CcOANAHCUPOBAHHOCIMU ~ CYMOYHO20  PAYUOHA  UCHONL3VIOM  HU3KOOENKO8ble  HAMYpalbHble U
Cneyuanu3uposantvie NPoOyKmvl Ha4 OCHOBE KPAXMAN08, A MAKJ’Ce pAcmumenbHvle MAcid, 8 IMUX
NPOOYVKMAX JHCENAMENbHO YUUMBIEAMb COOePIHCAHUE NAMOSEHEMUYeCKU 3HAYUMBIX AMUHOKUCTOMN.
Heobxooumo noosicusnennoe npumenerue ouemsl ¢ HUSKUM COOEepHCAHUeM PeHUNLALIAHUHA U MUPO3UHA,
8 ocmpom nepuode Koauvecmeo odujeco Oenka cuudcaemcsa oo 1,2-1,5 2/ke maccet mena 00
HOPMAnU3aAyuU CoOepI*Canuusi CYKYUHUIAYemoHa 6 moye u/uiu kposu. llpumep pacuema numanus u
CYmMouHblll HAOOp NpooyKkmos npeocmasienvt ¢ maodauyax 3-4.0OCHo8Hble NPUHYUNBL OPAHU3AYUU
1eyebH020 NUMAHUs, NpUMepbl pacyemos U UHDOPMAYUOHHbIE MAmepualvl npeocmasieHvl 8
IIpunoswcenuu A3.3

e IIpu neyenun nanuentoB HT1 He pexoMeHAOBaHO MPUMEHSATH OEJIKOBBIE MpeEnaparbl C IENbIO

MpeA0TBpaIeHHs] 00pa30BaHUs TOKCUIHBIX MeTabouToB [1, 2, 3, 4, 10].
YpoBeHb 10CTOBEPHOCTH 10KA3ATEJILCTB — 4 (YPOBeHb yoeauTeabHOcTH pexoMenaanuii C).

KommenTapuu: [Ipouzeoonvie Kposu NpumMeHsomcs: UCKIIOUUMETbHO NO HCUSHEHHbIM NOKA3AHUSM
npu npoGeodeHuU IKCMPAKOPHROPATbHLIX MEemO0008 OeMmOKCUKAYUU, 3AMEHHOM NeperusaHuu Nidambl,
UCKTIIOHAIOMCSL NPenapamol Ha OCHO8E AMUHOKUCLIOM (8 MOM Yucie 2enamonpomekmopbl Ha OCHO8E
adememuonuna, opuumuna u 0p.). CbleOpOmMKU MO2YM UCHOAb308AMbCSA 6 CAyYde KpauHel
HeobXo0UuMOCmu U NOCe HA3HAYEHUs HUMU3UHOHA * ¥,

e He pexoMeHI0BaHO TPUMEHSTH MapaneTaMon™™, aMOKCULMJUTMH+[KIaBYyJlIaHOBasg KuciaoTa]|**,
auasernaMm™®*, BanblpoeBas KUCIOTa** M JIpyrue MeJUKaMEHTO3HbIE IpenapaTbl ¢ BBIPAKEHHOM

T'CIIATOTOKCUYHOCTBKO IJIA Hpe,Z[OTBpaHICHI/IH YXy,HHIeHI/I}I (bYHKHI/IOHaHBHOFO COCTOAHHUA IICUCHU
[1,2,3,4,10].

YpoBeHb 10CTOBEPHOCTH 10KA3ATEJbCTB — 4 (YPOBeHb YOeauTeJbHoCTH pekomenaanuii C).

Kommentapuu: Ilapayemamon™®* sxckpemupyemcs uepe3 cucmemy yumoxpoma P450. Huazenam™*,
npenapamvl 8aibNPOesoll KUCIOMbl U Opyue npenapamol ¢ NeYeHOYHbIM Nymem Memabdonuzma Mo2ym

8b136aMb NEPE0O3UPOBKY U YXyouleHue QyHKYUOHANIbHO20 COCMOSHUS NeYeHl.

e PexomeHngoBaHo manueHtam c KiuHudeckumu npusHakamu HT1 u  nopdupus-nogoOHbIM
HEBPOJIOTUYECKUM KpuU30oM (OONIH/IU3EeCTe3Un, TUIMEPTOHYC B KOHEYHOCTSIX, PBOTA/CUMIITOMBI,

HAaITOMHUHAOOINEC KUIICYHYIO HCTIPOXOAUMOCTD, ITAPOKCHU3MBbI /U CJ'Ia6OCTI>) MMPOBCACHUC CpO‘IHOﬁ



WHTCHCUBHOM TEpanmvd, B T.4., CPOYHOE BBEJACHHC HUTHU3MHOHA™* TIIepopallbHO WU Yepe3

Ha3oracTpajibHblii 30H1 [31, 42].

s nerckoii momyasimuM  — YpoBeHb yOoeauTeJbHOCTH pekoMeHaauuidi C  (ypoBeHb

JAOCTOBEPHOCTH A0KA3aTEJbCTB - 5)

s B3pocjiod momyJasuuu — YpoBeHb YyOeaurTenbHocTH pexkomenaauuii C (ypoBeHb
AOCTOBEPHOCTH J0Ka3aTeabcTB — 4)KoMMeHTapuu: kpusvl 00ycnosnenvl npekpaujeHuem mepanuu

HUMU3UHOHOM ** unu y HeneueHHbIX nayueHmos (cm. pasoen 1.6).

Ilayuenmor mpebyrom muwamenvHo2o HAOIOOEHUs, KpoMe 00513amenbHO20 88e0eHUs] HUMUSUHOHA **
npoBOOUMCSL  GHYMPUBCHHASI — KOPPEKYusi  DIEKMPOIUMHBIX — HAPYWEHUU  (2unoHampuemuu),
apmepuaivHoll  eunepmensuu, 001U, PeCnuUpamopHas NOO0EPHCKA SNIOMb 00 UCKYCCMBEHHOU

6EHMUJIAYUU T1€CKUX

Boszmooicno enympugennoe ésedenue pacmeopa 10% oexcmposvl **/nampus xnopuoa™* 0,9% 6 oo3zax,
6 1,5-2 paza npegvluiarowux HOPMANLHYIO NOOOEPHCUBAIOUYIO HOPMY 0N OAHHO20 603pAcCmda 6
Kauecmee  HAYANbHOU  mepanuu,  OObIYHO &  CoUemaHuu ¢  ObLICMPOOEUCMBYIOUWUMU
aHmMucUNepmeH3UeHbIMU cpedcmeamu U mepanuet Oisi Kynuposauus oonu. HMnozoa ons neuenus

peyuousupyroweti 2unoHampuemuu mpebyomcs eHympugenHvle bontocsl 2% Hampus X10puod.

IIpu pezynsaprnoti mepanuu HumuzuHoHom™* Kpuswl ne pazeusaromcs. Heeponocuueckue kpusvl kax y
MAaoenyes, maxk u y Oemell cmapuie2o 603pacma HAOMOOAIUCh NOCLe KPAMKOBPEMEHHO20
npexpawienus npuema HumusuHona** (>1 mecaya) b6e3 opyaux aeuvix npuznakos savonesanus HT-1
(usmenenuss ADII, pynkyuonanvhvie mecmoi nevenu, exatouasn [1B/a94TB, ¢pocghamol, ayuoos). ). Imo
ewe pas noouepKusaem GaANCHOCMb NOCMOSIHHO20 COOM00eHUsT mpebosanuii. u a1abopamopHo2o

monumopunza yposueu NTBC 6 nnazme [31].

Takoce mooicem NPUMEHAMbCS, AHALOSUYHO OCMPoU nopdupuu, 6 mom uucie, #Heemun 3 me/ke 8

meuenue 3 oueti [43].

Obvlunyro ouemy ¢ oepaHudenuem GeHulIalIanuna U mupo3uHa NAyueHm OO0JICeH Hayams noay4ams 8

meueHue 24 - 0o 48 uacoe om nauana nevenus kpusa [42].

3.2 Xupypruueckoe Je4eHue

e [Ipy mporpeIMEeHTHOM TEYEHWM NATOJOTHMYECKOro Imporecca B ImedeHu nanueHtam ¢ HT1
PEeKOMEHI0BaHA TPAHCIUIAHTAIMS MEYEHH C LIeJIbI0 PaJUKaIbHOrO JeueHus 3abonesanus [4, 7, 8,
31].

YpoBeHb TOCTOBEPHOCTH 10KA3aTEJIbLCTB — 5 (YpoBeHb y0enuTeabHOCTH pexkomenaanuii C).

KOMMeHTapI/II/I: B cocmosnuu OCWIPOI:Z NeYeHoOYHOU HeOOCMAmoOYHOCMU mpaHcnjiarmayuio nedeHu

npoeoo0sim npu YClouu, eciu npohuib Koayiayuu He yayyuiaemcs depe3 I nedenio neuenus. B



COCMOSHUU XPOHUYECKOU NEeYEHOUHOU HeOOCMAmMOYHOCMU NOKA3AHUeM OJisl MPAHCHAAHMAYUU NeYeHU
AGNAEMCS  2eNaAMOYentoNAPHAs  KAPYUHOMA, A UMEHHO Peyuous MNoGblUleHUs. YPOSHs alb(pa-
Gemonpomeuna u/unu OeKOMNEHCAyus Yupposa NeueHu, Nnpu KOMOpoM BeOYUUMU SABTAIOMCS
pasiuunvle memoowl eusyanuzayuu (MPT, KT), noserenue y3106 ouamempom oOonee 10 mm u
Konuuecmeennoe ux yeenudenue. buoncuu yzioe credyem uzbecamv 6 63U € PUCKOM

memacmasupoearusl. Pewenue o mpaHcnjiarmayuu neveHu NPpUHUMaenicsl KORCUIUymom 6p61'¢€12.

Ipancnianmayus newenu  saeasemcs  dpGekmusHvim - Memooom — JieueHus:  HACAe0CMEeHHOU
MUPOUHEMUU — NPU  HEBO3MONCHOCMU — KOHCEPEAMUGHOU  mepanuu U  npu  PopMuposanuu

3710KauecmeeHHblx 0opasosanuii 6 neuenu [13,17,19].
Tokasanuamu k mpancnianmayuu nevenu npu HT1 sensaromes:
1./[uaenocmuposannas I'l[K.

2.1lossnenue ouazosvix oopaszosanuil npu MPT unu KT u peyuous ysenuuenusi ALII na ¢oone neuenus

HUMU3UHROHROM NPpU XPOHUHECKOM mMeUYeHUU HTI.

3.0mcymcemeue s¢gppexma om mepanuu NTBC npu ocmpou mupozuHemuu, 3axkiouyaroujeecs: 8

COXpClHﬂfOW@IZCﬂ cunoxkoaczymuAiyuu Ha quHe mepanuu eumamurom K.

4.[lexomnencupoganHvlll.  Yuppo3,  OCLONCHEHHBIU — ACYUMOM,  UNOKOA2YIAYuel, 3a8UCUMOCTD
nayuenma om uM@Y3ull areOYMuHa, NPUSHAKU dHYedaronamuu, 2unepammonHuemus, Ko20a Hem

epemeHu Ha nosenenue 3¢ppexma om NTBC.

B omauyue om nayuenmos ¢ I'lIK 6e3 conymcmayoweco memabonuueckoeo 3aboneeanus, npu HT1 6
couemanuu ¢ I'lIK 6onbhbie 00124CHbL OblMb nepemeujeHbl 8 NPUOPUMEMHBIL TUCT OHCUOAHUS HA

mpancnjiarmayuio, BLINCUOAMENIbHO-HAOIIOOAMENbHAS MAKMUKA He donycmemC}z.

Kpome moeo, neobxo0umo noouepknymo, umo oadce mexuuuecku pesexkmabenrvras onyxons ('K,
aoeHoma, 2emanuoma, xonaneuokapyunoma) y nayuenma ¢ HT1 mpedbyem mpancnianmayuu neuenu,

IKCMpPEHHOCMb KOWZOpOl:l onpedeﬂ}zemc’}z 3N0KA4YeCmMeEeHHOCMbIO H06006pa30661H1/l}1.

Bvuicusaemocmes  nayuenmog nocie  MpPAHCHAAHMAYUU — HE  3A6UCUM  OM  NPOUCXONCOEHUs.
MPAHCNIIAHMAma, OpeaH MHCUB020 POOCMBEHHO20 OOHOPA, MAK U MPYRHbIL OpeaH NpPaKmuiecku
PA8HO3HA4UHbL NO 3-X 1emuell gvlcusaemocmu u cocmaeniem 75,5% u 78,9% (no dannwvim ananuza c
2002 no 2012 200 2 103 ocusvix u 46 674 mpynuwvix mpancnaanmayuti) [15,16]. Ilocneonue 200wl
nomyyaem pacnpocmpanenue Chaum — MPAHCHIAHMAYUs, NO3GONANUAL UCNOIb308AMb OOUH

OOHOPCKULL Op2aH 01 08YX PEYUNUEHNOB.

o PexoMeHI0BaHO Ha3HAUECHUWE HUTU3MHOHA™* mepes IIaHUPyeMOW TpaHCIUIaHTAaUUEH NMEYEeHU Mpu
renaroueonsipuoi  kapuunome (I'LIK), BoisaBnenHoit Ha mno3auux cragusx HT 1 c menbro

noBbITIIeHUS d(pPekTnBHOCTH Tepanuu [4, 7, 8, 31].

YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJbCTB — 4 (YpoBeHb yoenuTeabHocTH pekomMenaauuii C).



e [Ipm mOOBIX XUPYPrHUECKHUX BMEIIATEIbCTBAX Yy MalMeHTOB, He momydaBmmx NTBC,
pEKOMEHyeTcsl M30eraTb HCIONb30BaHUS INpeMeIuKaluuu OapOuTypataMyd TOCKOJIbKY 3TH

npenaparsl MOTYT CIIPOBOLIUPOBATH MOPPUPUSI-TIOA00HBIE Kpu3bl [26, 27].

YpoBeHBb 10CTOBEPHOCTH 10Ka3aTeJbCTB — 4 (YpoBeHb yoenuTeabHocTH pekoMenaanuii C).

3.3 Uuoe J1euenue

He npumensercs



4. MeaquMHCKASA peadUIUTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE TOKA3AHUA U
INPOTUBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEAMIUHCKON peaduIuTanuu, B TOM YU CJIe
OCHOBAHHBIX HA UCIOJIb30BAHUM NPUPOIHBIX
Je4eOHbIX (PAKTOPOB

e PexoMeHg0BaHbI peabWIMTALIMOHHBIE MEPONPUATHS, HAMpPABICHHbIE HA YyiydlleHHuE (QYHKIUU
MEYCHHU, COCTOSIHUS HEPBHOW CHCTEMBI, KOPPEKIIMIO CKEJIETHBIX nedopMmanuii mnarueHTam ¢

ycranoBieHHbIM nuarso3oM HT1 commacno apyrum KP [31].

YpoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — S (YpoBeHb yoenuTeabHocTH pekoMenaanuii C).



S. IIpoduiaakTuKa ¥ AUCHAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE MOKA3AHUSA U MPOTUBONOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKHA

S.1.1Ipodunakruka

o Cembsm, umeronum pebdenka ¢ HT1 pexomenayercsi KOHCyNbTallusi Bpaya-T€HETHKA, C LIEJIBIO

ONpPEAEICHUS T€HETUYECKUX PUCKOB JIJISI CEMbU U MPOTrHO3a moToMcTBa [31].
YpoBeHBb 10CTOBEPHOCTH [I0KA3aTeJbCTB — 5 (YpoBeHb yoenuTeabHocTH pekoMenaanuii C).

Kommentapuu: Kax u npu opyeux aymocomHo-peyeccugnuvlx 3abonesanusix npu HT1 ona xasicooii
bepemennocmu puck pooicoenusi pebenwka cocmasaiem 25%. B cembsx, 20e ecmb peOeHOK ¢
muposunemuetl, Cyuecmsyen 603MONCHOCMb NPOBEOCHUs. NPEHAMANbHOU U NPeUMNIAHMAYUOHHOU
ouaenocmuxu. Ilpenamanvnas ouaenocmuxa HTI1 6o3modicna memooamu npsamou uiu KOCEEHHOLU
HIHK-ouacnocmuxu obpaszyos JHK, evioenennou uz ouonmama eopcun xopuora Ha 9-11 nedene

bepemeHHoCmU U/Unu Kiemox amHuomudeckotl scuokocmu na 20-22 nedene bepemenrnocmu

e PexoMeHI0BaHO TMpoBeleHUE MPOPMIAKTUUECKON BaKIMHAIIMK O€3 OrpaHHuYEHUN MalUeHTaM,
MOJTyYaIOIINM HUTHU3UHOH** C 11e/1bI0 ()OpMUPOBAHUS UMMYHHOM 3aIIUTHI OpraHu3Ma OT UH(EKIUH

[32].
YpoBeHb 10CTOBEPHOCTH I0KA3ATEJILCTB — S (YPOBEeHb Y0enuTeJbHoCcTH pekomenaanuii C).

KOMMEHTapI/II/I: 6AKUUHAYUIO ueﬂecoo6pa3H0 I/lpOG‘OOZ/lWIb C yuacmuem cneyuaiucmoes, umeruux

onslm pa60mbz C nayuenmamu ¢ Memabonuyeckumu 60Jl€3H}lM1/l, UIU NOO UX KOHMPOJ1eM.

5.2. IucnancepHoe HAOIKOAeHHE

e PexomeHao0BaHO Ha6J'IIOI[eHI/Ie nanuenToB ¢ HT1 npu JICUCHUN HUTHU3MHOHOM** cormacHo IJIaHy

MOHUTOpHUHTA (Tpriiokenue A3.4) [32].
YpoBeHb 10CTOBEPHOCTH [10KA3aTeJbCTB — 5 (YpoBeHb y0enuTeabHocTH pekoMenaanuii C).

KommenTapwmii: nian monumopunea umeem yenvio kaxk npedomspaujerue ocioxcuenuti HT1, max u

KOHMPOJIb NOOOUHBIX 3¢hchexmos u paunioro ouaznocmuxy ociodichenuti HT'1, I'I[K 6 nepgyio ouepeos.

o Pexomenayercsi BcemM nauueHram ¢ HT1 onpeneneHne aMUHOKHCIOT W CyKIMHWJIALIETOHA B
OMOJOTUYECKUX SKUIKOCTSIX METOAOM TaHAEMHOW MAacC-CIIEKTPOMETPUH C IEJbI0 KOHTPOJIS

W3MEHEHH, BRI3BAaHHBIX TyOynonarueii [1,4,10, 31].

YpoBeHb yoenuTeJbHOCTH pekoMeHAanuii — C, ypoBeHb JOCTOBEPHOCTH 10Ka3aTeJIbCTB- S.



KOMMeHTapI/lI/IZ uccieoosanue KOHYyenmpauusid dMUHOKUCIoOm 6 Kpoe6Uu. 6 Haddle nmepanuu, 3amem
uacmoma 6 nepebvle 6 MGC}ZL;GG—] pas 6 meciy, nocjile nepesvlx 6 mecAayes u Ooanee 1 pas e 3 meciaya,
ucciedosatie CYKYUuHUIayemoHa 6 mode. 6 Hauaie mepanuu, saniem vacmoma 6 nepevle 6M€Cﬂl4€6-]

pas 6 mecay, nocie nepgvlx 6 mecayes u oanee 1 pasz 6 6 mecayes.

e PexomengoBano BceM nanuentaM ¢ HT1 onpenenenue koHUEHTpalusi HAITU3UHOHA®™* B KpPOBU C
LEBI0 PETYISLUU CYyTOYHOW JT03bI Mpernapara Juisl NOAAepKaHus aIeKBaTHOTO €r0 YPOBHS B IIa3Me
U OIEHKH YJAOBIETBOPUTECIHLHOCTH WHTHOMPOBAHUS TPOKCHMAIBLHOTO KaTaOOJUYECKOTOo IYTH

TUpo3uHa [32].
YpoBeHnb yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH /I0KA3aTeNbCTB- 5.

KommeHnTapuu: onmumanvHuim ypoeHem CO2NACHO MeENCOYHAPOOHBIM DEKOMEHOAYUsIM, CUUmaemcs

yposerb om 40 0o 60 mxM.

Hpoeodumc;z 6 Hauane mepanuu, samem dacmoma 6 nepevle 6M€C}ZL;€6—] pas 6 meciy, nocie nepeoblx

6 mecayes u danee I paz 6 6 mecayes

o PexomengoBano Bcem naruentam ¢ HT1 onpenenenue ansda-deronporenna (ADII) B ceiBopoTke
(uu 1Ia3Me) KpOBH, KOTOPBIM SBISETCS OAHUM M3 Ouoxumuueckux mapkepoB HT1 ¢ wmenbro

paHHEN JUAarHOCTUKM TenaToLeIUTIOISIpHOM KapimHomel [ 1, 4, 10, 31].
YpoBeHb yoenureabHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB- 5.

KOMMCHTapI/II/IZ MNPOBOJAUTCA B HAYAJIC TCPAIIMU, 3aTCM Yacmoma 6 nepevle 6 M€C}Zl¢€6-] pas 6 meciy,

nocie nepguvix 6 mecsayes u oanee 1 pas 6 6 mecsyes.

o Pexomenayercss mnpoBereHue koaryiaorpammel  (AYTB, MHO, mnporpoMOGuHOBOE Bpems,
¢ubpunorer) mamuentam ¢ HT1 nana omeHkn (QyHKIIMOHANBHOTO COCTOSIHHSI TICUCHU U

CBEpThIBarolel cuctembl KpoBu [4,31,40].
YpoBeHb 10CTOBEPHOCTH PeKOMeHAAlNHU 5 (YPOBeHb 10CTOBEPHOCTH A0Ka3aTebcTB —C)

KommenTapmii: nposooumcs npu navane mepanuu, 1 pas 6 mecay (nepsvie 6 mecayes), oanee

yacmoma Ha ¢hone onumenvHou mepanuu I p 6 200.

o Pexomenayercss mnamuentam c¢ HT1 mnpoBeneHue o0mero (KJIMHUYECKOrO) aHajau3a KpOBU
pa3BepHYTOro (reMorioOMH, KOJWYECTBO JSPUTPOLIUTOB, IIBETOBOM IOKa3aTellb, KOJIMYECTBO
JICUKOLIUTOB, TPOMOOIIMTOB, JelKouuTapHas (Gopmyna U CKOPOCTh OCEAAHHS IPUTPOILUTOB), IS

OLICHKH OCHOBHBIX MTapaMETPOB KPOBETBOPEHUS U HAJTMYUS BOCIAIMTENBHBIX MTpo1ieccoB [32].
YpoBeHb yoenuTeJabHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH /10Ka3aTeJIbCTB- S.

KommenTapuu: npogsooumcs npu unauane mepanuu, 1 pas 6 mecay (nepsvie 6 mecayes), oanee

yacmoma Ha ¢hone onumenvHolu mepanuu He pedce 1 p ¢ 200.



o Pexomenayercss manuentam ¢ HT1 mpoBemenme oOmiero (KJIMHMYECKOTO) aHajdW3a MOYH IS

OIICHKHU COCTOSTHUSI MOUEBBIBOJISAIINX MyTel U Tovek [32].
YpoBeHb YoeauTeIbHOCTH pekoMeHaanuii — C, ypoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB- 5.

KommenTapuu: nposooumcs npu nauane mepanuu, I paz 6 mecay (nepsvie 6 mecayes), oanee

yacmoma Ha ¢hoHe OnumenbHoU mepanuu 00bIYHoO, 8 cpedHem, 1 p 6 200.

e Pexomenayercsa mnamuentam ¢ HT1 mpoBenenue OMOXMMHUYECKOTO aHalu3a KpPOBH (IVIIOKO3a,
oOuuit 6enok, OenkoBble (Ppakiuu (MCClIEJOBaHHE YPOBHS aibOyMHHa B KpPOBH, OIpEAENICHUE
anbOyMHUH/TIIOOYTMHOBOTO COOTHOIICHUS B KPOBH), OOIIMIA, CBA3aHHBIM U CBOOOIAHBIN OMIHpyOuH
XOJIECTEPUH, TPUIIUIEPUIbI, JUMONPOTEUbl HU3KOM W BBICOKOW IUIOTHOCTH (HCCIelIOBaHHE
YPOBHSI JIMIIONIPOTENHOB B KPOBM), IenouyHas Qocdarasa, ramma-nmoramuirpancdepaza (I'T'T),
KpeaTUHUH, MOuYeBHHa, anaHuHamuHoTpaHchepaza (AJIT), acmapraramunorpancdepaza (ACT),
KaJIbIIUH OOIMMH W WOHW3UPOBAHHBIM, HATPHH, KalHWi, HEOpraHWYecKwil (ocdop, Kemne3o u
beppuTHH) U1 OLEHKH (YHKIIMOHAIBHOTO COCTOSIHMSIT BHYTPEHHHX OpPraHOB, HaJTUYHS

MH(EKIIMOHHBIX OCIIOKHEHUN U HyTPUTHUBHOIO cTaryca nanuenta [1,4,5,10, 31].
YpoBeHnnb yoenureabHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB- 5.

KommenTapuu: nposooumcs npu nauane mepanuu, 1 pas 6 3 mecaya (nepsvie 6 mecayes), oanee

yacmoma Ha ¢hone onumenvHol mepanuu He pedice 1 p 6 200.

e Pexomenayercs npoBefeHNe ylIbTpa3BykoBoro uccienoBanus (Y3H1) opranoB OproliHON MOJOCTH
u Tmoyek (YIbTPa3ByKOBOE HCCJIEIOBAaHHWE OpPraHOB OpIOMIHOM MONOCTH  (KOMILIEKCHOE),
yABTPA3BYKOBOE HCCIEAOBaHNUE TT0YeK) BceM marueHTam ¢ HT 1175 BeISIBICHUS Temaro-, CIUICHO- U

He(dpomeranuu, acuura [1, 2].
YpoBeHb yoeauTeIbHOCTH pekoMeHaauuii — C, ypoBeHb I0CTOBEPHOCTH 10KA3aTeJIbCTB- S.

Kommenrapuu: V nayuenmos c¢ HI-1, coxpansaiomcs 6vlcokue pucku  310KAYECmEeHHbIX
HOB000pA306anUli, 8 MOM Yucie Ha (hone mepanuu U Omyacmu nocie MpancniaHmayuyu nevenu. dmu
PUCKU MO2ym OblMb CYULeCm8eHHO CHUMCeHbl 00 yposHsa Hudice 1%, eciu neuenue NTBC nauamo 6
paHHem oOemcmee U npoooadxcaemcsi 6e3 nepepwviga. llodcusHennoe HabnOOeHue 3a IMUMU
neueHouHviMu ocnodxicnenuamu npu HI-1 aensemcs obazamenvuuim. IIposooumcs ¢ wacmomoii He

pedce 1 p 6 200.

o Pexomenayercst ynbTpa3ByKoBas Jomniuieporpadus COCYIOB IE€YEHH, CEJIE3€HKH, IOYEK BCEM
nanuentaM ¢ HT1 mo mokazaHusiM ¢ 11€7bI0 OIIEHKU CKOPOCTH KPOBOTOKA M COCTOSTHUSI COCYIOB

TI€YEHHU, BBISIBIICHUS NMPU3HAKOB NOpTaibHOU runeprensuu (4, 10, 12, 31].
YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — S (YpoBeHb yoenuTeabHocTH pekomMenaanuii C).

KommenTapuu: [[/gemoesoii oonniep modcem ucnonv3o8amvcs OJisl OYeHKU COCy008 nedeHu U
nopmanvHou eunepmenzuu. OOHAKO He 6ce Y3eNKU MO2ym Oblmb 0OHApydHceHbvl, U IPHeKmueHocms

Memooa 3aeucum om onvima cneyuanucma. Myﬂbmu-demekmopﬂoe KT-CKCZHMPO@CIHM@ A6JIAEenicA



ovicmpbiM U 0becneuusaem MHOLONJIOCKOCMHYIO BU3YAIUZAYUIO C XOPOULUM NPOCMPAHCINGEHHBIM
paspewienuem anomanui 6 newenu. Konmpacm moorcem yayuwums oemanusayuro ¢ 66 % oo 82%,
Nno0360JI515 BbIAGNIAMb 310KaYecmeeHHvle usmenenus [14,17,18]. Tem ne menee, ananuz pucka u nojib3vl
a6slemcs  0053amenvHbIM, Ymodvl uzdedxcamv 00IyueHUs Y Oemell, Yice NOOBEPIHCEHHBIX PUCK)
30KAYECMBEHHO20 00pPA308aAHUs, NOIMOMY OH mpebdyem NOBMOPHOU oyenku. HMnoeoa mpebdyemcs

cedauuﬂ, umo mak sJice oeparnuvueaem uccneoosatiue.

o PexomengoBano Bcem mnanuentam ¢ HT1 mpoBenenue smacromerpun (dmactorpaduu) NMEUCHU C

LEJIBIO0 OLIEHKU COCTOSIHUA TKaHU NeueHu U 3¢ dekTuBHOCTH Tepanui [1,4,5,6].
YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5 (YpoBeHb y0equTeaibHOCTH pexomenaanuii C).

KommenTapuu: Quopoasnacmoepagus - onmumanvHulil HEUHBASUGHBIU VIbMPA38YKOBOU Memoo
KOTUYECMEEHHOU OYEeHKU NJIOMHOCMU MKAHU NedeHu, No360Jsaem onpeoeiums 3@oexmusHocms
mepanuu. Yacmoma- exce200Ho (8 Kauecmeae aibmepHamugbl - KOMNbIOMEPHAs MOMO2paghus opeanos
OpIOWHOL noNOCMU  W/UNU MACHUMHO-PE30HAHCHAS momMozpaghus opeanos OpPIoWHOU HOLOCMU C

MACHUMHO-PE30HAHCHOU Xonanauonankpeamozpaguen (MPXIIT))

o PexomengoBano Bcem manuentam ¢ HT1 wmcmonp3oBaHue KOMIBIOTEpHOH TOMOrpaduu OpraHOB
OpIOIIHOM MOJOCTH W/WIM MarHUTHO-PE30HAHCHOM TOMOTrpauu OpraHoB OpPIOIIHOM IMOJOCTH C
MarHUTHO-pe30HaHCHOM XojaHruomnankpearorpadueit (MPXIITY) ¢ menbio BbIsiBICHUS 00BEMHBIX

00pa3oBaHUI U OIICHKH COCTOSTHUS MPOTOKOBOM cuctemsl [1, 4, 5, 6, 11, 31].
YpoBeHb 10CTOBEPHOCTH I0KA3aTEJbCTB — S (YpoBeHb yoenuTeabHocTH pekomMenaanuii C).

KommenTapuu: Jlanuvie memoovl euzyanusayuu HeoOX0O0umMsbl Ol  UCKIIOYEeHUs npoyecca
MAnuSHU3AYUY, Hanpumep, npu N0OO3PEeHUU Ha OPMUPOBAHUE 2eNamMOYeLTIONAPHOU KAPYUHOMbL, PUCK
Komopoti ouensb eenuk npu nokazamenax ADII, npesvluarowux HOpmy 6 COmHU U 0adxce MulCAYU pas.
Buvioop 3a KT unu MPT ¢ xoumpacmuvim ycuienuem, npenapamom evioopa ons MPT saensemcs
2adokcemosas Kucioma (mopeogoe Hazeauue - npumosucm). Ilopasicennvie cenamoyumosl KOHMpAacm
He Hakanaugarom. [lemckuii 603pacm He A61emcs NPAMbIM NPOMUBONOKA3AHUEM K UCCTe008AHUI0, HO
ocpaHuuueaem e20 NpUMeHeHUe. Bpemennvie pamxu: apmepuanvnas ¢gaza 10-20 cek,
KOHmpacmupoganue 6opomuou eenvl Ha 60-80 cex u nevenounvie 6envl Ha 3-5 mun. Ilocne
BHYMPUBEHHO20 — 68€0€HUsl  2A00KCEMOBOl  KUCIOMbl  OUHAMUYecKue  Nnociedo8amenbHOCmu
obecneuugarom ananus eackyrapusayuu y3nos. /Jughgysno-ezeewiennasn eu3yanusayus Mod#cem nomoub
omauuums  OughghepeHyuposarnHvle 2enamoyeintosisapHble  KAPYUHOMbl OMm  000pPOKAYeCmEeHHbIX

yzenkos. I[lokazanel npu nauaie mepanuu u oaiee ¢ yacmomoti 1 pas 6 2oo.

e PexomMeHI0BaHO BcEM TNalMEHTaM C KJIMHWUYeCKMMH npuszHakamu HT1  mpoBenenue
PaJMOU30TOITHOTO HMCCIIEIOBAaHUs TeYeHH (TemaToCHuHTUrpadust craruyeckas W JUHAMHAYEecKas,
renaroOuaucuuHTUrpadus) u novek (peHocuuHturpadus) ¢ LETbl0 OLEHKH (DYHKIIMOHAIHHOTO

cocrosinus opraHos [1,4, 6,11].

YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJbLCTB — 4 (YpoBeHb yoenuTeabHocTH pekoMenaanuii C).



KommenTapuu: Memoo couemaem He monbKo GU3VaIU3ayuro, HO A61emcs U QYHKYUOHATbHLIM
uccneoosanuem. Hapywenue eHympuxiemounoeco mpaumcnopma, 5KCKpeyuu paouogapmnpenapama
(PDII) ¢ scenuvro, nymu 6vl8e0eHUss €20 U3 OPSAHUBMA, 8 MOM HUcC/e, nepepacnpeoeieHus nedeHv/
cellezenka npu cmamudeckol cenamocyunmuepaguu, eunepguxcayusi POII 6 cenezenxe bonee 15%
AGNAIOMCS NPUSHAKOM NOPMALHOU SUNEPMEH3UU. YUaCmKU CHUNCEHHO20 HAKONJIEHUS — 91O HCUPOBASL
U COeOUHUMENbHAS MKAHb, KUCMbl, A0eHOMA (000pOoKauecmeeHHas ONYXoib), V3Ibl peceHepayuu C

NOHUICEHHOU 8ACKYIAPUIAYUELI.

Penocyunmuepaghus noseonsem oughgepenyuposano oyenumsv GYyHKYuio npaeor u J1eol MNOYeK.

Yacmoma onpeoensemcs UHOUBUOVATBHO.

e PexomengoBano namuentam ¢ HT'1 MNPpOBCACHUC PCHTTCHOACHCUTOMCTPHUHU C LICJIBIO UCCICAOBAHHA

MHHEpPaJIbHOW MIIOTHOCTU KOCTHOM TKauu [4, 6, 9, 11, 31].
YpoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — S (YpoBeHb yoenuTeabHocTH pekoMenaanuii C).

Kommenrtapuu: Hccriedosanue npoeooumcs y nayuenmos ¢ npuzHaxamu myoyionamuu. usmeHeHuem
1abopamopHulX  nokazameneu, paxumonoooOHbiMU — KOCMHbIM — Oegpopmayusimu.  Haznauarom
OeHcumomempuio — Kak npasuio, oemsm cmapuie 5 nem. I[lposooumces npu nauane mepanuu u oajee

yacmoma no nNOKA3aHuAmM, 6 cpe()HeM, 1 pas e 200.

o PexoMeHnoBaHa peHTreHorpaduss KHUCTEH MaIlMeHTaM C KIMHWYeCKMMHU mnpu3Hakamu HT1 B
JTWHAMUYECKOM  HAOMIONEHUMHM C  1EJIbI0  OIEHKHM KOCTHBIX  HM3MEHEHHH, BBI3BAHHBIX

runodocdaremueii [32].
YpoBeHBb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5 (YpoBeHb yoenuTeabHocTH pekoMenaamuii C).

KomMenTapuu: B T.4., mqis OIEHKM KOCTHOrO Bo3pacta. PeHTreHorpaduueckoe ornpeaeicHue

KOCTHOT'O BO3pacCTa Ha3Ha4YarOT ACTAM CTApIIC 2 JIeT.

o PexomeHngoBaHa BceM malueHTaM ¢ kiuHudeckumu npuszHakamu HT1 pentrenorpadust kocteit
ckenera (PentreHorpadgus mopaXxeHHOW dYacTH KOCTHOTO cKkenera) w/wnmm IlpunenbHas
peHTreHorpadusi OpraHoB TPYJHOW KJIETKH, C LENbI0 TUArHOCTHKU OPTOMEINYECKON MaTONOTUH,

BbI3BaHHOM runodocdaremueii [4].
YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5 (YpoBeHb y0equTeabHOCTH pexomenaanuii C).

KommenrTapuu: [lokazaner npu niaunupyemoiu  opmoneouyeckou  Koppekyuu. Ilpuyenvhas
penmeenozpadus op2ano 2pyoOHOU KIemKU NoKa3aHa 6 Ccayuyae HnpogeoeHusi NOOHAPKO3ZHLIX
UCc1e006anull, nNpu HAIUYUU  KIUHUYECKUX NPOSBIEHUL  ObIXAMENbHOU  He0OCmAamoyHOCHU,

Kap()uwwuonamuu.

o PexomengoBana Bcem manumeHtaMm ¢ HTI mo mokasanusiMm  snekTpokapauorpadus,

AXOKapauorpadus ¢ Ueibio OleHKH MOp(hHOoPYHKIIMOHAIBHOTO COCTOSIHUS cepaia [4].

YpoBeHb 10CTOBEPHOCTH 10KA3ATEJILCTB — 4 (YPOBEeHb Y0eauTeJbHocTH pekomenaanuii C).



Kommenrtapuu: /[annvie memooul nossonsaom oyeHums Mopho@yHKyuonaibHoe cocmosanue cepoya u
makoice HeoOXo0uMbl Npu NpogedeHulu NOOHAPKO3HLIX ucciedosanul. Yacmoma onpeoensemcs

UHOUBUOYATILHO.

e PexoMeHI0BaHO IPOBOAUTH KOHTPOJIb Tepanuu BceM mnamueHtam ¢ HT1 B TedeHue mnepBoit
HEENN JIEYEHHUS] C LEJIbI0 OLEHKH KIMHUKO-TA0OpaTOpHOW JWHAMHUKU W KOPPEKIUH 03Bl

Hutu3nHOHA™ * [1,4,9,10].
YpoBeHb 1OCTOBEPHOCTH 10KA3ATEJILCTB — 4 (YpOBeHb yoeauTeabHOCcTH pexoMenaanuii C).

KommenTapuu: Koumponio noonexcam cnedyiowue noxazamenu xposu: KII[C, ¢yukyuonanrvhvie
npoovt neuenu (ounupyoun, AJT, ACT, ITTII - ecammacniomamuimpancnenmuoasda, ujelo4Has.
Gocpamaza, anvbymun), xoazynoepamma (IITH, AYTB, ¢ubpunocen), mouesuHna, 31eKmMpoIumol,
KpeamunuH, Kanvyui, Gocgop, KiemouHvlli cocmas Kposu, amuHoKuciomuwii cnekmp, ADII
CYKYUHULAYEemOH, —Nno  8o3ModicHocmu,  konyeumpayusi NTBC, npu ocmpoi  neueHouHouU
He0oCMamouyHOCMu — OONOIHUMENbHO OnpedelieHue AMMOHUS, 2NIIOKO3bl, A MAaKice NOKA3AMen MOy
2NI0K03A, AMUHOKUCIIOmMDbL, hochop- U Kanbyuil/Kpeamununossvle Kodghduyuenmol, arbOyMuH, OEoK,
bema-2-MuKkpo2100yiuH.

B oanvueiiwem nocne Hopmaausayuu noxazameneti unmepeai Meofcdy UCCTIEO00BAHUAMU COCMABASIEN

HE MeHee 6M€Cﬂl4€6.

e PexomengoBan mo mokaszaHusMm mnanueHtam ¢ HT1 konTpons ypoBHs ¢onatoB (MccnemoBanue
ypoBHsI (OJIMEBOM KUCIOTHI B CHIBOPOTKE KpoBH), BuTamuHa B12 (Omnpenenenue ypoBHs BUTaAMUHA
B12 (umanokoGanmamuH) B KpoBH), cbiBOpoTouHOro >kene3a (MccnemoBanue ypoBHS Kenesa
CBIBOPOTKH KpoBH) U pepputuHa (MccnenoBanue ypoBHs ¢heppuTHHA B KPOBH), BUTaMHHOB A, E, D
(UccnenoBanue ypoBHs 1,25-OH Butamuna /| B KpoBH), MUKPOIJIEMEHTOB CEJICHA, IIUHKA, MEJIH C

LEJBI0 OLIEHKW HYTPUTUBHOIO CTAaTyCca U MPOBEAECHUS KOppeKTupyromei tepanud [1,4,8].
YpoBeHBb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4 (YpoBeHb yoenuTeabHocTH pekoMenaamuii C).

KommenTapuu: @onamol kposu KoHmMponupyom npu HApyuleHusx ceepmoléaroujeli QyHKyuu Kposu u

¢ yenvio ougppeperyuaibHo20 OUacHO3a Koa2yionamuil.

o Pexomenayercs nanuentam ¢ HT1 npuem (ocmoTp, KOHCynbTalus) Bpada-odranibmonora (0CMOTp
C TIOMOIIBIO IIENIEBOM JIAaMIIbI) C IETbI0 CBOEBPEMEHHOW MIMATHOCTUKM W JICYCHMS TJIa3HOM
narosioruu [1,4,10].

YpoBeHb JOCTOBEPHOCTH 10KA3aTeJIbCTB — 4 (YpOBeHb y0enuTeabHOCTH pexkomenaanuii C).

Kommentapuu: Ocmomp credyem nposooums 00 Ha4ana MeOUKaAMeHmO3HOU mepanuu U
edcemMecauHo 8 meyeHuu nonyeo0a nocie nadaia aedenus. Tak kak 603modchvl nobounvie 3¢pghexmol
HUMUSUHOHA™ ™ - KOHBIOHKMUBUM, HOMYMHEHUe pPO208UYblL, Kepamum, c8emobos3Hb, 00pamumdasl
NetiIKONnetusl, 2panyIoyumonenus u mpomboyumonenus. Pesxce ommeuaromes netikoyumos, bneghapum,
KOJMCHBILL 3)0, IKCHOIUAmMUEHslll oepmamum, spumemamosnas cvins. llocie nepsvix 6 mecsiyes —

yacmoma — no NnOKAaA3aruAiAm, 6 cpedHeM -1 pas e 200.



o Pexomenayercssi mammentam ¢ HT1 mpoBeneHue KoOppekiuu J1e4eOHOTO MHUTAHHUS U

CUMITTOMAaTHYECKOM Tepallun € MOCJIbIO HCKIIIOUYCHUA 66J'[KOBO-3HCp1“€TH‘-I€CKOfI HEOOCTATOYHOCTHU
[32]

YpoBennb yoenureabHocTH pekomenaanuii C (YypoBeHb 10CTOBEPHOCTH J10KA3aTEJIbCTB — 5)

Kommenrapuu: Koppexyuio Ouemomepanuu npogoosm 6paiu-eeHemuKku Uil paiu-ouemonocu ¢
yacmomoti 1 p/mec na 1 200y scusznu, oanee 1 p/3 mec u no noxazaunusam 0o 3 rem; 1 p 6 mec nocne 3

jaem

o Pexomenayrorcs st HaOMIONEHUS TMAIMEHTOB C YCTaHOBIEHHBIM nuarHo3oM HT1 mpumeHsTs
MYIbTUAUCIUILTMHAPHBIA MOAXO0A B BHUIY TOTO, YTO 3a00JIeBaHUS XapaKTEPU3YIOTCS MOpakKeHUEM
MHOTHX OpraHOB M CHCTEM, TpeOyeT KOMIUIEKCHOW Tepamuu, 4YTO JUKTYeT HEOOXOAUMOCTb

COBMECTHOTO BEJICHHS TAIMCHTA CTICIIMAINCTaMy pa3HbIX nmpoduiei [12,13, 15, 28].
YpoBennb yoenureabHOCcTH pekoMmenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommeHnTapuu: nokazanvl noemopHvle U nepsuyHvle KOHCYIbMAayuu 6paia-ceHemuKd, epadd-
ogpmanvmonoeza, épaua-nHesponoza, épaua-opmoneoa, 8paua-2acmposHmeponozda, épaua-
9HOOKPUHONI02A,  8PAYA-KApOUON02d, 6paya-0emcKko20 Kapouonozd, epaua-xHeponoza, 6paya-
neouampa, épaia-mepanesma, 8paia-mpancnianmono2d, a makdice paveil Opy2ux cneyuaibHocmeti

nayuenmam ¢ HT1, umerowum napyuenus GyHKyuti COomeemcmeayouux opeanos u cucmem

o Pexomenayercst oOydeHHe poauTENEH MpaBUiiaM OpraHU3allUd TEpanvu B MEXKIPUCTYIHBIN
MEepPHOJ U B MEPUOJ YyIpo3bl MeTabonnyeckoro kpusa nanuentos ¢ HT1 ¢ nenbio npegoTsparnieHus

pa3BUTHI MOBTOPHBIX MeTa0oIn4YeCcKuX Kpu3oB [37, 41].
YpoBennb yoenureabHOCTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB — 5)

Kommenrtapuu: V pooumeneil pebenka 6cecoa 0ondxcna Obims nAMamKa ¢ yYKa3aHuem HeomI0MHCHbIX

Meponpuﬂmuii 6 nepuod HAYUHAIOUWECOCA memadonuyecko2o Kpusa.



6. Opranm3zanus oKa3aHusi MeIUIUHCKON MOMOIIN

ITaruenTam ¢ HTI, B 3aBUCHMMOCTH OT HGO6XOI[I/IMOCTI/I, MOJKET OBITH OKa3aHa MCAHUIIMHCKAA ITOMOIIb

m000T0 BHIA, YCIOBUS, (DOPMBI, MPEyCMOTPEHHBIX 3aKOHOAATENIbCTBOM Poccuiickoit denepannu.
[Tokazanus 11 rocnuTaau3alui B MEIUIIMHCKYIO OPraHU3alNIO:

1. mpoBeneHne MAMArHOCTUKM W JICUCHUS, TPeOyIoIIue MPOAODKUTEIHHOTO (JHEBHOE WIIH
KpYIJIOCYTOYHOE TIpeOBIBaHUE) MEIUIIMHCKOTO HAONIOMEHWS W MOHHMTOPHHTA  KIIMHHUKO-

J'Ia60paTOpHI>IX HOKa38.TeJ'Ieﬁ, IMOATOTOBKA K TPAHCIUIAHTAIMU ICYCHU, TPAHCIIJIAHTAIWA TICUCHU

2. HEOOXOIMMOCTh TIPOBEACHUS PA3IMYHBIX BUIOB IKCIIEPTHU3 WM OOCIEIOBAHUS B MEIUITMHCKOU
OpraHu3alid TpU HEBO3MOXKHOCTH TPOBEJACHUS MX B aMOylIaTOPHBIX YCIOBUAX (B TOM YHCIIC

odopmiieHHE 3aKiIIoueHUs deepaTbHOT0 KOHCHIIMYMa/BpaueOHON KOMUCCHUN);

3. oCTphIe YTPOXKAIOIINE JIJIS )KU3HU U Pa3BUTHS OCIOKHEHHH COCTOSHUS, TPEOYIOIIHE HEOTIOKHOTO
JICYEHUs, B TOM YMCJIIE€ HHTCHCHBHOM TEpANMHU, & TAKXKE KPYITIOCYTOYHOIO MEIUIIMHCKOIO

HaOJIIOIEHHS M TIPOBEICHUS CIICIIUAJIBHBIX BUJIOB 0OCIICIOBAHMS U JICUCHUS.
[Toka3aHus K BBIMKUCKE MAMEHTA U3 MEIUIIMHCKONW OpraHUu3alliu:

1. oTcyTcTBHE yrpo3bl IJs KM3HUM TAlMEeHTa M YIrPO3bl Pa3BUTHUS OCIOKHEHHM, TpeOyroumx

HCOTJIOXKHOTO JICUCHMA IIPHU 3aBCPIICHUEC AUATHOCTHYCCKHX MepOHpI/IﬂTPIﬁ.

2. crabwin3anusi COCTOSIHUSI U OCHOBHBIX KJIMHUKO-JIA0OpaTOPHBIX MOKa3areseld MaToJorudecKoro
mporiecca, OTCYTCTBHE HEOOXOIMMOCTH B MPOMODKUTEIHPHOM MEIWIIMHCKOM HAOIIOIEHUN

(IHEBHOE WU KPYITIOCYTOYHOE MpeObIBaHHE);

3. BBIMIOJIHEH TUTaH OOCJIEAOBAHUS W JICUCHUS TMAalMEeHTA, JaHbl PEKOMEHIAIMU 1O JaJbHEUIIeMY

HaOJIIOICHUIO U JIEUEHUIO.

4. H€06XOI[I/IMOCTB nepeBoaa IanueHTa B APYroc MCEAUIOHUHCKOC YYPCIKIACHHUC WIN YUPCKICHUC

COLIMAIBHOTO 00€ECIIEUECHHUS.

HpOdOJlJfCLlWl@]ZbHOCWlb cocnumaiausayuu saeucunt om cKopocmu eepuqbukauuu ouacHo3a U Havanid
cneuugbuquKod mepanuu. Omeem Ha JneyeHue HUMUSUHOHOM OmMedaemcs 6 nepeole OHU.
HpO()O]Z.?fCl/lmefleOCn’Zb cocnumaiusayuyu  makKoce  zasucum onm CKopocmu - 60CCNAHOGTIEHUA

nokaszamenetl Koazynocpammol u 0oviuno cocmasnsem 30 ounell.



7. JlonoiHUTE IbHAA MHpopManus (B TOM YHCJIe
(baKkTOpPBHI, BJUSIONINE HA MCXO0 3200/ 1€ BAHUA UJIH
COCTOSITHUSA)

Lemu 6 603pacme cmapuie 2co0a Haubonee uacmo, 00 YCMAaHOBNeHUsl OUASHO3d, 20CNUMATUIUPYIOMCS
1o nosody cenamuma, 06beMHO20 00PA306aAHUS NedeHU 8 Xupypeuieckoe omoenenue, 0opawarmcs 3a

KOHCYIbmayuel K OHKONO02Y, UHGDEKYUOHUCTNY U 2ACMPOIHMEPOTIO2Y — 2eNAMOILO2).

IIposedenue  ougpghepenyuanvroli  OuacHOCMuKu, YCmaHosieHue OudecHo3ad U  HA3HAYeHue
cneyughuueckol mepanuu cokpawaem cpox eocnumanuzayuu. Ha ¢one nasnauenuss nHumusunona
NPOOONHCUMENLHOCIbL CMAYUOHAPHO20 JedeHus o0biuHo He npesviuwiaem 14 Owueil. Ilayuenmos co
CMAOUTLHBIMU NOKA3AMENAMU MOHUMoOpurea memabonuzma u ypoeus ADIl mooicno nabriodams 6
amMOYIamoOpPHO-NONUKIUHUYECKUX — YCI08UAX U 8  OHe6HOM  cmayuouape  (OaumeibHOCHb

cocnumaiuzayuu He meHee 10 cym01<).

Yavmpaszeyrkosoe ucciedosanue OprOWHOL NOIOCMU OOINCHO NPOBOOUMbCSL KaddcOble 6 mecsayes, a
mazHummuo-pe3oHancuas momoepagus (MPT) neuenu edxcecoono, eciu 8vlAGIAIOMCA NOOO3PUMETbHBLE
y3108ble  00pa306aHus, NOKA3AHbL Memoobl euszyanuzayuu c¢ kouwmpacmuposanuem (KT, MPT,
pPaouou3omontoe Uuccieo08anue), No36onAIUUe NOOMEEPOUMb 2enamoyeNIoNAPHYIO  KAPYUHOMY).
Yposenv anvha-cpemonpomeuna Oondxcen KOHMpoIUposamvCs kadxcovie 3-6 mecsayes, d NOBMOPHOE
nosviuerue ADII oondxcno cayscums nogooom Ons yenyonenHoeo oocredosanus Ha npeomem I'I[K.

lloxazana KOHCYbmayusl OHKoJIo2A.

Konmpons mepanuu HUMu3uHOHOM 8KIOUAem onpedeiieHue YposHs (enunraranuna u muposuna. lpu
Huszkom (menee 20 mxMonw/1) ypoene gpenunananuna Heoobxooumo ysenudenue oeika 6 oueme. Yposems
mupo3una xceinamenvho yoepoicusams 6 ouanasone 200-400 mxMonwv/n, umo He no3eosiem nosasUmMbCs
nobounvim apgpexmam. Heowcenamenvhvie s¢ghgpekmul 6 ude pomodOsi3HU U 4y8CmMBEa «Necka 8 na3axy
NOSABAAIOMCS NPU YBeTUYEeHUU KOHYEeHMPayuyu muposuna 6 cvleopomie kposu eviute 800 mxMonv/n u
00YCll08NIEHO He CMONbKO OelcmeuemM HUMUSUHOHA, CKOIbKO HapyuleHuem Ouemvl U HU3KOU

KOMNJIAEHMHOCMbIO podumeﬂeﬁ.

3abonesanue oemeil, umerOWUx NeUeHOUHYI0 HEOOCMAMOYHOCHb, YACMO NpomeKaenm Kpaune msamiceio
C 8bIPANCEHHOU Koacynonamuell u acyumamu. Hasnauenue nHumusunona npusooum K KIUHUYECKOMY
VIYYULeHUIO 8 meyeHue HecKonbkux oHet, npu smom 90% nayuenmos omeeuarom Ha mepanuio. Eciu
Koazynocpamma He yiyuuiaemcs 6 medenue 1 neoenu, mo 003y HUMU3UHOHA clledyem nosvicums. Ha
Qone neuenus y OONLUWUHCMEA Oemell, KOmopble UMelom KIUHUYeCKUe HNpOSGIeHUs yuppo3a u
NOPMANILHOL 2Unepmen3ull, jeueHue Npugooum K KOMHEeHCayuu U oaxce pezpeccy YuppomuyecKux

UBMEHEeHUU.

DyHKYUs NOYEUHLIX KAHAIbYEE HOPMANU3YEemcs, NpPeKpawjaromcs nomepu xaivyus u gocgopa c

MOYOII.

Jlewenue HumusuUHOHOM 6 meueHue nepesblx 3 mecAayes IfICU3HU npedomepau;aem paseumue
Kapduwwuonamuu, npu bonee nozonem Hayase mepanuu ee medeHue yayduiaemcsa He3asucumo on

Gopmul 3a001€6aHUAL.



HpuMeHeHue HUMU3UHOHA obecneyusaenm NoJHoe KynupoeaHue HeepoocudecKux Kpuszoe no muny

nopgupuu.

Tepanus numusunonom nepexatouam gpenomun HT 1 ¢ penomun mupozunemuu Il (cm. Ilpunosicenue
A3.1). Ecmecmeennviii x00 pazeumuss HT Il muna, npedcmasnsiem coboul eenemuyeckuil Oepuyum 4-
2UOpOKCUpeHUInupysam OUOKCULEHA3DL, SGAEMC YPEe3BblUaliHO PEeOKUM U NJIOXO ONUCAHHBIM 8
aumepamype, HO  3A0€piCcKA  UHMELIEKMYAIbHO20  pA3GUMUs  AGIAEMCcsa  00WeuU38eCmHbIM

KOMNOHEHMOM 8 CIMPYKmMype 0aHH020 3a0011e8aHUs.

Jleuwenue myb6ynonamuu (cunopoma Daumkonu) u eumamun J[-pesucmenmnoco paxuma Haubonee

appexmusno na pannux cmaousix u exaouaem kpome NTBC naznauenue akmusHulX mMemaboiumos
skk

sumamuna /| (kareyumpuona ), npenapamos Kaivyusi U 08YOCHO8HbIX (ocpamos. Obcredosanue

exatouaem onpedenenue KI|C (pH kpoeu, cmanoapmuvix bukapooHamos, degpuyum oCHOBAHULL).

Couemanue amunHoayuoypuu, 210Ko3ypuu, ochamypuu, noueuHo20 KAHAIbYEB020 ayuUdo3d
ceuoemenbcmeyem o0 NOMHOM — cuHOpome DaHKoHu U  NpUBOOUmM K  MAJNCEIOMY  pAXumiy,

HepoKanbyuHo3y, 210MepPYLOCKIEPO3Y U XPOHULECKOU NOYEYHOL He0OCMamoyHOCMU.

be3 neyeHnss HUTH3WHOHOM TOJABJIAIONIEE OONBIIMHCTBO JA€Tel morubaeT no 15-meTHero Bo3pacra,
OTIPENIETISIIOIIMM B TIPOTHO3€ SIBJIACTCS BpeMs JeOroTa 3a001eBaHus, T.€. IETH C OCTPON U MOAOCTPOM
tuposuHemueit (HT1A) ymuparor 10 1 roma. Mcnonb3oBaHne HUTU3MHOHA O€3 MAaTOT€HETUYECKOU
JTUETOTEPANNH TaKKe MPUBOAUT K MEUICHHOMY MPOTPECCUPOBAHMIO HAPYIICHUNM (QYHKIIMN TEYCHHU U

IMOYCK, UBMCHCHUSIM OIIOPHO-ABUTATCIILHOTO allliapara.



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

Ta6JII/IIIa 1. KpI/ITepI/II/I OLOCHKH Ka4C€CTBA HepBH‘IHOﬁ MC,I[HKO-CaHHTapHOﬁ nmoMouu B3pOCJIbIM U ACTAM

npu HacleAcTBeHHOUM Tupo3uneMuu 1 tuna (koael mo MKbD - 10: E70.2)

Ne OueHka

n/n Kputepun oueHkn Kkayectsa BbINOJHEHUS

1. BbINONIHEHO KOMMIEKCHOE onpejesieHne KOHLUEHTpauumM Ha aMMHOKUCAOTbI U auuIKapHUTUHBbI B KPOBMU Oa/Het
MeTOoAOM TaHAEMHOW Macc-CneKTPOMeTpun (Npu yCTaHOBIEHUM ANarHo3a)

2. BbINONHEHO MONEKyNsSpHO-reHeTu4Yeckoe wuccrnenoBaHve MyTauui B reHe FAH (npu ycTaHoBneHuwn Oa/Het
avarHosa)

3. BbinonHeH npueM (OCMOTP, KOHCyJfbTauums) Bpada-reHeTuka nepBUYHbIA (NpU  yCTaHOBIEHUU Oa/Het
avarHosa)

4, BbINnoNHEHO Ha3HayeHue HUTU3MHOHA (B 3aBUCUMOCTU OT MEAUUMHCKUX MOKas3aHWi U Mpu oTCYTCTBUMU Na/Het
MeANUMHCKMX NPOTMBOMOKA3aHWMN)

5. BbinoNHEHO Ha3HayeHWe Ccneuuanm3nupoBaHHOrO MNpoAykTa JfedyebHoro nuTaHus, nuweHHoro | Ada/Het
deHnnanaHvHa 1 TMpPo3nHa

Tabmuma 2. Kputepun OIEHKH KadecTBa CHEIUATM3UPOBAHHON MEIUIIMHCKOW MOMOIIHA B3POCIBIM U

JETSIM TPU HacaencTBeHHOW Tupo3uHemun 1 tuna (koas! mo MKB - 10: E70.2)

N2 OueHka

n/n Kputepumn oueHku KkayecTBa BbINONHEHUS

1. BbINONIHEHO KOMMIEKCHOE OnpeaeneHne KOHLUEHTPaunMmM Ha aMUHOKUCIOTbI U auMIKapHUTUHbBI B KPOBMU Oa/Het
MeToAOM TaHAEMHOW Macc-CneKTpoOMeTpumn

2. MpoBeaeHoO ynbTpa3sByKOBOE MCCneaoBaHME OpraHoB H6pHOLWHOM NONoCTM (KOMMJIEKCHOE) [Oa/Het

3. BbiMOMHEHO Ha3HayeHMe cneuMann3MpoBaHHOIrO MNpoAyKTa /ieyebHOro MuTaHus, JIUWEHHOro Oa/Het
deHnnanaHMHa 1 TMpPo3nHa
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3axapoBa Exarepuna FOpbeBHa,1.M.H., 3aBeyo1as 1abopaTopueii HaCIEACTBEHHBIX OOJIE3HEH

oomena ®I'BHY "Menuko-reneTnueckuil HayyHbld 1eHTp uM. akagemuka H.Il.boukoBa", unen


mailto:annadim@yahoo.com

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

21

Poccuiickoro oOmiecTBa MEIULIMHCKUX T€HETUKOB, WIEH €BPONEWCKOro oOIIecTBa MO U3yYEHUIO

HaCJIeJCTBEHHbIX OoJe3Hel oOMeHa BemectB (SSIEM).

KonpakoBa Ouabra bopucoBna, k.M.H., Bpau-reHeTuk OIAY "HayuHblli MeAUIIMHCKHI

MCCIIE0BATENIbCKUN LIEHTP 310pOBbs jieteil" M3 PO

Kyues Cepreii UBanoBuu, akagemuk PAH, n.m.H., nupexktop ®I'BHY "Menuko-renetnyeckuii
HayyHbli 1eHTp uM. akagemuka H.II. bouxoBa", Ilpe3uaeHT Accomuanuu MEIULMHCKHUX

T'CHCTHUKOB.

JlapoBa AJuuia EBresbeBHa, J.M.H., [JaBHbI HAay4HbId COTPYIHHUK, Bpad BbICHIEH
KBaNM(UKAMOHHON  Kareropud 1o coenuansHocTH  “Ilegmarpus”, 3aBemyromas 2-M
nenuarpuueckuM otaeneHuem, GI'bOY BO «IIpuBomkckuil uccienoBarebCKuil MEIUIIMHCKUN
yHusepcure™ M3 PO

MuxaiisioBa Ceriiana BuraabeBHa, 1.M.H., 3aBeayromas otaenenuem PI'BY «Poccuiickas

Herckas Knuanveckas bonbauna» M3 PO.

Moscucsin T'oap BopucoBHa, k.M.H., Bpad otaeneHus racrposnteponorun ®OI'AY "Hayunsrii

MEIULIUHCKAN UCCIIE0BATENBCKUM LIEHTP 300p0Bbs AeTeil”" M3 PO

Ha3zapenko Jlronmuia IlaBioBHa, nmpodeccop, A.M.H., 3aMECTUTENh JUPEKTOpa MO HAYYHOW H
nedeOHOM paboTe, pyKOBOAMUTENH Jaboparopuu HacieacTBeHHO nartonorun HUW menuumHckoi

reHetuku, Tomckoro HUMIL PAH, unen Acconuarnum MeTUIMHCKUX TeHETUKOB (AMI).

Hama3zoBa-bapanoBa Jleiinia CeiimypoBHa, akanemuk PAH, mpodeccop, n.m.H., [Ipesnnent
Coro3a nenuarpoB Poccun; mact-npesunentr EPA/UNEPSA; pykoBonurens HUW nenmarpuu u
oxpanbl 370poBbs neredl HKI[ Ne 2 ®I'BHY «PHIIX wum. akagemuxa b.B. IlerpoBckoroy,
3aBeAyromas Kadeapoi (akylIbTeTCKOW neauarpud neauarpudeckoro dakyiasreta @I'bOY BO
«PHUMY um. H.U. ITuporosa» Munzapasa Poccuu, miaBHbIM BHEIITATHBIN JIETCKUM CIIENUAATIUCT

o npodunakTuueckor Meaunnae Munzapasa Poccun

Huxonaesa Exarepuna AJjekcanHapoBHa, 1I.M.H., mpod., wien Poccuiickoro oo6mectsa

MCINIIHMHCKHUX I'CHCTHUKOB

MamkoBa Hpuna EBreHbeBHa, K.M.H., 3aBeAylomas neauarpuyeckum otaeneHnem OI'bY
«HanmoHanpHbIM METUIIMHCKUM UCCIIEN0BATEIBCKUN LIEHTP TPAHCILJIAHTOJIOTMU U HCKYCCTBEHHBIX

opraHoB nMeHH akajgeMmuka B.M.I1TymakoBa»

[HepBynuna Tarbsina MuxaiiioBHa, K.M.H., /[upexrop HCTUTYTa NMEpUHATOIOTUY U NIEIUATPUH,
OI'bY HMUII um B.A. AnmazoBa M3 P® mailto:ptm.pervunina@yandex.ru

. leuarHukoBa Haranbs JleonnaoBHa, Bpad-HEBPOJIOT, 3aBEAYIONINI OTIeIeHHEM, MOpO30BCKast

JAI'Kb I3M


mailto:ptm.pervunina@yandex.ru
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30.

31.

32.

Ilorocsin Heanmu CepreeBna, mnpencraButenab Bceepoccuiickoro ofmiectBa  opdaHHBIX

3a00JIeBaHU I

IMonsikoBa CBerniana UropeBHa, 1.M.H., mpodeccop Kadeapsl rOCHUTATHHOM TEIUaTPUH UM.
akanemuka B.A. Tabommna Ilegmarpuyeckoro dakynsreTa Poccuiickoro HaIMOHAIBHOTO

uccienoBaresbckoro meaunuackoro yuusepeurera (PHUMY) um. H.U. Tluporosa, r. Mocksa

IHoranoB Anexcanap CepreeBu4, J1.M.H., Ipodeccop, oTaeneHue ractpodnTepoiorun OIAY
"HayuHblii MEOUIIMHCKUN MCCIIEIOBATEIbLCKUN LEHTp 310poBbsi nerel" M3 P®, xkadenps
neauarpuu u gerckoit peemartonorun GI'AOY «llepesiii MI'MY nm. U.M. CeuenoBa» Mun3zapasa

Poccuu (CeueHOBCKUT YHUBEPCUTET)

IIymkoB Agekcanap AJjekceeBHMY, K.0.H., BEIyIIMA Hay4HbIH COTPYIHHUK J1a0OpaTopuu
MeauuuHCcKo reHoMukn PI'AY «HayuyHblil MEAUIIMHCKUI MCCIEN0BATENbCKUNA LEHTP 30POBBS

nerei» Munznapasa Poccuu, wien Accounanuu MEAUIIMHCKUX T€HETUKOB

Pennnna Caeriana A¢aHacbeBHa, K.M.H., Bpa4-T€HETHK OTJEJIA OpPraHU3aluyd MEIUIUHCKON

nomoin ®I'BHY "Menuko-reHeTnueckuii HayuHblil ieHTp uM. akagemuka H.I1. boukosa"

CaBocTbsinoB Kupuiia BukropoBuY, 1.0.H., HadaJlbHUK MEIUKO-TEHETHYECKOTO IIEHTpA,
3aBeAyronui  jJaboparopueit wmemuiuHckord TeHomuku DIAY "HMMUIL 3mopoBest  mereid”
MunsapaBa Poccuun, mpodeccop kadeapbl meauaTpud W OOMIECTBEHHOTO 310poBbi DIAY

"HMMUL] 3n0poBbst aeteit" Munsnpasa Poccun, uieH acconuanui MEAUIIMHCKUX T€HETUKOB

CenroBa I'yabnapa HapumaHoBHa, K.M.H., IJIaBHbI Bpad MeIUKO-T€HETUYECKOTO IIEHTpa

(I'enetnueckoit knuHukn) HUM menunmuckoi renetuku, Tomckoro HUMIL PAH

CeupugoBa Banepusi BasepbeBHa, Bpau-reHeTUK OTJ€JIa OpraHU3allUi MEIUIIMHCKON MMOMOIIH
OI'bHY «Menuko-renernueckuii HaydyHbli LeHTp uM. akaaemuka H.II. boukoBa», M.H.C
naboparopun mytarene3a @I'BHY «Menuko-reHeTHYeCKuil HayqHBINH IIEHTp UM. akagemuka H.IT.

boukoBay

CeanmssanoBa JIniusa PoOeproBHa, K.M.H., Beayuuil HayuHblii corpynqauk HUW nennarpuu n
oxpanbl 310poBbs netert HKL Ne2 ®I'BHY «PHIX unm. akanemuka b.B. IleTpoBckoro», nqoneHr
kadeaps! neauatpuu U nerckor peemarosniorun OI'AOY «Ilepseiit MI'MY um. .M. CeuenoBay»

Munsapasa Poccun (CeueHOBCKUIT YHUBEPCUTET)

CvupnoBa Ouabra SkoBjieBHa, Bpau-r€HETUK, CTApIIMM HAy4YHbBIM COTPYOHUK OTHENA
CTAaHJAPTU3AIMA W HM3YYCHUs OCHOB J0KaszarenpHOM MemuuuHbl HUW memmarpum u oxpansl
3nopoBbs geret HKI[ Noe2 ®T'BHY «PHIIX um. akanemuka b.B. IlerpoBckoroy», wien Corosa

neanuarpoB POCCI/II/I, YJICH Accounam/m MCIAUIHMHCKHNX I'CHCTHUKOB

CrpokoBa Tarbsina BuktopoBna, n.Mm.H.,, npodeccop PAH, 3aBenmyromas otaeneHuem
MEUaTPUUYECKON racTpOosHTEposioruu, remnarogorud v aueronorun Kinuawku OI'BYH "OUI]

MATAHUA 1 OMOTEXHOIOTHUH"



33. Cyooorun Amutpuii MuxaiijioBuy, Bpad-renetuk ®I'BHY «Mennko-reHeTH4eckuil Hay4uHbIH

neHtp uM. akagemuka H. I1. boukoBay, uieHn Accorpanuy MEAUIIMHCKUX T€HETUKOB

34. CypkoB Anjapeii HukosaeBuY, /1.M.H., 3aBESYIONMINI OTACICHUEM FaCTPOIHTEPOJIOTHH JIJIs ACTEH
CTalMoOHapa JUIsd JeTel, 3aBEeAYIOIIMI OTAEIOM HAay4YHbIX OCHOB JIETCKOM TaCTPOIHTEPOJIOTHH,
rernarojioruu U merabonuueckux Hapymennit HUW neauarpum n oxpansl 310poBbs aeteit HKI]
Ne 2 ®I'BHY «PHIX wum. akax. b.B.Ilerposckoro», mpodeccop kadeapsl (axyabTeTcKoi
neauarpun neauarpudeckoro gakynsreta PI'AOY BO PHUMY um. H.U. ITuporoBa Mun3zapasa

Poccun, unen Coro3a nenuarpos Poccun

35. TemaeB Pycrtam ®@apuaoBuy, J1.M.H. 3aBESAYIOIUMN peaHMMalueld 1 THTEHCUBHOU Tepanuu OI'AY
"HanmoHanbHBIN MEIUIIMHCKUN HCCIIEI0BATEIbCKUI LIEHTP 3A0pOBbs AeTel" Munsapasa Poccuu,
npodeccop kadeapsl neauarpuu U aerckoi peemaronoruu GIAOY «Ilepseiit MIMY um. .M.

CeuenoBa» Munsznpasa Poccun (CeueHOBCKHIT YHUBEPCUTET)

36. ®enoceenko Mapuna BiaaauciaBoBHA, K.M.H., 3aBEIyIOIIasl OTIEJIOM pa3pabOTKHM HayYHBIX
MOAXO0B K UMMYHHU3alMU MAlMEHTOB C OTKJIOHEHUSIMU B COCTOSIHUM 3/I0POBbSI U XPOHUYECKUMU
00se3HAMH, BEIyIINA HAYYHBIN COTpYIHUK, Bpad-nieauatp HMW nenuatpum u oxpaHbl 340pOBBS
nereit HKI[ Ne 2 ®I'BHY «PHIX wum. akagemuka b.B. IleTpoBckoro», JOIEHT Kadeapsl
¢dakynpTeTcKOM mneauarpun neguarpuyeckoro ¢akynpsreta ®I'BOY BO «PHUMY um. H.W.

[Tuporosa» Munsnpasa Poccun, wien Coro3a neauarpos Poccun.

ABTOpBI TOATBEPKIAIOT OTCYTCTBHE (DUHAHCOBOM TMOAJNEPKKH/KOH(IUKTA HHTEPECOB, KOTOPBIN

HE00X0IMMO 0OHAPO0BATb.



IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

HeneBasi aynnTopus JAHHBIX KIMHUYECKUX PEKOMEHIALMIi:

e BpauM-IECAUATPHI;

e BpPAYU-TEPAINIEBTHI

e Bpauu O01IeH CeMEeHON NMpakTUKK (ceMelHas MeIUIIMHA);

e BpaYU-TaCTPOIHTEPOJIOTH;

e BpPAUU-TCHCTUKH,

e Bpauu-AUCTOJIOTH;

e BpauM-HEBPOJIOTH;

e BpadMr- OHKOJIOTH,

e BPA4YU-OHKOJIOT'H ACTCKHUC,

e MCIAHWIIMHCKHUEC IICUXOJIOTH,

e CTYAEHTHI MEIUIIMHCKUX BY30B, HHTEPHBI, OPINHATOPBIL;

Tab6muma 3. Illkama oneHku ypoBHEW JocToBepHOCTH JokaszarenbcTB (Y)mwist metomoB

JTUArHOCTUKH (JIMarHOCTUYECKUX BMEIIATEIHCTB)

yaa PacwudcdpoBka

1 CuctemaTnyeckme 0630pbl  UCCNEefOBaHWI C  KOHTponeM pedepeHCHbIM MeTOAOM WM  CUCTeEMaTUYeckuii  0630p
paHAOMU3MPOBAHHbIX KJIMHUYECKUX UCCef0BaHN C NPUMEHEHMEM MeTa-aHanum3a

2 OTaenbHble UCCNefoBaHUsl C KOHTPOJiEM pedepeHCHbIM MEeTOAO0M WM OTAeNibHble PaHAOMU3UPOBAHHbIE KIIMHUYECKUEe
nccnenoBaHusl M cuctemMaTudeckme 0630pbl MccrenoBaHWin noboro AmsaliHa, 3a WCKIYEHWEM PaHAOMWU3MPOBaHHbIX
KJTMHUYECKUX UCCNEefoBaHUIi, C MPUMEHEHWEM MeTa-aHanunsa

3 WccnepoBaHus 6e3 nocneaoBaTeslbHOrO KOHTPOsS pedepeHCHbIM METOA0M MW UCCefoBaHus C pedepeHCHbIM MeToAoM,
He ABNSOWMUMCS HE3aBMCUMbIM OT UCCNeAyeMoro MeToAa WM HepaHAOMU3UPOBaAHHbIE CPpaBHUTENbHblE UCCeA0BaHWs, B
TOM YKC/Ie KOFOPTHbIE UCCNEef0BaHMs

4 HecpaBHWTENbHbIE UCCNEAOBaHMS, ONMCaHNe KITIMHUYECKOro Ciyyas

5 NmMeeTca nuwwb 060CHOBaHWE MexaHW3Ma AeNCTBUS UM MHEHUE SKCNepToB

Tabamuna 4. Illkana oneHku ypoBHEH AOCTOBEpHOCTH JokazarenbceTB (YIJ)mist mMeronoB

NpoQUIaKTUKY, Je4eHus U peadunurtanuu (mIpoduIakTUYeCcKuX, Je4eOHbIX, PeadMIMTAIIMOHHBIX

BMEILIATEIbCTB)
yan Pacwuundposka
1 CuctemaTtuyeckuii 063op PKW ¢ npuMeHeHnem meTa-aHanmsa

OtpenbHble PKU 1 cuctematmdeckme 0630pbl nccnenoBaHuii noboro aAmsarniHa, 3a uckntdeHmeMm PKU, ¢ npuMeHeHunem
MeTa-aHanmnsa




yaa PacwudcdpoBka

3 HepaHAOMM3MpPOBaHHbIE CPAaBHUTESIbHbIE UCC/IEA0BaHMS, B T.4. KOrTOPTHblE UCCNeA0BaHMs

4 HecpaBHWUTENbHbIE WCCNEAO0BaHMs, OMUWCaHWE KIMHMYECKOro c/lyyasl WAW CepuM CllydyaeB, WCCNeAOoBaHusa «ciydai-
KOHTPOSb»

5 MmeeTcss nuwb 060CHOBaHME MexaHM3Ma [MAeNcTBUS BMelaTenbcTBa (AOK/IMHUYECKME WCCNeAoBaHUS) WU MHEHue
3KCnepToB

Ta6muuma S. [lkana omeHku ypoBHed yOeautenbHOCTH pekomeHAanmui(YYP) mis metomos
npo(UIAKTUKY, [UArHOCTHKHU, JIeYEeHUs U peadunurtauuu (MpouiIakTUYECKUX, AUArHOCTUYECKHUX,

ne4eOHBIX, peaOUIUTAIMOHHBIX BMEIIATEIbCTB)

YYP PacwundpoBka

A CunbHasi pekoMeHaauust (Bce paccMaTpuBaemble Kputepun 3ddeKTUBHOCTM (MCXOAbl) SIBASIOTCA BaXKHbIMK, BCe
NCCNnefoBaHUsa MMEKT BbICOKOE WM YAOBMETBOPUTENbHOE METOAOSIONMUYECKOe KayecTBO, UX BbiBOAbl MO MHTEPECYOLNM
ncxonam SIBNAOTCS COrnacoBaHHbIMM)

B YcnoBHaa pekoMmeHzauus (He BCe paccMaTpuBaeMble KpuTepum 3PheKTUBHOCTM (MCXOAbl) SIBASAIOTCSA BaXHbIMWU, HE BCe
nccnefoBaHUa  MMEKT  BbICOKOE WAW  YAOBAETBOPUTENbHOE METOAO0N0rMYyeckoe KaydyectBo W/UAM  UX  BbIBOAbI MO
MHTEPEeCYyLWNM NCX0AaM He SBSIOTCSA COr/laCoOBaHHbIMM)

C Cnabass pekoMeHgauusi (OTCYTCTBME [l0Ka3aTe/IbCTB Hag/exallero KayectBa (BCE pacCMaTpyBaeMble KpuTepuu
3 PEKTUBHOCTU (MCXOAbl) ABMAAKTCA HEBAXHbIMU, BCE UCCNEA0BAHMA MMEIOT HM3KOE METOA0/I0MMUYECKOe KayecTBo M UX
BbIBOAbI MO MHTEPECYIOLMM UCXOAaM He ABJIAITCA COrMacoBaHHbIMMK)

HOpﬂ)]OK 00HOBJIEHUSI KJIMHUYECKHUX peKOMeHIlaIIHﬁ.

MexaHu3M OOHOBIIEHHS KIMHUYECKUX PEKOMEHJAlMN NpelycMarpuBaeT HUX CHCTEMATUYECKYIO
AKTyaJIN3alMI0 — HE PEXE YeM OIMH pa3 B TPU I0Ja,a TAKKE IPU IOSBICHUM HOBBIX JAHHBIX C
MO3WIIMM JOKa3aTeIbHOM MEIUIIMHBI IO BOMPOCAaM JUATHOCTUKH, JI€UEHHUs, NPO(UIAKTUKH U
peabunuTany KOHKPETHBIX 3a00JieBaHUM, HAJTMUYMU O0OOCHOBAHHBIX OTOJIHEHUI/3aMEUaHul K paHee

yTBepxkAEHHBIM KP, HO He vamie 1 pa3za B 6 mecsiues.



IIpunoxkenune A3. CnpaBo4yHbIe MaTEPHAJIbI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO00B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO Npenapara

1. [Ipukaz MuHHCTEPCTBA 31paBOOXpAaHEHUs U conuanabHoro pazputus PO or 16 anpens 2012 . N

366H "OO6 ytBepxknennn [lopsaka okazaHus neguaTpuUIecKor momonu"

2. Ilpuxaz Munznpaa Poccum ot 21.04.2022 Ne 274n «OO0 ytBepxknenuu llopsinka oxazaHus

MEIUIIMHCKON ITOMOIIM MAIMeHTaM C BPOXKJIECHHBIMU U (MJIM) HACJIEICTBEHHBIMU 3a00I€BAaHUSIMIY

3. TocymapcTBeHHBIN peecTp JIEKapCTBEHHBIX cpeAcTB: https://grls.rosminzdrav.ru

OCHOBHBIE HOPMATHBHO-NPABOBbIE AKThI, PEryJIUpPYyIOLIHe OKA3aHUe
NAJJIHATHBHON MEIUIIMHCKON MOMOIIH

1. ®enepanbubiii 3akoH "O BHecenuu uzmeHeHui B DenepanbHblii 3ak0H "OO OCHOBax OXpaHBI
3M0pOoBbsi TpakaaH B Poccuiickoit @enepanuu’ 10 BOIpocaM OKa3aHUS MAJUIMATUBHOU

MeauirHckor nmomouu" ot 06.03.2019 Ne 18-P3.

2. [lpuka3z MunznpaBa Poccum Ne 345n, Muntpyna Poccum ot 31.05.2019 Ne 372 «O6
YTBEPXKACHUU TMOJIOKEHUsI 00 OpraHW3aluy OKa3aHWs NaJUTMAaTUBHONM MEAMIIMHCKOW IOMOIIH,
BKJIIOYasl TOPSIIOK B3aWMOJAEUCTBUS MEAMIMHCKUX OpraHu3aluii, opraHu3aluidl COLUAIbHOTO
oOciny>KMBaHHSA M OOIIECTBEHHBIX OOBEAMHEHHM, WHBIX HEKOMMEPYECKUX OpraHu3alluii,

OCYIIECTBIISIOLIUX CBOIO I€ATEIBHOCTD B C(hepe OXpaHbl 3A0POBbSD».

3. [Ipuka3z MunszapaBa Poccun Ne 348 or 31 mas 2019 roma «OO yTBepKIEHUU TMEpPEUHS
MEIMUUHCKAX W3AENHI, NMpEeIHa3HAYEHHbIX IS MOAJIEPkKAHUSI OPraHOB M CHCTEM OpraHu3Ma

YCJIOBCKA, NPCAO0CTABIACMBIX IJIA UCIIOJB30BAHUA HA JOMY)».

4. [lpuka3z MunzapaBa Poccuum Ne 5051 ot 10 wumrons 2019 roma «O6 ytBepxkaenuu Ilopsiaka
nepegadyd OT MEAUIMHCKOM OpraHu3aluu MalueHTy (€ro 3akOHHOMY IPEICTaBUTEIIO)
MEIUIUHCKAX W3AETUi, NMpeIHa3HAaYeHHbIX Ui TMoanepaHus (YHKUUA OpraHOB M CHUCTEM
OpraHu3Ma 4YeJloBEKa, JUIsl MCIOJIb30BaHUSA HA JOMY IPU OKA3aHWM NAJUIMATUBHON MEIWIIMHCKOU

TTOMOIIIH.

5. Ilpukaz M3 P® Ne 831 or 3 oktsa0ps 2019 roga «O0 yTBEp»KIEHUU BEIOMCTBEHHOM II€JIEBOM

nporpamMmmabI «Pa3BuTHe cucTeMbl OKa3aHus MalJIMaTUBHOM MGHHHHHCKOfI IIOMOIIIN.

IIpoune HOpMATHBHO-NIPAaBOBbIE JOKYMEHTBI, C Y4€TOM KOTOPbIX Pa3padoTaHbl KIMHMYECKHUE

pPeKOMEeHIAIUU:

1. ®enepanbubiii 3ak0H 0T 21 HOAOps 2011 . Ne 323-D3 «O6 ocHOBax OXpaHbI 30POBBS TPAKIAH B

Poccuiickoit @eaepanuu» (Cobpanue 3akoHonarenbcrBa Poccuiickoit @eneparnyu, 2011 1., Ne 48,


https://grls.rosminzdrav.ru/

10.

11.

CT. 6724);

. MexxnynapoaHas kinaccudukanus 0one3Hei, TpaBM U COCTOSHUM, Biusitonux Ha 310poBbe (MKbD

- 10);

.IIpukaz M3 P® ot or 02.05.2023 Ne 2051 OO yTBEepX AEHUM HOMEHKIATYpPbl JOJKHOCTEH

MEIUIIMHCKUX pa0OTHUKOB U (hapMaIieBTUUECKUX PaOOTHHUKOB.

.Ipukaz M3 P® or 23 wurona 2010 . Ne 541u. Enusbiii KBadu(UKALMOHHBIN CIPaBOYHUK

JOJDKHOCTEM pPYKOBOJIWTENEH, CIEHHAIMCTOB W CiIyXamux, pa3aen KsanudukairoHHbIC

XapaKTePUCTUKH JTOKHOCTEH pabOTHUKOB B c(pepe 3apaBOOXpaHEHUS.

. ®enepanbHbiil 3ak0H OT 25.12.2018 No 489 489-®d3 «O BHeceHMM H3MEHEHHU B cTarbio 40

OenepanbHoro 3akoHa "OO o00s3aTenbHOM MEIUIIMHCKOM CTpaxoBaHMM B Poccuiickoi
Oenepanun”" n denepanbHpiii 3ak0H "OO OCHOBaX OXpaHbl 3A0POBBS TpaxkaaH B Poccuiickoi

®enepanuun' 1Mo BONPOCaM KIMHUYECKUX PEKOMEH AUy,

. [Ipuka3z MwunzapaBa Poccuum Ne 103w ot 28.02.2019 1. «O0 yTBEepXIeHHH TIOpPSAKA U CPOKOB

pa3paboTKH KJIMHWYECKUX PEKOMEHIAIMKA, WX TMepecMOTpa, TUMOBOW (OPMBI KIMHUYECKUX
pEeKOMEeHJaluii U TPEOOBAHUN K UX CTPYKTYpE, COCTaBY U Hay4YHOI 000OCHOBAaHHOCTH BKJIIOUAEMOM

B KIIMHUYCCKUC PCKOMCHIAINN I/IH(bOpMaI_II/II/I».

. I[Ipukaz MunzapaBa Poccum ot 13.10.2017 N 804n "OO yTBEepKIECHUM HOMEHKJIATYPbI

MEIMIIUHCKUX yCIyT".

. IIpuka3 MunucrepcTBa Tpyna u coumanbHoi 3amutel PO or 27 asrycra 2019 . Ne 5851 "O

KJIaCCI/I(i)I/IKaHI/ISIX U  KPUTCPpUAX, HCIOJB3YCMBIX IIPHU OCYIICCTBIICHUU MGI[I/IKO-COHI/IaJIBHOﬁ
OKCIICPTU3bI I'paKaAaH q)eﬂepaJ'ILHBIMI/I roCyaapCTBCHHBIMU YYPCIKACHUAMUN MG,Z[I/IKO-COLII/IaHBHOI\/'I

AKCIEePTU3BI";

. [Ipuka3z MunsnpaBa Poccun (MunucrepctBo 3apaBooxpanenuss PD) or 24 wnos6ps 2021 r

Ne 1094 «OO0 ytBepxkaeHun Ilopsiaka Ha3HaueHHsI JIEKAPCTBEHHBIX MIpemaparoB, (opm
pelenTypHbIX OJaHKOB Ha JieKapCTBEHHBbIC mpemnaparhl, [lopsnka odopmieHHs yKa3aHHBIX
OnaHKOB, MX ydera M XpaHeHus, (opMm OJaHKOB pELENTOB, COAEpPKALUIMX HAa3HAUCHUE
HApKOTHYECKUX CpPEACTB WJIM ICUXOTPONHBIX BemecTB, llopsaka WX  HW3rOTOBJIEHUS,
pacmpenenieHusl, pPEerucTpaluy, yderta U XpaHeHus, a Takke [IpaBunm odopmieHus OraHKOB

peuenuToB, B TOM YUCJIC B ¢)OpMC QJICKTPOHHBIX JTOKYMCHTOB»

[Ipukaz MUHHCTEPCTBO 3IpAaBOOXPAHEHHS M COLMAIBHOrO pa3Butus Poccuiickoit ®enepaunn «O
MOPSIJIKE TMPUMEHEHHUS JICKAPCTBEHHBIX CPEICTB Yy OOJBHBIX MO KU3HEHHBIM IMOKa3aHUSM» OT 9
asrycra 2005 . Ne 494

[lepeuenp crienMamTu3uPOBAHHBIX MPOAYKTOB JICUEOHOTO MUTAHUA IS JeTelH-uHBaIna0B Ha 2024
rofl, YTBEpKJIeHHbI pacnopsbkenueM IlpaBurenbctBa Poccuiickoit @eaepanuu 11.12.2023 N Ne
3551-p



IIpumepwi hopmynupoexu ouaznosos

e Hacneocmeennas muposunemusi 1 A muna (ocmpoe meyenue), 0C10M#CHEHHOE OCMPOL NEeYeHOUHOU
Hedocmamounocmyio, sumamur K 3aeucumoii xoazynonamueti, ocmpoi nocmeemoppacuieckou
anemuetl Ha poHe Kamacmpoguueckoeo KpogomeyeHus (ceepuiusuieecs KpogomeveHue U3 0Cmpoll

A38bl JHCENYOKA U BHYMPUICETYOOUKOBOE).

o Hacneocmeennas muposunemus 1 A muna (ocmpoe meueHue), OCLONCHEHHAS YUPPO3OM NedeHll,
BUMAMUH-/[-pe3UCMEeHMHbIM ~ PAXUMOM,  HENOAHbIM — cuHOpomom  Dankonu. JJuHamuueckas

HQHPOXOOMMOCI’I’Ib moncmot kuuiku. Cencuc.

e Hacneocmeennas muposunemusi 1 b muna (xponuueckoe meuenue), OCLONCHEHHAS YUPPO3OM
neyeHu, nOpmanbHol cunepmeH3uel, oegpopmayusi Kocmetl ckelema Ha OHe NOIHO020 CUHOPOMA

Dankonu.

e Hacneocmeennas mupo3uHemusl 1 b muna (XpOHM‘l@CKOe mequue), OCJIOCHEHHOE

2enamoy enntoIAPHOU KApYUHOMOU NPaesoti 0oau neweHu u gpuopozom nevenu [1,4,10].
PacmiugpoBka npumMeyanui

** — nexapcTBeHHBbIM mpemnapar, Bxonsamui B Pacnopspkenue IlpaBurensctBa PO or 12.10.2019
Ne 2406-p (pen. ot 09.06.2023) «O06 yTBepKIeHUH TTEPEIHS )KU3HCHHO HEOOXOIUMBIX M BOKHCHIITMX
JIEKapCTBEHHBIX IPENaparoB, a TaKKe IMEPEYHEH JIEKApCTBEHHBIX IPENapaToB sl MEIULUHCKOTO
NPUMEHEHUS! M MHUHUMAJIBHOTO aCCOPTUMEHTA JIEKapCTBEHHBIX IpenapaTroB, HEOOXOAMUMBIX IS

OKa3aHUS MEIUITMHCKOMN ITOMOIIII

# - IlpuMeHeHne JIeKapCTBEHHOTO MperapaTa B COOTBETCTBUM C MOKa3aTeNIAMM (XapaKTEPUCTUKAMM),
HE YKa3aHHBIMM B HMHCTpyKuMH 1o ero mnpumeneHuto (off-label), ocymiectsnsiercs mo pelieHuro
BpaueOHOW KOMHCCHHM TPH YCIOBUU TOAMUCAHHOTO WH()OPMUPOBAHHOTO JTOOPOBOJIBLHOTO COTIACHS
(cornmacHo @3 Ne323-d3 ot 21.11.2011r. ¢ UBMEHEHUSAMM).

EE - MEIMIIMHCKOE WM3/CNIHE, UMIUIAHTHPYEMOE B OPTaHHM3M YEJIOBEKA MPU OKA3aHWUW MEIUITMHCKOM
MOMOIIIM B paMKaX MPOrpaMMbl TOCYIApCTBEHHBIX TapaHTHH OECIJIAaTHOTO OKa3aHUs TpaKIaHaM

MC,I[I/II_II/IHCKOﬁ IIOMOIIH,

XK - crenMamM3UpOBAHHBIA  MPOAYKT JIe4eOHOTO TUTAHUS, BKJIIOUYEHHBI B  IEpPEYCHD
CHEUUAIN3UPOBAHHBIX NPOAYKTOB JiedueOHOro mnuTaHus i Aeteil-unBanujoB  (Ilepeuenn
CHEIUAIN3UPOBAHHBIX TPOAYKTOB JIeUeOHOro muTaHud Mg jAeTe-unBaiugoB Ha 2024 ron,

yTBEpKJIeHHBIN pacniopsbkenueM [IpaBurensctBa Poccuiickoit @eaepanuu 11.12.2023 Ne 3551-p).

IHpuioxkenune A3.1. Cxema meTa00IMYeCKHUX IIyTel NPU TUPO3uHemuu Tl L.



deHuNanauuH = TUDO3UH
‘ TiposuH amuHoTpaticdepaia

(aedmuymnt - Il THR THpozMHemun, OMIM 276600)

4-OH geHunnupysar

Touxa = 4-OH gpeunnupysam duokcuzenasa
AEHCTENA (medpmumt - Il THn THpO3HHeMmun, OMIM 276710)
HHUTHIWHOHA "
| roMorerTHIMHOBaA KicnoTa | MyTs curtesa nopdupuna |
- S-aMuHONEeBYNWHOBAA KWMCNOTa
ManeunaueToauerar [*=* % .
~ « p{ CYKUMHUNAUETORUETAT | &
. v .
' : : :
L L}
Mopghobunu
. r n . o Al
| dyapmnaueroaueran CYKUMHUNAUETOH [ " B Hozen:
Hacnegcteennan x cunmasa
TMposuHeMMA | TMR pymapunayemozudponaza (FAH) v
OMIM 276700 nopdobunuHoreH
(ymapar + aueroauerar
Puc.1. Ilytm wMerabGonmu3ma THpO3MHA (CIUIOIIHAS JMHUS — HOPMAJIbHBIA IyTh MeTabonn3Ma,

MYHKTUPHBIE — aJIbT€PHATUBHBIN MY Th).

Hpunoxenue A3.2.1TocuHapoMubIil U depeHINANBHBIA JUATHO3
Taupo3uHemu I Tum.

Tabmuna 6. JInddepennnanpHas JUarHoCTUKA TUpO3uHeMuUH | Thmna

CuMnTOM B0O3MOXHbI AnArHo3

mnepTnposnHemMuns Bbicokoe cogepxaHue 6enka B paunoHe
Tupo3snHemus II Tuna

Tupo3nHemus III Tuna

[Opyrve 6onesHn neyenun

MmnepmMeTnoHNMHeMnsA FfoMouMCTUHYPUSA
HapyweHne meTabonnsama METUOHUHA
[Opyrve 6onesHn neyenun

[anakto3emus tun 1, 3

HenepeHocnMocTb HpyKTO3bI

bone3Hb HuMaHa-nuka Tun A/B

BonesHb BunbcoHa

HeoHaTanbHbIM reMOXpoOMaTo3

FemodaroumTapHbIn MIMMEBOrMCTUOLUTO3

3aboneBaHne neyeHu MuToxoHApuWanbHasa renatonaTus

BpoxxaeHHble HapyLeHUsa MMKO3UINpoBaHUs

OedununT TpaHcanbaonasbl

AueTammHodeHoBas nHtokcukaumns (MAPALLEETAMOJIOM**11)
BakTepuanbHble nHdeKkumn (cencmc, canbMoHenna, Tybepkynes)
BupycHble nHdbekumnm (CMV, renatut A, B, repnec)
OTpasneHune rpmbamu (6negHon noraHKom)

JlekapcTBa U3 pacTUTENbHOrO Cbipbs

NAMOCUHKpa3ns Ha pasfinyHble areHThbl

NHOUNBTPATUBHBIN MW NWLEMUYECKMA Npouece

3aboneBaHune noyek CuHapowm Jloy

LUnctnHos

[MoyeyHbI KaHaNbLEBbI aumMaos
DaHKOHN CUHAPOM




CnmnToM BO3MOXHbIV AMarHo3

Paxut 'mnodocdartasus

Oeduunt ButammHa D (HYTPUTUBHbBIN MM FEHETUYECKM AETEPMUHUPOBAHHbIN)
MnodochateMmyeckmuin paxmT

DaHKOHN CMHAPOM

HeBponornyeckuii Kpusmc OTek Mo3ra, KpoBOM3NusHUE

BupycHbIli/6akTepuanbHblil MEHUHTUT
F'MnepHaTprMeMmyeckas agermapataums
OcTpasa nepemexatowasica nopbupus

Hpunoxenue A3.3. I pyHUMIIBI OPraHU3ALUY JIEUYEOHOT0 MUTAHUSA TPH
TAUpPO3MHemMuu Ttun L.

B Poccuiickoit @enepaiuu 3aperucTpupoOBaHbl CICIIMATM3UPOBAHHBIC MPOAYKTHI OTCYSCTBEHHOTO U
3apy0eXHOTO0 TPOW3BOACTBA HA OCHOBE aMHUHOKHCIOT 0Oe3 (eHWIalaHMHa W TUPO3HHA,
MpeaHa3HaYeHHbIE IS TAIMCHTOB pas3lIMyHOTO Bo3pacta (Ttabmuma 7). Pacder HeoOXommmoro

KOJIMYCCTBA IMPOAYKTA IMPOBOAUTCA 110 6CJIKOBOMy OKBUBAJICHTY

Tabauua 7. XuMHYECKUH COCTAaB CHEIUATM3UPOBAHHBIX MPOAYKTOB JI€UeOHOTO MUTAHUS IS

namuenToB Tupo3unemueit I tun (B 100 r cyxoro npog:[yKTa)1

HanMeHoBaHMe npoayKTa Benok Kup, r Yrnesogabl, DHepretun BospacTt
(akB.) r yeckas npuMeHe-
r LIEHHOCTb, HUS
KKan
CneunanusnpoBaHHbI  MPOAYKT CyxOoM AN  ANEeTUYEecKoro 14 23 B T.u. 50,3 470 0-12 mec
neyebHOro nNWTaHUs [AeTeli MNEepBOro roAa >XW3HU, O60MbHbIX OLMHXK

TUposnHeMuen, "HyTpureH 14-tyr, -phe"****

CneunanusnpoBaHHbI  NPOAYKT CyxoW ANns  AWMeTUYEecKoro 20 18 50,2 443 C1ropa
neyebHOro nuTaHMs peTen CcTapwe OoAHOoro roga, 60sbHbIX
TuposmHemmen, "HytpureH 20-tyr, -phe"****

CneumanMsanpoBaHHbIi  MPOAYKT CyXOoW Ansa  AUMETUYECKOro 40 13,0 31,4 401 C1roga
neyebHoro nuTaHMs peTen Ccrapwe OAHOro roga, 60/bHbIX
TuposuHemunen, "HytpureH 40-tyr, -phe"***x*

CneumanMsanpoBaHHbIi  MNPOAYKT CyXOoWM ANs  AUMETUYECKOro 70 0 4,0 296 C 1 ropa
neyebHoro nuTaHMs pgeTen CcTapwe OAHOro roga, 60/bHbIX
TUposmHemmen, "HytpureH 70-tyr, -phe"***x*

CneunanmsnpoBaHHbIi npoayKT  AeTCKOro  AMEeTUYeCKoro 13,1 23 B T.u. 49,5 457 0-12 mec
neyebHOro NUTaHUA ANS AETen nepBoro roga XmsHm ot 0 go 12 OUMHXK
MecsiueB B KayecTBe OCHOBHOrO MUTaHWs W B KayecTse
OOMOSMIHUTENbHOro NuTaHus ans ageter ao 3 net "TYR AHaMukc
NHbaHT" (Npy TUPO3NHEMUYN ) ¥ **

CneumanMsanpoBaHHbIn  MPoOAYKT  AMeTUuyeckoro  nedebHoro 77 0 4,5 326 Oetn n
nutaHms ana getein crtapwe roga "XPHEN TYR TYROSIDON" B3pocC/ible
("Tupo3naoH") (Npy TUPO3UHEMUKN)* ***

L npoxyKTH 3aperucTpupoBaHbl Ha TEPPUTOPUM rocynapcTB TamoxkeHHoro Coi03a M BKIIIOYCHBI B
[Iepeuenp cnenuaIM3UpPOBAHHBIX IPOAYKTOB Ui AETEH —MHBAIMAOB CONIACHO PacmopsikeHuero

[IpaButennctBa Poccuiickoit @enepanuu ot 11.12.2023 Ne 3551-p

Tab6aunua 8. PexomenayeMbie HOpMbI OTpeOIEHUS OeIKa 7Sl 3J0POBBIX JIETEH pa3IMyHOTO BO3pACTa
[2,3]

BospacTt RDA CLUA BO3 EBpocoto3 Poccusa
(r/Kkr/cyTku) (r/kr/cyTkn) (r/Kkr/cyTku)




BospacTt RDA CLUA BO3 EBpocoto3 Poccusa
(r/kr/cyTkn) (r/xr/cyTkn) (r/kr/cyTkn)

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/kr/cyTkn)

1-2 ropa - - - 36 r/cyT

2-3 roga - - - 42 r/cyT

1-3 roga 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/cyT

Manbunkun 11-14 net 1,0 0,79 1,0 75 r/cyT

Manbunkn14-18 net 0,9 0,69 0,9 87 r/cyT

[JeBoukn 11-14 net 1,0 0,76 0,95 69 r/cyT

[JeBoukn 14-18 net 0,8 0,64 0,85 76 r/cyT
Tabmuma 9. JlomycTMoe KOJIMYECTBO 3HAYMMBIX AMHUHOKHCIOT B TUTAHUM JI€TEH C

HACJICACTBEHHBIMU aMUHOAMAOTIaTUSIMH [ 8].

BospacTt geten JonycTMMoe KOMYeCcTBO aMMHOKMUCNOTbI (MI/Kr/CyTku)
deHnnanaHnH+TUPO3nH MeTMOHUH

0-12 mec 80 25-20
1-3 ropna 60 15-10
4-6 net 25-20 10
CcTapwe 7 net 15-10 8

Taomauna 10. [Tpumep pacuera nutanus s pedeHka 3-X JeT ¢ TUpo3uHEeMHue [-ro tuma.

Macca tena 14 kr [2].

MokasaTenu Pacuér [MpumeyaHue

Oblee aoNyCcTMMOE CYTOYHOE KoNnyecTBo benka 1,5x14=21r

Obuwee [onycTumoe CyTO4YHOE KONNYeCTBO 25 x 14= 350 Ha 1 «kr Maccel Tena -25-30Mr
deHnnanaHMHa+TUPO3nH B CYTKMK Mr ponyckaeTtcs peHnnanaHmHa

JonycTMMoe KonnyecTBo 6esika 3a CYET eCTeCTBEHHbIX MPoAYKTOB 7r 1 r 6enka cogepxuT

50 mr deHnnanaHuHa

KonunyectBso 6enka 3a cuet cneunann3anpoBaHHOro npoaykrta

HytpureH 20 -phe, -tir 21-7=14r
CyTOYHOE KOJINYeCTBO CYyXOro creuvann3mpoBaHHOro npoayKTa (14x100):20= 100 r cyxon cmecu
HytpureH 20 -phe, -tir 70r coaepxut 20 r 6enka

Ta6auua 11. [TpumepHbIil CyTOUHBIM HAOOp MPOAYKTOB, €T0 XMMUYECKUN COCTAB U dHEpPreTUUecKas

LIEHHOCTH AJi JeTelt panHero Bo3pacta (1-3 roga) ¢ Tuposunemueii [ tumna [2].

MpoAyKTbl KonmyecTBo XWMHUYECKUin cocTas, T DHeproueH deHunanaHuH+
Mn/ r HOCTb, KKan TUPO3UH, MI




MpoAyKTbl KonnyecTso XvMHnyeckuin coctas, © DHeproueH deHunanaHnH+
mMn/ r HOCTb, KKan TUPO3UH, MF
6enkn Xnpbl yrnesogabl
Xneb 6/6 50 0,38 1,25 30,7 135,1 25
Xnebobynou 13 0,1 1,17 8,4 45,5 5
Hble n3genus
Cyxas cmecb «Onagbliiexk» 31 0,5 0,3 28,2 130,3 30
Bepmuwens 6/6 6,8 0,06 0,04 5,7 24,3 4
Caro uckyccr. 17 0,01 0,03 14,7 61,2 -
Cyxon 6/6 HanuToK 12 - 2,5 8,6 57 -
Macno cnus. 20 0,1 16,5 0,16 149 5
Macno TonneHoe 10 0,03 9,8 0,06 88,7 -
Macno pacTtur. 30 - 29,9 - 269,7 -
Caxap 30 - - 29,9 113,7 -
BapeHbe 20 - - 14,0 56 -
KapTodenb 50/35 0,7 0,14 5,7 28 35
KanycTta ceex. 110/88 1,58 0,1 4,2 23,8 80
MopKkoBb 80/64 0,83 0,06 4,06 21,8 42
Ceeknia 50/40 0,6 0,04 3,6 16,8 30
Kabaukn 20/15 0,09 0,05 0,74 3,5 7
Orypubl 10/9 0,07 0,01 0,23 1,3 3
Canat 5/4 0,06 - 0,09 0,7 3
Momuaopsl 10/9 0,9 0,02 0,34 2,1 25
TomaT-nacTa 2 0,1 - 0,38 2,0 0,5
Jlyk penyaTbin 8/7 0,09 - 0,64 2,9 5,0
KntokBa 10 0,05 - 0,38 2,6 2
Cokm 100 0,5 - 11,7 47 20
OpyKTbl CBEXMNE 150/127 0,64 0,38 12,45 58,4 45
OpyKTbl Cyxue 10 0,3 - 5,05 22,7 10
3a cyeT HaTyp NpoAYKTOB - 6,9 62 191 1341 347
Hytpunren 20 -phe, -tir 70 14 12,6 36,12 314 -
Wtoro 21 74,6 227,12 1655 347

Hpunoxenue A3.4. [l1aH MOHUTOPUPOBAHUS NAPAMETPOB KPOBHM U YACTOTA
HHCTPYMEHTAJbHBIX UCCJIEeA0BAHUN HA (JOHE KOMILJIEKCHOW Tepanuu




Ta6auuna 12. [lnan MOHMTOPHpPOBAHUS TMapaMETPOB JAOOPATOPHBIX W HWHCTPYMEHTAJIbHBIX

I/ICCJICIIOBaHI/Iﬁ Ha (1)OH6 KOMILICKCHOM TCpalunn

UccnegosaHue Hayasio lNepBbie 6 mec. locne nepBbix 6 lMocne 5 ner
Tepanuu mec. un ganee u panee
1 pas/mec. paz / 3 | pa3/3 pas/ 6 1 pa3 B
mec. Mec. mec. roa

KOHUeHTpauns aMuHOKUC/IOT B KPOBU X X X Kaxabie 6
mec

CyKUMHWIaLEeTOH B MoYe X X eXerogHo

KOHUEeHTpauns HUTU3NMHOHAa B KPpOBU X Kaxagble 6
mec

O6wmnii  aHanm3 kpoBu (reMors106uH, remMaToKpuT, X X X exeroiHo

TPOMGOLNTBI, JTIEMKOLNTBLI, M AP)

uccre[o0BaHne rnedeHn u ee QyHKUMiM

AQ®I[1 B cbiBOpOTKE KPOBU X X Kaxable 6
mec

lpoTpomMbuHoBOE BpeMs X X Kaxgble 6
mec

YacTtnyHoe TpomMbonaacTuH. BpeMs X X Kaxabie 6
mec

MHO X X Kaxable 6
mec

®ubpuHoreH X X Kaxable 6
mec

6unnpybuH X + Kaxpable 6
mec

AJIT/ACT X X + Kaxablie 6
mec

rrrr X X + Kaxable 6
mec

UenoyHas ¢pocgpatasza X X + Kaxable 6
mec

KT mam MPT! X X | exeroaHo

ro4yku, ckesnet

O6bwmii  aHanmz  moum, ¢ocgpop- wn  Kaabuymi/ | X X 1o

KpeaTuHUHOBbIE KO3(hDULMEHTbI rioKkasaHusm

PeHTreHoaeHcuTomeTpus (ctape 4 net) nam X + 1o

PeHTreHorpagpus rmoKkasaHusam

0CMOTp oghTasibMosiora

OCMOTpP C NMOMOLLbIO LLE/IEBOM JIaMIlbl, OLJEHKA OCTPOThI X X X lo

3peHusi rioKkasaHusm

+ - no nokaszanusim,

IMPT npeonoumumenvhee ¢ KOHMPACMUPOBAHUEM NPU NOOO3PEHUU HA AOEHOMY, NPU OOHAPYI’CEHUU

Y3706 U ot OYEHKU pa3mMepos NOYEK.




Ipuaoxkenue b. AJropurMbl JeiicCTBUA Bpaya

ITanueHT ¢ NoAO3pPeHHaM

Ha THPOSHHEMHED THII I

Juarsos
OogTEepEIeHT

KoBRCcyIETAHA
npodEmEEOTD
CIIEITHATHCTA

Jleqenne:
HETHIHHOH+
OHETOTEpAITHT

MOHHTOPHHT
nabopaTopHEIX «—
NOKaZaTeneH NaHeHTa

HET

Tepanna
sththeETHERA

HET

TPAHCILTAHTAAT
TIEYEHH



Ipuwioxenue B. Unpopmanus 1 manmeHTa

Tuposunemuss I muna — 3TO HaCIEICTBEHHOE 3a00JeBaHME, XapaKTepU3YyIOIIeecs HapylIeHHeM
MeTaboIM3Ma aMUHOKUCIOTHI TUPO3UH U TIPOSIBIISIIOIIEECS MHTOKCUKAIMEH MpoayKTaMu ee oOMeHa,

MMOpPaKCHUCM IICYCHHU, ITOYCK, HeHTpaHBHOﬁ HGpBHOfI CHUCTCMBI.

Ocmpas opma muposunemuu I muna nposeénsemcs B IEPBble HEAEIN/MECALBI KU3HU (PeOPUIHLHOM
JTUXOPAJIKOM, PBOTOM, nuapeeil, 00€3BOKUBAHUEM, KEITYXOM C YBEIMYEHHUEM DPAa3MEPOB MEUCHH U
CEJIE3€HKH, OCTPBIM KEIYyJOYHO-KUIIIEYHBIM KPOBOTEUCHHUEM, 3aJ€P>KKOM Pa3BUTHA, CTIEIIMPUIECCKUM
«KaIlyCTHBIMY» 3alaxoM Tejla. Xporuueckas muposunemus I muna npomexaem ¢ IPEUMYILECTBEHHBIM
MOpaKEHWEM  TMe4YeHu (UUPpPO30M), TMOYEK, C THUPO3UHEMHUYECKUMHU KPHU3aMHU, KOTOpBIE
COIIPOBOXKAAIOTCS JIMXOPAJAKOM, PBOTOM, WHTOKCHUKAIMEW, KapJIMOMMONATHEW W IPOBOLUPYIOTCS
npremMoM OenkoBoi mumu. [Ipu XpoHU4ecKol THPO3UHEMUN OTMEUAETCS 3a/IepKKa pocTa, Ha 3-4 rona
orcraer (U3MOJIOTMYECKass CMEHa 3yOOB, 3aJlepKMBAaeTCsi KOCTHBbIM Bo3pacT. Ilpu orcyrcTBUM

CBOEBPEMEHHOM TMarHOCTUKU U JICYEHUSI TPOTHO3 3a00JI€BaHNUS CEPhE3HBIN.

[locne ycraHoBieHHs OuarHo3a Ha3HAuyaeTCsl Tepamusi 3a00JeBaHMS C KCIIOIB30BAaHHEM Ipernapara,
KOTOPBIN MPENATCTBYET 00pa30BaHUIO0 TOKCHUYECKUX MPOAYKTOB OOMEHA THPO3MHA U JUETOTEparui,
XapaKTEepU3YIOIIEHCsl OTPAaHUYCHUEM B palliOHE Oelika U MPUMEHEHUEM CIIeIUATM3UPOBAHHBIX CMecei
AMHMHOKHCIJIOT. JleyeHne NpOBOAUTCA TOJ CTPOTUM KOHTposieM Bpada. KpaliHe BaXHO 4YETKO
BBIIIOJIHATh BCE HA3HAUEHHS [0 IPUEMY JIEKAPCTBEHHBIX IpENaparoB W COOJIOACHUIO JHUETHI,

Ha3HAaYCHHBIX BPa4OM.

VYuurteiBas aYTOCOMHO-peHCCCI/IBHHﬁ THUITI HACJICOOBaHUA U BBICOKMH PUCK ITOBTOPHOTO POXIACHHUS B

CCMbC pe6eHKa C THpO3HHCMHCI>i, IMOKa3aHO MCIUKO-TCHCTUYICCKOC KOHCYJIbTUPOBAHUC ceMeii.



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

He npumenumo.



