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Cnmcok cokpameHui

AOII - Anpda-deronporens

AYTB - AKTUBHPOBAaHHOE YACTUYHOE TPOMOOILIACTUHOBOE BPEMSI

AJIT - AnanunamuHOoTpanchepasa

ACT - AcmaprataMuHoTpaHcdepasza

I'TTII - 'aMMaratoKypOHUITPAHCIIENITH 1a3a

I'lIK - I'enaroueuttonspHasl KaplimHoMa

HT - HacnencrBeHHasi TAPO3MHEMUS

HT 1A - Octpast HacneACTBEHHAs: TUPO3UHEMHUS

HT 1b - Xponuueckast HacaeACTBEHHAsS] TUPO3UHEMHUS

KT - KomnbrorepHast Tomorpadus

KHIC - KucioTHO-IEI0YHOE COCTOSIHUE

MPT - MarautHo-pe30oHaHCHas: ToMorpadus

MPXIII" - MaruutTHO-pe30HaHCHOM XOJIaHTHOoNIaHKpeaTorpadus

I1TU - I[TpoTpOMOMHOBBIN UHIIEKC

P®II - Pagnodapmmnpenapar

TMC - TanaemHasi Macc-ClIEKTPOMETPHUS

[P - Hlenounas docdarasza

FAH - ®ymapunaneroruaposnasa

NTBC - 2-(2-uutpo-4-tpudroopomeTnioeH3omn)-1,3-1ukIoreKcaneIMoH (HUTH3HHOH**)
TORCH wuHpexkuun - CokpalleHHOe Ha3BaHMe Tpynnbl MHGQEKuuid, mnepeaaromuxcs
BHYTpUYTpoOHO OT Marepu mioxay : T - Toxoplasmosis (Tokcormiazmo3) O - Others (cuduiuc,
renatuT B, Bapuiienna-3octep BUpyc, Apyrue Bupycol u 6akrepun), R - Rubella ( xpacnyxa), C -
Cytomegalovirus (muromeranosupyc), H - Herpes simplex virus (Bupyc mpocToro reprieca)

V31 — ynpTpa3ByKoBasi AMarHOCTUKA



TepMuHbI U onpeaeIeHUs

Cunapom ®DaHKOHM - TeHEpaIM30BaHHAs AUCHYHKIUS MPOKCHMAIbHBIX KaHAJbIICB
MOYEK, TNPOSBIAIONMIAsICS TJIIOKO3ypHeH, aMHUHoanmaypuen, docdarypueii, Mmo4edHbIM
KaHAJIbLEBBIM alli030M.

I'uneprpodguyeckasi KapaMOMHONATHA — XapaKTEPU3YETCS YTOJIIEHUEM CTEHOK
KENMyJOYKOB (MPEUMYIIECTBEHHO JIEBOT0), HAPYIIEHHWEM €ro AWacTOIMYecKoW (yHKIHH H
HEPEJIKO COMIPOBOXKIACTCS Pa3BUTHEM OOCTPYKLIUHU BBIXOJHOTO OT/JENIA.

Tupo3uHeMuyeckne KpHU3bl - COCTOSHHS, CIPOBOLMPOBAaHHBIE MPUEMOM OEIKOBOMH

MUY ¥ COMPOBOXKIAIOIINECS JINXOPAIKOU, PBOTOM, MHTOKCHKAITUEH, KapAMOMHOIIATHEH.



1. KpaTkasi ungopmManus

1.1 Onpeneaenue

Hacnencrennas tuposunemus 1 tuna (HT1) winm remaropeHanbHass TUPO3UHEMUS -
penkoe (opdanHoe) 3aboieBaHHME C AyTOCOMHO-PEICCCHBHBIM THIIOM  HACJIEIOBaHMUS,
obOycrnoBiieHHOe MyTanusMu B reHe FAH, xomupyromero ¢gepMeHT dymapuianeToruaposiasy.

CuHOHUMBL: neduIUT PyMapuianeToaneTasbl, IehUIUT GyMapuianeToaneTaTruIpoIa3bl.

1.2 DTHoJiorusi M NATOreHe3 3a00J1eBAHNS HJIH COCTOSIHUS (rpynmnbl 3a00J1eBaHUI

HMJIM COCTOSTHMIA)

[Tatorennsie BapmanTel reHa FAH mpuBOAST K CHM)KEHHIO aKTHBHOCTH (pepMeHTa
dymapunaneroruaponassl (FAH, EC 3.7.1.2), ocyliecTBISAIONIET0 B HOPME KOHEYHBINA 3Tall
Jerpajallid THUpPO3MHAa Ha HETOKCHuHble (ymapar u aneroaneraT. B pesynerate pacnan
TUPO3HHA OCYILECTBJISIETCSI MO AJIbTEPHATUBHOMY NATOJIOTMYECKOMY IyTH, ¢ O0Opa3oBaHHEM
BBICOKOTOKCUYHBIX U KaHLIEPOT'€HHbIX CYKIIMHUJIALIETOHA, MaJjlensaleToaneTara,
dymapunaneroanerara (IIpunoxenne I'1).

I'en FAH nokanu3oBan Ha AIUHHOM Iutede 15-it xpomocomsl (15023-025) u cocTouT u3
14 »skx30HOB. Ha ceronnsuiHuil neHp B reHe omnucaHo okoio 100 myranuii, 4acThIMM M3 HHUX
seisiiores:  €.554-1G>T, €.1062+5G>A, ¢.1025C>T (Pro342Leu) c.1090G>C (Glu364GlIn).
[13]. IMarorenes HT1 tuma 3akiouaeTcs B TOKCHYHOM JCHCTBHMHU (Dymapuiiareroarerata u
MaJlewyaneroalerata M HMX ~ KOHEYHBIX  METa0OJIMTOB  —  CYKUMHWJIALETOHA |
CYKLMHUJIALETOAIETaTa, KOTOPbIE TOPMO3ST OKHCIUTENbHOE (hochopuanpoBaHrue U OJIOKUPYIOT
nukn KpeGca. HakomeHune 3THX BemIecTB MHPUBOAMT K IPOrPECCUpPYIOLIEMY 3a00JEBaHUIO
MEYECHU C Pa3BUTHEM I1€YEHOYHOM HEJIOCTAaTOYHOCTH, IMPPO3a, TyOyIonaTuu ¢ opMUpPOBaHUEM
peHanbHO TyOynonaTuu, runopochareMuueckoro paxura, cuaapoma Oankonu [14].

Kpome ToOro, CyKIMHMJIALIETOH HMHTHOUMPYET O-aMHUHOJIEBYJIMHAT  JIeTUipaTasy,
IPOMEXKYTOUHBIM MeanaTop nopdoOUIMHOTeHa, YTO MPUBOJUT K HApYIICHUIO OMOCHHTE3a reMa
U KIMHUYECKH MOJKET NPOSBIATHCS CUMIOTOMaMHU OCTpPOM mepemexarouieiicss nophupuu -
00JIsIMU B )KMBOTE, apTepUAIbHON TUIepTeH3uel, nepudepuyeckoit moauMHeRponaTruei.

BonpmmaeTBO (10 90%) manueHToB 6e€3 cnenuduyYecKoro JiedeHus (IueToTepans,
naTOreHeTHYecKre IMpernapaThl) U TpaHCIUIAHTALUMU Me4YeHUu norubanu B Bo3zpacTte a0 10 ner.

BBIKHBAEMOCTH 3aBHCHUT OT CPOKOB MOSIBIICHHS cMIITOMOB [15].



1.3 DnuaemMunoJaorus 3a00J1eBaHNA UJIH COCTOAHUA (rPyNnbl 32001eBAHMIT MJIM COCTOSTHUI)

Yacrora HT1 B paznumusabix nomymsimusax koneomercs ot 1: 100 000 -120 000 kuBbIX
HOBOPOXKJCHHBIX. UETKHUX B3aHMOCBSA3€H MEXAy T€HOTUIIOM U (EHOTUIIOM HE YCTAHOBJEHO,
pa3iuyYHbIe KIWHUYECKHE BapHaHTBl MOTYT IPUCYTCTBOBATh y WICHOB OJHOW CEMBH C
omuHakoBbiMu MyTauusimu [1,4,10]. HauGonbiias pacnpocrpanenHocts HT1oOHapyxeHa B
perrone Saguenay-Lac-St-Jean (KeGek-IIpoBanc, Kanana), roe ona mocruraer 1:1846, a 1 u3
22 gBngercs HocuteneM Oonesnu [13—15]. B oroit momymsauuu nHaubonee yacto (~90%)
BCTpeYaeTcs MyTanus caiita crutaiicunra ¢.1062+5G>A (IVS12+5G—A) [12, 14, 15]. Beicokas
gacrota HT1 nabmomaercs B YeueHckoit pecryonmuke —1:16020, naubonee yacToi siBisieTcCs

myrtarust €.1025C>T (p.Pro342Leu) [16].

1.4 Oco0eHHOCTH KOAUPOBAHUSA 32001eBAHUA WM COCTOAHNA (TPYyIIbI 3200JeBAHNI HIN

cocTosinuif) o MesxkayHapoaAHO# cTaTUCTHYeCKO# kiaaccudukannu 0oJiesHel M n1podJaem,

CBA3aHHBIX €0 3710poBheM (MKEB-10)

E 70.2 - Hapymienust oOMeHa THpO31Ha

1.5 Kiaaccudukanus 3a001eBaHusd WK COCTOAHNSA (Ipynnbl 32001eBAHUNA UJIH COCTOSTHHN)

B OCHOBY KJ'IaCCI/I(I)I/IKaI_II/II/I HT 1 mosokeHbl KIMHHUYECKHE BapUaHTbl TCUCHUS OCTpPasd

(HT 1A) u xpouunueckast (HT 1B).

1.6 Kiinnuueckas KapTHHA 3200J1€eBaHHsI MJIH COCTOSTHHS (rpynnbl 3200J1€BaHUIi NN

COCTOSTHMI)

[Tpu HT1 00br4HO GepeMeHHOCTh U MepUHATAIbHBIN Mepruo/1 MPOTEKAIOT HOPMAIbHO, U PEOEHOK

MIPU POXKACHUM BBHITTSIUT 370pOBbIM. CeMelHbI aHaMHE3 MOXKET OBITh OTATOINEH, B CEMBSX
MOTYT OBITH CIIy4aW paHHEH [eTCKOM CMepTH OT KPOBOMBIUSHUN B MO3T HWIH OCTPBIX
KPOBOTEUYEHH, pACIICHEHHbIX KaK CeNCHC, BHYTPUYTPOOHbIE HH(DEKIUH, CHHIPOM
JIMCCUMEHUPOBAHHOTO BHYTPHUCOCYAUCTOTO CBEPTHIBAHUS KPOBH.

Octpas dopma nacaeacrsenHoii HT1 (HT1A) neGrotupyer B nepBbie 2-3 MecsIia KU3HUA U
XapaKTepu3yeTcsl TIaBHBIM O0pa3oM TSDKENION MMEYEHOYHOW HEJO0CTaTOYHOCThIO, TeMaTo- H
CIUIEHOMETaJuel, HapyIIeHHOW CBEPTHIBAEMOCTbIO KPOBH M THIIOTJIMKEMUEH, MPUBOISALUIMMU K
CMEpPTH B TIEpPBbIE MeCSIbl JXKU3HU. JIMCOYHKIIUS TOYCUHBIX KaHAJBIIEB COIMPOBOXKIACTCS
cuaapomoM PDankoHu u paxutoMm [2, 8]. [lanmmeHTam MOBOJIBHO YACTO CTaBIT OIMMOOYHBIC
JUATHO3bI- CETCUC, [IUTOMETaIOBUPYCHBIN renaTuT, (eranpHbld rematut. Y aereit ¢ HT1A
BBIPA)KEHA WHTOKCUKAIUS, TUIMOTJIMKEMHS, JIEHKOLUMTO3, BO3MOXXEH AacClMT, JMHAMUYECKas

HECIMIPOXOAUMOCTD, IIap€3 KHIICYHHKA. HpI/I OTOM OTMEYAaeTCAd NOBBIIMICHHBIN YPOBECHB
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cyknuamianerona (> 10-100 pa3), ansda-deronporenna (ADPII) (> 100-1000 pa3). Luroaus
OOBIYHO HE TPEBBIIIAET TPEX-UETHIPEX HOPM, yMEpeHHas THrnepOmIMpyOHMHEMus B Ipeaenax
100-150 MKMOJB/1I, B paBHOM COOTHOIICHUH MNPSAMOW U HenpsiMod OwnmmpyouH. Ilpuumnoii
JeTaIbHOI0 Mcxoa npu ectecTBeHHOM TedeHuu HT1A oObIuHO cTaHOBUTCS OCTpasi NeUYEeHOYHas
HEI0CTaTOYHOCTh M KaTacTpo(uyeckoe KpoBOTeueHHe Ha ee (¢oHe. JlMarhos 3arpyaHsercs
TAaKUMHU COITYTCTBYIOIIUMH COCTOSIHUSIMH, KaK BHYTpHYTpoOHas WHQEKIUs, HEOHATaIbHbINA
renaTur, CEICHcC.

ITpu octpoii dopme HT1 Ha mepBbIi IaH B KIMHUYECKON KapTHHE BBICTYMAIOT CHMIITOMBI
MHTOKCUKAlMK (BBICOKas TeMIepaTypa, MOBBILICHHAs BO30yAMMOCTb, 110 Mepe HapacTaHus
CUMITOMATUKH HAcTylaeT HapyLIEHWE YPOBHS CO3HAHMS BIUIOThH 10 KOMBI), @ TAKKE CUMIITOMBI
NOpaXeHUsI TIeueH! (YBEIMYEHUE NTE€YEHH, MOXKET ObITh B COUETAaHUU C YBEJIMUEHUEM CEJIE3EHKH,
acCIIUT, JKEJITyXa — PEeAKO), FaCTPOMHTECTUHAIBHBIA CHHAPOM (CPBITMBAaHUS IOCIE KaXKIOro
KOPMJICHHUS1), TSDKENbl IeMOopparu4eckuil CHHApOM (MeJieHa, KpoBaBas pBOTa, IeMaTypus,
HKXMMO3bI, NIE€TEXHH, HOCOBBIE KPOBOTEUEHHUs), clieln(PUUEcKuil 3amax Mouu (3amax «BapeHOu
karnycTb»). C 3-X HeleabHOro BO3pacTa , €CJIM MMEIOT MECTO YacThle CPbITMBAHMS U PBOTA,
OCTaHOBKa B IpHOaBKE Macchl Tejla, BBIPAKEHHAs MbILIEYHAss TMIIOTOHMS, COHJIMBOCTb,
Hecneuu(puyeckue CUMITOMBl HHTOKCUKALIUHU, CEPOCTh KOXKH, YBEJIMUEHUE Pa3MEpOB KHUBOTA 32
CYET aclMTa, TenaTo-CIJICHOMErajluu, JUHAMUYECKas HENpOXOJUMOCTh (Mape3 KHUIIEUYHUKA)
IpU HAJIMYUM KUJIKUX KaJIOBBIX MacC, C KPOBbIO WJU 0€3, BO3MOXKHBI OTEKH , NMaCTO3HOCTh
CTOM, B JaOOPAaTOPHBIX JAHHBIX TUIOTJIMKEMUS, TUIIOKOAT Y ISIHSL, TEUKOILIUTO3, IIUTOIN3 OOBIYHO
He Bblle 3 HOpM, moBbimieH ypoBeHb ['TTII, mpu sTOM OMIHMPYHMHOBBIM OOMEH OOBIYHO HE
HapyIIeH, T.€. UMEeT MCTO XoJecTtas 0e3 xentyxu, ADII noBelieH 3HaUUTENBHO ( IPU HOPME 10
60 Hr/mMn y gereit 1o 5 mec.) mocturan 1 MuIH. HI/MII, peOEHOK MOMJIEKUT CEJIEKTUBHOMY
CKPUHUHTY Ha Oonie3Hu oOMeHa , B ToM uyucie Ha HT1.

IIpu xponmueckoii d¢opme (HT1B) ormeuaercs apyras KIMHUYecKas KapTuUHA, OOJIE3Hb
pa3BHBaeTcs IOClieé TOAOBaJoro Bo3pacTta, yame B 3-4 roma. HT1B wu3HauanbHO MeHee
arpeccuBHa, HO 3a00JIeBaHWE HEYKJIOHHO MPOTPECCHUPYET M MOXKET CONPOBOXKIATHCS
OPUCTYNIAaMH OCTpOil MeTabonuuyeckod nexomreHcauuu.  [Ipu 31oit popme HabmomaroTcs
pa3aMYHON CTENEHM BBIPAKEHHOCTH IOPaKEHUA IE€YEHHM, II0YEUHBIE KAHAJIBIUEBBIC
TUCOYHKIIMHM, PaXWUTOMOAOOHBIE M3MEHEHHUsl CKelera, 00ycioBlieHHble runodocdatemMueit u
runepdocdarypueii, kKapaAUOMUONAaTHs, HEBPOJIOTHUECKHE KPU3bl, CXOAHbBIE ¢ TOPHUPUUECKUMHU
(Oone3HEeHHbIE MAapecTe3nu, apTepualbHas TUIEPTOHMSA, TaXUKapaus, MapaTuTHYecKas
HENPOXOAUMOCTh  KMILIEYHHMKA, MHOIZA IPOrPECCUPYIOLIUE TNapajiudd), TUIOTIUKEMUS,

CBSI3aHHAs C TUIEpIUIa3uel B-KJIETOK MOJKENyI0YHOM >Kene3bl U TunepceKkperueil HHCYNINHA.



HeBponorudyeckne Kpusbl OOBIYHO mIATCS 1—7 [dHEW, Tociie dYero HacTymaeT MepHoI
BOCCTaHOBJICHHUS.

Y mnanuenToB HabmogaeTcs HapymieHue (QYHKIUKM peabcopOIuu B IMOYEUYHBIX KaHAJBIAX,
npuBojsniee K cuHApoMy @DaHKOHH, alua03y, TI'€HEepaIM30BaHHONW aMUHOAIUIYpPUH,
pEe3UCTEHTHOMY K BUTaMuHY D rumodocdaremuueckomMy paxuTy U 3aJepxkKe pocta. B psne
ciydaeB y peOeHka HaONromaeTcst paxuT c JedopManusiMi KOHEYHOCTEH, CTOIb BBIPAKCHHOM,
4TO JIETH TepecTaloT XOOuTb. B 3TOM ke BO3pacTe JIUArHOCTUPYIOT — LUPPO3,
renaToCIUICHOMETaJ N0, MOTYT ObITh HOCOBBIE KPOBOTEUEHHUS, TMIIONPOTEMHEMHUUECKUE OTEKH.
HT1B xapaktepusyercs MNOCTENEHHbIMU H3MEHEHHUSMH IMEYEHH, NMPUBOIAIIMMU K LUPPO3Y U
Pa3BUTHIO T'€MATOLEIUIIONAPHON KapuUHOMBL. DAaKTUUECKH PUCK PAa3BUTHS I'eMaTOLEIUTIONSPHON
KapIMHOMBI TPH 3TOM 3a00JIEBaHUHM CYHMTACTCS CaMbIM BBICOKMM CpEIM BCEX HapyIICHUN
obmena BemiectB [17, 18]. Panee cooOmanoch, 4YTO TenaTOLCIUIIOISpHAS KaplIIMHOMA
dopmupyercs y 37% naunuentos ¢ HacieactsenHoit HT1 crapue 2 net [19], Ho mocnenyromue
uccienoBanus B CkanaunaBum [20] m KseOGeke [17] mokaszanu Oosiee HHU3KYKH) YacTOTY
renaToIeIUTIONAPHON KapiuHOMBI (~15%), BeposITHO, BCIIECTBUE TPAHCIIAHTAIMU TEYEHU U
yIydlleHus CHocoOoB JieueHus. [emaTouesuionspHas KaplMHOMa Yy MAlUEHTOB C
HACJIEICTBEHHOW THUpO3MHEeMued 1-ro Tuma pa3BuBaeTcs B Oojiee paHHEM BO3pacTe, YeM IpHU
JPYrUX HACJIEACTBEHHBIX 0oJe3Hsx oOMeHa (dacto no 5 ner) [18]. LuTonu3 MuHUMATBHBIA (B
npeaenax tpex HopMm). YpoBeHb ADII noseimen B npeaenax 1000 HI/mn, CyKIMHUIAIETOHA —
He Oonee yem B 20 pa3 [9].

[Tomoctpass u xpoHuueckass Gopmbl Oone3HH BcTpeyaroTcss npumepHo y 20-25% OoNbHBIX ¢
nedrotoM B 4-12 Mec, kiIMHHYecKas MaHU]ecTauus KOTOPOW NPOBOLMPYETCS BHEIIHUMHU
dakropamu. TakuMU TPUTEPHBIME (PAKTOPAMU SBIISIOTCS JTUXOPATOUYHBIC COCTOSHUS, WH()EKIIUH,
OenkoBas Harpyska, rojioflaHhe W JOPyTrHe TUNEepKaTaOolMYecKue COCTOSHUSA. Y TaIMeHTOB
oOHapyKUBaeTcs NMporpeccupyroliee NopakeHne NeUYeHy ¢ renaro- Wid renaTociiieHoMeraien
(uMppo3, TEeYeHOYHass HEIOCTATOYHOCTH), 3a/Jep)KKa pOCTa, MPHU3HAKH pPAXHTa, MBIIICYHAS
THIIOTOHUS, KOaryjlonatus. XapaKTepHO OTCTaBaHWE IOKazaTelel (pU3MUecKoro pa3BUTHS.
HeBponorndyeckue CUMITOMBI HEPEAKO BKIIOYAIOT THUAPONEPATbHYI0 KOHPUTYPALUIO Yepera,
cumnToM ['pede, 3amepkKy IBUTaTEILHOTO U TCUXUYECKOTO pa3BUTHSA. MoryT HaOI0aaThCs
HEBPOJIOTHYECKHE KpHU3bl (CIa00CTh B KOHEYHOCTSX, Mapajluyd KOHEYHOCTEH M auadparmsl,
pBOTa, ayroarpeccust M Jp.), KOTOpble B psjie CIy4yaeB CIy)XaT MOBOJOM JUISi OLIMOOYHOIO
nuarHo3a — myasthenia gravis. HeBponorumueckue H3MeHEHUsI HENOCTOSIHHBL. Hepenako
OTHCHIBAIOT THIEPITUTMEHTAIIUIO KOXKH.

CrnenyeT OTMETHUTb, UTO 3Ta KilaccU(UKAIUA TOBOJBHO YCIOBHA, TOCKOJIBKY HEKOTOPHIE JIETH C

OCTPOﬁ HeKOMHeHcaHHeI\/'I B TCUCHUC IICPBOI0 roga XKM3HW BBDKHBAIOT U UX cbopMa CTAaHOBUTCS

9



«XPOHHYECKOW», a TMAIMEHThl C «XPOHUYECKOI» (OpPMOM  OCTAIOTCS B TPYIIE PHUCKA IO
pa3BuTHIO MeTaboimyeckuXx Kpu3oB. [lpum 3ToM, BO3pacT Jnebr0Ta SBISETCS BaKHBIM
MPOTHOCTUYECKUM IMOKa3areneM. /[0 MOSBICHHS MaTOTeHETUYECKOro JICUCHUs B Te4eHHe 1-ro
rona ymepnu 60 % nerelt ¢ neGroToM 3a00JeBaHMs B Bo3pacTe a0 2 Mecsies, 23 % npu nedrote
B BO3pacTe OT 2 10 6 MecsieB U Tobko 4 %  nereii nebroTrpoBaBiux mocie 6 mecsues [21]. B
HEKOTOpBIX pernoHax P® mpoBoasATcs mporpammbsl MO MaccoBoMy obcienoBanuto Ha HTI1.
CrnemyeT OTMETUTB, 4TO 110 4 THEH KU3HH Y JTOHOIICHHBIX U 10 7 THEH )KU3HU Y HEAOHOIIEHHBIX
HOBOPOJKJICHHBIX, HCOHATAIBHBIA CKPUHUHT OyaeT Hed(p(PEKTHBHBIM, TaK KaK B KPOBH Y
naruenToB ¢ HT1 erie He HaKaIIMBarOTCS BHICOKHE KOHIIEHTpAIMK CyKnuHuaneTona [31, 36].

IleueHouyHbBIE MPOABJICHUSA renaTopeHanbnoﬁ THUPO3UHEMHUHU

OcHoBHble KiIMHUYeckue mnposBaeHuss HT1 cBs3aHbl ¢ nopaxeHueM InedyeHu. Moryr
HAOMIOIaThCSl OCTpasi MEYEHOYHAss HEJOCTATOYHOCTh, IUPPO3 MEYEHH U TeNaTOleUIIoNsIpHas
kapuuHoma [21]. Tlo maHHBIM MEXIYHApOAHBIX MCCiaenoBaHui 69% cMepTeil OBUTH CBS3aHBI C
NIEYCHOYHOH HEIOCTaTOYHOCThIO M KpOBOTeUeHHeM, a 16% - ¢ remaTouesuTioIspHON
kapuuHoMoi.  CuHTeTHyeckas (yHKUOMS HapymieHa Yy OOJBIIMHCTBA IALMEHTOB C
HT1. YpoBenb (hakTOpoB CBEpTHIBaHUSA 3aMETHO CHIDKEH mpu HT1, U y HEKOTOPBIX MAlMEHTOB
MMEHHO HapyIIEHUsl KOAryJslUu SBISIOTCS BEAYIIMMH, IPYrHe MPU3HAKU MOPAXKEHHUS MEUYCHU
BBIPQKEHBl HE3HAUYMTENIBHO, IO3TOMY MAIlMEHTOB OOCIEAYIOT Ha MpeIMeT IEePBUYHOM
reMaToJIoruueckoi npoodiemsl [22]. [IpoTpoMOMHOBOE U YaCTUYHOE TPOMOOILIIACTHHOBOE BPEMsI
MOJKET OBITh UpE3BbIUAHHO MPOJOIDKUTENBHBIM JaXke y KIMHUYECKH 3710poBbIX nereit ¢ HTI,
BBISIBJICHHBIX MpHU ckpuHuHre. [Iprmenenune ButammuHa K TONBKO Ha KOpPOTKOE BpeMs MOKET
YIYYITUTE TPOGUIH KOAryJISIIUA. Y POBHU TPAHCAMUHA3 B CBIBOPOTKE BapPbUPYIOT H MOTYT OBITH
HOPMaJTBHBIMU WJIM HE3HAYUTEIFHO MOBBIMIEHHBIMH, XOTS B HEKOTOPBIX KPU3UCHBIX CHTYAIIHSIX
MoryT Habmromatbest ypoBHU Oonee 1000 ME / 1, uTo yka3wiBaeT Ha 0oJiee CYIIECTBEHHYIO
CTETNeHb TMOBPEXKICHUS TeNaToOlMTOB, M Kak MPaBWIO 3acTaBisSeT MNPENNPUHATh IIard K
OKCTPEHHOW TpaHCIUIAHTAMK TedeHW. JKenryxa pemko BCTpedaeTcss Ha PaHHHUX CTaTusxX
rernaTopeHaabHON THpo3nHeMuH. Toraa Kak, raMmMma-TIroTaMuiaTpaHcdepasa 0ObIYHO TOBEIIIEHA
OoJiee ueM B 2 pasa, U COOTBETCTBYET AUCCOLIMUPOBAHHOMY XOJIECTa3y.

[TeyeHOUHBIE KPU3BI MOTYT OBITH CIIPOBOIIMPOBAHBI MHMEKIUIMH U JPYTUMU KaTaOOTHUYECKUMU
CTpeccaMy Kak y MJIaJIeHIeB, TaK W y JeTed crapmero Bo3pacrta. PeOeHOK pasmpakuTeseH,
ocialieH M 4acTo JUXOpaauT. YacTo BCTpEUarOTCs acluT, JKENTyXa W JKEITyJIOYHO-KHUIIECYHbIE
KpoBoTe4deHHs. MOXKET OIIYIIaThCs 3alaX «BapeHOHM KamyCThl», HO 3amax HaOlltoJaeTcs He
yacto- mpumepHo B 15% cmyuaeB. imeercs remaromeranusi pa3nuuHOM cremeHn. Kpus

COIIPOBOXKIAACTCA BBIpa}KeHHOﬁ MOTJIMBOCTBIO, TUIIEPTUAPO3 3a4aCTYIO OOBACHAETCSA TCUCHHEM
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OCTPOTO paxWTa, 4YTO HE HMCKIIOYaeT, a Jumib noarBepxkaaet HT1. Tpemop, rumepruapos u
peskasi cabocTh Kak MPOsBICHUE TUIIOTIIMKEMUN B MEPHOJ KpU3a BCTPEUACTCS Yallle, YeM BHE
ero. Bo Bpems kpu30B HaOIIONATHCS MOBBIIIEHHE YPOBHSA TUPO3MHA, METHOHWHA, MPOJHHA H
4acTo JAPYTruX aMHUHOKHUCIOT B Iul1a3Me. [leyeHouHble TpaHCaMHMHAa3bl MOTYT PE3KO MOBBIIIATHCS,
U MOXET pa3BUBAThCs TUIEPOMIINPYOUHEMHUSI, YTO COOTBETCTBYET paclajy renarouuros. B ator
NEpUOJl MOXET YCHIUTbCA JUCQYHKIMS TOYEYHBIX KAaHAJBIEB. XOTS MHOTHE KPHU3BI
paspemialoTcss  CIIOHTaHHO, TPU  YMEHBUIEHWHM  O€JNKOBOM  HArpys3k,  aJIeKBaTHOTO
HapeHTEePAIbHOTO MUTAHUSA U JETOKCUKAIMOHHOM Tepanuu, U HEKOTOpbIE MPOrpecCUpyOT 10
HIOJTHOM MEYEHOYHOM HEeI0CTATOUHOCTH U [I€YEHOYHOH 3HIIe(aIonaTHu.

Mexay Kpu3amu y OOJIBIIMHCTBA MAlMEHTOB HAOIIOAAETCS renaToMeranus JeTKOW Uil cpeHer
CTETIEHH TSDKECTH. Y  HEKOTOPBIX MAIMEeHTOB ¢  (GOopMUpYIOIIMMCS LUPPO3OM  WIIH
rernaToMerajueil ¢ HapylmeHHueM FeMOJMHAMUKU U TOBBIIICHUEM PE3UCTEHTHOCTH MapeHXHUMBI
(mo JI' cocynoB meueHu) oTMedaercsi cruieHoMeraius. [ledueHouHble TpaHCcaMuHa3bl B HOpME
WIA HEMHOTO TIOBBIIICHBI, @ YPOBEHb OmiMpyOmHa B HOpME. Alb(a-(heTONpOTeHH MOBBIIICH
(10-1 000 000 =r/mm; B HOpMe <10). KmuHuyeckn ypoBHH o-(pETONPOTEHHA B CHIBOPOTKE
OPUEHTHPOBOYHO OTPAXKAIOT arpecCUBHOCTh 3a0osieBaHUs, KaKk M YPOBHM METHOHHMHA B
wiasMe. [ unepounupyOuHeMuss M TUIEpaMMOHUEMHUs SBISIOTCA IO3AHUMHU IPU3HAKAMHU
[IEYEHOYHON HEI0CTaTOYHOCTH

[{uppo3, BeposATHO, B KOHEUHOM HTOre pa3BUBaeTcsi y Bcex mauueHtoB ¢ HTL1, m puck
renaToLeUTIOIIPHON KaplMHOMBI upe3BbluaitHo BeicOK [19].  C kaxapM roaom 0e3 JieueHusl
6one3nu puck paszputusa ['IIK yBenmuuBaercs ¢ 14 mo 75%. Pannee, 10 mMecsyHOro BO3pacra,
HayaJl0 TaroreHeTnucekol Tepamuu cHkaer puck ['IHK mgo 1%, u HeoOXoauMocTh B
TpaHCIIAHTAIIMY MTeYeHH yMeHbInaercsi ¢ 71% 10 26% [15, 23]. BaxHo, 4TO Janeko He KaxIbIid
cnyuaii ['LIK Bo3HuKaer Ha ¢one mupposa. Tak B 063ope R.Khanna, 2018, Brurouatomem 15
uccienoBanuii, cpensss yacrora I'LIK y nereit cocrasuna 0,41 va 1000000, y B3pocinbix -0,8 Ha
mmnroH Hacenenus [24]. Yacrora 'K npu HT1 npessimaet B 40 pa3 ee 4acToTy Mpu APYrUX
MeTabonMuecKux U MHQEKIHOHHBIX 3a0oneBaHusx neueHu. Puck passutus ['LIK mpu HT1
BO3HUKAET IIPU OTCYTCTBUM TEPAlMM HUTU3MHOHOM M HayalloM TEpaluM IMo3ke 1 MecsqHoro
Bo3pacta [25]. Tem He MeHee, Naxke NpU JIMTEIBHOM Iepuojae Oe3 JieueHHs, 4acTh JeTel
OylarojapHO OTBEYAlOT HAa TEPANHUI0 — BOCCTAHABIIMBAIOTCS CTPYKTypa IEYEHH, KYNUPYeTcs
TyOysionaTusi, BOCCTAHABIMBAETCSI MUHEpaibHas IUIOTHOCTh KOCTEN W AJIEKTPOJIUTHBIM OanaHc.
OTmeueHbl cllyyad, KOI/Ia TMAIUEeHThl OBUIM HampaBlieHbl Ha TPAHCIUIAHTALUIO c
npenBaputensHoil  moaroroBkoit  NTBC (2-(2-auTpO-4-TpUdaroopomeTrnoeH30m)-1,3-

[UKJIOTEKCAHEIMOH (HUTU3WHOH)) JIUIsl YAYYIIeHHs OOMEHHBIX MPOIECCOB, KYpCOM Ha 3 Mec., a
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10 MPOILIECTBUU 3TOTO MEPUOJA, MOKA3aHU K TPAHCIUIAHTALMU MCUYe3aau. Y HEKOTOPBIX AeTel
IPOJI0JIKAJIaCh KOHCEPBATHUBHAS TEPAIlus, CTA0OMIN3aLUs /UM PErpecc NUppo3a.

BonpmimHcTBO MHCTpyMEHTanbHBIX MeTof0B uccnenoBanus (KT, VY3U, anrmorpadus) He
HO3BOJISIOT HAJIEKHO JU(PepeHupoBaTh 100pOKaYECTBEHHbBIE U 3]I0KAUYECTBEHHBIE Y3€JIKOBbIE
oOpasoBanus. /g KT-06HapyXeHns Ba)XKHO BBIIOJIHATH TOMOTpa(uio ¢ KOHTPAacTOM U 0e3 Hero,
IIOTOMY 4YTO KOHTPACTHPOBAHHUE MOXKET CKpBIBaTb OJHU Y3€JIKH, HO BBIABUTH JApPYTHE.
UysctBurenbHocTh Y3U 1o kpaiinell Mepe Takas xe, kak y KT, Ho OHO BO MHOTOM  3aBUCHUT OT
onbiTa Bpauya. CreayeT OTMETHTh, YTO IOCKOJBbKY IpeMequKanus OapOuTyparaMud MOXKET
CIPOBOLMPOBaTh NOPPUPUIHO-TIONOOHBIE KpH3bl, Jydlle H30eratb €€ MHCHOJIb30BaHUA Y

narueHToB, He nosyyasimx NTBC [26].

HeBpoJsiornueckne Kpu3mnchl

HeBposnoruueckue Kpusbl TIeNaToOpeHaIbHOM THUPO3UHEMUUM — OITO OCTpbIE SIU30/bl
nepudepudeckoil HeBpornatun. KinumHudecku Kpu3bl aessiTces Ha ABe ¢asbl: (1) akTHBHBIN TIEPHOT
¢ 1npeobsaganveM OOJIE3HEHHBIX MApeCcTe3uid, BEreTaTUBHBIX MPU3HAKOB (HAIpumep,
TUIEPTOHMSI, TAaXUKApPAMs, KHUIIEYHAs HEMPOXOJUMOCTb) U MHOT/Ia MPOTPECCUPYIONIETO
napanuya u (2) mepuoj]; BOCCTAHOBIEHUS TOCJe MapaluTuyeckoro kpusa. M3 48 marueHToB
¢bpanko-kanajackoro mpoucxoxacHus y 20 (42 mporeHTta) ObUIM OMUCAHBI HEBPOJIOTHYECKHUE
kpu3bl [27]. Tlepudepuyeckas runeprapecte3us MPOSBISIETCS ¢ paHHEr0 BO3pacrta -MIIajCHell
OTKa3bIBAaeTCSd HAXOJUTCS Ha pyKax Yy MaTepu, OECIOKOMTCS TMpH MPUKOCHOBEHUSX,
NOTIXXUBAHUSAX, MPEANOYUTAET HAXOAUTCSA B KpoBaTKe. bosiesHeHHbIe Kpu3bl HanboIee YyacThIi
HeBpoJiorndeckuii BapuanT [28]. Bo Bpems mpoapoma, KOTOpBI 4YacTO BO3HUKAET TOCIE
HE3HAYUTENbHON HWHQEKIUH C aHOpeKCHeW M pPBOTOH, PEeOEHOK pa3apa’KUTEJeH M MeHee
aKTUBEH, 4eM OOBIYHO. 3aTeM y peOeHKa MOosBIsSeTcs CHibHas Ooyib, yacTo B Horax. Yacro
NAUEHTH! IPUHUMAIOT TO3UIMI0 KPAHETo TMIEPIKCTEH3UN TYJIOBHINA U ILIEU, KOTOPHIE MOTYT
OBITH OIMIMOOYHO MPHUHSATHI 3a ONMHUCTOTOHYC WM MEHUHTHM3M. ['MIIEpTOHYC MOXKHO NPHUHSTH 3a
TOHUYECKHE CYJOpOTHM, HO Ha CaMOM Jiejle MAlUMeHThl HaXoAdTcd B CO3HaHUU. Takke MOryT
HaOJI0aThCSl HACTOSIIIME CYAOPOTH, YacTO B COYETAHWU C THKEIOW TUIoHarpuemmueit [27].
Kpu3el MOryT OBITH HACTOJNBKO MYUYUTEIBHBIMH, YTO CONPOBOXKIAIOTCS CAMOIOBPEXKACHUSIMU
[27]. BaxxHo oT™MeTHTB, uTO YMCTBeHHOE pa3Butue aereit ¢ HT1 sBisieTcs HOpMaabHBIM U 9TO BO
BpEMsI KPU3UCOB YPOBEHb UX CO3HAHUS HE CHUYKAETCS.

AxTuBHas (haza 00bI4HO anuTcs OT 1 10 7 nHeil. B oueHb peakux ciydasx BO BpeMsl KPH30B
UCKYCCTBEHHAsE BEHTHJISAIMS JIETKUX ObLIa HEOOXOauMa M3-3a JbIXaTeNbHOU caboCcTH, B OJHOM
cirydae Ha cpok Oosee 3 mecsieB [27]. HacTo BO3HHKAIOT PBOTA M KUIIIEYHAsT HEMTPOXOAMMOCTD,

KOTOPBIC MOT'YT YCJIOKHUTBH PCIKUM IMUTAHUSA. ApTepI/IaJ'IBHaSI TUIICPTOHUA U CcTOMKas TaxXuKapansa
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XapaKTEepPHBI UIsE  paHHel CTaauu HEBPOJIOTUYECKOTO Kpuza. Moryr TaKKe
BO3HUKHYTh BBIPQ)KEHHAS TUIIOHATPHEMUS], TUTIOpochaTeMust U runokaiuemus [27].

Crnenyer oTMeTuTh, 4TO0 y 30 pOCCHIICKMX MMalMEHTOB HE HAOJIOMANM MOAOOHOW OCTpOH U
TSOKEJONM  cuMnToMatukd. HeBponormyeckue Kpusbl —SIBISIIOTCS  OCHOBHOW — IPUYMHOMN
3a0oneBaeMOCTH y manueHToB, He nonydaBimux NTBC. 1o maHHBIM MeXAyHapOIHOTO OMpoca,
10% cmepteii npu HT1 npousonun Bo Bpemsi HeBposorndeckux kpusucos. Jereit ¢ HT1 u
NpPU3HAKAMH, YKa3bIBAIOUIMMHU HA TNPUOIIKAIOMIMKCS HEBPOJIOTMYECKHH KpPU3HC, CIETyeT
TOCMUTATU3UPOBATE ISl MMOCTOSIHHOTO HAOJIIOJIEHUsl 3a pecnupaTopHO (GyHKIMEHl BO Bpems
OCTpoH (ha3sl.

ITaToJsiorusi mMo4Yexk Npu THPO3MHEMHHU

V¥V nanuentoB ¢ HT1 nourn Bcerga npucyTCTBYeT MOpa)KE€HUE IMOYEK PA3JIMYHOM CTENEHH, OT
Jerkod NUChYHKIUU KaHAIbIEB 10 SBHOM MOuYEYHON HemoctatodyHocTH. [lopaxeHue mouek
COOTBETCTBYIOT BTOPHYHOMY CHHApoMY DaHKOHHU, MOJTHOMY WU HEMOJIHOMY : CHIKEHUE
YPOBHS KaJIbLiMs B KPOBM; CHIMKEHUE YpOBHS (hochopa B KPOBH; NOBBILIEHUE YPOBHS ILIE€I0YHON
docdarassr; pazBUTHE META0OIMYECKOTO alu103a, HapyleHue peadcopOmmuu OMKapOOHATOB B
MPOKCUMAJIbHBIX KaHAJIbLIAX; MOXET OBbITh HOpMajbHas SKCKpElUMsl Kalblus C MOYOH Mpu
TUIOKAIIbLIEMUH; TIOBBIIIEHHE KIupeHca ¢ocdaroB Mouu, BcacbiBaHue PochaToB B KUIICUHUKE
He cTpamaer, Tmokosypus (20-30 r/m1 W BBIIE); pa3BUTHE TCHEPATM30BAHHOUN
TUIEpaMUHOALMIYpUH;  HapylleHue  (QyHKUMH  aMMOHHOAIMJIOT€HE3a —  CHUIKEHHE
TUTPALMOHHON KUCIIOTHOCTH, MoBbIIeHne pH Moun 6osbiue 6,0; pa3BUTHE THITOKATUEMHH.
TsoxecTh AMCHYHKIMM MPOKCUMAIbHBIX KaHAJIBIEB Pa3M4yHA U MOXKET PE3KO YyCYryOJsThCs B
nepuoAsl Aexkomnencauuu. ['unodochareMuueckuili paxur SBISETCS OCHOBHBIM KIMHUYECKUM
MpU3HAKOM JUCPYHKIMU mouedHbiXx KaHamelleB npu HTI1. YV nHekoropeix nereit ¢ HTI
HaOrofaeTcsi  TMOYEYHBbIM  KaHAIbLEBBIM  anuao3. ['eHepanu3oBaHHAas — aMUHOALUIYpPHUS
BCTpeYaeTcs yaie, 4eM rimoko3ypus. [loteps gpocdaTta ¢ MOuoid, BEpOSTHO, SIBJISETCSI OCHOBHBIM
MEXaHU3MOM paxuTa y OJTHX [AlUEHTOB, O YE€M CBHJIETEIbCTBYIOT 4YacTble MPOSBICHUS
runodocpaTeMuu U OTCYTCTBUE TUIOKAJIbLUEMHUH WIM THIOIUIA3UHM SMalld 3yOOB, YTO MOXKET
CBHJICTEIBCTBOBATH O MATOTEHE3€e, CBSI3aHHOM ¢ BUuTamuHOM D [29].

CkeJieTHbIC M3MEHEHHS

Jlo mosiBineHHs BO3MOXKHOCTEH mMaToreHeTHdeckoro JyedeHus nauumeHtsl ¢ HT1 umenu rpyOsie
MHOTOIJIOCKOCTHBIE  JleopMalui  CKelleTa, IaTOJIOTUYECKHUEe TEepeoOMbl, YTpUpPOBaHHbBIE
NPOSIBJIICHUS] PaxWTa B BHUJE TUIEPIUIA3HM XpAlleld (4eTKu W OpaciieTsl), OallleHHOro dYeperna,
TUIEPrUpo3a, CHHApPOMa XBOCTEKA, Pa3ApaKUTEIbHOCTH, MOTIMBOCTH, JIOMKOCTH HOITEM,
3yooB. Ilpu mnpoBenenun peHTreHorpaduu BBISBISIOT CHIDKEHHE KOCTHOIO BO3pacTa U

OCTEONEHHIO, BIUIOTh 0 OCTEONOPO03a, paCHIMPEHUE AUCTAIbHBIX AMU(PU30B TPyOUaThIX KOCTEH,
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negopmanus U UCTOHUYEHHE KOPTUKAIBLHOTO CJI0s MACTHBIX U IUTFOCHEBBIX KOCTEH, HpeIIuieuni,
rojeHeu, Oemep, cabieBUIHBIC AePOpMAIIMM BCEX KOCTEH HAa KOTOpbIC Oblla Harpy3Ka — eClid
XOJIMJT — HIDKHUX KOHEYHOCTEH, €clii 1oJ3ai - u Oezep, u mied, u npenmvieunii. Habmonarores
negopmanusi IpyIHOW KIETKH, KIIIOYMI, BBIp@)KEHHAs rappUCcOHOBa 0OOpo3ja, AMUCIUIA3US U
HOJBBIBUX Ta300€JPEHHBIX CYyCTaBOB.

Huarno3 nacneacrsennoit HT1 crnegyer mpeamnonaraTe npu HaAJIMYKMK BAJIBTYCHBIX (Yallle) WA
BAPYCHBIX HCKPHUBIICHHH KOHEYHOCTEM C CONYTCTBYMIOIIEW renaromeranuend. Hekoropsie
00bHBIE 10 2-3 JIET CAMOCTOSTEIbHO EPEABUTatOTCsl, XOTSI PE3UCTEHTHOCTh K Harpy3kaM y HUX
HU3Kas, a 3aT€M IepecTaloT XOAUTh, YTO HE PEIKO SABISAETCSA MOBOAOM JJIsl OOpAIlleHUs K BpadaM.
OTO NOBOJBHO TUMHYHO YIS MALMEHTOB W3 MHOTOJETHBIX, COIMAIBLHO HEOIAromoIydHbIX WIH
IUIOXO TOBOPSALIMX IMO-PYCCKHM CEMEW M3 CEIbCKONM MECTHOCTH, TOPHBIX ayloB, YAaJE€HHBIX
paiioHOB, TJie HET CIIELUATUCTOB.

Jlpyrue KJIMHMYeCKHe NposiBjaeHUusi M Au(depeHInaNbHasE AUATHOCTHKA THPO3UHEMHUH
Tan 1

Knunuuecku 3Haummasi runeprpoduueckas KapAuOMUONaTHs Oblaa 3aperucTpupoBaHa y Tpex
JieTeil ¢ THpO3MHEMHEH, B y OJJTHOTO OHa cTana mpuanHoii cmeptu [30].

['mnornukeMuss - CHUMITOM TUIUYHBIA JUIs MIJaJEHIEB 0 ToAa C TSDKEIbIM TEeUeHHEM
3a00JIeBaHUs, CONPOBOXKJABLIEMCSI II€UEHOYHON HepocTaTouHocThlo. IloaToMy cienyer
IPOBOANTH JAU(depeHIInaIbHbIi AUATHO3 C IVIMKOT€HO3aMM, HapyIIEHUsSMU OeTa OKHCIIEHUs
JKUPHBIX KHCJIOT.

[ToBblIeHMEe ypOBHS TUPO3MHA TakKe MOXKeT HalmonaTbest MpH  JApyrux  (opmax
HACJIECTBEHHOW TUPO3UHEMHH, KOTOPbIE OTIMYAIOTCS MO CHEKTPY KJIMHUYECKUX MPOSBICHUM.
Henocratounocts THupo3MHaMHHOTpaHc(epazbl — TmepBoro ¢epMeHta NnyTh Karaboauszma
TUPO3UHA — NPUBOAUT K Pa3BUTHIO HACIEACTBEHHON THpo3uHemuu 2-ro tuna (OMIM 276600),
TaK)Ke Ha3blBaeMOU cuHApoMoM Puunepa—Xanxapra. Tupo3uHemus 2-ro TMma conpoBOXKAAECTCS
MOBBIIICHUEM YPOBHS THpPO3WHAa B KpoBU U Moue. KiuHudeckuil ¢GeHoTHUNl BKIHOYAET
YMCTBEHHYIO OTCTaJIOCTh, OOJIE3HEHHbIE BBICHIIAHUS Ha porosuile, (Hotodoburo, KepaTutr u
00JIe3HEHHBI NaJILMOIIAHTAPHBIN runepkeparo3 [4]. Myrauuu, NpuUBOIAIIME K CHUXKEHHUIO
AKTUBHOCTH P-TUJPOKCHU(PEHUINMUPYBATANOKCUTE€Ha3bl — BTOPOro QepmMeHta Karaboiu3ma
TUPO3MHA, MOTYT CIOCOOCTBOBaTh pa3BUTHIO XOKUHCUHYpuH (OMIM 140350) wmm

HacJIeCTBEHHOH TUpo3uHemuu 3-ro turna (OMIM 276710);
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2. JlnarHocTuka 3a60/1eBaHUA MU COCTOSTHUSA (TPyNIbI 32001 BaHMIT WJIN
COCTOSIHUI), MEIMLIMHCKHE IOKA3AHUA M NPOTHBOINIOKA3AHUSA K PUMEHEHUIO
METO0B IHATHOCTHKH

Juacnoz HTL ycmanagiusaiom Ha OCHOBAHUU OAHHBIX CEMEUHO20 AHAMHe3d,
KAUHUYECKUX CUMNMOMAX, OAHHbIX UHCIMPYMEHMAIbHBIX UCCIe008ANHUL, A MAKI’Ce Pe3ylbmamax
ouoxumuueckou u J[HK-ouaznocmuxu

2.1 7Kaa00bLI 1 aHAMHE3

[Ipu cOope anamne3a M *ano0 PEKOMEHIOBAHO OOPAaTHUTh BHUMAaHHE Ha CIEAYIOIINE
XKasloObl U aHAMHECTUYECKHE COOBITHSI:
—  OMACOWEHHDIN CeMeUHbll aHaMHe3 (CXOOHble CUMNMOMbL y cubcos npobamoa,
OUZKOPOOCMBEHHBILL OPAK);
—  CyYau 6HE3aNHOU OemCKOU cMepmu;
—  cpvleusauus, pgoma,
— nomeps maccvl mena, nioxas npubaska mMaccvl meid;
—  olcenmyxa;
—  HOCOBble KpOGOmMeueHUsl, KPOBOMEYESHUs U3 MEC UHBEKYULL;
—  yeenuueHue pasmepos NeyeHu, Cele3eHKu;
—  cneyuguueckuli «kKanyCmMHulily 3anax meid,
—  paznuunble oeghopmayuu ckeiema (dauje HUNCHUX KoOHeuHocmell),
—  DNU300bl 2UNO2TUKEMUU 8 AHAMHESE.

2’Kano0On1 1 aHaMHE3 TaK)Ke OIMCAHBI B pasaciic «KKIMHUYECKad KapTUHa».

2.2 duzukajabHoe 00cae10BaAHHE

Iayuenmy ¢ nooospenuem na HT 1 credyem nposecmu nonHoyeHHoe QusukaibHoe
obcnedosanue, obpawas ocoboe SHUMAHUE HA NATLNAMOPHOE U NEPKYMOPHOE UCCIe008aHUe
newenu u Cele3eHKuU.

Ocmpas ¢popma HT 1A4:

—  3a0epicKa Pu3uvecKo2o pazeumus;

—  ¢hebpunvras memnepamypa;

— peoma, obe36oxcusanue;

—  Quapes;

— eenamo-/ 2enamocnieHoMe2anus;

— acyum u OUHAMUYECKAs HeNnpoOXOOUMOCMb KUUEeUHUKA,

— Jicenmyxa (Ha cmaouu 0cmpo20 2enamuma);
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— ocmpoe  JHceny0OoUHO-KUUEYHoe KpOBOMeYeHuUe (B03MOJCHbL MelleHd, peoma
Koghetinot eyweti),

— Oe30enKos8ble OmeKU, AHACApKa;

—  KPOBOMeYeHUsl 34 CYem CHUNCEHUS OeIK080-CUHMEMUYeCcKol PYHKYUU nedeHuU,;

—  uHoeO0a cneyughuueckull «KanyCmHulily 3anax mena,

— eunepeuopos, KOMOPbIl GulpadceH 8 Nepuod Kpusos, 0CODEHHO HaA @oHe
JIUXOPAOKU U 2UNOTUKEMUU,

— eunepecmesus (pebeHoK npednoyumaem Haxo00Umsbcs 8 Kposamke, a He Ha pYKax
V Mamepu) A615emcsi NposieieHuemM noIuHeuponamuu.

Xponuueckaa HT 1B:

— 3adepacka pocma, Ha 3-4 200a omcmaem ¢uzuonocuveckas cmena 3y008,
3a0epaicuaemcs KOCMHbl 803pachi;

—  eenamo-/2enamocnieHoMe2anusl;

— acyum u OUHAMUYECKAsl HeNPOXOOUMOCIb KUWEYHUKA,

— oicenmyxa (Ha cmaouu 0OCmMpo2o eenamuma);

— ocmpoe  JHcenyOOUHO-KUUEYHOe KPOBOMeYeHUe (B03MOJCHbL MejleHd, peoma
Koghetinou eyweti),

— be3benkosvie omeKu, AHACAPKA,

—  KpoBOmMeueHUs 3a cuem CHUNCEeHUs DeK080-CUHMemu4eckou yHKYuu neyeHu,

—  UHO20a cneyuguueckull «KanyCmHulLy 3anax mena;

— eunepeuopos, KOMOPbIL GblpadceH 8 Nepuod Kpusos, 0COOeHHO Ha @GoHne
JIUXOPAOKU U SUNOSTIUKEMULL;

— eunepecme3sus (pebeHOK npeonoyumaem HAxX0OUMbCs 8 Kposamie, d He Ha PYKAX
V Mamepu) A615emcsi NposielleHUueM NOTUHEeUpOnamu;

—  paxumonooobnoe 3abonesanue 6cledcmasue msdxicenol myoyionamuu,

— nepugepuyeckas Hetiponamus, ocmpwvie aOO0OMUHATbHbIE KpUsbl, UIU MAK
Hazvlgaemvle «MUPOIUHEMUUECKUe» KPU3bl, KOMOpble NPOBOYUPVIOMCS NPUEMOM
BbICOKODENKOBOU — NUWU U CONPOBONHCOAOMCS  JUXOPAOKOU,  PBOMOL,
UHmMoOKcuKayue,

—  KApOUOMUONAMUsL U APMEPUATLHASL SUNEPMEH3USL NPOSGIAIOMCI KAK pe3yIbmam

Memaobonu4ecKux npoyeccos, maxk u 6mMmopuvdHo Ha (j)oue nopasiCeHusl NO4eKx.

16



2.3 JIaGopaTopHasi AMAarHOCTHKA

o PexoMeHayeTcsi BCeM MallMCHTaM C KJIMHUYECKHMMH IMPH3HAKAMH, XapaKTEPHBIMU IS
HT1 ompenenenue aMUHOKUCIOT U CYKIIMHHMJIAIIETOHA B OMOJIOTUYECKHUX JKUIKOCTSIX METOJOM
TaHJACMHOW MAacC-CIEKTPOMETPUH C IENbI0 OMOXUMHUYECKOTO TOIATBEPKIACHHS IHarHo3a u
T pepeHIMaIbHON  TUarHOCTUKK C JPYTHMH HACJICICTBCHHBIMH HApYIICHHSIMH OOMEHa
Bemrects [1,4,10, 31].

YpoBeHb yOeAUTETbHOCTH 0KA3aTeNbCTB — C, ypPOBEHD 10CTOBEPHOCTH I0KA3aTEIbCTB- 5.
Kommentapum: Basxcrno nomuums, umo 63amue OUONOSUHECKO20 Mamepuand OJisl AHAIU308
(MOYU Ha CYKYUHULAYEMOH U KpOoBUu Ol NPOBeOeHUs MAHOEMHOU MAcC-CNeKmpomMempuu)
00JDICHO ~ NPoBOOUMbCL 00  Hauala  UHQY3UOHHOU — mepanuu, 0COOEHHO  68e0eHUs
NAA3MO3AMEWAIOUWUX PACNBOPOS8 U KOMNOHEHMO8 KPOBU.

Iamoenomonuunvim npuznakom HT 1 aenrsemcs gvlcokuil ypogensb CyKYUHUIAYEMOHA 8 MOYe U
naasme kposu (Hopma 0-2 mM/mons kpeamununa). Hebonvuioe nogviuienue CykyuHuIayemona 8
KpoSU U MOYe MOdcem HAOM00amvcs npu nepexopme 0Oeikoeol nuwjell, Npusoosiujem K
@yHxkyuonanvnoti Heoocmamounocmu FAH. HUccnedosanue cyxyununayemona HeobXo00umo
npo6ooUmMs 00 HAYANA OeMOKCUKAYUOHHOU Mepanuy, HnepelusanHus niazmvl U Opyeux
KOMNOHEHMO8 KPOBU.

Buvicokutl ypoeens memuoHuHa npueooum K nosA61eHuI0 «KanyCmHo20» 3anaxa, Komopbulil He max
cneyuguuer, KAk ONUCLIBALOCL paHee, U CKOpee Ompaxicaem neyeHOYHO-KIemMOUYHYIO
Hedocmamoyrnocms.  Yposenv mupozuna eviuwe 200 mxMonv/n  u  nosgvluienue  e2o
npeouleCmeeHHUKa (QEeHUNaNIanuHa npu MuposUHeMul Onpeodensiomcs Iulb y oOemell ¢
HOPMATIbHBIM HYMPUMUGHLIM CIMAMYCOM. Y ucmowenHvix demetl ¢ OTumenbHblM AHAMHE30M U
KIUHUKOU — OENIKOBO-IHEP2eMUYECKOl — HeOOCMAMOYHOCMU — COOepicanue  Mupo3uHa  u
Genunananuna 8 kposu mo2ym ovims 6 Hopme. Ha ¢hone nposedenuu cneyuguuecxoi mepanuu
HUMU3UHOHOM, HU3KOOEIKOBOU Ouemvl U Npo8edeHul O0emoKCUKAYUOHHOU mepanuu yposeHb
CYKYUHUIAYEMOHA 3HAYUMENbHO CHUMCAemCsl U docmueaem Hopmbl 6 meuenue cymok. Cnedyem
C OCMOPOIACHOCMBIO OMHOCUMCA K UHMepnpemayuy pesyavbmamos aHaiu3a amMuHOKUCIOm,
NOCKOILKY NOBblULEHUE YPOBHS  (DeHUNANAHUHA, MUPO3UHA U MEMUOHUHA YACMO HAOI00aemcs

npu 3a60ﬂ€6‘aH1/l}lx, conpoeoofcda;ou;uxwz MAINCENILIM NOPANCEHUEM NEYEHU

o PexomenaoBaHo BceM NanyeHTaM C KIMHUYECKHUMH TpPU3HAKAMH, XapaKTEPHBIMU IS
HT1 omnpenenenue anbda-peronporenna (ADII) B coiBopoTke (MM I1a3Me) KPOBH, KOTOPBIN

ABIACTCA OAHHUM U3 OMOXUMHUYECKUX MapKCpoOB HTI1 ¢ O CJIbIO OHMOXMMHUYECKOTO MMOATBCPKACHUA
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nuartosa u AauddepeHnrnaibHOR TUarHOCTUKUA C APYTMMHU HAcCJIECTBEHHBIMU HapyIIEHUSIMU
obmeHna Beriects [1, 4, 10, 31].

YpoBeHb yOeaUTETbHOCTH 10KA3aTeIbCTB — C, yPOBEHD J0CTOBEPHOCTH I0KA3aTEIbCTB- 5.
KommenTapuu: ADII — mapkep nporugepayuu sncenunvix npomokos, npu HT 1B nosviwen 6
oecamku, a y oemetl ¢ HT 1A oaocxce 6 mvicauu paz. ADIl ne cneyugpuunwiii, HO OueHb
YY8CMBUMENbHYIIL NOKA3AMeNb, NPU HOPMANbHOM e20 ypoene ouacno3 HT 1 comnumenen. B
Hopme y demeti om () 0o 3 mec. Konyenmpayus ADPII <1000 ne/mn; om 3 mecsayes 0o 18 nem
konyeumpayusi ARl <12 ne/mn.

Hpyeum  mapkepom  Aensemcs nogvlulenue  O-AMUHONEBYIUHOBOU  KUCIOMbl, MAK KAk
CYKYUHUAYEMOH UHSUOUpyem 0e2uopo2eHasy O-amMuHoNesyIUHO8OU KUCIOMbl 6 NedeHUu U
apumpoyumax. B nopme codepwcanue O-aMUHONIE8YIUHOBOL KUCIOMbI 8 pA3080U Npobe Moyu
cocmasnsem <34 mxmonv/n (popmyna nepepacuema <4,5 me/n x 71,626), 6 cymounoii moue - om
11,4 00 57,2 mxmons/cym (1,5- 7, 5 me/cym).

Tosvluenue Konyenmpayuy 0-aMuHoIe8YIUHOBOL KUCIOMbL OMMeUaemcs makice npu 0Cmpulx
nopgupuax — (ocmpas — nepemedcarowjascs, — «necmpasn», 8pPOICOeHHAs  Konponopgupus),
ompasgnenuy CUHYOM, oeuyume aAMUHONEBYIUHAM-0e2UOPAmMasvl (20Mo3u2omsl). Ymepennoe
noGvluleHUe MOodCem HAOI00amvcs npu  Ouabemuyeckom Kemoayuoose, bOepemeHHocmu,

NO30Hel KONHCHOU nopgupuu u npu npuéme HeKomopbix NPOMuUEOCyO00POHCHbIX CPEOCMS.

. PexomenaoBaHo BceM MalMeHTaM C KIMHUYECKUMH U OMOXUMHUYECKHUMH U3MEHEHHUSIMU
xapaktepubiMu Uit HT1 wuccrnenoBanuwe rena ¢ymapunareroruaponassl (FAH), ¢ menbro
MOJICKY/ISIPHO-TEHETHYECKOT 0 MOATBEPIKACHH Auarno3a [1, 4, 5, 10, 16, 31].

YpoBeHb yOeauTebHOCTH 10Ka3aTeIbeTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB- O.

KommenTapum:  uvacmwuimu  namoecennvimMu — eapuanmamu  fAénaiomcs:  €.554-1G>T,

¢.1062+5G>A, ¢.1025C>T (Pro342Leu) ¢.1090G>C (Glu364Gln).

o Pexomenayercst naiuenTam ¢ kKauHuueckumu npossiaeHussMu HT1 npoBenenue oOriero
(KIMHUYECKOr0) aHajlu3a KpOBU pa3BEpHYTOrO (reMOrjioOWH, KOJMYECTBO APUTPOLUTOB,
IIBETOBOM IIOKa3aTellb, KOJHMYECTBO JIEHKOIUTOB, TPOMOOIIMTOB, JeHKomuTapHas (opmyna u
CKOPOCTh OCEIaHUsl SPUTPOLIUTOB), JJsI OLEHKH OCHOBHBIX IapaMETPOB KPOBETBOPEHUS U

HAJIMYKS BOCIAIMTENBHBIX MpoiieccoB [32].

YpoBeHb yoequTeJIbHOCTH 10KA3aTeILCTB — C, ypOBEHb 10CTOBEPHOCTH 10KA3aTeJILCTB- O.
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e Pexomenayercsi manveHTam C KiuHUYeckuMmH mposiBieHusmu HT1 mnpoBenenue
obmiero (KJIMHUYECKOT0) aHajau3a MOYM I OIEHKH COCTOSHUS MOYEBBIBOJISAIINX

nyreid u mouek [33].
YpoBeHb yoequTeJbHOCTH 10Ka3aTeILCTB — C, YPOBEHb I0CTOBEPHOCTH JI0KA3aTeJIbCTB- 5.

. Pexomenayercsi nauuveHtaM c¢ KiauMHMYeckuMu nposieieHusmu HT1  npoBenenue
OMOXHMMHUYECKOT0 aHaiu3a KpoBH (TJIF0K03a, 00mMid OesoK, OeKoBbIe Ppakiuu (MCCIICI0BaHUE
YpPOBHS aibOyMUHA B KPOBH, ONpEAEICHUE anbOyMHH/TIO0YIMHOBOTO COOTHOIICHHS B KPOBH),
oOwIuii, CBA3aHHBIA W CBOOOJHBIM OUIUPYOMH XOJECTEPUH, TPUTIHIEPUADBI, JTUIONPOTEUIbI
HU3KOH M BBICOKOH IUIOTHOCTH (MCCJIEIOBaHUE YPOBHS JIMIIONPOTEHHOB B KPOBH), IICIOYHAS
docdarasa, raMma-riIroTaMIITpancdepasa (I'TT), KpeaTHUHWH, MOYEBHHA,
anmannHamuHoTpaHcdepasa (AJIT), acmapraramuuorpanchepasa (ACT), kampimii oOUMIA U
WOHU3UPOBAHHBIHN, HATPHU, KaJIuii, HCOpPraHUYECKHI Gocdop, xKeae30 u GeppuTHH) I OLEHKH
(YHKIIMOHATIBLHOTO COCTOSIHUSI BHYTPEHHUX OPraHOB, HATWYUS WH(EKIHMOHHBIX OCJIOKHEHUH U
HYTPUTHBHOTO cTaTyca namnuenta [1,4,5,10, 31].

YpoBeHb yoeauTEeIbHOCTH 10Ka3aTedbCTB — C, yPOBEHb JOCTOBEPHOCTH /10KA3aTeIbCTB- O.
KoMMeHTapum: B Kposu ommeuaiomes yMepenHo nosvluteHHbl yposers mpancamunas (6 2-3 u
bonee pas), svicokull ypogens camma-antomamurmparcgepasvl (I'TT) u wenrounou pocpamaswvi
(ILL{D), xomopwvie ssnsawomcs npusHakamu HympuneyeHounoz2o xonecmasza. Ilpu HT 14
ommeyaemcs ymepeHHsli eHympunedenouHvlll xonecmas, npu HT 15 xonecmas mooxcem 6Ovimo
OUCCOYUUPOBAHHBIM.: NPU HOPMAILHOM YPOBHE OUNUPYOUHA ommeyaemcs 8blcokuil yposens 11T,
a maxxce wenounou gocghamasvl (LL[D), yeeruuenue komopot moxcem ObimMb NPOAGIEHUEM
ocmpo2o paxuma.

Ilpu nanuuuu paxumonodobroeo 3abonesanusi akmusHocms L[ npegviuwaem Hopmy 8 5 u
bonee pas. Buvipascennocms mybOynonamuu onpedensiemcs: 21eKMpOIUMHbIM OUCOANAHCOM U
NPOSAGIAEMC s HUSKUM YpOsHeM Kanvyus u gocgopa 6 cvisopomre kposu. Cunopom Dankonu
Modicem  Oblmb, KAK NOIHLIM, MAK U HENOJIHbIM, ONMUMAILHO OH  Onpeoensiemcs
KanbYull/KpeamuHuHo8blM U (hoc@op/KpeamuHuHo8bIM KO duyuenmom 6 pasoeoti (6mopotii)
HOpYUU Mouu, KOmopwvlie Mo2ym Oblmb JIOHCHOOMPUYAMETbHBIMU NPU HUZKOM YPOBHE IMUX
anekmpoaumos 6 kposu. Ilpusnaku cunopoma PAHKOHU — GKIIOUAIOM  2THOKO3VPUIO,
2eHEPANU308AHHYI0  AMUHOAUUOYPUIO, NOYEUHblll  KAHAIbyesvlll  ayuoos, Gocgamypuio.
Bmopuunwsiti - cunepnapamupeo3  conpsidxcen ¢ - eunoxkanvyemueti, eunogocpamemuen u

coomeememayouumu um Kanvyuii- u gpochamypuert [1,4,7,9].
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. Pexomennyercs nposenenue koaryiaorpammsl (AUTB, MHO, nporpomOuHOBOE Bpems,
MPOTPOMOMHOBBIN MHAEKC, ((MOPUHOTEH) MalMeHTaM ¢ KIMHu4YecKUMH nposiBaeHussmu HT1 s
OLICHKH (DYHKIIMOHAILHOT'O COCTOSIHUSI IIEUYEHH U CBEPTHIBAIOIICH cUCTEMBbI KpoBH [6, 29].
YpoBeHDb 10CTOBEPHOCTH PeKOMEHIAINHU 5 (YPOBEHD 10CTOBEPHOCTH A0Ka3aTeJbcTB —C)
KommenTapmii: Koaeynoepamma Heobxoouma 011 evisasieHus eumamur K—3asucumou
Koaz2ynonamuu, KOmopas Xapakmepuzyemcs oeQuyumom 8cex NedeHOUYHbIX (HaxKmopos
ceepmuiganus (I, V, VII, X, IX, XI, XII), yorunenuem npompomouno8020 u aKmusupo8aHHO20
yacmuyno2o mpomoboniacmunogozo epemenu (A4TB), cHudiceHuem npompomouHo08020 uHOeKca,
¢ubpunocena, anmumpomodbuna Ill. Koacynonamus uawe ecmpeuaemcs npu ocmpou
muposunemuu (HT 14), npomexaem sHauumenvHo msasiceiee, yem npu Opyeux 601e3Hax nedexu,
ApU 3MOM  AKMUBHOCb MPAHCAMUHA3 U USMEHEHUS COOepIHCaHUus OUunupyouHa mozym Ovims
BbIPAIICEHBL YMEPEHHO U He COOMBEeMCme08ams mscecmu cocmosnus pebenxa [1,4,7,9,10].

. Pexomenayercs omnpeznenenue C-peakTHBHOTO Oelika, MNPOKAIBIUTOHUHA, YPOBHS
MOJIOYHOM KUCIJIOTBI B KPOBH (JIAKTaT), KUCJIOTHO-11I€TI0YHOTr0 cocTosiHus (MccnenoBanue ypoBHs
OydepHbIx BelecTB B KpoBH, VccrmemoBanue ypoBHS BOAOpPOAHBIX HOHOB (pH) kpoBu)
NaUeHTaM ¢ KIIMHUYECKUMU MPOSBICHUSMU TUPO3ZMHEMUHU | THIMA MpU MOJTO3PEHUHUH Ha CETICUC
C LIEJIBIO JIMATHOCTHKH CENTUYECKUX cocTostHuit [34, 35].

YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 5, YPOBeHb y0eAUTEeIbLHOCTH PeKOMEeHAAIUI —
C.

KomMmenTapuu: maxkoce nposooumcsi oyewka no COOMEEMCMBYIOUWUM WKALAM U Opyeue
uccne0o8anuusi Co2nacH0 peKoOMeHOayUsIM no Cencucy.

YV ne neuennvix nayuenmos KOC kposu xapaxmepuszyemcs oeguyumom duxapoonamos. llpu
ocmpom mevenuu HT 1A ommeuaemcs memabonruveckuii ayudo3 3a cuyem HaApyuileHus
Komnencayuu ouxapoonamamu. Modxcem 6viA8IAMbCA 2UNO2TUKEMUSL, KOMOPAsl C8A3AHA C
NeYeHOYHO-KIeMOYHOU HeOOCMAMOYHOCMbIO U UCOWEHUEeM 3aNndco8 2NUKO2eHA 8 NeYyeHU Ulu

00YyC061eHa 2UNEePUHCYIUHUZMOM.

. Pexomennyercs nauuenTam Juia quddepennuansaoi auarnoctuku HT1 onpenenenue B
CBIBOPOTKE KPOBHU: TaJIaKTO3bI JJIs1 UCKIIOYEHHS TajakTo3eMuu Tum 1, anbda-l-antutpuncruna
JUId  UCKItodeHus jAeduumTta anbda-l-aHTUTPUINICHHA; aMMHaka B IUIa3Me€ KpPOBH  JUIS

UCKITIOYEHUS HapyIIeHUH UKIIa MOYeBUHBI [32, 36].

YpoBeHb 10CTOBEPHOCTH PEKOMEHIAIUH 5 (YPOBEHb J0CTOBEPHOCTH JI0Ka3aTebeTB —C)
KommenTapuu: x 3abonesanusim ¢ KOmopviMu HeoOXo00uUMo nposooums OughghepeHyuaibHyo

()MGZHOCWZMK)/ OMHOCAMCA.: 2AlAKmo3emusli mun ], HAapyuleHusl OKUCHEHUs JHCUPHbIX Kucjiom ,
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Mumoxom)puaﬂbnble cenamonamuu, HapywerHusd UYuxKia Mol4esunrbsl, bone3nw Bu]leOH(l,
OHKOJIO2UYecKUe 3a00/1e6aHUs NeYeHU U ()pyeue 36160]166611—!1/!}1, COI’lpOGODdeCUOWM@C}Z CuHOpOMOM

xonecmasa. Bvloop uccredosanuii — uHOUBUOYANbHO 6 3A8UCUMOCTNU OM KIUHUYECKOU CUMYAyUU

2.4 HacTpyMEHTAJILHAS AUATHOCTHKA

. Pexomenayercsi 1mpoBeAeHUE yIbTpa3ByKoBoro wuccienoBanus (Y3M) opranos
OpIONIHOM TOJIOCTH M TO4YeK (YJIBTPa3BYKOBOE HCCIIEJOBAHHE OPTraHOB OPIONIHON IMOJIOCTH
(KOMILIEKCHOE), YIbTPAa3BYKOBOE HCCIIECOBAHHE IOYEK) BCEM MAIMEHTaM C KIMHHUYECKUMU

npusnakamMu HT1 u1st BeIsIBIEHUS TenaTo-, CIuieHo- 1 Hedpomeranuu, acuuTa [ 1,2].

YpoBeHb 10CTOBEPHOCTH PEKOMEHIAINHU 5 (YPOBEHD I0CTOBEPHOCTH JI0Ka3aTebcTB —C)
Kommenrapum: Busyanruzayus napenxumvl neuyeHu HAYUHAEMcsi 00bIYHO C YIbMPA36YKOBO20
UCCNe008aHUs, ABNAEMCS NEPBbIM  MemoOOM ONUCAHUSA, JHCeNameNbHO ¢ OONNIEPOBCKUM
Uccne008anuem, a npu B03MOICHOCMU U dracmomempuu. Y 6cex nayueHmos npu noo0o3peHuu Ha
HTI oonxxcno 6vims evinonneno max owce Y3U nouex. Komwmponvuwie Y3U neuenu u nouex
OO0JIICHBL NPOBOOUMCSL Kadcovle 6 mec., npu cmabuivHo cHudicarowuxcs noxazamensx AP@II.
Ecnu 6 neuenu obnapysicuearomest y3ivl (Kak eunep- max u 2UNOdX02eHubvle), cledyem nposecmu
oanvbHelwylo usyanuzayuro, npeonoumumenvio ¢ nomouwvio MPT. Oonako He cywecmegyem
e0UH020 UdeailbHo20 Memooda. B nexomopoii cmenenu 6vibop memoda Oydem 3asucemov Om
UMEIOUUXCSL PeCYPCO8 U CPeOCma.

Ipu nHanuuuu ghoxanvroco uau myrbmugoxarbHo2o nopadcenus napenxumvl npu HTI  youce
ABNAEMCA OCHOBAHUEM OJisl peuleHUsi ONPoca O NpoeedeHul mpaucniaumayuu nedenu. Hem
He0bX00UMOCMU 8 dIKCMPEHHOU onepayuu npu Oug@ysHvix usMeHeHusx neueHu, yuppose des
V37108, MAK KAaK JeYyeHue HUMUUHOHOM NPUBOOUM K pecpeccy yupposa u 0aem G03MONCHOCHb
OMCpoOUUMb MPAHCNIAHMAYUIO.

Ecnu napenxuma umeem ougpysnyro eunepsxoeennocms, HeOOHOPOOHOCMb, HO Oe3 00bEeMHbIX
BKIIOYEHUL U NPpU HOpMAanbHOM YyposHe ADII, nokazano OuHaAMuUYecKoe Ucciedo8anue coeiacHo
NIAAHY MOHUMOPUPOSAarus ¢ nepuooudrocmoio 6 mec. [1,10-13]

Ilpu noseneHuu 2uno0dX02eHHbIX OKPY2IbIX 00pa308aHull (Y3106 pezeHepayuu) uiud UHLIX
NOOO3PUMENLHBIX HA AO0EHOMY, KAPYUHOMY, UIU 2eMAHSUOMY 00pa308anutl NOBbIUEHHOU
NIOMHOCMU, a4 MAaK Jce OONOJHUMENbHOe BU3YANUUPYIoOUee UCCIe008aHUe, KPAMHOCHb
uccneoosanusi APIl eospacmaem - pas 6 3 mec. Bcecoa credyem umems OUCKU UNU CHUMKU

nPeobIOYUX UCCIe008aHULL OISl CPABHUMENbHOU OYEeHKU aKMYalbHO20 ucciedosanus. Y ecex
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nayueHmos 00IHCHO OblMb YIbMPA38YKOBOE UCCIIe008aHUe He MObKO NeYyeHU, Ho u nodex. Ecau
V316l NPUCYMCMBYIOM 8  NeyYeHu, cledyem NnpoGecmu  OANbHEeUulylo  8U3yaiu3ayuio,

npeonoumumenvho ¢ nomowvio MPT ¢ 6nympusennbimM KOHmMpacmuposanuem.

. Pexomenayetest yIbTpa3ByKoBasi AOMIUIeporpadusi COCyI0B MEYCHH, CEIe3eHKH, TTOUCK
namnyeHTaMm ¢ KiInHudeckuMu mnpuzHakamMu HT1 wnm ¢ ycranoBienHbiM guarHozom HT1 1o
MOKa3aHUsAM C IICJIBI0 OIICHKH CKOPOCTH KPOBOTOKA M COCTOSIHHSI COCYIOB I€UCHH, BBISBIICHUS

NPU3HAKOB NOpTabHOM runeprensun [4,10,12, 31].

YPpoBeHBb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5 (YPOBeHb yoeauTeabHocTH pekomenaanuii C).
KommenTapuu: [[semogoii oonniep modxcem ucnoib308amvcs 018 OYeHKU coCy008 neueHu u
nopmanvhou eunepmenzuu. OOHAKO He 6ce Y3eIKU Mo2ym Ovlmb O0OHAPYJICEeHbl, U
appexmusnocme memooa 3asucum om onevima cneyuanucma. Mynemu-oemexmopnoe KT-
CKaHuposanue a6asAemcs OblcmpblM U obecneuusaem MHOONIOCKOCMHYIO BU3VATU3AYUIO C
XOpowuM NpOCMPAHCMEEHHbIM paspeuleHuemM avomanui 6 nedenu. Kowmpacm moocem
yayuwume demanuzayuio ¢ 66 % 0o 82 %, noseonss eviAenisams 310KAYeCmEeHHble UZMEHeHUs
[14,17,18]. Tem ne menee, ananus pucka u nojib3vl A61emcst 0053amenbHbIM, Umoosl uzbedcamso
0byuenus y oemell, yice N0O0BEPIHCEHHBIX PUCKY 3N0KAUECHBEHHO20 00pA3068aAHUS, NOIMOMY OH
mpebdyem nosmopHou oyenku. Hnoc0a mpebdbyemcs ceoayus, 4mo mMax dHce 02paHuuueaem
uccnedosatue.

. PexomennoBano BceM mnanMeHTaM c kinHudeckumu npuszHakamu HT1 nposenenue

9JIACTOMETPHH MedYeHH (daacTorpaduu NeUeH ) ¢ MesIbio OICHKH cTenenu ¢pudposa [1, 4, 5, 6].

YpoBeHb 10CTOBEPHOCTH /10Ka3aTeIbCTB — 5 (YPOBeHb Y0eIUTEeJIbHOCTH PeKOMeHIAluii
O).

KommenTapuu: Onacmomempusi - OnmumanvHbulil HEUHBA3UBHLIL VIbMPA38YKOBOU Memoo
KONUYECMBEHHOU OYEeHKU NJIOMHOCMU MKAHU NeYyeHu (8 Kauecmee albmepHamuesl -
KOMNbIOMEPHAs momocpadus opeanos OpHOWHOU NOIOCU U/UTU  MACHUMHO-PE30HAHCHAS

momozpaguu 0pearos OPIOUIHOL NOTOCL).

. PexomenoBano mnamueHTaM ¢ KiuHW4YeckuMu npusHakamu HT1 mo nokasanusm
NpOBEIEHUE KOMIBIOTEPHONH TOMOrpaduu OpraHoB OpPIOLIHOM IOJIOCTH W/WIM MarHUTHO-
pPE30HAaHCHOM TOMOrpaguu OpraHoB OpIOIIHOM MOJOCTH C  MarHUTHO-PE30HAHCHOM
xonanruonankpearorpapueit (MPXII[') ¢ uenpio BbIABIEHUS OOBEMHBIX OOpa30BaHUU H
OILICHKH COCTOSIHHS MPOTOKOBO# cuctemsl [1, 4, 5, 6, 11, 31].

YpoBeHb 10CTOBEPHOCTH 0Ka3aTeJIbCTB — 4 (YypoBeHb y0eauTebHOCTH pekomenaauuii C).
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KommenTapuu: /Jlanuvie memoowr euzyanuzayuu HeobXoOumvl 01 UCKIIOUeHUs npoyecca
MAnueHU3ayuy, Hanpumep, npu NOOO3PEeHUU HA  DOpPMUPOBAHUE  2eNAMOYENTIONAPHOU
KApYUHOMbI, PUCK KOMOPOU OYeHb eaux npu nokazamensx ADII, npesviwarowux HOpmy 8
comuu u oaxce moicauu pas. Bvioop 3a KT uau MPT ¢ koumpacmuwvim ycunenuem. Ilopasicenuvie
eenamoyumosl  KOHmpacm He Hakanauearom. Jlemckuil 6o3pacm He AGNAEmcs NPIMbIM
NPOMUBONOKA3AHUEM K UCCIEO08AHUIO, HO 02PAHUYUBAEM e20 NpuMeHenue. BpemeHnnvie pamku:
apmepuanvruas ¢aza 10-20 cex, xomwmpacmuposanue eopomuou eenvl Ha 60-80 cex u
neueHounvle 6eHvl Ha 3-5 mun. Ilocre 6HYympueenHo20 68edeHUs KOHMPACMHO20 npenapama
OuHamuyeckue NOCIe008aAMENbHOCIU  00eCneqyusarm aHaiu3  BAcCKYIAPU3AYUU  V3108.
Hupgysno-e36ewennas  suzyanuzayuss Modxcem HOMOYb OMAUYUMb OughgepeHyuposantvie

cenamouyeilliojiApHble KAPpYUHOMbL Om 006p0KaqecmeeHHbzx y3enKoe

. PexoMeHng0BaHO manueHTaM C KiauHu4YeckuMu npusHakamu HT1 1no noxaszanusm
MPOBEJCHUE PAIMOU30TOMHOIO HCCIEIOBAHMS TMEYeHU (renaTocUuHTUrpadusi cTaTuyeckas u
JUHAMHUYECKas, TenaToOOMJIUCHUHTUTpadus) ©  Touek  (CruHTUrpadus  MmoYek |
MOYEBBIICTUTEIBHON CUCTEMBI) C IIETbI0 OIEHKH (PYHKIIMOHAIBHOTO COCTOSHUs opraHoB [1,4,

6,11].

YpoBeHDb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4 (YpoBeHb yoenuTeabHocTH pekomenaammii C).

KommenTapuu: Memoo couemaem He monvKo 8u3yanu3ayuro, Ho s611emcs U (YHKYUOHATbHbIM
uccnedosanueMm. Hapywenue 6HYMPUKTIEMOYHO20 mpancnopma, 9KCKpeyuu
paouoghapmnpenapama (PDII) ¢ scenuvto, nymu bi6edeHUs. €20 U3 OP2AHUIMA, 8 MOM YUCTe,
nepepacnpeoenienus — NeyeHv/cele3enKka — Npu  CMamuyeckou — eenamocyuHmuepaguu,
eunepghuxcayus PDII 6 cenesenxe bonee 15% a6naomea npusHaKom HOPmManibHol 2unepmeH3ul.
Yuacmku cnuscennoeo maxkonnenuss — 3mo HCUpo6as u COeOUHUMENbHAS MKAHb, KUCHbL,
aoenoma (006poKauecmeeHHAsl ONYXoib), Y3/bl peceHepayuu ¢ NOHUNCEHHOU 8ACKYIAPUSAYUE.

Penocyunmuepagpus nozeonsem ougpepenyuposano oyenumos GyHKYuro npagou u 160U noex.

. He pexomenayercss mnpoBeaeHue OHOICHMU T€YEHH Y JIeT€ll C LUPPO30OM H
BBICOKOBEPOATHOW remarone/unoisipHol kapumHomoir npu HT1, uyToOGbl mn30exath pucka
reMaTOTeHHOM MCCEMUHAIINY 3JI0KAYeCTBEHHBIX KIIETOK [24].

YpoBeHb 10CTOBEPHOCTH I0KA3aTEJLCTB — 5 (YpOBeHb YoeauTeJbHOCTH pekomenaamuii C).
Kommenrtapuu: /Jluacnoz HTI mopghonocuuecku He eepuguyupyemcs, m.K. UMeHeHUs: He
MUNUYHLL — JHCUPOBAsi OUCMPOdus, nporupepayus HceruHvlx NpomoOKos, MHO2050epHble
2enamoyumel, pa3pacmanue coeOUHUMeNbHol MKAHU U 00PA308aHUE TONHCHBIX 00IEK.
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° PexomengoBaHo manueHTamM ¢ KiuHHueckumu npusHakamu  HT1  mpoBeaenue
PEHTI€HOJAECHCUTOMETPHH C IEJIbI0 UCCICIOBAHNS MHUHEPAIbHOMN IJIOTHOCTH KOCTHOM TKaHH. [4,

6,9, 11, 31].

YpoBeHBb 10CTOBEPHOCTH 10KA3ATEJILCTB — 4 (YpOoBeHb YoequTeIbHOCTH pekomenaanuii C).
Kommenrtapuu: /Hccredosanue nposooumcs y nayueHmos ¢ HpusHakamu my0yionamuu:
UsMeHeHuem J1abopamopHviX noxkasamenel, pPaxumonoOOOHbLIMU KOCMHLIM O0edopMayusimu.
Penmeenooencumomempuio nasnauarom, Kak npasuio, 0emsam cmapuie 5 jiem.

o PexomengoBana peHTreHorpadus KUCTeH MalMeHTaM C KIMHUYECKHMMH IMpPU3HAKaMU
HT1 pns nuarHoctukd (B T.4., B JUHAMHYECKOM HAOJIOJCHWM) KOCTHBIX W3MEHEHU,
BbI3BaHHBIX runodocharemucii [32].

YpoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5 (YPOBeHb yoeauTeabHOCTH pekomenaanuii C).
KommenTapuu: B m.u., 014 oyenku Kkocmnoz2o eo3pacma. Penmeenozpaghuueckoe onpeoenenue

KOCMmHO20 e0o3pacma Hasxhadaom oemsam cmapuie 2 nem.

° PexomennoBana nanuentam ¢ kiamHuueckuMu npuszHakamu HT1 mo nokazanusam OKT,
sXoKaparorpadus ¢ 1ebio OleHKH MOPPODYHKIIMOHATILHOTO COCTOSHUS cepana [4].

YpoBeHb 10CTOBEPHOCTH 10KA3aTeJNbCTB — 4 (YpoBeHb yoeauTeabHocTH pekomenaanuii C).
KommenTapuu: /lannvie memoowvl no3gonawm oyeHums Mop@o@dyHKYUUOHAIbHOEe COCMOsHUE

cepoya u makice HeobXo0UMbL NPU NPOBEOeHUU UCCIe008AHULL 8 YCI0BUAX CeOayUl.

2.5 Unasn AUATHOCTHKA

° PexomMeHayTCH Mpy NMOCTAHOBKE JMArHO3a MAIMEHTaM C KIMHUYECKUMH NPU3HAKaAMU
HT1 npumeHaTh MyIbTUAUCHUIUIMHAPHBIA TMOAXOJ B BHAY TOro, uTO 3a00jeBaHUsA
XapaKTePU3YIOTCS TOPAXKEHUEM MHOTHUX OPTaHOB M CUCTEM, TPEOYET KOMILIEKCHOM Tepanuu, 4To
JTUKTYeT HEOOXOIMMOCTh COBMECTHOTO BEACHHS MAIllMEHTa CHEIHATMCTaMH Pa3HBIX Mpoduiei
[1, 4].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5)
KoMmmenTapuu: nokaszamsl nepguunvle u NOSMOPHblE KOHCYIbMAYUU 8pAYa-2eHemuKd, 8paya-
ogpmanvmonoea, 6paua-Hesponoea, 6paua-ouemono2d, 8paya-2acmposIHmeposo2d, 8payd-
MPAHCNIAHMON02A, BPAYA-IHOOKPUHON02A, 8PAYA-KAPOUOL02d, 8PaAia-0emcKo20 Kapouoioad,
8paua-mpasmamono2a-opmoneoa, epada-Hepponoza, 6pava-neouampa, epada-mepanesmd, d

makoice epaveil opyaux cneyuanvhocmei nayuenmam ¢ HT1 [1,4].

24



2.6. IuddepennnaibHasg AMATHOCTHKA

° PexomennoBano mnpoBeneHue auddepeHInaTbHON  JUArHOCTUKH THPO3HMHEMHUHU  C

3a00JIeBaHUSIMH CO CXO/IHOW CHMITOMATUKOM C IENIbI0 YCTaHOBJICHUs quarnosa [32, 36].

YpoBeHDb 10CTOBEPHOCTH PEKOMEHIAINHU 5 (YPOBEHB I0CTOBEPHOCTH /I0Ka3aTeabcTB —C)
KommenTapuu: Ocmpyio HT 1 credyem oughghepenyuposams ¢ Opyeumu HaciedcmeeHHbiMU
HapyuleHusMu 00OMeHa 6ewecms, 0COOEHHO NpPU HATUYUU CONYMCMBYIOue20 Cenmuiecko2o
COCMOANUS, PE3UCMEHMHO20 K Mmepanuy aHmuOUOMUKAMU WUPOKO20 CNeKmpa Oelcmsus.
Bupyc-accoyupoeannvie 3abonesanus (cepnec-epynnvl: yumomezanosupyc, nmumelna-bapp
supyc, eepnec 1, 2 u 6 munos), TORCH ungexyuu ne uckmouarom naruuus HT1 muna [1,4,11].
Huacnocmuyeckuti NOUCK Npu  2cenamomezaiuu U cenamume He0OX00UMO NPOBOOUMb C
eanakmosemuell, pykmosemuetl, HenepeHoCcUMocmoio pykmossi, boresnvio Humanna-Iluxa,
bonesHvio Bunwscona, HeOHAManbHbIM 2eMOXPOMAMO30M, eemopazoyumaprvim
TUMPOSUCMUOYUMOZ0M,  MUMOXOHOPUATILHOU — Yyumonamuetl, — 8POICOCHHLIMU — OONe3HAMU
2NUKOZUIUPOBAHUS, OePUYUMom mMpaHcaIbOOIdA3bl, AYeMmamuHopeHo8ol (napayemamonom)
uHmoKcuxayueu, UHQeKYusIMU (Cencucom, CaitbMOHeIe30M, MyOepKyIe30M, 2epnec-6upyCcHol, 8
MOM Yucie, Yumome2aioeupycHou utngexyuetl, supycuvimu cenamumamu A u B), ompasnenuem
epubamu, J1eKapCmMEeHHbIMU CPeOCMBAMU HA PACMumenvHou ocHoge. I enepanuzosannas
amMuHoayudemusi Yacmolii NPUHAK NEYEHOYHOU HeOOCMAMOYHOCMU, HApYUuleHUus QYyHKyuu
accumunsyuu [1,4,6,7].

THopasicenue nouex npu HT 1 credyem ouggepenyuposams ¢ yucmuro3om, cunopomom Lowe
(okynoyepebpopenanvuas Oucmpodus), NOYeUHbIM KAHANbYEBbIM aAYUOO30M, CUHOPOMOM
@ankonu. Ilpu  paxumonoOoOHbIX UBMEHEHUsX CKelema PeKOMEeHOO08AHO  UCKIIOYAMb
eunogocpamasuio (Huskull yposeHv wenouHou Gocgamazvl u ghocgopa 6 cvligopomkie),
depuyum sumamuna D (Hympumuenozo u cenemuuecku 00ycioenienHoeo), cunopom DPankoHu
[1,4,9].

Hesponoecuueckue kpusvl pekomeH008ano ouhghepenyuposams om nposieieHull OmeKa mo3ed u
KPOBOU3NUAHUL, ~OAKMEPUATLHO2O0 MEHUHSUMA, 2UNEPHAMPUTIEMUYECKO20 00e360CUBANS,
ocmpotl nepemedicaiouetics nopgupuu [1,4,9].

IIpu u301UpOBAHHOU 2UNEePMUPOIUHEMUL PEKOMEHO0B8AHO UCKIIOUAMb HApYyUuleHue 8 NUUe8oM
payuone (nogvlueHHoe ynompeoOieHue nuuesoeo 0eiKa), Ymo conpoBoNCOAemcs cOCMOsHUeM
MPAH3UMOPHO20 MUPOZUHO3A, PYHKYUOHANLHOU Hedocmamoynocmoio gepmenma FAH. Takoce
pexomenoosaro uckarouams muposunemuu 1l u 1l munos, opyeue 6onesnu nevenu c
HapyweHuem cunmemuyeckou u demokcukayuonnou ¢ynkyuu. [1,2,8].

THocunopomusiii ougpepenyuanvrovlil Ouazno3 ompasxicet 8 npunodiceHuu 1 2.
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3. .JqueHne, BRJIIO4Yad MEIUKAMCHTO3HYIO H HEMCIUKAMCHTO3HYIO TCPAIIUH,
AUETOTEPAIINIO, 069360.]11/IB3HH6, MEAUIMNHCKHE NMTOKA3aHUA U

IMPOTHBOIIOKA3aHUA K IPUMCHCHUIO METO0B JICUCHHUA

3.1 KouncepBaTuBHOeE JieueHH e

OcHo60ll  1eyeHuss A6IAemcs NPUMEHeHUue NaAmo2eHemu4eckol mepanuu 6 COYemanuu ¢
HU3K00eIK080U Ouemotl U HazHadeHuem CHeyudarusupo8anHuiX NPOOYKMO8 HA OCHOGe cmecell
AMUHOKUCIOM, He COOePAHCAUUX MUPOUH U (PeHUNATAHUH.

. s neuenus HT | Bcem manueHTaMm peKOMeHI0BaHA MOKHW3HEHHAs MATOT€HETUYECKast
Tepanus npemaparoM HuTH3uHOH** (NTBC, 2-(2-murpo-4-tpudiaroopomernadensomnn)-1,3-
uKsorekcaneanon) [2,8,9,10, 31].

YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJIbLCTB — 4 (YpoBeHb yoequTebHOcTH pekomenaanuii C).
KommenTapuu: /i1 oOonvweti s¢pgexmuenocmu newenuss HUMUUHOH™*  yenecoobpasno
UCNONB308aMb HA CMAOUU, NPEeOUEeCMEYIOWell PA36UMuUI0 2eNamoyeioNIPHOU KapyuHOMb.
Mexanusm  Oeticmeust  npenapama  3aKiOYaemcss 6 ~MOM, 4mo OH  Onokupyem  4-
2UOPOKCUDEHUTNUPYBA OUOKCULEHA3Y U NPENImCcmseyem 00pa308aHu0 KOHEUHbIX MOKCUYEeCKUX
Memaboaumos, ypogenb mupo3uHa 8 Cbl8OPOmMKe KPO8U Npu SMOM HOBbLUAETNCS, YMO AGIAeMCs
CmMpo2uM NOKa3aHuem O/ 02PAHUYEHUs. 8 Oueme HAMypPaibHO20 NUWeso2o OelKka, a emecme ¢
HUM U (heHunananuna (Kak npeouleCmeeHHuKa mupo3ura) u muposuna. [euyum obenxa
KOMNEHCUPYemcs. nymem HA3HAYeHUs. CReYUATUu3UpPOBaHHOU Ouemvl C O2PAHUYEHUEeM OIMUX
AMUHOKUCTIOM.

Hoza Humusunona™* noobupaemcs uHOUBUOYATbHO 6 3a8UCUMOCIIU Om IphekmusHocmu,
KOMOpAsi OYeHUBAemcst No YPOGHI0 CYKYUHULAYEMOHA 8 MoYe U KPOBU, U YPOBHIO MUPO3UHA 6
cvigopomke kposu. Ocmpas Gopma muposunemuu (HT 14) mpebyem nasnaueHus
HUMUBUHOHA™™ 6 003e 2 Mme/ke, no Mepe pocma u y8eiudeHus Maccvl mena pebenka 003da
cHudcaemces 0o 1 me/ke.

Tloooepocusarowas mepanesmuueckas 0oza npu HT 14 cocmasnsem 1 me/ke/cymxu, npu HT 15
HauanvHas o0oza 1-1,5 wme/ke/cymku, ecau yposenv muposuna menee 600-800 mxMonv/n,
CYmouHas 003a 0aemcs 6 00uH-08a npuema eHympb. llepuoo nonysvieedenus cocmasnsiem 54
yaca, ymo no360.isen peKoMeH008ams 0OHOKPAMHUbIIL npuem cymounol 003vl. Koppexyus 0o3vi
HUMU3UHOHA™™ npo8oOUMCs 6 3a8UCUMOCIU OM OUOXUMUYECKUX noKasameneu U Hapacmauus

*

Mmacceovl mena p€6€HKa. Oxono 10% nayuesmoe Ha mepanuro HUMUZUHOHOM™ ™ He omeedarom,

umo 0np€()€ﬂ}l€mC}Z pes3yibmamamu OUOXUMUYECKO20 MOHUMOPpUHSA (cykuuHuﬂauemOHa 6 moue,
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@ynKyuonanvuvle npodwvl nevenu, anvgha-pemonpomeur (AP@II). Taxue nayuenmol AGIAIOMCA
HOMEHYUATbHBIMU NPEmMeHOeHMAMU HA MPAHCHIAHMAYUIO NeYeHU.

Ilpu evicokom yposne ounupyourna (>100 mxmonv/n) u ocmpoul neyeHOUHOU HedOCMAMOYHOCU
6 couemanuu c eunepammonuemuen (> 100 mxMonv/n) He uckmouaemcs HeoOXOOUMOCMb 8
9KCMPEHHOU MPAHCHIAHMAYUU NeYEeHU.

CHuoicenue yposHsa CYKYUHULAYEeMmoOHA Ha (oHe mepanuu HUMUSUHOHOM™™ npoucxooum 6
meyenue 24 uacos, KOHYeHMpayusi AMUHOKUCIOM (MUPO3UHA U PEHUNATAHUHA) NOBBILUACMCS 8
3a6UCUMOCU  OM KOIUYECTNBA NUWEB020 HAMYpaibHo2o benxa. APII chudcaemcs medneHHo u

3aeucum om HA4AjlbHblX KOHueHmpauuﬁ, He 6ce20a docmuzaem HOpMbL.

Heobxooumo  ysenuuenue 003vl HUMUBUHOHA™™ 00 2 me/ke/cymKku npu omcymcmeuu
NOLONCUMENbHOU OUHAMUKU NOKA3amelell Koa2yi0epammbsl U YPOGHA CYKYUHULIAYEMOHA 8 MoYe
6 meueHue 2 Hedelb, COXPAHAIOWEMCS BbICOKOM YpoeHe muposuna 6 kposu (boree 800
mxMonwv/n). Jleuenue HumuzuHOHOM™™  QondicHO Oblmb HenpepvléHbiM. B xo00e mepanuu
npenapamom KOHYEHMpayus Mupo3uHa Y8eruyusdaemcs, nepepviébl 6 mepanuu 2po3sm
pazeumuem MUpO3UHEMUHUECKUX KPU308 (NOPHUPUHONOOOOHBIX HEBPOLOSUYECKUX KPU308,
manuenuzayueti). Pexomenodyemasn roumyenmpayus NTBC ¢ nnazme 30-50 mxMons. [Jemu c
odrcupenuem mpeodyom noooepIcanuust Yyms MeHbuleli KOHyenmpayuu npenapama Ha 1 ke geca,
6 cpeonem 35 me/m*/dens. Dpdexmusnocmy neuenus 3a6ucum om cpokos YCMAHOGNEHUs
ouazno3a u ceoespemenno2o Hauana nevenus. Y 90% nayuenmoé na ¢one npuema
HUMU3UHOHA™* neweHouHas HeOOCmamoyHOCb CMAHOBUMCSL KOHMPOIUPYeMOll,
BHeneueHouHble NPOSIGIeHUs, KAk npaeuno, Kynupyiomcs. Mupoeoti onvim npumeHenus
numuszunona™* (NTBC) y oemeil, nauasuiux neuenue 6 6ospacme 00 2 mecsyes HcusHu, NOKA3al,

YUMo PUCK pazsumuisl y HUX 2enamoyeniosipHol Kapyunomvl chudxcaemces ¢ 40 0o 5% [1,4,9].

o PexoMeHI0BAaHO Ha3HA4YCHHWE JHMETOTEpPalMM C  OIPAaHMYEHHUEM THPO3MHA U
¢enmnanannHa BceM nanueHTamM ¢ HT1 mMOXHM3HEHHO C LEIbl0 CHIKEHUS 0Opa3oBaHUs

TOKCHUYHBIX MeTa00oauTOB [1,8].

YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJILCTB — 4 (YypoBeHb y0eauTebHOCTH pekoMenaauuii C).
Kommenrapum: Illompebnocmb 6 Opyeux He3ameHumvblx aMUHOKUCIOMAX 60CNONHACMCS
HA3HAYeHUuem Cneyuaiu3upo8aHHblx cmecell 6e3 Mmupo3uHa U QeHUnalanuna, 4mo no3eosiiem
nogvicumu K6omy nompeobnenus 6enxka u 000UumvbCs HOpMAaIbHO20 POCMA U pa3eumusi pebeHKd, a
mMakce CHU3UMb KOHYEHMPAyuro mupo3uHa 6 CbleOpomKe, YMEHbUUMsb 4acmomy u

6blPAINCEHHOCMb BO3MONCHbLX noOoYHbIX 3(])@61(‘1’)106.
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Pacuem neuebnoco numanus (npu manuuuu mepanuu HUMUZUHOHOM) Ol Oemell nepeo2o 200d
JAHCUBHU NPOU3BOOSIM UCX0051 U3 NOmpeOHOCmuU 8 Denke, OIU3KOU K puzuonoeuveckou (2,2 — 2,3
2/ke maccel mena 8 cymku), 0anuvie npusedensvt 8 madauye 2, npunodicenue I3. He menee 50%-
60% cymounoti nompebHocmu 8 benke y0081emeopaemcs 3a cuem Cneyuaiu3uposanHol cmecu
amunoxuciom (mabauya 1, npunoxcenue 1'3), ocmanvnas uacme (40-50%) xomnencupyemcsi
0enKOM CYeHCeHHO20 MAMEPUHCKO20 MONOKA U OemCcKOU MONOYHOU CMeCcU C HUSKUM
cooepoicanuem benxa (1,2-1,3 2 beaxa na 100 ma soccmanosnennotl cmecu), a nocie 4-x mecsayes
makice HU3K0OenIKo8biMU NPOOYVKMAMU NPUKOPMA (080WHbLE U PPYKMOGble Niope, 6e3MON0UHble
Kawu ¢ cooepoicanuem benxa e oonee 0,5 2 na 100 mn como6otl Kauiu, CneyuaIu3UpoOBarHHble
HU3K00OenKo8ble NPOOYKMbL HA OCHOBe KPAXMAN08, Hanpumep, cazo u op.). Ilpu Haznauenuu
ouemvl ¢ HU3KUM COOEPHCHUEM MUPO3UHA U EeHUIANIAHUHA OPUESHMUPYIOMCA HA MUHUMATIbHbLE
nompebnocmu 6 dmux amuHokuciomax (mabauya 3, npunosxcenue 13). Heguyum
KAIOPUUHOCMU  J1e4eOHO20 PAYUOHA KOMNEHCUPYEemcsi ¢ NOMOWbI0  000A6IeHUs.  JHCUPOS
(pacmumenvHoeo macaa, HO He Ooree 3,5-4 2 0bweeo xcupa Ha Ke Maccvl mena 6 CYmKu) u
YV8enuyeHuss Ke0mvl Y2ae80008 3a cuem 000a6leHUs  BblULEYKAZAHHBIX —HUKOOEIKOBbIX
npooykmos, a makace 5% enoKo3vl. AHAIOCUYHBIM 0OPA30M CIPOUMCSL 1e4eOHbl PAYUOH Y
nayuenmos cmapuie 200d, o0oOwull 0OeloK paccuumvléaemcs UCXo0s U3  Oe30NnacHuIX
nompebrocmetl 6 benxe (ne bonee 1,5-1,8 e/xe maccol mena 6 cymxu).

Ilpu  He8O3MONCHOCMU  HEeMEONeHHO20 HA3HAYeHUsl Mepanuu  HUMUUHOHOM  NPUHYUNDL
opeanuzayuy Ouemomepanuy OCMalmcs me Jice, HO 02PAHUYeHUs 6 benke Ooiee Jcecmkue.
Pacuem npoussooumcs, ucxoos u3 MUHUMAIbHBIX ROMpeOHOCmel 6 OelKe Ha K2 MACCbl meid 8
cymku (Ha nepeom 200y dwcusnu —1,5 me/ke maccel mena, y oemeu cmapuie 2o0a om 1,5 oo 1,2
e/ke maccel mena). [{ns cOAnaHCupo8aHHOCMU CYMOYHO20 PAYUOHA UCNONIb3YIOM HU3KODENKO8ble
Hamypanivhvle U CHeYualu3upo8aHuvle NPOOYKMbl HA OCHOBE KPAXMAN08, d MAKdICce
pacmumenbHble MACAd, 6 OMUX NPOOYKMAX —JHCENAMeNbHO  VUUMbIBAMb  COOEPHCAHUE
namoeenemu4ecKu 3HaYUMbLx amuHokuciom. Heobxooumo noscusnennoe npumeHneHue ouemol ¢
HU3KUM COOepICcanuem (PeHunaiauuna u mupo3und, 6 oCmpom nepuoode Koauyecmso 0ouje2o
benka cuudcaemcs oo 1,2-1,5 o/ke maccel mena 00 HOPMAMUZAYUU — COOEPAHCAHUS
CYKYuHuIayemona 6 mode u/unu Kposu. llpumep pacuema numanusi u CYymouHwili HAOOP
npoodykmos npeocmasienvl 6 maoauyax 3-4.0cHOBHbIE NPUHYUNBL OpeAHU3AYUU 1e4eOHO20

NUMAHUSA, NPUMEPbL pACYemos U UHPOpMayUOHHble Mamepuansl npeocmasienst 8 Ilpunoscenuu

I3.

. [Ipu neuyenun nanuentoB HT1 He pexkomMeHI0BaHO NPUMEHSTH OEJIKOBBIE MpPENapaThl C

IENIBI0 TIPEIOTBPAICHHs 00pa30BaHUsl TOKCHYHBIX MeTaboiuToB [1, 2, 3, 4, 10].
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YpoBeHb 10CTOBEPHOCTH 10KA3aTeJNbCTB — 4 (YpoBeHb YoenuTeabHocTH pekomenaanuii C).
KommenTapun: [lpouzeoousvie Kpoeu npumeHsomcs UCKIIOYUMENbHO NO  HCUSHEHHBIM
NOKA3AHUAM NpU  NPOBEOCHUU IKCMPAKOPNOPALLHBIX Memo008 OemOoKCUKayul, 3aMeHHOM
nepeiusaHuu Naasmvl, UCKIIOUYAIOMCA Npenapamsl HA OCHO8e AMUHOKUCIIOM (8 MOM uucie
2enamonpomeKmopsvl HaA OCHO8e adeMemuoHuHa, opHumuua u Oop.). Celeopomxu mo2ym

UCNONB3068AMbCA 6 CIyUae KpalHel HeoOX00UMOCMU U NOC/Ie HA3HAYEHUs HUMUSUHOHA™ ™.

° He PE€KOMEHI0BAHO IIPUMCHATH IapancramMoJl, aMOKCHKIIaB, AWa3€iiaM, IIPEIaparhl
BEUIBHpOCBOfI KHUCJIIOTHI n Apyruc MCIUKaAMCHTO3HBIC npenaparsl C BBIpa)KeHHOﬁ

TCIIaTOTOKCUYHOCTBIO JJIA IMPCAOTBPAIICHUA YXYAUICHUA (PYHKHI/IOH&TIBHOFO COCTOsIHHS IICUYCHU

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

YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 4 (YpoBeHb yoeauTeibHOCTH pekomenaanuii C).
KommenTapuu: /lapayemamon skckpemupyemcs uepes cucmemy yumoxpoma P450. [Juazenanm,
npenapamul 8albNPOEsOl KUCIOMbl U Opyeue npenapamsl ¢ Ne4eHOYHbIM Nymem Memadoiusma

moecynm 6bl36anlb nepedo3up067<y u yxydmeﬂue qbyHKMMOHa/ZbHOZO COCMOAHRUA NEeYEHU.

3.2 Xupypruyeckoe Je4eHue

o HpI/I OporpeaAuCHTHOM TCUCHUHU ITIATOJIOTHYCCKOI'0 ITPOoHeCCa B MICUYCHU IIAllMCHTaM C HT1

PeKOMEH10BAaHA TPAHCIUIAHTAIIMS MEYCHH C IENbI0 PaIUKAILHOTO JIeYeHusl 3a0osieBanus [4, 7,

8, 31].

YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJIbLCTB — 4 (YpoBeHb y0eauTebHOCTH pexoMenaanuii C).
KommenTapuu: B cocmosanuu ocmpoii neueHouHou HedOCmAamoyHOCmu mMpaHCHIAHMAYUo
neyeHu Npoeoosim Npu yClo8uu, eciu Npo@uib Koazyiayuu He yayduiaemcs depe3 1 nedenro
Jnedenusi. B cocmosmuu XpoHUUECKOU NEeYeHOUHOU HedOCMAamOYHOCmMU HNOKA3aHuem O
MPAHCRAAHMAYUYU NeYeHU S8IAemcs 2enamoyentosisipHas KapyuHoma, a UMEHHO peyuous
nosvlueHUs YPOBHA alba-ghemonpomeuna u/uiu O0eKOMNeHCcayus yuppoza nevyeHu, npu
KOMOPOM 8e0VWUMU ABNAIOMCS pasiuynsie memoovl susyanuzayuu (MPT, KT), nosenenue y3108
ouamempom 6onee 10 mm u KoruuecmeenrHoe ux ygenuuenue. buoncuu y3noe ciedyem usbecamo
8 C853U C puckom memacmaszuposanus. Pewenue o mpauncnianmayuu nevenu npunumaemcs
KOHCUTUYMOM 8padel.

Tpancnaianmayuss neuenu s61semcs IPOEKMUBHBIM  MEMOOOM JleUeHUss HACAeOCMEEHHOL
MUPO3UHEMUU NPU  HEBO3MONCHOCMU KOHCEPBAMUBHOU mepanuu u npu  Gopmuposanuu
310KaYecmeeHHbLX 0opazosarnuti 6 newenu [13,17,19].

ITloxazanusamu k mpancniaueEmayuu neyeHu npu HTI ssnsomes:
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1./luaenocmuposannasn I'l[K.

2.Hossnenue ouazosvix oopazosanuti npu MPT uiu KT u peyuous yeenuvenus APII na ¢one
JleyeHusi HUMmu3UHOHOM npu XpoHudeckom meveruu HT1.

3.0mcymemesue s¢hgpexma om mepanuu NTBC npu ocmpoti mupo3unemuu, 3aKi04aroujeecs 8
coxpauauerics cunoxoa2yiayuu Ha pone mepanuu eumamurnom K.

4. [lexomnencupo8anHblil Yuppo3, OCIONCHEHHBIU ACYUMOM, SUNOKOALYIAYUEl, 3A8UCUMOCTb
nayueHma om uH@y3ul arbOyMuHa, NpusHaKu dHYeParonamuu, 2unepammoruemus, Ko2oa Hem
spemenu Ha nosenenue 3¢ppexkma om NTBC.

B omauyue om nayuenmos c I'lIK 6e3 conymemsyrowe2o memadonuuecko2o 3a001e6anus, npu
HTI 6 couemanuu ¢ I'lIK 6onvHble 0010iCHbL ObIMb NEpemeuierbl 8 NPUOPUMEMHBIL TUCT
0NHCUOAHUSL  HA  MPAHCHIAAHMAYUIO,  BbIHCUOAMENbHO-HADII00AmeNbHAs  MAKMUKA He
oonyckaemcsi.

Kpome moeo, neobxooumo noduepkrymo, umo 0adice mMexHuuecKu pe3ekmabdenvbHas OnyxXoib
(I'lIK, aodenoma, cemaHneuoma, xoaaneuoxkapyurwoma) y nayuenma c¢ HTI mpebyem
MPAHCRAAHMAYUYU NeYeHU, IKCMPEHHOCMb KOMOpOU onpeoensiemcs 310Ka4ecmeeHHOCMbIO
HO8000pPA3068aHUS.

Bvwicusaemocms  nayuenmog nocie mpaHcniaHmayuu He 3AGUCUN  OM  NPOUCXOHCOEHUs
MPAHCRAAHMAMA, OP2aAH HCUBO20 POOCMBEHHO20 OOHOPA, MAK U MPYNHBIU OP2aH NPAKMUYECKU
PABHO3HAYMBL NO 3-X JemHell svixcusaemocmu u cocmaeigem 75,5% u 78,9% (no oanmwim
ananuza ¢ 2002 no 2012 200 2 103 scusvix u 46 674 mpynueix mpancnaianmayuii) [15,16].
Ilocneonue 200vl nonywaem pacnpocmpanenue cCHAUM — MPAHCHAAHMAYUS, NO38ONAIOUAA

UCNONB3068aMb 0OUH OOHOPCKUL OP2aH OJisl 08YX PEYUNUEHMO8.

. PexomennoBaHo Ha3zHaueHHE HHUTH3MHOHA™** mepes IUIAHMPYEMOHM TpaHCILTaHTAIHeH
neyeHu npu renarornestoisapHoil kapuunome (I'LK), BeiaBienno Ha mo3auux craausx HT 1 ¢

1eITbIo oBbIeHHs 3 dexTuBHOCTH Tepanuu [4, 7, 8, 31].

YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJILCTB — 4 (YpoBeHb y0eauTebHOCTH pekoMenaanuii C).
. [Ipu m100BIX XUPYPTUYECKUX BMEIIATEIHCTBAX Y MalMEHTOB, He momydaBmux NTBC,
pekoMeHayeTcs u30eraTh MCIOJNB30BaHMS IpeMeIUKaluu OapOuTypaTaMu IOCKOJBKY 3TH
npenaparsl MOT'YT CIPOBOIMPOBATh NOPPUPHITHO-TT0100HBIE KpU3bI [26].

YpoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — 4 (YPOBeHb Y0eAUTEJIHLHOCTH peKoMeHaanuii B).
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4. MenuuuHCKasl peaduauTanus, MeTUIIUHCKHE OKA3aHUSA U

NMPOTUBONOKaA3aHUA K IPUMECHCHUIO METOA0B peaﬁnnHTauun

J PexomennoBanbl peaOMINMTALMOHHBIE MEpOINPUATHUS, HAIpPaBICHHbIE Ha YJIydlIEHHE
(GYHKIIUU TI€YEHH, COCTOSIHUS HEPBHOW CHCTEMBbI, KOPPEKIIUIO CKEJIETHBIX AeopMaliiii Bcem

MaIrenTaM ¢ yCTaHOBJACHHbBIM quardo3om HT1 [31].

YPpoBeHBb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5 (YPOBeHb yoeauTeabHOcTH pekomenaanuii C).

5. HpO(l)l/IJIaKTI/IKa U JUCITAHCEPHOE HaﬁJIIOI[eHI/Ie, MEAUINMNHCKHEC NTOKA3aHUA N

INPOTHBOIIOKA3aHUA K IPUMECHCHHIO METO/10B HpO(l)I/IJIaKTI/IKI/I

5.1.IIpodunaakTuxa

. Cembsam, nmetrouMm pedenka ¢ HT1 pexkomenayercsi KOHCYJIbTalusl Bpaua-TeHETUKA, C
EJIbIO OTPE/ICIICHHSI TeHETUYECKUX PUCKOB ISl CEMbH U MPOrHO3a motoMcTaa [31].

YpoBeHb 10CTOBEPHOCTH 10KA3ATEJILCTB — 5 (YPOBeHb YoeauTea1bHOCTH pekomenaanuii C).
Kommenrtapuu: Kax u npu opyeux aymocomHo-peyeccusHvix 3abonesanusx npu HTI ona
Kaxcoou OepeMeHHOCmU pUcK podicoeHus pebenka cocmasnsem 25%. B cembsax, coe ecmo
pebenox ¢ mupozuHemueu, CYWecmeyem B03MONCHOCHb NPOBEOeHUs NPEeHAMANbHOU U
NpeUMnIAHmMayuoHHoU ouacnocmuxu. Ilpenamanvnasn ouacnocmuxa HT1 603mooicna memooamu
npamou unu koceennou JJHK-ouaenocmuku obpasyos /[HK, eviOenennotl uz buonmama 60pcuu
xopuona Ha 9-11 nedene bepemennocmu u/unu Kiemox amMHUOMuyeckou dxcuoxocmu Ha 20-22
Heoelle bepemeHHOCmU

. PexomengoBaHo mpoBeneHHE NPOYHUIAKTUYECKOW BaKIMHAMKM 0€3 OrpaHuYeHUI
NaryeHTaM, TIONyYalolluM HHUTU3WHOH™* ¢ menpio  (OpMHUpPOBaHHMS HMMMYHHOH 3aIlIUTHI

opranu3ma ot uHbexrmii [32].

YpoBeHb /10CTOBEPHOCTH /A0KA3aTelbCTB — 5 (ypoBeHb YyO0eIMTeIbHOCTH
pexomenaanuii C).
KoMMeHTapum: saxyunayuio yenecooopasHo npogooums CHeYyuarucmamu, UMeouumy onsim

p6160711bl C nayueHmamu c Mmemabonuyeckumu 60/163H}ZMM, UnU NOO UX KOHmpoJiem.

5.2. JlucnancepHoe HAOJIIOeHH e

o PexomennoBano HaOmogenue mnauueHtoB ¢ HT1 npu neyeHUM HUTH3MHOHOM™™

COTJIaCHO TUIaHy MOHHUTOpHHTa (Tprioxenue ['4) [32].
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YpoBeHb 10CTOBEPHOCTH 0KA3aTEeJIbCTB — 5 (YPOBeHb YoeauTeabHocTH pekomenaanuii C).
KommenTapwmii: nian monumopunea umeem yenvio Kaxk npeoomepawerue ocnodxchenuu HTI1,
Max u KOHMpoab NoOOYHLIX 3Ppexmos u panniorw ouaznocmuxy ocinoxcuenuu HTI, I'[K 6

nepeyio ouepeob.

. Pexomennyercst Bcem mnamuentam ¢ HT1  onpeneneHne  aMHHOKHMCIOT M
CYKLIMHUJIALETOHA B OMOJOIMYECKUX JKUIKOCTAX METOJIOM TaHIEMHOH Macc-CIEKTPOMETPUHU C
1eJIbI0 KOHTPOJISI U3MEHEHMI, BhI3BaHHBIX TyOynonarueii [1,4,10, 31].

YpoBeHb yOenuTeIbHOCTH 10Ka3aTebCcTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB- O.
KommeHTapum: uccredosanue Konyenmpayus amuHOKUCIOM 6 KpPO8U: yacmoma 6 nepevie 6
mecayes-1 paz 6 mecay, nocie nepgvix 6 mecayes u oanee I paz 6 3 mecaya; uccredosanue
CYKYUHUIAYemona 6 moue. yacmoma 6 nepevie 6 mecayes-1 paz 6 mecay, nocie nepgvix 6

Mmecayes u danee 1 pasz 6 6 mecayes.

. PexomennoBano Bcem nauuentam ¢ HT1 onpenenenue KoHLIEHTpalysi HITU3UHOHA™™ B
KPOBU C LIEJIBIO PErysisilud CyTOYHOW /03Bl Mpenapara A MOJJEpXKaHUs aJIleKBaTHOIO €ro
YPOBHS B IUIa3ME€ U OLEHKHU YJOBJIETBOPUTEIBHOCTH MHIMOMPOBaHMUS NPOKCHUMAIBHOTO
KaTabOJIMYECKOTo MyTH TUpO3uHa [32].

YpoBeHb yoeauTeIbHOCTH 10Ka3aTebCcTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB- 5.
KomMmeHTapum: onmumansuvlm ypogHeM  CO2NACHO  MeNCOYHAPOOHLIM — PEKOMEHOAYUSM,
cuumaemcs yposerv om 40 0o 60 mxM.

Yacmoma 6 nepevie 6 mecsayes-1 pas 6 mecsy, nocie nepgvix 6 mecayeé u oaree I paz 6 6
mecayes

. PexomennoBano Bcem nanuentam ¢ HT1 onpenenenue anbda-peronporenna (ADPII) B
CBIBOPOTKE (WJIM TIa3M€) KPOBU, KOTOPBIN SIBJISIETCS OJHUM M3 Onoxmmudeckux mapkepoB HT1
C LIENIBIO paHHEH THArHOCTUKHY TeNaTole UTIOIApHON KapimaoMst [1, 4, 10, 31].

YpoBeHb yOeauTebHOCTH 10Ka3aTeabCcTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB- O.
Kommenrapum: uacmoma 6 nepsvie 6 mecayes-1 pas 6 mecay, nocie nepgvix 6 mecayee u oanee
1 pa3z 6 6 mecsayes.

. Pexomennyercst nposenenue koaryiaorpammsl (AUTB, MHO, npotpom6uHOBOE Bpems,
¢ubpunoren) mammenTam ¢ HT1 s omneHkn GyHKIMOHATBHOTO COCTOSHUS TICYCHH U
CBEPTHIBAIOIICH CUCTEMBI KpoBH [6, 29].

YpoBeHDb 10CTOBEPHOCTH PeKOMeHIAINHU 5 (YPOBEHDb 10CTOBEPHOCTH A0Ka3aTeJbcTB —C)
Kommenrapuii: npogooumcs npu nauane mepanuu, 1 pas 6 mecay (nepsvie 6 mecayes), oanee

yacmoma Ha one orumenvrou mepanuu 1 p 6 200.
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. Pexomennyertest naruentam ¢ HT1 npoBenenue o01iero (KIMHUYECKOT0) aHAIN3a KPOBH
pa3BepHYTOro (reMorjio0uH, KOJUYECTBO JPUTPOLMTOB, ILIBETOBOM IOKa3aTeib, KOJIUYECTBO
JICHKOIMTOB, TPOMOOIIUTOB, JICUKOLUTAPHAS (OPMYJIa U CKOPOCTh OCEIAaHUsI SPUTPOIIUTOB), JUIS
OILICHKH OCHOBHBIX ITapaMETPOB KPOBETBOPEHUS M HAIMYKSI BOCIIAJIUTEIbHBIX TIpolieccoB [32].
YpoBeHb yoeTUTEJIbHOCTH 10Ka3aTeJIbCTB — C, YypOBEHb 10CTOBEPHOCTH J10KA3aTEeJIbCTB- D.
KommenTapuu: nposooumcs npu nauane mepanuu, 1 paz 6 mecay (nepsvle 6 mecsayes), oaiee
yacmoma Ha ¢hone OnumenvbHoU mepanuu He pedice 1 p 8 200.

o Pexomenayercs nauuentam ¢ HT1 mpoBenenue ooiero (KIMHUYECKOT0) aHaIu3a MOYH
JUTSL OLIGHKU COCTOSIHUSI MOYEBBIBOIAIINX ITyTel U rmouek [32].

YpoBeHb yOeAUTETbHOCTH 0Ka3aTeIbCTB — C, yPOBEHD J0CTOBEPHOCTH I0KA3ATEIbCTB- 5.
KommenTapuu: nposooumcs npu nauane mepanuu, 1 pasz é mecay (nepsvie 6 mecayes), oanee
yacmoma Ha one dnumenvHou mepanuu 00bIYHO, 8 cpedHem, 1 p 6 200.

o Pexomennyercsi manmentaMm ¢ HT1 mnpoBeneHne OHMOXMMHYECKOrO aHaln3a KPOBH
(rmroko3a, 00wt Oenok, OenkoBbie (pakiuuu (MCCaeIOBaHHE YPOBHS albOyMHHA B KPOBH,
ornpeneeHne aabOyMHUH/TIIOOYIUHOBOTO COOTHOIICHHUS B KPOBH), OOIIWM, CBA3aHHBIA |
CBOOOAHBI OWIMPYOMH  XOJECTCPUH, TPHUTIHUICPUIBI, JIAMIOTMPOTCHIBI HU3KOW W BBICOKOU
WI0THOCTH (MCCIIeI0BaHUE YPOBHS JIUIIONPOTEHHOB B KPOBH), Imiejao4Has ¢ocdaraza, ramma-
rmoramuntpanchepaza (I'T'T), kpearuHuH, MoOueBHHA, anaHuHamuHoTpaHchepaza (AJIT),
acmapraramuHoTpancdepaza (ACT), xanpluii OOMIMH W MOHW3HUPOBAHHBIA, HATPHM, Kaldi,
Heopranuueckuii ¢ocop, kene3o u (GEeppuTHH) IS OUCHKH (PYHKIIHOHAIBHOTO COCTOSHHS
BHYTPEHHUX OpPraHOB, HalWuus WH(QEKIHMOHHBIX OCIOXKHEHHH W HYTPUTHBHOIO CTaTyca
nanuenta [1,4,5,10, 31].

YpoBeHb yOeAUTETbHOCTH 0KA3aTeNbCTB — C, yPOBEHDb JOCTOBEPHOCTH I0KA3aTEIbCTB- 5.
KommenTapuu: npogooumcs npu nauane mepanuu, 1 pas 6 3 mecaya (nepsvie 6 mecsyes),

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

. Pexomenayercsi TmpoBeAcHUE YIbTpa3ByKoBoro wucciuenoBanus (Y3M) opranos
OpIOIIHOM MOJIOCTH U TOYeK (YIbTPa3BYKOBOE HCCIIEAOBAaHHE OPraHOB OPIOIIHOW IOJIOCTH
(KOMIUIEKCHOE), YIIbTPa3BYKOBOE MCCIICIOBaHUE MMOYEK) BceM manueHTam ¢ HT 11 BoisiBiICHUS
remnaTo-, CIjIeHo- U HepoMeranuu, acuurta [1, 2].

YpoBeHb yoequTeJIbHOCTH 10KA3aTeJILCTB — C, ypOBEHb 10CTOBEPHOCTH 10KA3aTEIbCTB- O.
Kommenrapum: V nayuenmos c¢ HT-1, coxpanaiomcs 6vicokue pucku 310KauecmeeHHbiX
HO8000pA306aHUl, 8 MOM YUCIe HA OHe mepanuu U OMyacmu nocie MmpaHcnAaHmayuy ne4eHu.
Omu pucku mo2ym 6blmb CyWecmeeHHO CHUdCeHbl 00 yposHs Hudice 1%, ecnu neuenue NTBC

Hauamo 6 panHem Oemcmee u npooosdicaemcs bes nepepwviga. Iloscusnennoe nadoOenue 3a
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IMUMU NeUeHOUHbIMU ocnodxcHenuamu npu HT-1 saensemcs obazamenvuwvim. Ilpogooumcsa c
yacmomoti He pedxce 1 p 6 200.

o Pexomenayercst ynpTpa3ByKoBasi HoNIuIeporpadusi cocynoB NEUYEHHU, CEIIE3EHKH, MOYEeK
BceM manueHTtaM ¢ HT1 mo moka3aHusiM ¢ IENBbI0 OIEHKHM CKOPOCTH KPOBOTOKA M COCTOSHUS
COCY/IOB IT€YEHH, BBISBJICHUS IPU3HAKOB MMOPTalIbHOM runeprensuu [4, 10, 12, 31].

YpoBeHBb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5 (YpoBeHb yoeauTeabHocTH pekomenaanuii C).
Kommentapum: [[gemogoii Oonniep Modcem UCnonb308amucs 0isi OYeHKU coCy008 NeyeHu u
nopmanvuou eunepmenzuu. OOHako He 6ce Y3eIKU Mocym Oblmb  O0OHAPYIHCEHbl, U
aghghexmusenocmo memooa 3asucum om onwvima cneyuanucma. Mynomu-oemexmopnoe KT-
CKaHUposanue A8lAemcs OblcmpblM U obecnedugaem MHOLONJIOCKOCHHYIO BU3VAIU3AYUIO C
XOpowuM npoCMpaHCMEEeHHbIM paspeuieHuem avomanrui 6 nedyenu. Kowmpacm modcem
yayuwumes oemanusayuio ¢ 66 % 0o 82 %, noseonssn 6viANAMb 310KAYECEEHHbIe U3MEHEHUs
[14,17,18]. Tem ne menee, ananus pucka u nob3vl s161semcs 003amenbHbiM, Ymodwvl uzoexcams
obnyuenus y oemetl, yoce N00GEPIHCEHHBIX PUCKY 3T0KAYECMBEHHO20 00PA308AHUS, NOIMOMY OH
mpebyem noemopHou oyenku. HMnoecoa mpebyemcsa ceoayus, umo makx dce 02paHuyugaem
uccnedosanue.

e PexomennoBano Bcem mnanuentam ¢ HT1 mpoBeaenue smacromerpuun (dmactorpaduun)
IICUEHH C ICITBIO OLIEHKH COCTOSHUS TKaHU IeueHu u 3G dexTruBHOCTH Tepanuu [1,4,5,6].
YpoBeHb 10CTOBEPHOCTH I0KA3ATEJILCTB — 5 (YpOoBeHb YoequTeIbHOCTH pekomenaanuii C).
KommenTapuu: Quobposnacmozpagus - onmumanbhvili HEUHBAZUBHDIU YIbMPA3E8YKOBOU MEMOO
KOJUYeCBEHHOU OYeHKU NIOMHOCIU MKAHU Nedenu, no360.Jsem onpeoeiums 3Q@dexmueHocns
mepanuu. Yacmoma- ezxce200Ho (8 Kauecmee anbmMepHAMUBLL - KOMNbIOMEPHAs momocpadus
0p2aHo8 OPIOWHOU NOIOCMU U/UNU MACHUMHO-PDE30HANCHAS MOMOo2paghusl op2anos OpIowHoOuU

ROLOCMU ¢ MACHUMHO-PE30HAHCHOU Xoaanauonankpeamozpaguet (MPXIII))

. PexomennoBano Bcem nanuentam ¢ HT1 ncnonb3oBanne KoMIploTepHON Tomorpaduu
OpraHoB OpIOUIHOW TMOJOCTH W/WIM MarHUTHO-PE30HAHCHOW ToMorpauu OpraHoB OpIOLIHON
MIOJIOCTH ¢ MarHUTHO-PE30HaHCHOM Xonanruonankpearorpagueit (MPXIIID) ¢ nenbio BeIIBICHUS

00BEMHBIX 00pa30BaHMIA U OIIEHKU COCTOSIHHS TPOTOKOBOM cuctemsl [1, 4, 5, 6, 11, 31].

YpoBeHb 10CTOBEPHOCTH 10KA3aTEJAbCTB — 5 (YPOBeHb YoenuTeabHocTH pekomenaanuii C).
KommenTapuu: /Jlanuvie memoow eusyanuzayuu HeobXoOumvl O UCKIIOYEHUs npoyecca
ManueHu3ayuy, Hanpumep, npu NOOO3PeHuU Ha GopmMuposanue 2enamoyenoNApHOU
KApYUHOMbI, PUCK KOMOPOU OYeHb eaux npu nokaszamensix ADII, npesviwarowux HOpmy 6

comHu u oadice moicauu pas. Bvioop 3a KT unu MPT ¢ konmpacmuwim ycuieHuem, npenapamom

34



evioopa onsi MPT saensemcs eadokcemosas Kucioma (mopeogoe HA38aHue - NPUMOBUCH).
Tlopasicennvie cenamoyumsl  Kommpacm ne Hakanausaiom. [lemckuti eospacm He A61Aemcs
NPAMbIM  NPOMUBONOKA3AHUEM K UCCIE008AHUIO, HO O02PAHUYUBAEm €20 NpumMeHeHue.
Bpemennvie pamxu: apmepuanvnasn ¢gpaza 10-20 cex, koHmpacmuposanue 0POMHOL 6eHbl HA
60-80 cex u neuenounvie senvi Ha 3-5 mun. [locne eHympugenno2o 68edeHusi 2a00KCemoBoll
KUCTIOMbL OUHAMUYECKUEe NOCIe008aMeNbHOCIU 00eCneyusalom aHalu3 6ACKyIApU3ayUU y3i08.
Hupgysno-e36ewennas  suzyanuzayuss Modxcem HOMOYb OMAUYUMb OughgdepeHyuposantvie
2enamoyenionapHble KApyYuHoMbl om 00OpoxkauecmeenHvlx y3enkos. llokaszanvl npu Hauyane

mepanuu u oanee ¢ uacmomoiu 1 paz 6 200.

° PexoMeHI0BaHO BceM NaIlMeHTaM C KiIWHWYeCKUMH mpusHakamu HT1 mpoBeneHue
PaAMOU30TOITHOTO MCCIICIOBAHUS ITeUeHH (TemaToCMHTUTPpA(Hs cTaTHYecKass U TUHAMUYeCKasl,
renaToOMIMCHUHTUTPAdHs) U ToYeK (peHOCHUHTUTpaUs) C IEeTbI0 OLEHKH (PYHKIIMOHAIBHOTO
cocrosinus opranos [1,4, 6,11].

YpoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 4 (YpoBeHb yoenuTeaibHOCTH pekomenaanuii C).
KommenTapuu: Memoo couemaem He monvKo 8u3yanu3ayuro, Ho s611emcs U QyHKYUOHATbHbIM
uccnedo8anuem. Hapywenue BHYMPUKTIEMOYHO20 mpancnopma, 9KCKpeyuu
paouogapmnpenapama (P®@II) ¢ scenuvio, nymu 8vieedenuss e20 U3 Opeanu3ma, 8 mom 4ucie,
nepepacnpeoeieHus neyenv/cenesenHKa npu cmamu4eckou eenamocyunmuepagpuu,
eunepghuxcayus PDII 6 ceneszenxe bonee 15% asnaromcsa npusHakom nOPmManibHol 2unepmeH3ull.
Yuacmku cuusicennoeo nakonnenuss — 2mo HCUpoOBAs U COCOUHUMENbHAS MKAHb, KUCHIbL,
aoenoma (00OpoKayecmeenHas ONYxXob), Y3ibl pe2eHepayull ¢ NOHUNCEHHOU 8ACKYIApU3ayUel.
Penocyunmuepagus nozsonsem ougghepenyuposaro oyenums QyHKYUuO npagotl u 1e6oii Noyex.

Yacmoma onpedensemcs UHOUBUOYATLHO.

° PexomengoBano nanuentam ¢ HT1 npoBeneHune peHTreHOAEHCUTOMETPUU C IIENIBEO
MCCJIeI0BaHUS MUHEPAIIbHOM IJIOTHOCTHA KOCTHOM TKanu [4, 6, 9, 11, 31].

YpoBeHb 10CTOBEPHOCTH 10KA3aTeNbCTB — 4 (YpoBeHb YoeauTeabHocTH pekomenaamuii C).
KommenTapuu: Hccredosanue nposooumcs y nayueHmo8 ¢ HNPUHAKAMU MYOVIONAmuu.
uUsMeHeHueM J1aOOPAMOPHLIX NoKazamenel, paxumonoO0OHbIMU KOCMHbIM Oe@opMayusmu.
Hasnauaiom oencumomempuro — xax npasuno, demsam cmapute 5 nem. [Iposooumcs npu Hauane
mepanuu u oanee 4acmoma no NOKA3aHusM, 8 cpeoHem, 1 paz 6 2oo0.

° PexomennoBana peHTreHorpadus KUCTEH NalMeHTaM ¢ KIMHUYEeCKHMMH TMPU3HAKAMH
HT1 B numHaMuyeckoM HAONIOAEHUM C LEIbI0 OLEHKH KOCTHBIX H3MEHEHHH, BBI3BAHHBIX

runodocdaremueii [32].
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YpoBeHb 10CTOBEPHOCTH I0KA3ATEJILCTB — 5 (YpoBeHb YoeauTeabHocTH pekomenaauuii C).
KommenTapuu: B T.4., Juis OIIEHKM KOCTHOTO Bo3pacta. PeHtreHorpaduueckoe ompeseieHme

KOCTHOI'O BO3pacCTa Ha3HA4YaroT ACTAM CTApIIC 2 JeT.

. PexoMenioBana BceM NanueHTaM ¢ KIMHHUecKuMu npusHakamu HT1 pentrenorpadus
Kocreit ckenera (PeHTreHorpadusi mopaKeHHOW 4YacTH KOCTHOTO cKenerta) w/wiu IIpuiienbHas
peHTreHorpagusi OpraHoB IPyAHOMN KJIETKH, C I€JIbI0 TUarHOCTUKU OPTONEINYECKON MaTONIOruH,
BBI3BaHHOM runodocdaremuei [4].

YPpoBeHBb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5 (YPOBeHb yoeauTeabHOcTH pekomenaanuii C).
KommenTapuu: [loxasanvl npu nianupyemoul opmoneduueckou xoppekyuu. Ilpuyenvras
peHmeenozpaghusi opeaHos 2pyoHoll KIemKU HOKA3aHA 6 ciyyae NpoeedeHusi NOOHAPKO3HbIX
uccnedosanuil, Npu HAIUYUU KIUHUYECKUX NPOAENeHULl ObIXAMeabHOU He0OCMAamo4HOCMU,

Kapduomuonamuu.

. PexomennoBana Bcem nanueHtam ¢ HT1 mo nokasanusiMm snexktpokapauorpadus,
axoKapauorpadus ¢ ekl OIeHKH MOP(HOYHKITMOHATBHOTO COCTOSTHUS cepamna [4].

YpoBeHb 10CTOBEPHOCTH 10KA3aTEJNbCTB — 4 (YPOBEHb Y0eAMTEJIbHOCTH PEKOMEH ALK
O).

Kommenrapum: /[Jannvie memoowvl no36o0nsi0m oyenums MophopyHKYUOHATbHOE COCMOAHUE
cepoya U makdce HeoOX00UMbl Npu NposedeHUuUu NOOHAPKO3HbIX ucciedosanuu. Hacmoma
onpeoensemcs UHOUBUOYATILHO.

. PexoMeHI0BaHO NPOBOANUTH KOHTPOJb Tepanuu BceM mnanueHtam ¢ HT1 B Teuenue
MEepBOM HENEeNH JICYEHHUS C IeNbI0 OLIEHKH KIMHUKO-TAa0OpaTOpHON TUHAMHKUA M KOPPEKIUU
10361 HUTH3UHOHA* * [1,4,9,10].

YpoBeHb 10CTOBEPHOCTH 0KA3aTeJbCTB — 4 (YpPOBeHb YOeAUTEJBLHOCTH PeKOMeHIauui
O).

Kommenrapun:  Koumponio  noonexcam  creoyiowue  noxkasamenu  kpoeu.  KIJC,
@yHKYUOHAbHBIE npoowbl nevenu (bunupyoun, AJIT, ACT, ITTI -
2AMMA2TIOMAMUIMPAHCRENMuUOasa, weiounas gocgamasa, arboymun), koazynoepamma (IITH,
AYTB, ¢ubpunocen), mouesuna, 31eKmMpoIUmMbl, KPeamuHuH, Kaivyuil, Goc@op, Kiemoumwvii
cocmas Kposu, amunoxuciomuvii cnekmp, APII, cykyununayemon, no 03MONCHOCMU,
konyenmpayusi NTBC, npu ocmpoii neuenounoii HedocmamoyHocmu — OONOJIHUMENbHO
onpeodeneHue AMMOHUSA, 2IIOKO3bl, A MAKICe NOKA3AMenu MOYU. 2IH0K03d, AMUHOKUCIOMDb,
Gocghop- u  Kanvyul/Kpeamununogvle  Kodp@uyuenmsl,  arvOymun, Oenox, bema-2-

MUKDPO2TOOYIUH.
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B Oanvuetiwiem nocne Hopmanuzayuu noxkazameneti UHMEPBAL MeHCOY UCCAe008AHUAMU
cocmasnsiem ne meHee 6 mMecsayes.

. PexomengoBan 10 mokazaHusM mnanueHtam ¢ HT1 koHTpons ypoBHsA QosaToB
(UccnenoBanue ypoBHS (OIHEBOI KUCIOTHI B CBIBOPOTKE KpoBH), BuTamuHa B12 (Onpenenenue
ypoBHsl BuTamuHa B12 (1manokobanamuH) B KpoBH), ChIBOpoTouHOTrO *ene3a (MccrnenoBanue
YPOBHS jKeJie3a ChIBOPOTKU KpoBH) U (peppuruna (McciaenoBanue ypoBHs (eppuTHHA B KPOBH),
ButamuHoB A, E, D (MccnenoBanue yposus 1,25-OH Buramuna /I B KpoBH), MUKPOIJIEMEHTOB
CEJIEHa, INHKA, MEJIU C LIEJIbI0 OLIEHKH HYTPUTUBHOI'O CTAaTyca U IPOBEACHUS KOPPEKTUPYIOLIEH
tepanuu [1,4,8].

YPpoBeHb J0CTOBEPHOCTH J0KA3aTeJNbCTB — 4 (YPOBEeHb YOeQUTEJIbHOCTH PeKOMeHIAuil
O).

KommenTapun: @oramvl Kposu KOHmMpOAUpyrom npu HApyweHusx ceepmuléaroujeti QyHKkyuu

KPOBU U C Yelbio OuppeperyuanbHoco ouacHo3a Koazyionamuil.

. Pexomenayercs nanuentam ¢ HT1 koncynpTanus odraabsmonora (OCMOTP € MOMOIIBIO
HIeNICBOI JIaMIbI) C II€JIbI0 CBOEBPEMEHHOW IMArHOCTHKH M JIEYCHUS TJIa3HOW MaTOJIOTUU

[1,4,10].

YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4 (YpOBeHb YOeqUTEJbHOCTH PeKOMeHIauui
O).

Kommenrapumu: Ocmomp credyem npogooums 00 HA4ana MeOUKAMEHMO3HOU mepanuu u
edCeMecsIYHO 8 meyeHulu noayeooa nocie Hadana JnedeHus. Taxk Kax 803MONCHbL N0OOUHbBIE
aghghexmbl HUMUBUHOHA ™™ - KOHBIOHKMUBUM, NOMYMHEHUE PO208UYbL, Kepamum, c6emodOs3Hb,
obpamumas NeUKOneHus, 2panyioyumonenuss u mpomboyumonenus. Peowce ommeuaromcs
JleuKoyumos, onegapum, KOXCHblU 30, IKCHoruamueusiii depmamum, 3PUMemMamosHdsl Cbinb.

Ilocne nepsuvix 6 mecayee —uacmoma — no NOKA3AHUAM, 8 cpeOHeM - I pa3 6 200.

o Pexomennyercs mnarnuentam ¢ HT1 mpoBeneHue KOpPpeKIMH JIEUeOHOTO THTAHUS U
CUMIITOMAaTHYECKOM Teparuu ¢ ebI0 UCKITFOUEHHS OCITKOBO-IHEPTeTUYECKON HEIOCTATOYHOCTH
[32]

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbLCTB — 5)
KommenTapun: Koppekyuto ouemomepanuu npo8oosim 6payu-eeHemuKu Uil 8paiu-ouemonou
¢ wacmomoti 1 p/mec na 1 200y sscuznu, oanee 1 p/3 mec u no noxazanusm 0o 3 nem; 1 p 6 mec

nocie 3 nem
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) PexoMeHayroTess il HaOMIOACHUS TAIIMEHTOB C YCTAHOBJEHHBIM auarHo3om HTI
MPUMEHSATHh MYJbTUIMCIUILIMHAPHBIA MOJAXO0/ B BUIY TOTO, YTO 3a00JICBaHUS XapaKTEPHU3YIOTCS
MOPaXCHHEM MHOTHUX OpPraHOB U CHCTEM, TpeOyeT KOMIUIEKCHOW Tepamuu, 4TO JHKTYeT
HE00X0IMMOCTh COBMECTHOTO BEJICHHS MAIlMeHTa CIIEHUANINCTaMH pa3HbIX mpodweit 12,13, 15,
28].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEJILCTB — D)

KoMmMeHTapum: nokazanvl nosmopHvie u nepeuyHvle KOHCYIbMayulu 8pavd-2eHemuKd, epaid-
ogpmanvmonoea, 6paua-HesponOea, 6pPAHA-OPMONEOd, BpPAYA-2ACMPOIHMEPONOd, 6payd-
9HOOKPUHON02d, 8PAUA-KAPOUOI02d, 8PaAyA-0emCKo20 Kapouonozd, epada-Hegponoca, eépava-
neouampa, —8pava-mepaneémad, 6paAYdA-MpPAHCNIAHMON02d, d maKdxce 6epadel  Opyaux
cneyuanvnocmei nayuenmam ¢ HTL, umerowum Hapywienus QyHKyuili coomeemcmeyrouux

opeaHoes u cucmem

o PeKOMeHIIyeTCH 06yquI/Ie pO,I[HTCJ'ICﬁ IIpaBujiaM OpraHu3anmuun TCpalnu B
Me)KHpI/ICTyrIHHﬁ nepuoa U B IIEpUO YI'PO3bI METa00INYECKOI0 Kpu3a IMalnucCHTOB C HTI1 ¢

1eJIbIO MIPEOTBPAIICHHS PA3BUTHSI TOBTOPHBIX METa0OIMUECKUX Kpu30B [37].

YpoBens yoenureabHocTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 5)
Kommentapum: V pooumeneii pebenka 6cez0a Oondcha Ovbimb namamrka ¢ YKA3aHuem

HEOMJIOMHCHbIX Meponpuﬂmuﬁ 6 nepuod HavduHamouiecocs Memaboauyecko2o Kpusa.

6. Opranu3anusi OKa3aHusi MeJIMIMHCKO MOMOIIU

[TokazaHwust U1 TOCTIUTAIA3ANN B MEUIIMHCKYIO OpPTaHU3aIHIO:
1) Inarnoctrka 3a001€BaHUsI
2) [lepuomuueckuii KOHTPOIIb
3) [loaroToBka K TpaHCIUIAHTAIIUU TIE€YEHU
4) TpaHcraHTalMs IEYEHU
5) Octpbie coCTOSIHUS
IIpodoadcumenvHocms  20CRUMAU3AYUY  3A6UCUM O CKOPOCTU sepugpuxayuu
ouazno3a u Hayana cneyughuyecrkou mepanuu. Omeem Ha jeyeHue HUMUUHOHOM OMMeYaemcs 6
nepsvie OHuU. IllpooomdicumenbHocms 20CNUMANU3AYUYU  MAKJCE 3A6UCUM  OM  CKOPOCMU

80CCIMAHOBIIEHUS NOKA3amerell Koacyioepammuvl U 00biuHo cocmasnsiem 30 oueil.
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7. JonotHuTeAbHASA HH(pOpMaLuA (B TOM YucjIe (aKTOPbI, BJUSIOLINE HA

UCX0/1 3200J1eBAHNS UJIM COCTOSIHUSA)

Hemu 6 eo3pacme cmapwe 200a Haubonee uacmo, 00 YCMAHOBLEHU OUACHO3A,
20CNUMANUZUPYIOMCSL N0 NOBOOY 2enamumd, 00beMHO20 00PA308aHUsL NeYeHU 8 XUPYPISUUeCKOe
omoenenue, obpawaromcs 3@ KOHCyibmayuell K  OHKOAO2Y,  UH@EeKyuoHucmy u
2aCmpoIHMEPONO2y — 2eNAMOo0z2Y.

IIpogedenue oughgpepenyuanvrol OuacHoCmuKy, YCmanogienue OUaecHo3a U Ha3HayeHue
cneyuguueckol mepanuu  cokpawaem cpok eocnumanusayuu. Ha ¢Qone HasHauenus
HUMU3UHOHA NPOOOJIICUMENLHOCIb CIMAYUOHAPHO20 leYeHUst 00bIYHO He npesviwaem 14 Ouell.
Iayuenmos co cmabunrbHLIMU NOKA3AMENAMU MOHUMOpUHea memabonusma u ypoens ADII
MOXNCHO HaAOII00amsv 6 AMOYIaAMOPHO-NOIUKIUHUYECKUX VCI08UAX U 6 OHEBHOM CMAYUOHApe
(OnumenvHocms 2ocnumanusayuu He menee 10 cymok).

Vavmpasseykosoe uccinedoganue OprowiHol noiocmu 00NHCHO NPOBOOUMbCS Kadxicovle 6
Mecayes, a MasHumHo-pe3oHancHas momoepaghus (MPT) neuenu edxceco0no, eciu 8ulAGIAIOMCA
nooo3pumenvbhble  y3108ble  00pA306aHUs,  NOKA3AHLL  Memoobl  BU3YANUZAYUU  C
koumpacmupogsanuem (KT,  MPT, paouousomonnoe  ucciedosanue),  NO360I510WUE
noOmMeepoums  2enamoyeIioNapHyo  KapyuHomy. Yposenv anvgha-chemonpomeuna 0ondiceH
KOHMPOAUPOBAMbCA Kaxcovie 3-6 mecayes, a nosmopHoe nosviuternue ADII 0ondxcHo cryrcums
nogooom Onisi yenyoaennoz2o obcnedosanus Ha npeomem I'IIK. Iloxaszana xoucynemayus
OHKOTI024.

Konmpono mepanuu Humu3uHoHOM 6KIOUAem onpedeieHue YPOo8Hs (QeHUlananuna u
mupo3suna. Ilpu nuskom (menee 20 mxMonv/n) yposne gpenunananuna HeobXooumo yeeauyueHue
benxa 6 dueme. Yposeno muposuna sxcenamenbHo yoepocusamso 6 ouanazone 200-400 mxMonw/n,
4Ymo He NO03607Aem NoA8UMbCs NoOOUHLIM d¢hgexmam. Hedxcenamenvhvie 3¢hghexmol 6 6ude
GPomobos3HU U uyeCcmea «necka 6 21a3ax» MNOAGIAMCSA NPU YEeIUYyeHUU KOHYEHMpayuu
mupo3una 6 cvleopomke Kposu eviute 800 mxMonv/n u 06ycnosneno He cmoabko Oeucmeuem
HUMU3UHOHA, CKOJIbKO HApYUWeHUeM Ouembl U HU3KOU KOMNIAeHMHOCMbIO POOUmelell.

3abonesanue Oemeti, uUMeOWUX NEYEHOUHYIO HEOOCMAMOYHOCHb, YACMO HpomeKaem
Kpatie mAXCeNo C GblpAdXdCEeHHOU Koazynonamueu u acyumamu. Hasnauenue HumusuHoHa
NPUBOOUM K KIUHUYECKOMY VIYYUIEHUIO 8 MeyeHUe HeCKObKUXx oOnetl, npu smom 90% nayuenmos
omeeyatom Ha mepanuio. Eciu koazynoepamma He ynyuwaemcs 6 meuenue 1 neoenu, mo 003y

HUMU3UHOHAQ Cﬂedyem noevicums. Ha d)OHe Jle4erust y bobUUHCMBA demed, Komopble umerom
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KIUHUYeCKUe NposeieHUs yuppo3a U NOPMAIbHOU 2UNepmeH3Uul, JedeHue npusooum K
KOMAEHCaAyuu u oasxce pezpeccy yuppomudeckux usmeHeHul.

DynKyuss NOYEYHLIX KAHANLYEE HOPMANUZYEMCsl, NPEeKpawaiomcs nomepu Kaabyus u
gocpopa c mouoii.

Jleuenue HUMUSUHOHOM 6 meyeHUue nepevix 3 MecAyes JHCUZHU npedomepaujaem
passumue Kapouomuonamuu, npu Ooiee no30HeM Hauaie mepanuu ee medeHue Yay4uaemcs
He3a8UcUMo om opmul 3a001€6aHUAL.

Ipumenenue Humusunona obecneuusaem NoaIHoe KYNUpOBaHue He8pON0SUYECKUX KPU308
no muny nopgupuu.

Tepanusa numuszunonom nepexmouam genomun HT 1 6 henomun mupozunemuu 1l (cm.
Ipunooswcenue 1I'l). Ecmecmeennviti x00 pazeumusi HT |l muna, npeocmasnsem coboii
eeHemuyeckuti oegpuyum 4-2uopoxkcugenunnupysam OUOKCUSEHA3bL, SGIAEMC YPe38blUaAUHO
PEOKUM U NI0XO ONUCAHHLIM 8 Jumepamype, HO 3A0epiuCKa UHMELIEeKMYalbHO20 PAa38UMIusL
A6N51emcsl 00UeU38eCmMHbIM KOMNOHEHMOM 8 CMPYKmMype 0aHH020 3a001e8aHUsL.

Jlewenue mybynonamuu (cunopoma Danxkonu) u eumamun [{-pe3ucmenmHo20 paxuma
Haubonee s¢hghexmueno nHa pannux cmaousx u exaouaem kpome NTBC naznauenue axmuemvix
Memabonumos  eumamuna [ (Kansyumpuona ), npenapamos Kanbyus U O8YOCHOBHbIX
gocghamos. Obcredosanue exmouaem onpedenenue KIJC (pH «kposu, cmanoapmuvix
ouxapbonamos, oepuyum oCHOBAHULL).

Couemanue amunoayuoypuu, 2uoKo3ypuu, ¢ocgamypuu, nouyeuHo2o0 KAaHAIbYe8020
ayuoosa ceudemenbcmeayem o NOIHOM cuHopome DAHKOHU U NPUBOOUM K MANCENOMY DAXUMY,
He(ppoKanbyuno3y, 210MepyI0CKIEPO3y U XPOHUUECKOL NOYEYHOU He0OCMAmMOYHOCHU.

be3 nmedueHuss HUTH3MHOHOM ITOAABIISIONIEE OOJIBIIMHCTBO AeTe nmorubdaer no 15-nerHero
BO3pPAacTa, ONpPEIEISIONIUM B IPOTHO3€ ABJISIETCS BpeMs Ae0roTa 3a00sieBaHus, T.€. JETU C OCTPOH
u nonoctpoit Tupo3uHemueit (HT1A) ymupator no 1 rona. Micnosnp3oBaHue HUTH3MHOHA 0e3
MATOT€HETHYECKOW JUETOTEpanul TaKKe NPUBOIUT K MEIJICHHOMY IPOTPECCHPOBAHUIO

HapylIeHUH QyHKIUU TEeYEHH U MMOYEK, N3MEHEHUSIM ONOPHO-BUTaTEILHOTO allapara.

Kpurtepuu kayecTBa OLEHKH MeTUIIMHCKON MOMOIIH

Kpurtepuu kayecrBa OneHka BBINOTHEHUS

CZ

BrinonHeHo onpeneeHne ypoBHsT aMUHOKUCIIOT U Ma/ner
OpPraHNYECKHUX KHCIIOT B CBIBOPOTKE KPOBU U
MaTOJIOTMYECKUX METa00IUTOB Mo4e (pH MEPBUYHOMN
JMarHOCTHKE Jajee He pexe 1 pasa B rox).

2 | BoimonHeHo onpezienieHne CoiepKaHus Ja/uer
CYKIMHMJIALIETOHA B KPOBH W/WIIM Moue (pu
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NIEPBUYHON TUArHOCTUKE Jajiee He pexe | pasa B ron)

BrimonHeHo onpeieieHne coaep:kanus anbda- Ha/ner
¢deronporenHa B KpoBH (IPU MEPBUYHOM TUATHOCTHKE
nanee He pexe 1 pasza B ron)

BrimonHeHo BceM naieHTam UccieloBaHue reHa Ja/uer
bymapuaneroruapoiassl (FAH) mpu moctaHoBKe

JIMarHo3a

BbINonHEeHO ynbTpa3ByKOBOE UCCIENOBAHUE U [Ma/ner

3JIACTOMETPUS MedeHH (IPU MEPBUYHON IUATHOCTHKE
nanee He pexe 1 paza B ron)

BrimonHeHa MarHUTHO-pe30HaHCHas ToMorpadus u/uim Ha/ner
KOMITBIOTEpHAst TOMOrpadust OproIIHO#M mosocTH (IpH
NIePBUYHOM TUArHOCTUKE, Jajiee He pexe | pasa B roj)

BrinonHena KoHCyJIbTanys Bpadya-reHeTuKa Inpu Ja/ner
IIOCTAaHOBKE JUAarHo3a

BrinonHena KOHCyJIbTalys Bpada-TPaHCIUIAHTOJIOra y Ja/ner
IIALEHTOB C HUPPO30M IIEYEHU

BrImoiHeHA KOHCYJIbTAINs Bpaya-racTpOIHTEPOJIOra
(IpM IEpBUYHONM IUArHOCTUKE, Hajiee He pexe 1 paza B
6 MecsIEB)

Ha3nauena tepanust HITU3UHOHOM™™ miociie Ja/ner
MOJTBEPKJICHUS AMarHo3a

Brinonneno HaznaueHue HU3KOOETKOBOW JTUETHI C Ha/ner
UCIOJIb30BaHUEM CIEIIMATU3UPOBAHHBIX MTPOYKTOB 0€3
dbeHnnanaHuHa U TUPO3UHA.
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Moscucsia I'oap bopucoBHa — K.M.H., Bpau otaeneHus racrposnreponorun OI'AY
"Hay4nblii METUIIMHCKUHN UCCIIEI0BATEIBCKUI LIEHTP 310pOoBbs AeTeil” M3 PO
Ha3zapenko Jliogmuaa IlaBioBHa - mpodeccop, A.M.H., 3aMECTUTENb AUPEKTOpa IO
HAy4YHOU U JeueOHOoU paboTe, pyKOBOAMUTENH JIaOOPATOPUHU HACIIEICTBEHHON MATOJIOTUU
HUWN wmemgunuackoit renetukw, Tomckoro HUMIL PAH, wuwnen Accomumanun

MEJIUIIMHCKUX reHeTUKOB (AMI).

Hama3zoBa-bapanoBa Jleitna CeiimypoBHa- akanemuk PAH, mnpodeccop, n.Mm.H.,

[Ipencenarens Mcnonkoma Coro3a neauarpoB Poccun.

HuxkonaeBa ExaTepuna AjlekcaHApPOBHA - J1.M.H., Tpod., wieH Poccuiickoro odmecTa
MEJUIIMHCKUX T€HETUKOB

Ilepsynnna Tarbsina MuxailjioBHa, K.M.H., Jlupektop MHCTUTYTa NEpUHATONOTUU U
neauarpun, ®I'bY HMUIL um B.A. Anmaszosa M3 PD

HeyarnuxkoBa Harauabsa JleoHuaoBHA, Bpay-HEBPOJIOT, 3aBEAYIOLIUNM OTIEICHUEM,
Mopo3zosckas JI'Kb JI3M

IHorocan Hesumm CepreeBHa — npencraButesb Beepoccuiickoro obuiectBa oppaHHbIX
3a00JieBaHU

IMonsikoBa Caetrsiana WropeBHa - IOKTOp MEAMIIMHCKUX HayK, mpodeccop kadeaps
TOCMIUTANBbHON TeAnaTpuu uM. akagemuka B.A. Tabonuna [lequatpuyeckoro dakynbrera
Poccuiickoro HanmMOHAIBHOIO HMCCIENOBATEIBCKOTO MEIUIMHCKOTO YHHMBEPCHUTETA
(PHUMY) um. H.M. ITuporosa, r. Mocksa

IMoranoB Asexcanap CepreeBu4, 1.M.H., Ipodeccop, OTAEIECHUE TaCTPOIHTEPOIOTUN
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kadeapsl neauatpun u aetckoi pesmartosiorud ®I'AOY «llepseiit MI'MY um. U.M.

CeuenoBa» Munsapasa Poccun (CeueHOBCKUI YHUBEPCUTET)
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IIymkoB AJiekcanap AJiekceeBUY — K.M.H., BEAYIIMA HAyYHBIH COTPYIHUK
7abopaToOpud  MOJICKYJSIPDHOM  T€HETMKM M MEAMIMHCKOM reHomuku OIAY
"HaunoHanbHbIN MEAUIIMHCKHUM HCCIIeIOBATEIBCKUM LICHTP 310pOBbs AeTeil" Mun3apasa
Poccun, uien Acconmanuyu MEIULIMHCKUX T€HETUKOB.

Pennna Caersiana AdanHacbeBHA — K.M.H., Bpay-TCHETUK OTJEJIa OpraHu3aluu
MEIULUHCKOW ITOMOIIH OI'BHY "Menuko-reHeTH4eCKUii HayyHbld LEHTP WM.
akanemuka H.I1.boukosa "

CaBoctbsinoB Kupuiin BukropoBud — 1.0.H., HavanbHUK [leHTpa dyHIaMEHTAIBHBIX
uccineoBanui B neauarpun OI'AY "HauuoHanbHbIH MEIUIIMHCKUN HCCIIEI0BATEIbCKUN
LHEHTp 370poBbs Jered" MunzapaBa Poccum, uneH Acconuanuu MEAUIIMHCKHUX
TE€HETUKOB.

CeuroBa I'yibHapa HapumaHOBHA — K.M.H., TJIaBHbI Bpauy MeIuKO-T€HETUYECKOTO
nentpa (I'enermueckoit kamHukn) HUUW memunmuckoit reHetuku, Tomckoro HUMIL
PAH

CenumzsinoBa Jluwimsa PoOGeproBHa - K.M.H., Beqyumuil HayuHblii corpynnuk HUU
neguatpu U oxpassl 310poBbs Jeredl [IKb PAH MunucrepcTBa Hayku U BBICIIETO
obpazoBanust Poccuiickoit deneparuu, I01EHT Kadeapbl NeaUaTPUU U JIETCKOU
pesmatosiorun ®I'AOY «llepeiit MI'MVY um. .M. CeuenoBa» Munsapasa Poccuu
(CeueHoBCKUl YHUBEPCUTET)

CmupnoBa Ouibra SIkoBiieBHA — Bpay-T€HETUK, CTAPUINI HAYYHBIN COTPYJIHUK OTAENA
CTaHJApTU3alMU M H3y4YEHHUs OCHOB Joka3zarenbHOM meaunuHel HUW negmatpum u

oxpanbl 370poBbsa neteit [IKb PAH

CrtpokoBa Tarbsina BukropoBHa- 1.M.H., npodeccop PAH, 3aBenyromas otaeneHrnem
MEeIMATPUYECKONM TaCTPOIHTEPOJIOTUH, Trenatosiorun u aueronornn Kimauku @I'BYH
"®UILI nutanus 1 OUOTEXHOJOTUH"

CypkoB Anapeit HukonaeBu4, 1.M.H., 3aBeIYIOIINUNA OTJEICHUEM TracTPOIHTEPOIOTHHI

OI'AY «HMMULII 3n0poBes nereit» Munznpasa Poccun, uien Corosza nequatpoB Poccun

TenaeB Pycraom ®apuaoBuy —I.M.H. 3aBEIYIOIIMA pEeaHUMANUE W WHTEHCHUBHOMN
tepanuu OI'AY "HannoHanbHBIA MEAUUIMHCKANA HCCIEIOBATEICKUN LIEHTP 310POBbS
nereir" Munszapasa Poccun, npodeccop kadenpsl neauarpuu U I€TCKON peBMaTOIOTUN
OI'AOY «llepeiit MI'MVY um. U.M. CeuenoBa» Munsapaa Poccun (CedueHOBCKUI
YHuBepcurer)

®enoceenko Mapuna BuaauciaBoBHa - K.M.H., 3aBelylollas OTAEIOM pa3paboTKu

HAaYYHBIX TOAXOAO0B K UMMYHU3AIIUU MMAIIUCHTOB C OTKJIOHCHUSAMU B COCTOSAHUU 3JO0POBbA
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U XPOHUYECKUMHU OOJNE3HAMH, BEAyIIUW HAY4YHBIM COTpYAHHK, Bpaud-nienuatp HUN
neauarpuu U oxpanbl 310poBbs gereil HIKb PAH MunucrepcTBa HaykKd M BBICLLIETO
obpaszoBanus Poccuiickoit @eneparnuu, JOUEHT Kadenpsl (aKyIbTEeTCKONH NenuaTpuu
nequarpuieckoro dakyinprera PI'BOY BO «PHUMY um. H.U. ITuporosa» MuHn3apaBa

Poccun, unen Coro3za nenuarpoB Poccuu.

ABTOpBI MOATBEPKIAOT OTCYTCTBUE (DUHAHCOBOI MOAIEPIKKU/KOH(PIMKTA HHTEPECOB, KOTOPBI
HE00X01MMO 00HAPOI0BATb.
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Ipunoxenne A2. MeronoJiorust pa3padoTKu KJIMHAYECKHX PeKOMEHIANH

LeneBasi aytuTopus JTaHHBIX KJIMHHYECKHUX PeKOMEHIALMii:
Bpauyu-TeHaTpPhI;

Bpauyu-TEPAICBTHI

BpayM OO0IIel ceMeHHON MPAKTUKH (CeMeHasi MeIUIINHA);
Bpa4U-TaCTPOIHTEPOIIOTH;

Bpa4U-TCHETUKH;

Bpa4H-IUETOJIOTH;

Bpauu-HEBPOJIOTH;

Bpayu- OHKOJIOTH,

BpauU-OHKOJIOTH JIETCKUC;

MEIUIIMHCKUE TICHXOJIOTH;

CTYICHTBI MeTUIMHCKIX BY30B, HHTEPHBI, OpIMHATOPHL;

Ta6auna 1.111kana oneHKH ypoBHEH gocToBepHOCTH AoKazaTenbeTB (Y I /])ans meronos

JUAarHOCTUKH (,I[I/IaFHOCTI/I‘ICCKI/IX BMeIJ_IaTeJ'ILCTB)

YA Pacun¢pposka

1 Cucremarndeckre 0030pbl MCCIEOBAHUN C KOHTPOJIEM pe(epeHCHBIM METOJOM WIIH
CHUCTEMaTHYeCKH 0030p paHAOMU3MPOBAHHBIX KIMHUYECKHX HCCIECHOBAaHUHN C
IpUMEHEHHEM MeTa-aHajan3a

2 OTnenbHbIE MCCIEIOBAHUSA C KOHTPOJEM pepEepeHCHBIM METOJOM WU OTJENIbHBIE
PaHIOMHU3UPOBAHHBIE KIMHUYECKUE HCCIEAOBAaHUS U CHUCTEMAaTHYeCKHe 0030pHl
UCCIIeIOBaHMM J11000r0 JM3aifHa, 3a UCKIYEHUEM PaHJOMU3UPOBAHHBIX KIMHUUYECKUX
WCCIIEIOBaHMIA, C TPIMEHEHUEM MeTa-aHalln3a

3 HccnenoBanus 0e3 MOCIEAOBATEIbHOTO KOHTPOIS pEePEpeHCHBIM METOJOM WM
UCCIICIOBAaHUS C pEePEepeHCHBIM METOJIOM, HE SBJSIOIIMMCS HE3aBHUCHMBIM  OT
UCCIIEIyeMOT0 METOJla MM HepaHIOMHU3UMPOBAaHHBIE CPaBHUTENIbHbBIE HCCIIEAOBAHUS, B
TOM YHCJI€ KOTOPTHBIE UCCIIEI0BaHUS

4 HecpaBHuTEIbHBIE HCCIIEIOBAHUS, ONIMCAHUE KIIMHUYECKOTO CITydast

5 Hmeercs b 000CHOBaHHE MEXaHU3Ma JICHCTBUS WM MHEHHE SKCIIEPTOB

Taéauna 2.111kana oeHKH ypOBHEH JOCTOBEPHOCTH jJoka3aTenbeTB (Y /)i MeTonoB

HpO(I)I/IJ]aKTI/IKI/I, JICUYCHUA 1N pea6I/IHI/ITaL[I/II/I (HpO(I)I/IJ'IaKTI/IquKI/IX, JIC‘-IC6HLIX, pea6I/IJ'II/ITaI_II/IOHHBIX

BMEIIIATENILCTB)

Pacuugposka

YA
1

Cucrematnueckuii 063op PKU ¢ npuMenennem mera-ananusa

2

Otnensupie PKUM u cucrematnueckue 0030pbl HCCIIEAOBaHUM r000r0o au3aiiHa, 3a
nckirouennem PKH, ¢ npumeHeHnem mera-aHanusa

3

HepaH)IOMI/ISI/IpOBaHHBIe CPaBHUTCIILHBIC UCCIICAOBAHMs, B T.4. KOTOPTHBIC UCCICTOBAHUSA
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4 | HecpaBHUTENBbHBIE UCCIEIOBaHUA, OMUCAHUE KIMHUYECKOTO CIydas WIN CEepUH CIIydaes,
UCCIIEIOBAHMS «CIIy4ail-KOHTPOJIbY

5 Hmeercss nuiis 0OOCHOBaHHME MEXaHH3Ma HeﬁCTBHﬂ BMEIIaTCIIbCTBA (I[OKJ'II/IHI/ILICCKI/IC
I/ICCJICI[OBaHI/IH) HJIM MHCHHUC SKCIICPTOB

Tab6auna 3.1lIkana oueHku ypoBHeW yOeautenbHOCTH pexoMmeHAauni(YVYP) nmns
METOJIOB MNPOQHIAKTUKU, JAUArHOCTHKH, JIe4eHHs W peabwimmtanuu (IpoQUIaKTHUYECKUX,

JUAarHoCTHYCCKHX, J'Ie‘le6HBIX, pea6I/IJ'II/ITaHI/IOHHBIX BMeH_IaTeJ'II)CTB)

YYP Pacmmgposka

A CunpHast pekoMeHOarus (Bce paccMarpuBaeMbie Kputepuu 3(PpQexkTHBHOCTH
(MCXOMBl) SBISIIOTCSI BaXKHBIMH, BCE HCCIICJOBAHUS HMMEIOT BBICOKOE WIIH
YVIOBJICTBOPUTEILHOE  METOJIOJIOTHUYECKOE  KadyeCTBO, WX  BBIBOABI IO
WHTEPECYIOIINUM HCX0JIaM SIBIISTIOTCS] COTIIACOBAHHBIMH )

B VYcioBHast pekoMeHaanus (He BCEe pacCMaTpHBaeMble KpUTEpHH dPPEKTHBHOCTH
(Mcxompl) SIBISIFOTCSL Ba)KHBIMH, HE BCE HCCIICAOBAHUS HMEIOT BBICOKOE WU
YIIOBJIETBOPUTEIHHOE METOJMOJIOTUYECKOe KAadyeCTBO W/MJIW WX BBIBOJABI 110
MHTEPECYIOIINM HCXO0/1aM He SIBIISTIOTCS COTJIACOBAHHBIMH )

C Crnabast pekoMeHaanus (OTCYTCTBUE JOKA3aTEIbCTB HAJICKAIIETO KadyecTBa (BCe
paccMaTpuBaeMble KpUTEPUU IPPEKTUBHOCTH (UCXOJbI) SBISIOTCS HEBAKHBIMH,
BCE HMCCIICOBAHMS UMEIOT HU3KOE METOOJOTHIECKOE KaueCTBO U MX BBIBOJBI 11O
WHTEPECYIOIINM HCXO0JIaM HE SIBJISIFOTCSI COTJIACOBAHHBIMHU )

Iopsiaok 00HOBIEeHNS KINHUYECKHX PEKOMEH IaIUiA.

Mexanu3sm  OOHOBJIGHHSI ~ KIMHUYECKUX  PEKOMEHAAlUW  MpelycMaTpuBaeT X
CHUCTEMAaTUYECKYIO0 aKTyaJIU3allhi0 — HE PEKE YeM OJIMH Pa3 B TPH r'0J1a,a TAKKe MPH MOSBICHUN
HOBBIX JIAHHBIX C TMO3WIMH JO0KA3aTeTbHON METUIIMHBI M0 BOIPOCAM JIUArHOCTUKH, JICUCHUS,
NpOPWIAKTUKH W peabWIUTallud KOHKPETHBIX 3a00JieBaHMM, HaIMUYUU OOOCHOBAHHBIX

JIOTIOJTHEHMH/3aMeuanuit Kk paHee yTBepkIEHHBIM KP, Ho He yaie 1 pa3a B 6 mMecs1ieB.

Ipuiaoxkenune A3. ChnpaBouHble MaTepHaJbl, BKJYasgd COOTBETCTBHUE
MOKA3aHUHM K NPUMEHEHHMI0O U NMPOTHBONOKA3aHMI, CIIOCO0O0B NPUMEHEHUS
103  JICKAPCTBEHHBIX  IPenaparoB, MHCTPYKUUM MO NPHUMEHEHHIO

JJEKAPCTBCHHOI'O IIperapara

1. TIpuxa3z MuHucTepcTBa 37paBOOXpAaHEHUs M coLMaNbHOro pa3Butus PO or 16 anpens
2012 r. N 366H "OO0 yrBepxkaennn [lopsiika okazaHus nmeauaTpuaecKoi moMoru"

2. Tlpuka3z MununcrepcTBa 3npaBooxpaneHust PO ot 15 Hosops 2012 . N 9171 «O06
yrBepxkaeHnn [Topsiaka okazaHUsl MEIUIIMHCKOM MOMOIIU OOJIBHBIM C BPOKICHHBIMH U

(W) HACJIEICTBEHHBIMH 3a00JICBAHUSAMU )
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4.

[TocranoBnenue I[IpaButensctBa Poccuiickoit @eneparuu ot 9 anpens 2015 roga Ne333
«O06 yrBepxkaenuu [IpaBun popMupoBaHHS MEPEUYHs CIEHUANTU3HUPOBAHHBIX MPOIYKTOB
JIEYEOHOTO MUTAHMS JJISL I[CTCﬁ-PIHBEUII/II[OB».

I'ocymaapcTBeHHBIH peecTp JeKapCTBEHHBIX cpeAcTB: https://grls.rosminzdrav.ru

OcHOBHbIEe HOPMATHBHO-TIPABOBbIE AKTHI, PeryJIMpYIolHe 0KaA3aHue

NAJJIMATHBHOH MeIUIIMHCKOH MOMOIIM

1.

@denepanbHblii 3akoH "O BHeceHHM u3MeHeHHid B DenepanbHbiii 3akoH "OO OCHOBax
OXpaHbl 3J0pOBbsi TpaxiaaH B Poccuiickoit ®exaepanuu" mno BompocaMm OKa3aHUs
najuinaTuBHON Meauruuckor nomomu'" ot 06.03.2019 Ne 18-D3.

[Tpuka3z MunsapaBa Poccun Ne 345H, Muntpyna Poccun ot 31.05.2019 Ne 3721 «O06
YTBEPXKJICHUHM TIOJIOKEHUSI 00 OpraHu3allMi OKa3aHWs MaUIMAaTUBHOW MEIUIIMHCKON
MOMOIIIH, BKJIFOYast MOPSI0K B3aUMOICUCTBUS METUIIMHCKUX OpPTaHU3allui, OpraHu3anuil
COLIMATILHOTO OOCITY)KUBAaHUS U OOIIECTBEHHBIX OOBEIMHEHUHN, UHBIX HEKOMMEpPYECKUX
OpraHu3aIii, OCYIIECTBIISIONNX CBOIO JESITEIHLHOCTD B C(epe OXPaHbI 3J0POBBS.
[Tpuka3z Munzapasa Poccun Ne 348u ot 31 mas 2019 roga «O6 yTBepKIeHUN TEpEUHS
MEAMIMHCKUX W3JETUi, NpeAHa3HAUYEeHHBIX Uil MOJJCpXKAHUS OpPraHOB U CHUCTEM
OpraHu3Ma 4ejoBeKa, MPEeI0CTaBISIEMbIX ISl HCTIOJIb30BAHUS HA IOMY.

[Ipuka3z MunzapaBa Poccun Ne 5051 ot 10 uronst 2019 roga «O06 yrBepxkaenuu [lopsiaka
nepesayd OT MEIWLMHCKOM OpraHMu3aliM MAalHUeHTy (€ro 3aKOHHOMY IpPEICTaBUTEINIO)
MEAMIIMHCKUX W3JIENHA, TpeIHa3HAaYeHHBIX JUIs TMOANepKaHus (YHKIUN OpraHoB H
CHCTEM OpraHM3Ma YeJoBeKa, /ISl UCIIOJIb30BAHUS Ha JOMY ITPU OKa3aHUH NMAJTTMATUBHON
MEUITUHCKON TOMOIIIH.

[Tpukaz M3 P® Ne 831 ot 3 oktsa6pst 2019 roga «O06 yTBepKIe€HUU BEIOMCTBEHHOM
1eneBoil mporpammbl  «Pa3BUTHE CUCTEMBbl OKa3aHWS MNaUIMATUBHOM MEAMIIMHCKON

IIOMOIIN).

Hpoqne HOPMATUBHO-NIPABOBbIC JOKYMCHTbLI, C Y4Y€TOM KOTOPLIX pa3pa60TaH1)1

KIHHHYECKHEC PEKOMEHAAIUN

1. ®enepanbhblil 3akoH OoT 21 HOs0ps 2011 1. Ne 323-®3 «O06 ocHOBax OXpaHbI
3m0poBbsi  Tpaxkaan B Poccuiickoit ®enepammmn» (CoOpaHme 3aKOHOAATEIHCTBA
Poccuiickoit ®enepanuu, 2011 r., Ne 48, ct. 6724);

2. MexnyHapoaHas kinaccuukamnus 0ojie3Hel, TpaBM U COCTOSIHUM, BIHMSIOMIUX Ha

3popoBbe (MKB — 10);
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3. [Tpuka3z M3 P® ot 20 nexabps 2012r. Ne 11831 OO0 yTBepkIeHUH HOMEHKJIATYPhI
JOJKHOCTEH METUIIMHCKUX PAa0OTHUKOB U (hapMalleBTHUECKUX PaOOTHUKOB.

4, [Tpukaz M3 P® ot 23 wurons 2010 r. Ne 541u. Exaunbiii kBamuQuKamOHHBIH
CIPAaBOYHHUK JIOJDKHOCTEH pYKOBOJIUTENECH, CIEUUATMCTOB M  CIYXallluxX, pas3zaeln
KBanmudukanonnele  XapakTepUCTHKU  JOJDKHOCTEH  pabOTHHKOB B cdepe
3/IpaBOOXPAHEHHUS.

o. ®epnepanbubiil 3aKk0H 0T 25.12.2018 No 489 489-D3 «O BHeCceHUH U3MEHEHUH B
crateto 40 denepanpHoro 3akoHa "OO 00s3aTeTLHOM MEAMIIMHCKOM CTPaxOBaHUU B
Poccutickoit ®eneparun” u Oenepanbapiid 3aK0H "O0 0CHOBaX OXpaHbI 3/I0POBbsI TPaXKIaH
B Poccuiickoit deneparuun no Bonpocam KIMHUYECKUX PEKOMEHIAIINI.

6. [Tpuxaz MunsnpaBa Poccun Ne 103m ot 28.02.2019 r. «OO6 yTBepKaeHUU
MOpsZIKa U CPOKOB Pa3padOTKH KIMHUYECKHUX PEKOMEHJIAIUH, UX MepecMOTpa, THIIOBON
(bOopMBbI KIIMHUYECKUX PEKOMEHJAIU U TpeOOBaHUM K UX CTPYKTYpE, COCTABY U HAy4HOU
000CHOBAaHHOCTH BKJIIOYAEMOW B KIIMHUYECKUE PEKOMEHAAIIUN UH(HOPMAITTN.

1. [Tpukaz MumzapaBa Poccum ot 13.10.2017 N 804n "OO yTBepKICHHUH
HOMEHKJIATYpbl METUIIUHCKUX YCIyT".

8. [Ipuka3z MunucrtepcTBa Tpyaa u coruanbHoi 3amutel PO ot 27 asrycra 2019 r.
Ne 5851 "O knmaccuukanusx M KPUTEPHSIX, UCTIONB3YEMBIX TIPU OCYIECTBICHUN MEINKO-
COITMAIBHOM ASKCHEPTU3bl TpakIaH (eneparbHbBIMU TOCYIAPCTBEHHBIMHU YUPEKICHUSIMU
MEJIUKO-COIIUAIbHON SKCIEPTU3HI";

9. ITpukaz MunucrepcrBa 3xapaBooxpaHeHusi P® or 14 suBaps 2019 r. Ne 4n
«O0 yTBEp)KJEHUU TIOpsiIKa HA3HAYEHMs] JIEKapCTBEHHBIX IpernaparoB, (Qopm
pelenTypHbIX OJJAaHKOB Ha JICKAPCTBEHHBIE MPerapaThl, MOpsiaKa oQopMIIeHUs YKa3aHHBIX
OJIaHKOB, UX y4eTa U XpaHESHUsD)

10. IIpuka3z MUHUCTEPCTBO 31paBOOXPAHEHUs U COLMAIBHOIO pa3BuTus Poccuiickoit
Oenepann «O  TOpsAIKE TPUMEHEHUS JIEKAPCTBEHHBIX CPEACTB y OOJBHBIX TIO
JKU3HEHHBIM MOoKa3zaHusam» ot 9 aBrycra 2005 r. Ne 494

11.  TlepedeHb cCHENHMATU3UPOBAHHBIX MPOIYKTOB JIEUEOHOTO MHUTAHUS MJIs JETeH-
unBanu0B Ha 2020 rox, Pacnopsokenue [IpaBurensctBa Poccuiickoit @enepamnuu ot 11

nexabpst 2019 romga Ne 2984-p

[pumepol hopmyauposku OuazHo308

o Hacneocmeennas muposunemusi 1 A muna (ocmpoe meuenue), O0CILOHCHEHHOE OCMPOl

NneYeHOUYHoU HedocmamouyHocmoio, sumamur K 3asucumou xoaeynonamueti, ocmpou
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HOCM2eMoppazuieckoli anemuell Ha @one Kamacmpo@uueckozo Kpo8omeueHusl
(ceepuiuguieecs KposomeueHue Uz OCMpOU A36bl HCELYOKA U BHYMPUIHCENTYOOUKOBOE).
Hacneocmeennas muposunemuss 1 A muna (ocmpoe meuenue), 0CLOHNCHEHHAS YUPPO3OM
neyeHu, BUMAMUH=-/]-pe3UCMeHMHbIM PAaXumom, HenoIHbiM cuHopomom DankoHu.
Hunamuueckas nenpoxooumocms moacmou kuuiku. Cencuc.

Hacneocmeennasa muposunemus 1 B muna (xpoHuueckoe meueHue), OCIOHCHEHHAS.
YUppoO30M neueHu, NOPmMaibHoU cunepmen3uel, oegpopmayus Kocmei ckeiema Ha Qome
nonHo20 cunopoma Pankouu.

Hacneocmeennas muposunemuss 1 b muna (xponuueckoe meueHue), O0C10M4CHEHHOE

2enamoyeioNspPHOU KapyuHomMol npasoi 0oau neveru u puopozom nevenu [1,4,10].
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Ipuioxxkenue b. AlropuTmsl 1eHCTBUH Bpaya

HaHI/IeHT C IMIOJO3PCHUEM

Ha TUPO3HMHCMUIO TUII |

A 4

Junarnoctuka

!

Koucynpranus Aunaruos
MOATBEPXKIACH?
PO HIBHOTO
CIeIMaTUCTa
Jleuenue:
— HUTU3WHOH+
JIMETOTEPAITHSI
MOHUTOPHUHT
1abopaTopHBIX < -
MOKa3aTesel manueHTa
HET 1A
Tepanus
3¢ dexTuBHA
HET

TpaHCIUIaHTallus
IICYCHU
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Hpuiaoxenue B. Undopmauus A4 nanueHra

Tuposunemusa | muna — 5TO HacleACTBEHHOE 3a00JieBaHUE, XapaKTEPU3YIOLIEeCs
HapyIICHHEM MeTa0oJan3Ma aMUHOKHCIOTHl THPO3HMH W TPOSBISAIONICECS WHTOKCHUKAIEH
IPOAYKTaMU ee 0OMeHa, IOpakKeHUEM N1€UEHH, T0YEK, LIEHTPAIbHON HEPBHON CHUCTEMBI.

Ocmpas ¢opma mupozunemuu | muna nposensemcs B NepBble HEIEIN/MECSIbl KU3HU
GbeOpuIbHON JHXOPAAKON, PBOTOH, auapeeld, 00E3BOKHBAHUEM, XKEITYXOH C YBEIHMUYCHUEM
pa3MepoOB IIEYEHU U CEJIC3CHKHU, OCTPBIM JKEIyJOYHO-KMIIEYHBIM KPOBOTCUYECHHUEM, 3aICPKKOU
pasBUTHSL, CIELU(PUIECKUM «KAIlyCTHBIM» 3alaxoM Tena. Xpouuueckas muposunemus | muna
npomekaem €  TNPEUMYILECTBEHHbIM IOPa)XEHUEM Ie4eHH (LUppo30M), TOYeK, C
THUPO3UHEMHUYECKMMHU  KPU3aMHM, KOTOPBIE  COIPOBOXAAKOTCA  JUXOPAAKOH,  PpPBOTOMH,
MHTOKCHKAIMEH, KapAMOMHUONATHEH M MPOBOLUPYIOTCA mpueMoM OenkoBoil numu. Ilpu
XPOHUYECKOH TUPO3MHEMUU OTMEYaeTcs 3aJepkka pocra, Ha 3-4 roma OTCTaer
¢dusmonoruueckas cMeHa 3yOOB, 3aJepKHMBaeTCs KOCTHbIM Bo3pacT. Ilpum oTcyrcTBUM
CBOEBPEMEHHOW JHMArHOCTHKY M JICUYSHHSI TPOTHO3 3200JIEBaHUS CEPHhE3HBIH.

[locne ycTaHOBiIEHUS UAarHo3a Ha3HA4aeTcs Tepamus 3a00JeBaHMs C MCIIOJIb30BaHUEM
npenapara, KOTOpPbIi NMPensITCTBYeT 00pa30BaHUIO0 TOKCUUECKUX MPOJYKTOB OOMEHA THUPO3UHA U
JUETOTEepanuy, XapaKTepU3yIoUlelcs OrpaHHYEHHEM B palMoOHEe Oelka U INPUMEHEHUEM
CIEIUAIN3UPOBAHHBIX CMECEH aMHUHOKHUCIOT. JIeueHrne mpoBOAUTCS MO CTPOIMM KOHTPOJIEM
Bpaua. KpaiiHe Ba)XHO YETKO BBINOJHATH BCE HA3HAUEHUS [0 MpPUEMY JIEKapCTBEHHBIX
IIpenapaToB U COOIIOACHUIO TUEThl, HA3HAYEHHBIX BPAuOM.

VYuuTeIBas ayTOCOMHO-PELECCUBHBIA TUIl HACJIEAOBAHUA U BBICOKMM PUCK MOBTOPHOIO
pOXJIEeHUs B ceMbe peOeHKa C TUPO3WHEMHEH, II0Ka3aHO MEIUKO-T€HETHYECKOe

KOHCYJIbTUPOBAHHE CEMEM.
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Ipunoxenne I'l. Cxema MeTa00IM4YeCKUX MyTeil P THPO3MHEMHUH THII |.

Tupo3nH

Tupo3nH amnHoTpaHcdepasa
(aedomumT - Il TN TUPO3UMHEeMun, OMIM 276600)

deHunanaHvH

4-OH deHunnupysat

Touka * 4-OH ¢peHunnupyeam AuokcuzeHasa
Aencreuns (aedonuumT - Il TMUN TUPO3UHEeMUn, OMIM 276710)
HUTM3NHOHA
roMOreHTM3nHOBas KMcnoTa [MyTb cUHTE3a nopdupuHa

l 5-aMVIHOJ'IeByJ'IVIHOBaFI Knucnota
u

ManeunauertoaueTar """ &
% = | CyKUMHMNALeToaLeTar

{ : '
= : ' nOpCﬁO6U}7U
CYKLUMHMNALIETOH |' === HozeH-

dymapunauertoaueTaT

X CUHMa3a

HacnepcrtBeHHasn
TUpPO3nHemus | Tun ymapunauemoaudponasa (FAH) ﬁ
OMIM 276700 nopgobunmHoreH
dymapart + auetoaueTaT
Puc.1. Ilyru wmeraGonu3ma THUpo3MHA (CIUIOIIHAS JIMHUS — HOPMalbHbBIM MyTh

MeTaboIM3Ma, MIyHKTUPHbIE — aJIbTEPHATUBHBINA MYTh).
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Ipunoxenne I'2.1locunapomHublii 1udpepeHnAIBHBIN IUATHO3

TUPO3UHEMHUN | Tam.

Cummnrom Bo3MoxHEBIIT fuarsos
I'uneprupo3nHemMus Bricokoe conepxanue 6enka B pariioHe

Tuposunemus Il Tuna

Tupozunemus Il Tuna

Hpyrue 6one3HM e4eHn
I'mnepmernonunemus | ['omouucTuHypus

Hapymenne meTabomm3Ma METHOHUHA
Hpyrue 607€3HM IEYeHA

3a0o01eBaHue IEUYEHH

I'anakrozemus tum 1, 3

Henepenocumocts (GpyKTO3BI

bone3ns Humana-nuka tun A/B

bonesns Bunbscona

HeonaranbHeiil reMmoxpomMaros

['emodaronuTapHbIil TMM(OTHCTUOIIMTO3

MuToxoHapralibHas renaronaTus

BpoxneHHble HapylIeHUs TITMKO3WINPOBaHUS

Jedbunut TpaHcanbaoaa3bl

AueramunodenoBas natokcukanus ([IAPALHETAMOJIOM!!)
bakrepuanbabie HHPEKIUHU (CEIICUC, CaTbMOHEIUIA, TyOepKyJie3)
Bupycusie nuadexkunn (CMV, renarur A, B, reprec)
Otpasnenue rpudbamu (61eAHON TOTAaHKOI)

JlexapcTBa U3 pacCTUTEIBHOTO ChIPbs

W nnocuHkpasus Ha pa3IUyHbIE areHThI

WMHGUIBTpaTUBHBIN WM HIIEMUYECKUHA ITpoIiece

3aboeBanne moueK

Cunapowm Jloy

Huctuno3

IToyeunblil KaHAJILIEBLIN AllHI03
DaHKOHU CUHIPOM

Paxur

I'unodocdarasus

Jeduuut Buramuna D (HyTpUTHBHBIIN WM TeHETUYECKU
JIeTEPMUHUPOBAHHBIN)

['unodocdaremuueckuil paxut

DaHKOHU CHHIIPOM

Hesponoruueckuii
KpU3HUC

OTtek M03ra, KpOBOU3IIUSHHE
BupycHsriit/6akTepruanbHbIii MEHHHTUT
['unepHaTpueMHuyuecKas 1eruapaTarms
Ocrtpas nepemexarorasicsi mnoppupus
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puaoxenne I'3. IIpyHIMNBI OpraHu3anuu Je4eOHOro NUTAHUS NPH
THPO3UHeMHH Tl |.

B Poccuiickoit ®Penepanuu  3aperucTpUPOBaHbl  CHEHUAIU3UPOBAHHBIC MPOIYKTHI
OTEUYECTBEHHOI'0 U 3apyOeKHOr0 MPOM3BOACTBA HA OCHOBE aMHUHOKHCIOT 0e3 (eHHNIaTaHuHa U
TUPO3WHA, TPEJAHA3HAYCHHBIC /JIS TMAlMeHTOB pa3lMYHOro Bo3pacta (Tabmmma 1). Pacuer
HE00X0JMMOTr0 KOJIMYECTBA IPOAYKTa IPOBOAUTCA 110 OEIKOBOMY 3KBUBAJIEHTY

Tadauna 1 - XuMHUeCKUH COCTaB CICIHAIM3UPOBAHHBIX MPOAYKTOB JICUCOHOTO MUTAHMS IS
nanuenToB Tupo3unemueit | Tun (B 100 r cyxoro mpoaykra)™*

HaumenoBanue benok Kup, r YraeBojpl, DHepreTu Bospact

MPOIYKTa (3kxB.) T r qyeckas npuMeHe-
[IEHHOCTD, KKl HUS

Hytpuren 14 14 23 B T.4. 50,3 470 0-12 mec

- tyr -phe JLITHXK

Hyrpuren 20 20 18 50,2 443 C 1 rona

- tyr -phe

Hyrpuren 40 40 13,0 31,4 401 C 1 roma

- tyr -phe

Hytpuren 70 70 0 4,0 296 C 1rona

- tyr -phe

TYR Anamukc 13,1 23 BT.4. 495 457 0-12 mec

Nudant JUITHXKK

XPHEN, TYR 77 0 4,5 326 Hetu u

Tupo3naox B3pOCIIBIE

*-IIPOAYKTHI 3apErUCTPUPOBAHBI Ha TeppUTOpUH rocynapctB TamoxxeHHoro Coro3a 1 BKII0O4eHsH! B [lepeuenn
CIeMaTU3UPOBAaHHBIX TPOAYKTOB IS AeTel —MHBaIUI0B coraacHo [loctanoBnenuto ITpaBurensctBa Ne333 ot 9

anpens 2015 rona.

Tabauna 2 - PekomeHyemMbie HOPMBI TOTPEOJICHHUST Oelika IS 3JI0POBBIX JACTeH Pa3IMIHOTO

Bo3pacra [2,3]

Boszpact RDA CHIA BO3 EBpocoro3 Poccus
(r/kr/cytkun) | (T/KT/CyTKH) (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 (1/xr/cyTKN)

1-2 roma - - - 36 r/cyr

2-3 roga - - - 42 t/cyT

1-3 roma 1,2 0,97 1,1 -

4-6 et 1,1 0,84 1,0 54 t/cyT

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

Mansunku 11-14 ner 1,0 0,79 1,0 75 t/cyT

Manpunku14-18 net 0,9 0,69 0,9 87 r/cyt

Hesouku 11-14 net 1,0 0,76 0,95 69 1/cyT

HeBouku 14-18 net 0,8 0,64 0,85 76 T/cyT
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Tadauna 3 - JlomycTuMoe KOJIMYeCTBO 3HAYMMBIX aMUHOKHCIIOT B IMTAHUU JICTEH C

HACJIeICTBEHHBIMH aMHUHOAIonaTusaMu [8].

Bo3spacr nereit JlonmycTuMOe KOJIMYECTBO aMUHOKHCIIOTHI (MI/KI/CYTKH)
DeHWIATAHUH+TUPO3UH MeTtnoHuH
0-12 mec 80 25-20
1-3 rona 60 15-10
4-6 ner 25-20 10
cTapiie 7 Jet 15-10 8

Tabauua 4 - [Ipumep pacdera nutaHus A1 pedeHKa 3-X JIET ¢ TUpO3WHEMHUEH |-To Tuma.

Macca tena 14 xr[2].

Ilokazarenu

Pacuér

[Ipumeuanue

Obmee TOoMyCTUMOE CYTOYHOE KOJIMYECTBO Oelka

1,5x14=21r

OO611ee 10MyCTHMOE CyTOYHOE KOJTHYECTBO
(bennnananuHa+TUPO3UH B CYTKU

25 x 14=350 mr

Ha 1 kr Maccel Tena —25-
30Mr mormycKaeTcst
(heHMITaIaHNHA

JomycTrMoe KoTM4ecTBO Oellka 3a CYEeT eCTECTBEHHBIX 7r 1 r 6enka comepKuT
MIPOAYKTOB 50 Mr ¢eHmIanaHuHAa
KonuuecTBo Gernka 3a cuer creruanu3upoBaHHOTO

npoaykra Hympueen 20 -phe, -tir 21-7=14r

CyTO4HOE KOJIMYECTBO CYXOro CHEUATU3UPOBAHHOTO (14x100):20= | 100 r cyxoit cmecu
npoaykra Hympueen 20 -phe, -tir 70 T coaepkut 20 r 6enka

Tabauua 5 - IlpumepHblii CyTOYHBIH HAOOp MPOAYKTOB, €ro XMMHUYECKHHA COCTaB W
OHEPIreTUICCKAsA HCHHOCTb AJIA I[eTeﬁ PaHHETO BO3pacTa (1-3 ro,ua) C THpOSHHeMHeﬁ | Tuna [2]
[IponykTs KonnuectBo XHUMHUYECKUH COCTaB, T OHeproueH DenmnanaHuH+
i/ T Oenku AKUPBI YIIEBOABL | HOCTh, KK TUPO3UH, MT
Xie6 6/0 50 0,38 1,25 30,7 135,1 25
Xne600ynou 13 0,1 1,17 8,4 455 5
HbIC M3JeIHs
Cyxas CMECH 31 0,5 0,3 28,2 130,3 30
«OnafpIex
Bepmuriens 6/6 6,8 0,06 0,04 57 24,3 4
Caro UCKyccT. 17 0,01 0,03 14,7 61,2 -
Cyxoi 6/6 12 - 2,5 8,6 57 -
HaIUTOK
Macno cius. 20 0,1 16,5 0,16 149 5
Macno TomieHoe 10 0,03 9,8 0,06 88,7
Macio pacTur. 30 - 29,9 - 269,7 -
Caxap 30 - - 29,9 113,7 -
Bapenbe 20 - - 14,0 56 -
Kaprodennb 50/35 0,7 0,14 57 28 35
Kamycra cBex. 110/88 1,58 0,1 472 23,8 80
MopKoBb 80/64 0,83 0,06 4,06 21,8 42
Caekia 50/40 0,6 0,04 3,6 16,8 30
Kabauku 20/15 0,09 0,05 0,74 3,5 7
Orypibl 10/9 0,07 0,01 0,23 1,3 3
Cayat 5/4 0,06 - 0,09 0,7 3
TToMuopsl 10/9 0,9 0,02 0,34 2,1 25
Tomar-niacra 2 0,1 - 0,38 2,0 0,5
JIyk pemyatsiii 8/7 0,09 - 0,64 2,9 5,0
Kiroxsa 10 0,05 - 0,38 2,6 2
Coku 100 0,5 - 11,7 47 20




DPYKTHI CBEXKUE 150/127 0,64 0,38 12,45 58,4 45
DPYKTHI Cyxue 10 0,3 - 5,05 22,7 10
3a cuer HaTyp - 6,9 62 191 1341 347
MPOJIyKTOB

Hympuzen 20 - 70 14 12,6 36,12 314 -
phe, -tir

Wtoro 21 74,6 227,12 1655 347

Ipunoxenne I'4. [l1aH MOHUTOPUPOBAHUS TAPAMETPOB KPOBH M 4aCTOTA

HHCTPYMEHTAJbHBIX UCCJIEA0BAHUN HA (DOHE KOMILICKCHOMN Tepanuu

Ilepgvie 6 mec.

Ilocne nepgvix 6
Mmec. u danee

Ilocne 5
Jem u oajee

Hccneoosanue Hauazo pas | paz/ | paz/ .
mepanuu 1 pas
pas/mec. /3 3 0 8
mec. | mec. | mec. |

Konyenmpayus amunoxucnom 6 X X X Kaorcovie 6
Kposu Mmec
CykyuHunayemou 8 moue X X X Kaorcovie 6

Mec
Konyenmpayus numusunona 6 X X Kaorcowvie 6
Kposu Mec
Obwuii ananuz Kposu X X X exnce200H0
(eemoenobun, cemamokpum,
Mpomoboyumul, 1etiKoyumaol, u
op)
uccnedosanue neueHu u ee QyHKyutl
A®II 6 cvisopomke Kkposu X X X Kaowcovie 6

Mmec
IIpompombunosoe epems X X exHCe200HO
Yacmuunoe mpomooniacmu. X X exHCe200HO
epems
ounupyouH X + | eaxceco0Ho
AJIT/ACT X X + | eaxceco0Ho
I'TTIT X X + | edceco0Ho
]enounas gpocchamasa X X + | edceco0Ho
KT unu MPT" X X | edxcecoono
nOuKU, CKelem
Obwutl ananuz mouu, X X Ilo
KpeamuHuH NOKA3AHUAM
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Jencumomempus (cmapuwe 4 X + llo
aem) unu NOKA3AHUAM
Penmeenoepaghus

ocmomp oghpmanvmonoza

Ocmomp 6 wenesoii 1amne, X X X Ilo
OYeHKa 0Cmpombl 3peHusl NOKA3aHUAM
+ = no KnuHUYECKUM OAHHBIM,

1
MPT npeonoumumenvHee ¢ KOHMPACMUPOBAHUEM NPU NOOO3PEHUU HA AOEHOMY,

npu
0bOHapysiceHul Y3108 U 0715l OYeHKU PaA3Mepos NOYex.

61




