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Cnucok coxkpameHui

AOII - Anbpda-deronporens

AYTB - AKTUBHPOBAaHHOE YACTUYHOE TPOMOOIUIACTUHOBOE BPEMSI

AJIT - AnanunamuHOoTpanchepasa

ACT - AcmaprataMuHoTpaHcdepasza

I'TTII - 'aMMariatoKypOHUITPAHCIIENITH 1a3a

I'lIK - I'enaroueuttonspHasl KaplmHoMa

HT - HacnencrBeHHasi TAPO3UHEMUS

HT 1A - Octpas HacineACTBEHHAs TUPO3UHEMHUS

HT 1b - Xponuueckast HaciaeACTBEHHAs] TUPO3UHEMHUS

KT - KomnbrorepHast Tomorpadus

KHIC - KucinoTHO-IEI0YHOE COCTOSIHUE

MPT - MarautHo-pe30HaHCHas: ToMorpadus

MPXIII" - MaruuTHO-pe30HaHCHOM XOJIaHTHOIIaHKpeaTorpadus

I1TU - I[TpoTpOMOMHOBBIN UHIIEKC

P®II - Pagnodapmmnpenapar

TMC - TangemHasi Macc-ClIEKTPOMETPHUS

P - Hlenounas pocdaraza

FAH - ®ymapunaneroruaposiasa

NTBC - 2-(2-uutpo-4-tpudroopomeTuioeH3omn)-1,3-1uKkIoreKcane IMoH (HUTH3HHOH**)
TORCH wuH¢pexkuun - CokpalleHHOe Ha3BaHMe Tpynnbl MHGQeKuui, mnepeaaromuxcs
BHYTpHYTpoOHO OT Martepu mioay : T - Toxoplasmosis (Tokcomiazmo3) O - Others (cuduiuc,
renatuT B, Bapuiienna-3octep BUpyc, Apyrue Bupycol u 6akrepun), R - Rubella ( kpacnyxa), C -
Cytomegalovirus (mutomeranosupyc), H - Herpes simplex virus (Bupyc mpocToro reprieca)

VY31 — ynpTpa3ByKoBasi IUarHOCTUKA



TepMuUHBI U onIpeaeJeHus

Cunapom ®aHKOHM - TeHEpaTM30BaHHAs AUCHYHKIMS MPOKCHMAIBHBIX KaHAJbIICB
MOYEK, TNPOSIBIAIONIAsICS TJIIOKO3ypHeH, aMHUHOAlMIypuei, Qocdarypueii, mNOYEUHBIM
KaHAJIbLEBBIM allU030M.

I'uneprpodguyeckasi KapaMOMHONATHHA — XapaKTEpU3YETCs YTOJIIEHUEM CTEHOK
KENyTOYKOB (MPEUMYIIECTBEHHO JI€BOr0), HApYIIEHWEM €ro AUacTONMYecKod (yHKIMH u
HEPEJIKO COMPOBOXKIACTCS Pa3BUTHEM OOCTPYKIUHU BBIXOJHOTO OT/ENA.

Tupo3uHeMu4eckne KpHU3bl - COCTOSHHS, CIPOBOLMPOBAaHHBIE MPUEMOM OEIKOBOMH

MUY ¥ COMPOBOXKIAIOIIMECS INXOPATKON, PBOTOM, MHTOKCHUKAITUEH, Kap IMOMHUOIIATHEH.



1. KpaTtkas nnpopmanus

1.1 Onpeneaenue

Hacnencrennas tuposunemus 1 tuna (HT1) winm remaropeHanbHass TUPO3UHEMUS -
penkoe (opdanHoe) 3aboieBaHHE C AyTOCOMHO-PEICCCHBHBIM THIIOM HACJIEIOBaHMS,
oOycioBiieHHOe MyTauusmu B reHe FAH, xomupyromiero ¢gepmeHT dymapuiialeToruapoiasy.

CuHOHUMBL: neduIIT GyMapuianeToaneTasbl, IehUIUT GyMapuIaleToaneTaTr uapoIas3bl.

1.2 DTHOJ0rMs ¥ IAaTOreHe3 3200J1eBaHU U COCTOSHUS (rpynnbl 3200J1eBaHMI

HMJIM COCTOSTHMIA)

[Tatorennsie BapmanTel reHa FAH mpuBOAST K CHM)KEHHIO aKTHBHOCTH (pepMeHTa
dymapunaneroruaponassl (FAH, EC 3.7.1.2), ocymiecTBISIONIEr0 B HOPME KOHEYHBINA 3Tall
Jerpajallid THUpPO3MHA Ha HETOKCHuYHble (ymapaT u aneroaneraTr. B pesynbrate pacnan
TUPO3MHA OCYIIECTBISAETCS MO AJIbTEPHATUBHOMY NATOJOTMYECKOMY IIyTH, C OOpa30BaHHUEM
BBICOKOTOKCUYHBIX U KaHLIEPOTE€HHBIX CYKI[MHWJIALIETOHA, MaJleusaleToaneTara,
dymapunaneroanerara (IIpunoxenne I'1).

I'en FAH nokanu3oBan Ha AIUHHOM Iutede 15-i xpomocomsl (15023-025) u cocTouT u3s
14 »skx30HO0B. Ha ceronnsmHuil neHp B reHe omnucaHo okoio 100 myrtauuid, 4acThIMM M3 HHUX
sBisiiores:  €.554-1G>T, ¢.1062+5G>A, ¢.1025C>T (Pro342Leu) ¢.1090G>C (Glu364GIn).
[13]. Tlarorenes HT1 tuma 3akitouyaercs B TOKCHYHOM JCHCTBUU (Dymapuiialeroarerata u
MaJlewyaneroalnerata M = HMX ~ KOHEYHBIX  METa0OJIMTOB  —  CYKIMHWIALETOHA |
CYKIMHWJIALETOAIETaTa, KOTOPbIE TOPMO3ST OKHCIUTEIbHOE (pochopumupoBanre U OJIOKUPYIOT
nukn KpeGca. HakormueHne 3THX BelIecTB NPUBOAMT K IPOrPECcCUpPYIOUIEMY 3a00J€BaHUIO
MEYECHU C pa3BUTHEM ME€YEHOYHOM HEJIOCTATOYHOCTH, IUPPO3a, TyOynonaTuu ¢ popMUpOBaHUEM
peHanbHO# TyOyaonatuu, runodocharemMudyeckoro paxura, cuaapoma Pankonu [14].

Kpome Toro, CyKUMHMJIAIETOH HMHTHOUpYET O-aMMHOJIEBYJIMHAT  JlerWjparasy,
IPOMEXKYTOUHBIN MearaTop nopdoOUIMHOreHa, YTO MPUBOJUT K HApYIICHUIO OMOCHHTE3a rema
U KIMHUYECKHM MOJKeT NpOSBIATHCS CUMITOMaMHU OCTpPOHM mepeMexaromieics mnoppupuu -
00JIsIMU B )KMBOTE, apTepUAIbHON TUINepTeH3ue, nepudepuyeckoil noauHeiponarueii.

BosnpmmaeTBO (10 90%) manueHToB 6€3 cnenuduyeckoro JiedeHus (IueToTepanms,
naTOreHeTUYeCKre IMpernapaThl) U TPaHCIUIAHTALMU Me4YeHU norubanu B Bo3pacTte a0 10 ner.

BBDKHBAaEMOCTH 3aBHCHUT OT CPOKOB MOSIBIICHHSI CHMIITOMOB [15].



1.3 DnuaemMunoJaorus 3a00J1eBaHNA UJIH COCTOSHUA (IPyNNbI 32001€BAHMIT MJIM COCTOSTHMI)

Yacrora HT1 B paznmusbix momymsamusax komedsmercs ot 1: 100 000 -120 000 kuBbIX
HOBOPOXKJCHHBIX. UETKHUX B3aMMOCBA3€H MeXAy T€HOTUIIOM U (PEHOTHUIIOM HE YCTaHOBJIEHO,
pa3iuyYHble KIMHUYECKHE BapHAHTBl MOTYT MPUCYTCTBOBAaTh Y UICHOB OJHOW CEMBU C
omuHakoBbiMu MyTanusimu [1,4,10]. HambGonbiias pacnpocrpaneHHocts HT1oOHapykena B
perrone Saguenay-Lac-St-Jean (Keebek-IIpoBanc, Kanana), roe ona gocturaer 1:1846, a 1 u3
22 gBngercs HocuteneM Oonesnu [13—-15]. B oroit momymsuuu nHaubonee yacto (~90%)
BCTpeYaeTcsl MyTanus caiita crutaiicunra ¢.1062+5G>A (IVS12+5G—A) [12, 14, 15]. Beicokas
gacrota HT1 nabmomaercs B YeueHckoit pecryonuke —1:16020, naubonee yacToii siBisieTcs

myTarus €.1025C>T (p.Pro342Leu) [16].

1.4 Oco0eHHOCTH KOAUPOBAHUSA 32001eBAHNUA WM COCTOAHNSA (IPYHIbI 3200J1eBAHNI HIN

COCTOSIHUI) Mo MeXXAVHAPOIHONH CTATHCTHYCCKON Kiaaccudukanmm 00J1e3Heii 1 mpoodJieM,

CBA3aHHBIX €O 3710poBbeM (MKB-10)

E 70.2 - Hapyuienust oOMeHa THpo3uHa

1.5 Kinaccudukanus 3a001eBaHud WIH COCTOSHNSA (Ipynnbl 3200 1eBAHUNA UJIH COCTOSTHUM)

B OCHOBY KJ'IaCCI/I(bI/IKaI_II/II/I HT 1 mosokeHbl KIMHHYECKHE BapUaHTbl TCUCHUA OCTpPasd

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

1.6 Kiinnuueckas KapTHHA 3200J1€BaHUS MJIH COCTOSTHUSA (rpynnbl 3200J1€BaHMI N

COCTOSIHM )

[Tpu HT1 00bruHO GepeMeHHOCTh U MepUHATANIbHBIN MEepruo/1 MPOTEKAIOT HOPMAIbHO, U PEOEHOK

MIPU POXKACHUM BBHITTSIUT 370pOBbIM. CeMelHbI aHaMHE3 MOXKET OBITh OTATOIIEH, B CEMBAX
MOTYT OBITH CIy4YaWl paHHEH [eTCKOM CMepTH OT KPOBOMBIUSHUNA B MO3T WJIH OCTPBIX
KPOBOTEUYEHHH, pACIICHEHHBIX KaK CeNCHC, BHYTPUYTPOOHbIE HMH(DEKIUH, CHHIPOM
JIMCCUMEHUPOBAHHOTO BHYTPUCOCYIUCTOTO CBEPTHIBAHUS KPOBH.

Octpas popma naciaeacrsennoidi HT1 (HT1A) neGrotupyet B mepBbie 2-3 MecsIia KU3HUA U
XapaKTepU3yeTcsl TIaBHBIM O0pa3oM TSDKENION MEYEHOYHON HEeAOCTaTOYHOCThIO, TemaTo- U
CIUIEHOMETaJuel, HapyIIeHHOW CBEPTHIBAEMOCTbIO KPOBH U TUIIOTJIMKEMUEH, MPUBOIALUIMMU K
CMEpPTH B TIEpPBbIE MeCSIbl JXKU3HU. JIMCOYHKIIMS TMOYCUHBIX KaHAJBIEB COIMPOBOXKIACTCS
cuaapomoM DankoHu U paxutom [2, 8]. [lanmeHTam MOBOJIBHO YAaCTO CTaBIT OIMMOOYHBIC
JUATHO3bI - CETCHC, IIUTOMETaJOBUPYCHBIN rematut, deranpHbid rematut. Y nereit ¢ HT1A
BBIPDAKEHA WHTOKCHUKAIUsl, TUIOTJIMKEMUs, JIEHKOLUTO3, BO3MOXKEH acCUUT, JAUHAMHYECKas

HECIMIPOXOAUMOCTD, IIap€3 KHIICYHHKA. HpI/I OTOM OTMEYaeTCsd NOBBIIMICHHBIN YPOBCHb
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cykuuamianerona (> 10-100 paz), ansda-heronporenna (ADPII) (> 100-1000 pa3). Luronus
OOBIYHO HE TPEBBIIIAET TPEX-UETHIPEX HOPM, YMEpeHHas TrunepOmmpyOHMHEMus B Ipeaenax
100-150 MKMOJB/1, B paBHOM COOTHOIICHUH MNPSAMOW U HenpsMod OwnmmpyOuH. I[Tpuumnoii
JeTaNbHOI0 Ucxo/a Npu ectecTBeHHOM TeueHUr HT1A 0ObIYHO CTaHOBUTCS OCTpasi IEYeHOYHas
HEJI0CTaTOYHOCTh M KaTacTpo(uyeckoe KpoBOoTeueHHe Ha ee (oHe. J[marHos 3arpyaHsercs
TAaKUMHU COITyTCTBYIOIIUMH COCTOSHUSIMHM, KaK BHYTPHYTpoOHash WH(QEKIHs, HEOHATaIbHBINA
renaTur, CEICHcC.

IIpu octpoii popme HT1 Ha mepBbIiil MiaH B KIMHUYECKOW KApTHUHE BBICTYIAIOT CHMITOMBI
MHTOKCUKAlMK (BBICOKas TeMIIepaTypa, IMOBBILIEHHAs BO30yAHMMOCTb, [0 Mepe HapacTaHUs
CUMITOMAaTUKH HAaCTylAeT HapyIIEHHUE YPOBHS CO3HAHUS BIUIOThH O KOMBI), @ TAKKE CUMITOMBI
NOpakeHUs TeueHH (yBETMUEHUE IEYSHH, MOXKET OBITh B COUETAHUU C YBEITHMUEHHEM CEJIC3CHKH,
acCIIUT, JKEeJITyXa — PEeAKO), FaCTPOMHTECTUHAIBHBIA CHUHAPOM (CPBITMBAaHUS IOCIE KaXKIOIro
KOPMJICHUS1), TSDKENbld reMopparddyeckuil CUHApOM (MeJeHa, KpoBaBas pBOTa, remarypus,
HKXUMO3BI, NIETEXUH, HOCOBBIE KPOBOTEUEHHUS), crienn(puyecKuil 3anax Mouu (3amax «BapeHOH
kamyctb»). C  3-X HEeJIEeNbHOIro BO3pacTa , €CIM MMEIOT MECTO 4YacThle CPHITMBAaHUS U PBOTA,
OCTaHOBKa B IpUOaBKE Macchl Tejla, BBIPAKEHHAs MbILIEYHas TMIIOTOHUS, COHJIMBOCTb,
Hecneuu(puIeckue CUMITOMBbl HHTOKCUKALIMHU, CEPOCTh KOXKH, YBEJIIMUEHHUE Pa3MEpPOB )KUBOTA 3a
CYeT aclMTa, IenaTo-CIJICHOMErajluu, JUHAMUYECKas HENpOXOJUMOCTh (Mape3 KHUIIEUHUKA)
IpY HAJIMYUM KUJKUX KaJIOBBIX MacC, C KPOBbIO MM 0€3, BO3MOKHBI OTE€KHM , TACTO3HOCTh
CTOI, B JJaAOOPAaTOPHBIX JAHHBIX TUIIOITIMKEMUS, TUIIOKOATYJISALMSL, JTEHKOIUTO3, LIUTOIN3 OOBIYHO
He BblIe 3 HOpM, moBblimieH ypoBeHb [T TII, mpu sTom OmimpyOHHOBBIH OOMEH OOBIYHO HE
HapylIeH, T.e. UMEET MECTO Xoisiectas 0e3 xentyxu, ADII noBellieH 3HAUUTENBHO ( IPU HOpME
no 60 ar/mn y nmerer 1o 5 Mec.) mocturan 1 MuTH. HI/MII, peOEHOK TMOJUICKUT CEJIEKTUBHOMY
CKPUHUHTY Ha Oosie3HH oOMeHa , B ToM uncie Ha HT1.

IIpu xponmveckoii ¢popme (HT1B) ormewaercst apyras KIMHUYECKas KapTHHA, OOJIE€3Hb
pa3BHBaeTcs IOClieé TOAOBaJoro Bo3pacTa, dame B 3-4 roma. HT1B wu3nauanbHO MeHee
arpeccuBHa, HO 3a00JIeBaHWE HEYKJIOHHO MPOTPECCHUPYET U MOXKET CONPOBOXKIATHCS
IOPUCTYIIAaMH OCTpOil MeTabonuuyeckoi nexommeHcauuu.  [Ipu 3toit popme HabmomaroTcs
pa3IMYHON CTENEHM BBIPAKCHHOCTH TOPaKEHUS IE€YEHM, I[IOYEYHBIE KaHaJbIMEBBIC
TUCOYHKIUHM, PaXWUTOMOAOOHBIE M3MEHEHHUsl CKeyera, 00ycioBiieHHble runodocdatemMueit u
runepdocdarypueii, KapAUOMUONATHSI, HEBPOJIOTHUECKUE KPU3bl, CXOAHbBIE ¢ TOPGUPUUECKUMU
(Oone3HeHHbIE MapecTe3ud, apTepualbHas TUIEPTOHMA, TaXUKapaus, MapaluTHUecKas
HEMPOXOJUMOCTh ~ KHMILIEYHUKA, MHOTJA MPOrPECCUPYIONIUe Mapajuyu), THIOTIMKEMHUS,

CBSI3aHHAs C TUIEpIUIa3uel B-KJIETOK MOJDHKENTyIOUHOM >Kene3bl M TunepceKkpenueil MHCyIrHa.



HeBponorudyeckne Kpusbl OOBIMHO IaATcsS 1—7 AHEHW, MOcCie dYero HacTymaeT IMepuo.
BOCCTAHOBJICHMSI.

Y mnanuenToB Habmomaetrcs HapyiieHue (QyHKIUKM peabcopOIuu B IMOYEUHBIX KaHAJBIAX,
npuBojsniee K cuHapoMy @DaHKOHM, alua03y, TI'€HEePAIU30BAHHON aMUHOALUIYpUH,
pPE3UCTEHTHOMY K BUTaMuHy D rumodocdaremMuueckoMy paxuTy U 3aJepkke pocta. B psae
ciydaeB y peOeHka HaOnromaeTcst paxuT c JedopManusMi KOHEYHOCTEH, CTOIb BBIPAKCHHOM,
4TO JEeTHM IepecTarT XOAWTb. B 3TOM ke BO3pacTe JUarHOCTUPYIOT LUPPO3,
renaToCIUICHOMETaJ N0, MOTYT ObITh HOCOBBIE KPOBOTEUEHHS, TMIIONPOTEMHEMHUUECKUE OTEKH.
HT1B xapaktepusyercs MOCTEIIEHHBIMU H3MEHEHUSIMU IE€YEHH, MPUBOSAIIUMU K LUPPO3Y U
Pa3BUTHUIO T'eNATOLEIUIIOJISIPHON KapuuHOMBI. DAKTUUYECKU PUCK Pa3BUTHUS MeNaTOLEIUIIOISIPHON
KapIUMHOMBI IIPU 3TOM 3a00JI€BaHUM CUUTAETCS CaMbIM BBICOKMM CpEAM BCEX HapyLIEHUHN
obmena BemiectB [17, 18]. Panee cooOmanoch, 4YTO TenaTOLEILIIOISApPHAS KaplIMHOMA
dbopmupyercst y 37% naunuentos ¢ HacieactseHHoit HT1 crapue 2 net [19], Ho mocneayromue
uccienoBanus B CkangunaBuum [20] m KsebGeke [17] mokasamu Ooyiee HHU3KYHO 4YacTOTY
renaToIeIUTIONAPHON KapiuHOMBI (~15%), BeposITHO, BCIIENCTBUE TPAHCIIAHTAIMU TEYEHU U
yIydlIeHUusT CHocoOoB JeueHus. [emaTouesuionspHas KaplMHOMa Yy MAalUEHTOB C
HACJIEICTBEHHOW THUpO3MHEeMHUed 1-ro Tuma pa3BuUBaeTcs B Oojiee paHHEM BO3pacTe, 4eM IpHU
JPYTHX HACJIEACTBEHHBIX OoJe3Hssx oOMeHa (dacto no 5 ner) [18]. Llutonn3 MuHUMAaTbHBIA (B
npeznenax tpex HopM). Yposenb A®II nmossimen B npeaenax 1000 HI/mI, CyKuMHWIAETOHA —
He Oosee yem B 20 pa3 [9].

[Tonoctpas u xpoHuueckass ¢opmbl 00J€3HH BCTpedaroTcss mpuMepHo y 20-25% O60ibHBIX ¢
nedrotoM B 4-12 Mec, kiIMHHYecKas MaHU]ecTauus KOTOPOW NPOBOLMPYETCS BHEIIHUMHU
¢dakropamu. TakuMu TpUrepHBIMHU (aKTOpaMU SIBISIOTCS JIUXOPAJOUYHbIE COCTOSHUSA, HH(EKIINH,
OenKoBasi Harpyska, rojlolaHle U Jpyrue TUNepKaTaboIM4YecKhe COCTOSIHHMS. Y TalMeHTOB
o0OHapy’KUBaeTcs MPOrpeccupyrolee MopaxeHne NeYeH ¢ renaro- Wid renaTociiieHoMeraien
(uMppo3, THeYeHOYHas HEIOCTaTOYHOCTh), 3aJep’KKa pOCTa, MPU3HAKU DPAXUTA, MBIIICYHAS
TUIIOTOHMSI, KoaryjonaTus. XapaKTepHO OTCTaBaHUE IIOKa3zarenedl (U3M4eckoro pa3BUTHSL.
HeBposiornueckne CUMITOMBI HEPEIKO BKJIIOYAIOT TuipouedanbHyl0 KOH(Urypauuioo depena,
cumnroMm ['pede, 3aaepKKy ABUraTeNbHOIO M INCHUXUYECKOTO pa3BUTHSA. MoryT HabmoaaTbes
HEBPOJIOTHYECKHE KpHU3bl (C1a00CTh B KOHEYHOCTSX, Mapajudyd KOHEYHOCTeW W auadparmsl,
pBOTa, ayToarpeccust M Jp.), KOTOpble B psijie CIy4yaeB CIy>KaT MOBOJOM JUIsi OLIMOOYHOIO
nuarHo3a — myasthenia gravis. HeBponormueckue wu3MeHEHUs HENOCTOSIHHBI. Hepeako
ONMCHIBAIOT TMIIEPIUTMEHTALIUIO KOXKH.

CrnenyeTr OTMETHUTb, UTO 3Ta KilaccU(UKAIUSA TOBOJBHO YCIOBHA, TOCKOJIBKY HEKOTOPBIE JIETH C

OCTPOﬁ HeKOMHeHCaHHeﬁ B TCUCHHUC NICPBOI0 IoJa XM3HHU BBDKHUBAOT U UX cbopMa CTAaHOBUTCS
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«XPOHUYECKOI», a TMAIMEHThl C «XPOHUYECKOW» (OpPMONM  OCTAlOTCS B TPYMIE PHUCKa IO
pa3BUTHIO MeTaboiMyecKuX Kpu3oB. [Ipum 3TOoM, BO3pacT Jne0r0Ta SBISETCS BaKHBIM
MPOTHOCTUYECKUM IMOKa3areneM. [0 MOSBICHHS MaTOTEHETUYECKOro JICUEHUs B Te4eHue 1-ro
rona ymepnu 60 % nereli ¢ neGroToM 3a00JeBaHKs B Bo3pacTe 10 2 Mecsies, 23 % npu nedrote
B BO3pacTe OT 2 10 6 MecsieB U Toibko 4 % nereit nebroTrpoBaBmiux mocie 6 mecsues [21]. B
HEKOTOpBIX pernoHax P® mpoBomsTcs mporpammbsl 1Mo maccoBoMmy oOcienoBanuio Ha HTI1.
CrnemyeTr OTMETUTh, 4TO 10 4 THEH KU3HH Y JOHOMICHHBIX U 10 7 IHEH )XKU3HU Y HEJJOHOIICHHBIX
HOBOPOJKJICHHBIX, HCOHATAJIbHBIA CKPUHUHT OyJeT Hed(p(PEKTHBHBIM, TaK KaK B KPOBH Y
naruenToB ¢ HT1 elie He HaKaIIMBArOTCS BHICOKHE KOHIIEHTpAIMK CyKIMHMIaneToHa [31, 36].

IleueHouyHbBIE NMPOABJIECHUS TUPOIUHEMUN | THIIA
OCHOBHBIE KIMHUYECKHE IIPOABJICHUA HT1 cBs3aHBl C IIOPpAXXCHUEM  IICYCHU. MOFYT

HAOIOIAThCSl OCTpasi MEYEHOYHAsl HEJOCTATOYHOCTh, IUPPO3 MEYEHH U TeNaTOLeIUTIONSIpHas
kapuuHoma [21]. Tlo maHHBIM MEXITyHapOAHBIX UccienoBaHuit 69% cMepTeil OBUTM CBSI3aHBI C
NIEYCHOYHOH HEIOCTaTOYHOCThIO M KpOBOTeUeHHeM, a 16% - ¢ remaTouesuTioIspHON
kapiuuHoMmoil.  CuHTeTHueckas (YHKIHMS HapylieHa Yy OOJNBIIMHCTBA IAalMEHTOB C
HT1. YpoBenb (hakTOpoB CBEpTHIBaHUSA 3aMETHO CHIKEH npu HT1, U y HEKOTOPHIX MallMEHTOB
MMEHHO HapyIICHHs KOATYJSIIHUU SBISIOTCS BEAYIIMMH, APYTHE MPU3HAKK TOPAKEHHS TIEYCHU
BBIPQKEHBl HE3HAUYMTENBHO, I03TOMY MAIlMEHTOB OOCIEAYIOT Ha TMpeIMeT IEePBUYHOM
reMaToJIoruueckoi mpobemsl [22]. TIpoTpoMOMHOBOE U YaCTUYHOE TPOMOOILIIACTHHOBOE BPEMSI
MOJKET OBITh UPE3BbIUAHHO MPOJOJKUTENBHBIM JaXke y KIMHUYECKU 310poBbIX neteit ¢ HTI,
BBISIBIICHHBIX TIpHU CKpuHUHTE. [IprMmeHenne ButamuHa K TOJNBKO Ha KOPOTKOE BPEMsS MOXKET
YIYYIIATh TPOQUITH KOATyJISIUN. Y POBHU TPAaHCAMUHA3 B CBIBOPOTKE BapPbUPYIOT U MOTYT OBITH
HOPMAaJIbHBIMU MJIM HE3HAUUTENIbHO MOBBIIIEHHBIMHU, XOTS B HEKOTOPBIX KPU3UCHBIX CUTYAIUSIX
MoryT Habmozaatecsi ypoBHH Oonee 1000 ME / 1, uTo ykaspiBaeT Ha 0ojiee CyIECTBEHHYIO
CTETIeHb TOBPEXKJCHHUS TeMaTOUWTOB, W KaK TMPaBHJIO 3acTaBsIeT MPEINPUHATH IIard K
OKCTPEHHOW TpaHCIUIAaHTAMU TiedeHH. JKenTyxa peaKo BCTpedaeTcs Ha PaHHUX CTaJHsIX
rernaTopeHagbHON Tupo3uHeMHuH. Torja kKak, raMmMma-TaoTaMuaTpaHcdepasa 0ObIYHO MOBBIIEHA
6osiee ueM B 2 paza, M COOTBETCTBYET JUCCOLIMUPOBAHHOMY XOJIECTa3y.

[TeueHOYHBIE KPU3BI MOTYT OBITH CIIPOBOLIMPOBAHBI HH(MEKIUSIMHI U JPYTUMH KaTabOJINIeCKUMU
CTpeccaMy Kak y MJIaJIeHIeB, TaK W y JeTel crapmero Bo3pacrta. PeOeHOK pas3mpakuTeneH,
ocnalleH M 4acTo JUXOopaauT. YacTo BCTpedaroTCs aclUT, XKENTyXa U KeTyJAOYHO-KHUILIECUHbIE
KpoBOTeUeHHs. MOXKET OLIyIIaThCs 3amax «BapeHol KammycTh», HO 3anmax HaOJr0/1aeTcst He 4acTo
- npumepHo B 15% cayuaeB. Imeercs remaromeranusi pasznuuHoM  creneHu.  Kpus
COITPOBOKIAETCSI BBIPAKEHHOHN IMOTIMBOCTBHIO, TUIIEPTHIPO3 3a4aCTYI0 OOBICHIETCS TEYCHHUEM

OCTpOro paxurta, 4TO HC HCKIIIOYACT, a JIMIIb HOATBCPIKAACT HT1. TpCMOp, THIICPrUApO3 U
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pe3kas cabocTh Kak MPOsBICHHUE TUIIOMIMKEMUN B MEPHOJ KpU3a BCTPEYAETCs yallle, YeM BHE
ero. Bo Bpems kpu30B HaOIIONATHCS MOBBIIEHHE YPOBHS TUPO3MHA, METHOHHMHA, MPOJHMHA H
4acTo JPYrMX aMHHOKHUCIIOT B IIa3Me. IleueHouHble TpaHCAMMHA3bl MOTYT PE3KO MOBBIIIATHCS,
U MOXET pa3BUBAThCS TUIEPOMIINPYOUHEMHUS], UTO COOTBETCTBYET paclajy renarouuros. B ator
HEpUOJT MOXET YCWIUTbCA JUCHYHKIUS IOYEUYHBIX KaHaIbLEB. XOTS MHOIME KpHU3bI
paspemialoTcss  CIIOHTaHHO, TIPM  YMEHBIICHMHM  O€JNKOBOM  HArpy3kd,  aJe€KBaTHOTO
[ApEHTEPAIbHOTO IUTAHMUSI U JIE€TOKCUKALMOHHON Tepanuu, U HEKOTOPbIE IPOrPECCUPYIOT 0
HOJTHOM NEYEHOYHOM HeI0CTaTOYHOCTH U IEYEHOYHOH 3HIe(haIonaTuy.

Mexay kpu3amu y OOJIBIIMHCTBA MALMEHTOB HAOJIIOAeTCs IelaTOMEraus JIETKOH WU cpeiHei
CTETIEHU TSDKECTH. Y  HEKOTOPBIX TAIMEHTOB ¢  (OPMUPYIOIIMMCS  LUPPO3OM WU
renaroMeragueil ¢ HapylmeHUeM reMOJUHAMUKU U HOBBIIIEHHMEM PE3UCTEHTHOCTHU HapeHXHMBbI
(mo JI' cocynoB meueHu) oTMedaercsi cruieHoMeraius. [ledueHouHble TpaHCaMuHa3bl B HOpME
WIA HEMHOTO IOBBILIEHBI, @ YpOBEHb OmnupyOuHa B HopMe. Aib(a-(heTonpoTerH MOBBIIEH
(10-1 000 000 ur/ma; B HOopMme <10). KnuHudecku ypoBHH O-(ETONPOTEHHA B CHIBOPOTKE
OPUEHTUPOBOYHO OTPAXKAKOT arpecCUBHOCTh 3a00J€BaHMs, KaK M YpPOBHM METHOHMHA B
wiasMe. ['unepounupyOuHeMuss M TUIEpaMMOHHEMHUs SIBIISIOTCS MO3JAHUMH IPU3HAKaMU
[IEYEHOYHON HEJOCTaTOYHOCTHU

[{uppo3, BEepoATHO, B KOHEUHOM HTOre€ pa3BUBaeTcsi y Bcex nauumeHtoB ¢ HTL1, m puck
renaToleIUTIOISIPHON KapiMHOMBI Ype3BblYaiiHO BhICOK [19].  C kaxkapiM romoM 0e3 JeYeHUs
6one3nun puck paszputusa ['LIK yBenmuuBaercs ¢ 14 no 75%. Pannee, 10 MecsyHOro Bo3pacra,
Hayajo TMaToreHeTuucekoil Ttepamuu  cHmwxkaer puck I'LIK mo 1%, u HeoOxoaumocTs B
TpaHCIIAHTAIIMY MTeYeHH yMeHbInaercs: ¢ 71% 10 26% [15, 23]. BaxHo, 4TO Janeko He KaxIbIid
ciyuaii ['TIK Bosnukaer Ha (one 1upposa. Tak B 0030pe R.Khanna, 2018, Bkmrogaromiem 15
uccienoBanuii, cpensss yacrora 'K y nereit cocraBuna 0,41 va 1000000, y B3pocneix -0,8 Ha
MLIHOH HaceneHus [24]. Yacrora 'K npu HT1 nmpesbimaet B 40 pa3 ee 4acTOTy NpH APYTHX
MeTabonMueckux U MHQEKUHOHHBIX 3a0oneBaHusx neueHu. Puck passutus ['LIK mpu HT1
BO3HUKAET MpPHU OTCYTCTBUHU TE€pAaUM HUTU3MHOHOM M HAYaJOM TEpanuu IMo3xe 1 MecsuHoro
Bo3pacta [25]. TeM He MeHee, Naxe NpU JUIMTEIBHOM Iepuojae Oe3 JeueHHs, 4acTh JeTel
05arolapHO OTBEYAIOT HAa TEPANMI0 — BOCCTAHABIMBAIOTCS CTPYKTypa MEYEHH, KyNUpyeTcs
TyOysonaTusi, BOCCTAaHABIMBACTCSI MUHEpaIbHasl TNIOTHOCTh KOCTEHM M AJIEKTPOJIUTHBIA OanaHc.
OtmedeHbl cily4ad, Korja NAalMeHThl ObLIM HAmpaBlieHbl Ha TPaHCIUIAHTALUIO C
npenBaputensHoil  moarotoBkoir  NTBC (2-(2-auTpo-4-Tpudmoopomernndenzomn)-1,3-
IIUKJIOTEKCAHEIMOH (HUTU3WHOH)) JUIsl yIy4IIeHns OOMEHHBIX MPOIECCOB, KypcoM Ha 3 Mec., a
[0 MPOILIECTBUU 3TOT0 MEPHOJIA, MOKA3aHUs K TPAHCIUIAHTAllUU Hcuye3aau. Y HEKOTOpBIX AeTel

MPOJI0KalacCh KOHCEpBAaTUBHAS TEpaIus, CTAOUIN3aUs U/WIH perpecc Luppo3a.
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BonbimHCcTBO MHCTpyMeHTanbHBIX MeTomoB wuccienoBanus (KT, Y3U, aunruorpadus) He
MO3BOJISIOT HAZIE)KHO T PepeHInpoBaTh 100POKAYECTBEHHBIE U 3I0KAYECTBEHHBIC y3€IKOBBIC
obpazoBanus. s KT-00Hapy)eHHs BaXKHO BBIIOJIHATH TOMOTPa(HIO ¢ KOHTPACTOM U 0€3 Hero,
MOTOMY 4YTO KOHTPACTUPOBAHHME MOXET CKpbhIBaThb OJHH Y3€IKHU, HO BBISIBUTH JpYyTHUE.
UysctButensHocTh ¥Y3U 110 kpaiineid mepe Takas ke, kak y KT, HO OHO BO MHOIOM  3aBUCHUT OT
onbiTa Bpauda. CiexyeT OTMETUTh, YTO TMOCKOJBKY MpeMeaukainus OapOuTypaTaMud MOMKET
CIPOBOLMPOBATh NOPPUPUIHHO-TIONOO0HBIE KPHU3bI, Jyyllle H30eratb €€ HCIOIb30BaHMs Y

naruenToB, He moaydasimux NTBC [26].

HeBpo.ﬂornquRne KPU3UCHI TUPO3UHEMHUH | THIIA

HeBponoruueckue Kpusbl TIeNaTOpeHAIbHOM THUPO3UHEMUUM — O3TO OCTpbIE  3IU30/bl
nepugepuyeckoi HepponaTuu. KimmHuuecku Kpu3bl fenarcs Ha aBe ¢asbl: (1) akTUBHBIN nepruos
¢ mpeoOyagaHueM OOJIE3HEHHBIX IMapecTe3uid, BEreTaTUBHBIX MPU3HAKOB (HAIpUMeED,
TUIEPTOHMS, TaxWKapAus, KHILIeYyHas HENpPOXOAMMOCTb) M HHOIZA HPOTPECCUPYIOIIEro
napainuya u (2) mepuoj; BOCCTAaHOBJIEHUS IOCJE MapajuTudeckoro kpuza. M3 48 nanueHToB
(dpanko-kanajackoro mnpoucxoxacHus y 20 (42 mpoueHta) ObUTM ONMUCAHBI HEBPOJIOTHYECKHE
kpu3sbl [27]. Tlepudepuyeckas runeprnapectesus MpOsBISETCS ¢ PpAaHHETO BO3pacTa -MJlaJIeHell
OTKa3bIBAaCTCS HAXOMUTCS Ha pyKax Yy MaTepu, OECIOKOMTCA MpH I[PUKOCHOBEHUSX,
NOTJIaKMBAHUAX, IPEINIOUNTAET HAXOAUTCS B KpoBaTKe. bosie3HeHHbIe Kpu3bl HauboJiee YacThli
HeBpoJiorndeckuit BapuanT [28]. Bo Bpems mpoapoma, KOTOpBIH YacTO BO3HHKAET IIOCIE
HE3HAUUTENbHOW MH(MEKIMU C aHOpeKCHeW M pPBOTOH, PEOCHOK pa3JpakUTElIeH U MEHee
aKTUBEH, 4eM OOBIYHO. 3aTeM y peOeHKa MOosBIseTcs CHibHas 0oyib, yacTo B Horax. Yacro
HNAlUEHThl IPUHUMAIOT TO3UIMI0 KPAaWHEro TMIEPIKCTEH3UU TYJIOBUILA U 1LIEU, KOTOPhIE MOTYT
OBITH OIMIMOOYHO MPHUHSATHI 3a ONMUCTOTOHYC MJIM MEHUHTHM3M. ['MIEepTOHYyC MOXKHO NPHUHSTH 3a
TOHMYECKHE CYJOpOrM, HO Ha CaMOM JieJle NAIMEHThl HAXOIATCA B CO3HAHUU. Taxke MOryT
HaOJFO/IAThCsl HACTOSIIUE CYIOPOTH, Y4acTO B COYETAHUM C TSDKEIOH TumoHaTpuemueit [27].
Kpuzbl MOryT ObITH HAaCTOJBKO MYUHUTEIbHBIMHU, YTO CONPOBOXKIAIOTCS CaMOIOBPEXKIECHUSIMU
[27]. BaxxHo oT™MeTHTB, uTO yMCTBeHHOE pa3Butue aereil ¢ HT1 sBisieTcs HOpMaabHBIM U YTO BO
BpEMsI KPU3UCOB YPOBEHb UX CO3HAHUS HE CHUIKAETCS.

AxTuBHas (aza 00br4HO AnuTca OT | 10 7 nHeil. B odeHb penkux ciyyasix BO BpeMsi KPH30B
MCKYCCTBEHHAs] BEHTUJISIUSA JIETKUX ObllIa HE0OX0aMMa M3-3a JbIXaTeIbHON C1a00CTH, B OJHOM
cirydae Ha cpok Oosee 3 mecsieB [27]. UacTo BO3HHKAIOT PBOTA M KUIIIEYHAsT HEMPOXOIMMOCTbD,
KOTOpBIE MOTYT YCJIOKHHUTH PEKUM NMUTaHUSA. ApTepHuaabHasi TUIIEPTOHUS U CTOMKas TaXUKapaus
XapaKTEepHbI TUIS paHHER CTaJiuu HEBPOJIOTUYECKOTO Kpu3a. Moryt TaKkKe

BO3HHUKHYTh BhIp@)KEHHAs THITOHATpHEMUs], TunodochareMus U runokanuemus [27].
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Cnenyer orMeTutb, uTo y 30 pOCCHUCKHMX TAalMEHTOB HE HAOIIOJaIM MOJO00HOW OCTpOH M
TSDKEIIOM  CUMITOMATHKU. HeBposiormdeckue Kpusbl —SBISIIOTCS  OCHOBHOM — ITPUYMHOMU
3aboneBaeMocTH y nanueHToB, He nonydaBimnx NTBC. [1o naHHbBIM MeXIyHapOAHOTO OIpoca,
10% cmepteit mpu HT1 nmpousonun Bo Bpemsi HeBpojornyeckux kpusucoB. Jlereirt ¢ HT1 u
MpU3HAKaMH, YKa3bIBAIOIIUMHU Ha MPUONMKAIONIMIICS HEBPOJOTHYECKUM KpHU3UC, CIEeAyeT
TOCHUTAIM3UPOBATh JJISl MOCTOSTHHOTO HAONIONEHUS 3a PECIUPATOpHOM (YHKUIHEH BO BpeMs
ocTpoii (hazsl.

IlaToJiorusi moyek npu Tupo3uHemuu | Tuna

VY nmauuentoB ¢ HT1 mouTtu Bceraa mpHCyTCTBYET MOpPaXKEHHE MOYEK PA3NMYHOM CTEHEeHH, OT
Jerkoid IuchYHKIUU KaHAJIbIEB 10 SBHOM mMouevyHOM HemoctaTouyHocTd. [lopaxeHue mouek
COOTBETCTBYIOT BTOPHYHOMY CHHApOMY {DaHKOHH, MOJHOMY WM HETOJHOMY : CHHXCHHE
YPOBHSI KaJbLIUsl B KPOBH; CHHKEHHE YPOBHS (ochopa B KPOBH; MOBBIIICHNE YPOBHS IIEIOYHON
docdaraspl; pa3BuTHE METAO0OIMYECKOrO alu03a, HapyleHue peadbcopOunn OukapOOHATOB B
MPOKCUMAJbHBIX KaHAJbLIAX; MOXET OBbITh HOpMajbHas SKCKpElUHsl Kalblus C MOYOH Mpu
THITOKAIBIIEMHUH; MTOBBIIICHUE KIMpeHca (pocdaroB Moun, BcackiBanue GpochaToB B KUIICYHUKE
He cTpamaer, Tmoko3ypus (20-30 T/m W BBIIE); pa3BUTHE TCHEPAITM30BAHHOUN
TUIEpaMUHOAIMIYPUN;  HapylmieHue  (QYHKUMA  aMMOHHOAIMAOTeHe3a —  CHUIKCHHE
TUTPALIMOHHON KUCIOTHOCTH, NoBbIlIeHHe pH Moun Oonbie 6,0; pa3BUTHE THUIIOKATHEMHH.
TsoxecTh AUCHYHKIMHM MPOKCHMATBHBIX KaHAJBIIEB Pa3iMdHA U MOXKET PE3KO yCyryOmsThcs B
NepuoJIbl JeKoMIieHcannu. [ umodocdareMudecknii paxuT sSBISETCS OCHOBHBIM KIMHUYECKAM
NOPU3HAKOM JUCQYHKIUM moyeuHbIXx KaHanblieB nmpu HTI1. VYV Hekotopeix nereit ¢ HTI
HaOdrofaeTcsi  TMOYEYHBbIM  KaHalbLEBBIM  anuao3. ['eHepanu3oBaHHas — aMHUHOALUIYPHS
BCTpeYaeTcs yaiie, 4yem Tioko3ypus. [loteps gocdara ¢ Mouoil, BEpOATHO, SBISIETCS OCHOBHBIM
MEXaHM3MOM paxuTa y OJTUX MAalUeHTOB, O YeM CBHJICTEILCTBYIOT 4YacThle MPOSBICHUS
runogpocdareMu ¥ OTCYTCTBUE T'MIIOKAIBLMEMHH WM THIOIUIA3UU SMalld 3y0OB, YTO MOXKET
CBHJICTEIBCTBOBATH O MATOTEHE3E, CBSI3aHHOM C BuTamMuHOM D [29].

CkeyleTHBIE H3MEHEHUA IPpHU THPO3HUHEMUH | THIa

Jlo mosiBieHHs BO3MOXKHOCTEH MaTroreHeTndeckoro jiedyeHus namueHtsl ¢ HT1 umenu rpyObie
MHOTOIJIOCKOCTHBIE  JleopMaliuu  CKeleTa, MaToJIOTUYECKUE TIePeIoOMbl, YTPHUPOBAHHbBIE
MPOSIBIICHUS! paxuTa B BHJIE THIEPIUIa3uu XpAlei (4eTku u OpacneTsl), OalleHHOro ueperna,
TUIEPrupo3a, CHUHApPOMa XBOCTEKA, pa3ApaKUTEIBHOCTH, MOTIMBOCTH, JIOMKOCTH HOTTEM,
3y6oB. IIpu mnpoBeneHHH peHTreHorpaduu BBIABIAIOT CHIDKEHHE KOCTHOTO BO3pacTta H
OCTEONEHHIO, BIUIOTh 0 OCTEONOPO3a, paCHIMpEeHUE AUCTAIbHBIX AMU(PHU30B TPyOUaTHIX KOCTEH,

):[ecbopMam/m U UCTOHYCHUC KOPTHUKAJIBHOI'O CJIOA IMACTHBIX U IIJIFOCHEBBIX KOCTeﬁ, Hp@)lHHC‘—IHfI,
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rojieHel, Oexmep, cabieBHAHBIC AehOPMAIMHM BCEX KOCTEH HAa KOTOpBIC ObllIa HAarpy3Ka — €CIIH
XOJIMJT — HIDKHUX KOHEYHOCTEH, €ClTi 1oJ3al - u Oezep, u mied, u npenmvieunii. Habmonarores
neopmanusi TPyAHOW KIETKH, KIIOYHI, BBIp@XEHHAs TappUCOHOBA 0OOpo3aa, AMCIUIA3HUS H
HOJBBIBUX TAa300€JPEHHBIX CYyCTaBOB.

Juarno3 nacnencrsennol HT1 crnepyer mpeanonaraTte NpU HaIMYUM BaJbI'yCHBIX (Yalle) WIH
BAPYCHBIX MCKPHUBIEHHH KOHEYHOCTEM C CONYTCTBYIOLIEH remnaromeranuend. Hekoropsie
00JbHBIE 10 2-3 JIET CaMOCTOATEIBHO MEPEIBUTAIOTCS, XOTSI PE3UCTEHTHOCTh K HAarpy3KaM y HUX
HU3Kas, a 3aTe€M IepecTaloT XOAUTh, UTO HE PEAKO SABJISIETCS IIOBOIOM JUIsl OOpallieHHsI K BpadyaM.
OTO NOBOJIBHO TUIMYHO Ul MALMEHTOB W3 MHOIOJETHBIX, COLIMATIbHO HEOIAronoqyyHbIX WIN
IUIOXO TOBOPSALIMX IMO-PYCCKU CEMEW M3 CEIbCKOM MECTHOCTH, TOPHBIX ayJIOB, YAaJEHHBIX
pariOHOB, II€ HET CIIEI[MATUCTOB.

JApyrue kinHu4YecKue NposiBjieHus U 1udPepeHunaabHasi JUATHOCTHKA TUPO3UHEMHUHU
T™an 1
Kivanueckun 3HaunMasi TUnepTpopuyecKas KapaIuoMuonaThs ObLia 3aperducTpUpOBaHa y Tpex

JIeTeil ¢ THPO3MHEMHEH, M y OJTHOTO OHa cTana npuuuHoit cmeptu [30].

['unornukemMuss - CHUMITOM THUIMYHBIA JJI1 MJIQJACHLEB JIO0 TOJa C TSKEJIbIM TEYEHHUEM
3a00JIeBaHUs, CONPOBOXKIABLIEMCSI II€UEHOYHOH HepocTaTroyHocThio. [loaToMy cienyer
npoBOIUTh AU(QepeHInanbHbli AMarHo3 ¢ INIMKOT€HO3aMHU, HapylIeHUsIMH OeTa OKUCIIEHUS
JKUPHBIX KHCJIOT.

[loBblieHMEe ypOBHS THUPO3WHA TakKXKe MOXKET HaOmomaTbest mpu  JApyrux  (opmax
HACJIEICTBEHHOW TUPO3UHEMHH, KOTOPbIE OTIMYAIOTCS MO CIEKTPY KIMHUYECKUX MPOSBICHUM.
HenocratoyHoCTh THpO3MHAMUHOTpaHC(epa3bl — TNepBoro (QepmeHTa MmyTH KaTtabonM3ma
TUPO3UHA — MPUBOAUT K Pa3BUTHIO HACIEACTBEHHON THpo3uHemuu 2-ro tuna (OMIM 276600),
TaKk)Ke Ha3blBaeMol cuHapoMoM Puunepa—Xanxapta. Tupo3uHemMus 2-ro THIa CONpPOBOXKAAECTCS
MOBBIIICHUEM YPOBHS THpPO3WHA B KpoBU U Moue. KiumHuyeckuil ¢eHoTHUIl BKIOYAET
YMCTBEHHYIO OTCTaJOCTh, OOJI€3HEHHbIE BBICHIIAHMS Ha porosuile, (HorodoOuto, KepaTUT U
00JIe3HEHHBI MaJILMOIIAHTAPHBIN runepkeparo3 [4]. Myrtauuu, NpuBOJAIIME K CHUXKEHHUIO
AKTUBHOCTH P-THUAPOKCU(PEHWINUPYBATIUOKCUTEHA3bl — BTOPOro (QepMeHTa Karaboiau3zma
TUPO3WHA, MOTYT crnocoOcTBoBaTh pa3Butuio xokuHcuHypun (OMIM  140350) wnm

HaCJIeICTBEHHOM THpo3uHeMun 3-ro tuna (OMIM 276710).
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2. IlmarHocTuka 3a060J1eBaHNsI MJIM COCTOSIHUS (TPyNnbI 3200/1eBAHUN WU

COCTOHHHﬁ), MEIUIUHCKHE TMOKa3aHUA U IIPOTUBOINIOKA3AHUA K IPUMECHCHHUIO

METOJA0B THATHOCTUKHU

ﬂua2H03 HT1 ycmanaeaueaiom HA  OCHOBAHUU OAHHBIX  CeMEUH020 aHamHesd,

KIUHUYEeCKUX CUMNmMomdax, OaHHbIX UHCMPYMEHMANbHbIX MCC/Z600661H1/[12, a makoice pesyibmamax

ouoxumuueckou u JJHK-ouaznocmuxu

2.1 ’Kaao00bLI 1 aHAMHE3

[Ipu cOope aHamHe3a W KaI0O PEKOMEHIOBAHO OOpAaTHTh BHUMAaHWE Ha CIIEAYIOIINE

JKaJIOOBI M aHAMHECTHYECKHE COOBITHA:

OMACOWEHHBILL CeMEeUHbIll AHAMHe3 (CXOOHble CUMNMOMbL ) cubco8 npobamoa,
OUZKOPOOCMBEHHbLIL OPAK);
Cyuau 6HE3aNHOU OemCKol CMepmu,
cpbleusanus, peoma,
nomepsi Maccol mena, nioxas npubaska Maccvl meid,
aoHcenmyxa,
HOCO8ble KPOBOMeYeHUsl, KPOBOMeUeHUs U3 MeC UHbEeKYUlL,
yeenuyeHue pazmepos neyeHu, Cele3eHKu;
cneyuguueckull «KanycCmHulily 3anax mena;
pasauunsie deghopmayuu ckeiema (Yauje HUNCHUX KOHEYHoCcmell);

SNU300bI 2UNO2TIUKEMUL 8 AHAMHe3e.

2’Kano0On1 1 aHaMHE3 TaK)Ke OIMCAHBI B pasaciic «KKIMHUYCCKasd KapTUHA.

2.2 duzukajabHoe 00cae10BaAHHE

Iayuenmy c nooospenuem na HT 1 cnedyem npoeecmu noaHoyenHoe @u3UKalIbHOE

O6Cﬂ€0060H1/l€, o6pau4aﬂ ocoboe eHuMmanue Ha nalbnamopHoe U nepKymopHoe uccneoosanue

neyerHu U Cceie3eHKu.

Ocmpas ¢popma HT 14:

3a0epaicKa puuuecKko2o pazeumusi;

¢ebpunvnas memnepamypa,

psoma, 0be3soxcusanue;

ouapesi;

eenamo-/ 2enamocnieHoMe2anusl,;

acyum u OUHAMUYECKAds HenPOXOOUMOCMb KUULeUHUKA,

JoHcenmyxa (Ha cmaouu ocmpo2o 2enamuma,;
14



— ocmpoe  JHcenyOOUHO-KUULeYHOe KpOB8OmeyeHUue (803MOJNCHbL MelleHd, pPeoma
Koghetinot eyweti),

— be3benkosvie omeKu, AHACAPKA,

— KpoomeueHUs 3a cuem CHUNCEeHUs DeIKO80-CUHMemu4eckou yHKYuU neyeHu,

—  UHO20a cneyuuueckull «KanyCmHuliLy 3anax mena;

— eunepeuopo3, KOMOPbIU BbIPANCEH 6 Nepuod Kpu3os, 0COOEHHO HaA oHe
JIUXOPAOKU U 2UNOTUKEMUU,

— eunepecmesus (pebeHoK npeonoyumaem HAxX00UMbCs 8 Kposamie, d He HA PYKAX
V Mamepu) A615emcs NposieeHuemM noIUHetponamuu.

Xponuueckasa HT 1B:

— 3adepyxcka pocma, Ha 3-4 2o0a omcmaem ¢huzuonocuyeckas cmera 3y008,
3a0eparcuaemcs KOCMHubl 803pachi;

— eenamo-/2enamocnieHoMe2aus;

— acyum u OUHAMU4ecKas HenpoxoOUMOCMb KUUEUHUKA,

— drcenmyxa (Ha cmaouu ocmpoz20 2enamuma);

— ocmpoe  JHcenyOOuUHO-KUULeYHOe KPOBOmMeYeHUue (803MOJCHbL MelleHd, peoma
Koghetinou eyweti),

— Oe30enKkos8ble OmeKu, aHacapra;

—  KPOBOMeYeHUsl 34 CUem CHUNCEHUsl DeK0B80-CUHMEMUYeCKOl YYHKYUU NedeHU,

—  uHoeO0a cneyughuueckull «KanyCmHulily 3anax mend,

— eunepauopo3, KOMOPbIU BbIpANCEH 6 Nepuod Kpu3os, O0COOEHHO HA (oHe
JIUXOPAOKU U SUNOSTIUKEMULL;

— eunepecmesus (pebeHoK npednoyumaenm Haxo00Umscs 8 Kposamke, d He Ha PYKax
V Mamepu) A615emcsi NposielleHUemM NOJTUHEUpPOnamu;

—  paxumonoodobHoe 3abonesanue 8ciedcmaue msdxceiol myoyionamuu,

— nepughepuveckas Hetiponamusi, ocmpvle AOOOMUHATbHbIE KPU3bL, UL MAK
Hazviéaemvle «MUPOZUHEMULECKUE» KPU3bL, KOMOpble NPOBOYUPYIOMC NPUEMOM
BbICOKOOENKOBOU — NUWU U CONPOBONHCOAIOMCA  JUXOPAOKOU,  pBOMOL,
UHmMoKcuKayueu,

—  KApOUOMUONAMUSL U APMEPUATbHASL 2UNEPMEH3US NPOAGIAIOMCA KAK pe3yibmam

MemaobonuyecKux npoyeccoes, maKk u 6mopuviHo Ha quHe nopasiCeHusl NO4eKx.
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2.3 JIaGopaTopHasi AMarHOCTHKA

o Pexomenayercsi BceM MAalMEHTaM C KIMHUYECKUMU TMPH3HAKAMHU, XapaKTEPHBIMHU JUIS
HT1 ompenenenue aMUHOKUCIOT U CYKIIMHHJIAIIETOHA B OMOJIOTUYECKHX JKUIKOCTSIX METOJOM
TaHJACMHOW MAacC-CIEKTPOMETPUH C TENbI0 OMOXMMHUYECKOTO TMOATBEPKACHHS AWArHo3a |
T PepeHIMaIbHON  TUArHOCTUKK C JIPYTUMH HACJCICTBCHHBIMH HApyIICHUSIMH OOMEHa
semrects [1,4,10, 31].

YpoBeHb yOeAUTEIbHOCTH 0KA3aTeNbCTB — C, yPOBEHb J0CTOBEPHOCTH /I0KA3ATEIbCTB- 5.
KommenTapum: Basxcrno nomuums, umo 63amue OUON0SUHEeCKO20 Mamepuaid OJis AHAIU308
(MOUU Ha CYKYUHULAYEMOH U KpoBU Ol NPOBeOeHUs MAHOEeMHOU MAcC-CNeKmpomMempuu)
00JDICHO  NPOBOOUMbCL 00  HAYANA  UHQYUOHHOU — mepanuu, O0COOEHHO  B8e0eHUs
NAA3MO3AMEWAIOUUX PACNBOPOS8 U KOMNOHEHMO8 KPOBU.

Iamoenomonuunvim npuznakom HT 1 aensemcs evlcokuil ypogensb CYyKYUHUIAYEMOHA 68 MOYe U
nnasme kpogu (Hopma 0-2 mM/mons kpeamununa). Hebonvuioe nogvluienue cykyunuiayemona 6
KpoBU U MOYe MOdCem HAbn00amvcs npu nepekopme Oeikosou nuujell, Npusoosiujem K
@yHxkyuonanvnoti Heoocmamounocmu FAH. HUccnedosanue cyxkyununayemona HeobXo00umo
npo6oouUmMs 00 HAYANA OeMOKCUKAYUOHHOU Mepanuu, Nnepeiusanus nid3mvl U Opyeux
KOMNOHEHMO8 KPOBU.

Buvicokutl ypoeens memuoHuHa npueooum K nOsA6IeHUI0 «KanyCmHo20» 3anaxa, Komopbulil He max
cneyuguuen, Kax ONUCLIBALOCL paHee, U CKOpee Oompax)caen NedeHOYHO-KIeMOUYHYIO
Hedocmamoyunocms.  Yposenv mupozuna eviwwe 200 mxMoav/n  u  nosvluienue  e2o
npeouleCmeeHHUKa (QEeHUIaNaHuHa npu  MUpo3UHeMuu Onpeoersiomcs aub y oemel ¢
HOPMATbHBIM HYMPUMUBHBIM CIAMYCOM. Y UCMOWeHHbIX Oemell ¢ OIUMeNbHbIM AHAMHE30M U
KIUHUKOU — OENIKOBO-IHEP2eMUYEeCcKol — HeOOCMAMOYHOCMU — COOepICAHue  MUpPO3UHa U
Genunananuna 8 kposu mozym ovims 6 Hopme. Ha ¢pone nposedenuu cneyuguuecroii mepanuu
HUMUBUHOHOM™™ | HU3K00OENK080U Ouemvl U Npo8eoeHuu 0emoKCUKAYUOHHOU mepanuu ypoG8eHsb
CYKYUHUNAYEMOHA 3HAYUMENbHO CHUdICAemCcs U docmueaem Hopmbl 8 medenue cymok. Credyem
C OCMOPOICHOCMBIO OMHOCUMbCS K UHMEPNpemayuu pe3yibmamos aHAIu3d amMuHOKUCION,
NOCKOIbKY NOBbIULEHUE YPOBHS  (DeHUNANAHUHA, MUPO3UHA U MEMUOHUHA YACMO HAOI00aemcs

npu 36160.7166‘(1H1/l}1x, conpoeoofcda;ou;uxcg MAINCENLIM NOPAINCEHUEM NEYEHU

. PexoMeHI0BaHO BCEM MAlMEHTaM C KIMHMUYECKUMHU TPU3HAKAMU, XapaKTEPHBIMU IS
HT1 ompenenenue anbda-peronporenna (ADII) B cehiBopoTKe (WM TIIa3Me) KPOBH, KOTOPBIHA

ABIACTCA OAHHUM U3 OMOXUMHUYECKUX MapKepoB HTI1 ¢ O CJIbIO OHMOXMMHUYECKOTO MMOATBCPKACHUA
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nuartosza u auddepeHnraibHOW TUAarHOCTUKU C APYTMMU HacleACTBEHHBIMH HapyHICHUSIMU
obOmeHna Bermiects [1, 4, 10, 31].

YpoBeHb yOeAUTEIbHOCTH A0KA3aTeNbCTB — C, yPOBEHb J0CTOBEPHOCTH /I0KA3aTEJIbCTB- 5.
KommenTapuu: ADII — mapkep nporugepayuu sncenunvix npomokos, npu HT 1B nosviwen 6
oecamku, a y odemetl ¢ HT 1A oaoxce 6 muvicauu pas. ADPIl ne cneyuguunwiii, HO OUeHb
YY8CMBUMENbHBIIL NOKA3AMeNb, NPU HOPMANbHOM e20 ypoene ouacno3 HT 1 comnumenen. B
Hopme y demeut om ) 0o 3 mec. Konyenmpayus ADPII <1000 ne/mn;, om 3 mecsayes 0o 18 nem
konyeumpayusi APl <12 ne/mn.

Hpyeum mapkepom  Aensiemcs NoGvluleHue  O-AMUHONEBYIUHOBOU  KUCIOMbl, MAK KaK
CYKYUHUIAYEMOH UHSUOUpyem O0e2uopo2eHasy O-aMuHOIe8yIUHOBOU KUCIOMbL 6 NedeHu U
apumpoyumax. B nopme codepcanue O-aMUHONIE8YIUHOBOU KUCIOMbL 8 pA3080U Npobe Mouu
cocmasnsiem <34 mxkmonv/n (popmyna nepepacuema <4,5 me/n x 7,626), 6 CymouHotl moue - om
11,4 00 57,2 mxmons/cym (1,5- 7, 5 me/cym).

Tosvluenue Konyenmpayuy 0-aMUHOIE8YIUHOBOL KUCIOMbL OMMeUaemcs maKice npu 0CmpuLx
nopupuax (ocmpas — nepemedcarowjasca,  «necmpasn», 8pPOICOeHHAs  Konponopgupus),
ompagnenuy CeUHYoOM, oeuyume aAMUHOLEBYIUHAM-0e2UOPamasvl (20mMo3ueomsl). Ymepennoe
NOBbLULEHUE MOJCEM HAO00ambcsi Npu  ouabemuyeckom Kemoayuoose, 0OepemMeHHOCmU,

NO30Hel KONHCHOU nopgupuu u npu npuéme HeKomopbix NPOMuUE0CY00PONHCHbIX CPEOCHE.

o PexkoMeH/10BaHO BCeM MAIMEHTaM C KJIMHUYECKHUMU M OMOXMMHYECKHMMH U3MEHEHUSIMHU
xapaktepusiMu Uit HT1 wuccrnenoBanuwe rena ¢ymapunaneroruaponassl (FAH), ¢ menbro
MOJICKYJIIPHO-TCHETHYECKOT 0 MOATBEPKAcHU Auarnosa [1, 4, 5, 10, 16, 31].

YpoBeHb yOeauTeIbHOCTH 10Ka3aTebCTB — C, YypOBEHb 10CTOBEPHOCTH J10KA3aTeJIbCTB- S.

KommenTapum:  uvacmoimu  namocennvimMu — eapuammamu  saengiomca;  €.554-1G>T,

¢.1062+5G>A, ¢.1025C>T (Pro342Leu) ¢.1090G>C (Glu364GlIn).

. Pexomennyercs nmanuentam ¢ kiMHUYeckuMu nposisinenusmu HT1 nposeaenue obmiero
(KIMHUYECKOT0) aHajlu3a KPOBU pa3BEpHYTOro (reMorjioOMH, KOJUYECTBO HPUTPOLIUTOB,
IIBETOBOM II0Ka3aTellb, KOJMYECTBO JIEHKOLUTOB, TPOMOOIIMTOB, JeHKoIuTapHas Gopmyia u
CKOPOCTh OCEIaHUsl SPUTPOLIUTOB), JJsI OLEHKHM OCHOBHBIX IapaMeTPOB KPOBETBOPEHUS U

HAJIMYMS BOCIAIUTEIBHBIX MPOIieccoB [32].

YpoBeHb yOeIUTEIBLHOCTH 10KA3aTeILCTB — C, yPOBEHb 10CTOBEPHOCTH 10KA3aTEIbCTB- .
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e Pexomenayercs mnamueHTam ¢ KiuHudeckuMu mnposiBiaeHusmu HT1 mpoBenenue
obmiero (KJIMHUYECKOT0) aHajau3a MOYM I OIEHKH COCTOSHUS MOYEBBIBOJISAIINX

nyTeii u mouek [33].
YpoBeHb yoequTeIbHOCTH 10Ka3aTeILCTB — C, YypOBEHD IOCTOBEPHOCTH 10KA3aTeIbCTB- 5.

o PexoMeHnayercsi TanuMeHTaM ¢ KJIMHUYeCKUMHU mposieieHusmu HT1 — mpoBenenue
OMOXMMHUYECKOT0 aHaimu3a KpoBH (TJIF0K03a, 00MMid OesoK, OeKoBbIe Ppakiuu (HCCIICIOBaHUE
YPOBHs aibOyMHHA B KPOBH, OMpEAeiIeHUE anbOyMUH/TIIO0YIMHOBOIO COOTHOIICHHS B KPOBH),
OOIIMMA, CBS3aHHBIA M CBOOOIHBIN OMIMPYOWH XOJECTEPUH, TPUTIUIEPUIBI, JIATIOMPOTEHIbI
HU3KOH M BBICOKOH IUIOTHOCTH (MCCJICIOBaHHUE YPOBHS JHMIIONPOTEHHOB B KPOBH), IICIOYHAS
docdarasa, raMmma-riIroTaMImITpaacdepasa (I'TT), KpeaTUHWH, MOYEBHHA,
anannHamuHoTpancdepaza (AJIT), acmapraramuuorpanchepasa (ACT), kampimii oOUMIA U
WOHU3UPOBAHHBIHN, HATPHU, KaJIuii, HCOpPraHUYECKHI Gocdop, xKeae30 u GeppuTHH) I OLEHKH
(YHKITMOHATILHOTO COCTOSIHUSI BHYTPEHHUX OPraHOB, HATWYMS WH(EKIIMOHHBIX OCIOKHEHUH U
HYTPUTHBHOTO cTaTtyca nanuenra [1,4,5,10, 31].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTebeTB — C, YypOBEHB 10CTOBEPHOCTH J0KA3aTeJIbCTB- D.
KoMMeHTapum: B Kposu ommeuaiomes yMepenHo nosvluteHublll yposeHs mpancamunas (6 2-3 u
bonee pas), svicoxkull ypogens camma-entomamurmpancgepaszvl (I'TT) u wenounou gpocghamasvi
(LL{D), rxomopwvie ssnAwOmMca NPUHAKAMu 6HympuneyeHounoz2o xonecmasza. Ilpu HT 1A
ommeuaemcs yMepeHHulil 6Hympunedenounvlti xonecmas, npu HT 1B xonecmasz moocem 6vimo
OUCCOYUUPOBAHHBIM. NPU HOPMATLHOM YPOSHe DUNUpYOUHa ommeuaemcst 6blcokuil ypoeenv 11T,
a maxxce wenounou gocghamasevr (L[D), yeeruuenue komopot modcem Ovlmv NPOAGIEHUEM
ocmpoeo paxuma.

Ilpu Hanuuuu paxumonodobrnoco 3abonesanusi akmusHocmv II[D npesviwaem nopmy 6 5 u
bonee pas. Buvipasicennocmv mybyronamuu onpedensiemcsi 31eKmpOoaumHbiM OUCOANAHCOM U
NPOAGNAEeMCs. HUSKUM YpOo8HeM Kanvyusi u ghocghopa 6 cvisopomke kposu. Cunopom Dankouu
Modxcem  Oblmb, KAK NOJIHLIM, MAK U HENOJHbIM, ONMUMAILHO OH  Onpeoensemcs
KanbYuil/KpeamuHuHo8blM U hoc@op/KpeamuHuHo8biM KO3 duyuenmom 6 pazoeoul (6mopoii)
nopyuy Mo, KOmopvie Mo2ym Oblmb JIONCHOOMPUYAMETbHBIMU NPU HUZKOM YPOGHE IMUX
anekmpoaumos 6 kposu. Ilpusmaku cunopoma DaAHKOHU — GKIIOYAIOM  2TIOKO3YPUIO,
2CHEPANU0BAHHYIO  AMUHOAYUOYPUIO, NOYEUHbIll  KAHAIbYesblll  ayuoos,  gocgamypuio.
Bmopuuneiii  eunepnapamupeos  conpsidiceH ¢ eunokaivyemuei, eunogocgamemueri u

coomeememayouumu um Karovyuti- u pocchamypuent [1,4,7,9].
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. Pexomenayertcsi mpoBeaeHue koaryiaorpammel (AUTB, MHO, nmporpomOuHOBOE Bpemsl,
POTPOMOMHOBBIN MHACKC, ((MOPUHOTEH) MalMeHTaM ¢ KIMHu4YecKuMH nposiBaeHussmu HT1 s
OLICHKH (DYHKIIMOHATBHOI'O COCTOSHUS ITEYCHU U CBEPTHIBAIOIIEH CHUCTEMBbI KPoBH [4].

YpoBeHb 10CTOBEPHOCTH PeKOMeH1aluM 5 (YPOBEHb T0CTOBEPHOCTH JA0Ka3aTeIbcTB —C)
KommenTapwuii: Koaeynoepamma Heobxoouma 011 eviseieHus eumamur K—3asucumou
Koaz2ynonamuu, KOmopas Xapakmepuzyemcs oeQuyumom 6cex NeyeHOUYHbIX daxKmopos
ceepmuiganus (II, V, VII, X, IX, XI, XII), yonunenuem npompomoOuH08020 u aKmueupo8aHHO20
yacmuyHo2o0 mpomoboniacmunogozo epemenu (A4TB), cHudiceHuem npompomoOuH08020 UHOeKca,
¢ubpunoecena, anmumpomouna IlI. Koacynonamus uawe ecmpeuaemcs npu ocmpou
muposunemuu (HT 14), npomexaem 3HauumenvHo msasjiceiee, yem npu Opyeux 601e3Hsax nedexu,
npU 3MOM  AKMUBHOCb MPAHCAMUHA3 U USMEHEHUS COOepI*CaHus OunupyouHa mozym Ovimb

BbLPAICEHBL YMEPEHHO U He COOMBEMCmeosams msdicecmu cocmosinusi pevenxa [1,4,7,9,10].

. Pexomennyeres nanuentam ais auddepenunansHoi nuarnoctuku HT1 onpenenenue B
CBIBOPOTKE KPOBH: TAJIAKTO3BI JJIsi UCKIIIOYCHUS TajlakTo3eMuu Tull 1, anbga-l-anturpurncuna
Ul UCKIroYeHUs naedumura anbda-l-aHTUTpUIICMHA;, aMMHAaKa B IUIa3ME KpPOBH IS

UCKITIOYEHUS HApyIICHUH UKIa MOYeBUHBI [32, 36].

YpoBeHDb 10CTOBEPHOCTH PEKOMEHIAINH 5 (YPOBEHD 10CTOBEPHOCTH A0Ka3aTeJbcTB —C)

KoMMeHTapuu: x 3a0601e6aHusiM ¢ KOMOPLIMU HEOOX0OUMO NPOBOOUMb OuphepenyuanbHyo
OUACHOCTNUKY OMHOCAMCSL: 2anakmosemuss mun 1, Hapyuienust OKUCIEHUSI HCUPHBIX KUCIOM
MUMOXOHOPUATbHbIE — 2eNAMONAMUU, HAPYWEHUS. YUKIA MOYesuHvl, 0Oone3Hb Bunbcona,
OHKONI02UYEeCKUe 3a001e6aHUsl NeyeHu U Opyaue 3a001e8anus, CONPoBOHCOAUUEC CUHOPOMOM

Xxonecma3sa. Buibop uccnedosanuii — uHOUBUOYATLHO 8 3A8UCUMOCIIU O KIUHUYECKOU CUmyayuu

2.4 UHCTpYMEHTAJNLHAS THATHOCTHKA

. Pexomenayercsi TmpoBeAcHHE yiIbTpa3BykoBoro wuccienoBanus (Y3M) opranos
OpIOIIHOM TOJIOCTH W TOYeK (yJIbTPa3BYKOBOE HCCIEIOBAHUE OPraHOB OPIOIIHON TMOJOCTH
(KOMILIEKCHOE), YJIbTPAa3BYKOBOE HCCIICJIOBAHHE ITOYEK) BCEM IMAIIMEHTaM C KIMHHYECKUMU

npuszHakamMu HT1 nist BBIsSIBIIEHUS renaTo-, CIijieHo- U Heppomeranuu, acuuta [1,2].

YpoBeHb 10CTOBEPHOCTH PEKOMEHIAIHH 5 (YPOBEHb JOCTOBEPHOCTH JI0Ka3aTeIbeTB —C)
Kommentapum: Busyanuzayus napenxumvl nedeHu HA4UHAEmMcsi 0ObIYHO C VIbMPA38YKOB020
UCCe008AHUS, S6IAeMCS. NePE8biM  MemoOOM ONUCAHUS, JHCENAMeNbHO ¢ OONNIePOBCKUM

ucczze()oeauuem, a npu 603MOACHOCMU U I1ACMOMEMPUU. YV 6cex nayuenmoe npu n0003peHuu Ha
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HTI oonxcno 6vims evinonneno max oce Y3U nouex. Kommponvuvie Y3U neuenu u nouex
00JIICHBL NPOBOOUMCSL Kadcovle 6 mec., npu cmadunvbHo cHudcaowuxcs noxazamensix ADII
Ecnu 6 neuenu obHapyscusaromes y3ivl (Kak eunep- max u 2UN0dXo2eHubvie), ciedyem npogecmu
oanvHeluyo suzyaiuzayuio, npeonoumumensvio ¢ nomowwvio MPT. Oouaxo He cywecmeyem
e0UH020 UdealbHo20 mMemood. B nexomopoii cmenenu 6vibop memooa 6Oydem 3asucemov om
UMEIOWUXCSL Pecypco8 U Cpeocms.

Ilpu nanuuuu ghoxkanvHoco unu myremughoxanrbHoco nopadxcenus napenxumvt npu HTI yoce
A6711eMCsi OCHOBAHUEM OJisl peuleHUusi 60Npoca 0 NposeoeHuy mpancnianmayuu nedenu. Hem
HeobX00UMOCmuU 8 IKCMPEHHOU onepayuu npu Oup@y3Hvix UsMEeHeHUsX neyeHu, yuppose Oes3
V37108, MAK KaK jleyeHue HUMUSUHOHOM NPUBOOUM K pecpeccy yupposa u oaem 803MOACHOCb
OmcpouUmMb MPAHCHIAHMAYUIO.

Ecnu napenuxuma umeem oughghysnyto eunepaxocenHocms, HeOOHOPOOHOCHb, HO Oe3 0ObEMHBIX
BKIIOYEHULl U NpU HopmanbHoM yposHe AD@II, nokazano ouHamuyeckoe Ucciedo8aHue Co2iacHo
NIAHY MOHUMOPUPOSanus ¢ nepuoouunocmoito 6 mec. [1,10-13]

Ilpu nosereHuu 2UNOdX02EHHBIX OKPY2IbIX 00pA308aHUll (Y3106 peceHepayuu) Ui UHLIX
NOO0O3DUMENILHBIX HA AO0EHOMY, KAPYUHOMY, UIU 2eMAHSUOMY 00pa308aHUll NOBbIUEHHOU
NIOMHOCMU, A MAaK Jce OONOIHUMENbHOE BU3YaIusupyrouiee Uccile008anue, KpamHocmy
uccneoosanusi ADII eospacmaem - paz 6 3 mec. Bcecoa cnedyem umemsv Oucku uiu CHUMKU
npeovblOYWUX UCCIe008anUll Ol CPABHUMENbHOU OYEHKU AKmMYAalbHO20 UCCIed08anus. Y ecex
nayueHmos 00IHCHO ObIMb YIbMPA38YKOBOE UCCIIe008AHUE He MOTbKO NeYyeHU, HO U nodex. Ecau
V3Ibl  NPUCYMCMBYIOM 8  NeyYeHU, cledyem Nnpogecmu  OAlbHeUulyo  8U3yaniu3ayuio,

npeonoumumenvho ¢ nomowivio MPT ¢ éuympuseHnbimM KOHMpacmuposanuem.

o Pexomennyercs ynbTpa3zByKkoBas Jomniuieporpagusi COCyJ0B MEUYEHH, CENE3CHKH, OUEK
nanueHTaM ¢ KiInHudeckuMu npuszHakamu HT1 wnm ¢ ycranoBneHHeiM auarHosom HT1 mo
MIOKa3aHUSAM C LIEJIBI0 OLEHKH CKOPOCTH KPOBOTOKA M COCTOSIHHSI COCYJOB II€YEHH, BBISBIICHHUS

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

YpoBeHb 10CTOBEPHOCTH 0KA3aTeJIbLCTB — 5 (YpoBeHb y0eauTebHOcTH pekoMenaanuii C).
Kommenrapum: [[gemogoii Oonnaep moodicem ucnonb3o8amuvcsi Oisk OYeHKU COcy008 NeveHu u
nopmanvuot eunepmensuu. QOOHako He 6ce Y3eIKU Mo2ym Oblmb OOHAPYICEHbl, U
appexmusnocmov memooa 3agucum om onvima cheyuanucma. Mynomu-oemexmoproe KT-
CKaHUpoBanue s615emcsi ObiCmpblM U obecneuugaem MHO2ONIOCKOCHHYIO GU3YANU3AYUIO C
XOpowuUM NpOCMPAHCMEEHHbIM paspeulenuem anomaiui 6 nevenu. Koumpacm mooicem

yaydywumes oemanuzayuio ¢ 66 % 0o 82 %, noseonss 6viA6namv 310KAYECmEeHHble USMEHEeHUs
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[14,17,18]. Tem ne menee, ananusz pucka u nob3vl A61emMcst 0053amenbHbIM, Ymoodvl uzbexcams
00yueHus y oemetl, yice N00BEPIHCEHHBIX PUCKY 3N0KAYECMBEHHO20 00pA308aAHUS, NOIMOMY OH
mpebyem noemopHol oyenku. HMnoeoa mpebyemcs cedayus, 4mo mMAaxK JHce 0SpaHuyusdem
uccneoosanue.

° PexomeH10BaHO BceM NanMeHTaM ¢ KIMHUYeCKMMHU TpuzHakamu HT1 mnpoBenenue

9JIACTOMETPHUH TeueHH (daacTorpaduu eUeH ) ¢ HEIbI0 OLEHKH cTeneHu ¢pudposa [1, 4, 5, 6].

YpoBeHb 10CTOBEPHOCTH /J0Ka3aTeJdbCTB — 5 (YpOBeHb y0eIMTeJbHOCTH PeKOMeHAalui
O).

KommenTapuu: Onacmomempusi - OnmumMaivHulll HEUHBAZUBHDLIL YIbMPA38YKOBOU MEmoo
KOJUYEeCNB8EHHOU OYEeHKU NJIOMHOCMU MKAHU NeYyeHUu (8 Kauecmee albmepHamussl -
KOMNbIOMEPHASL MOMOSPADUA  OP2aHO8 OPIOWHOLU NOAOCMU  UW/UIU MACHUMHO-PE30HAHCHAS

momoepagpuu opearnos OPIOUHOU ROTOCIU).

o PexomennoBano manueHTaM C KiIMHHYeckuMu mpu3zHakamu HT1 mo mnokaszanusam
MPOBEJICHUE  KOMITBIOTCPHOW TOMOTpauu OpPraHoB OpPIONIHOW IMOJIOCTH W/WJIM MarHUTHO-
pPE30HAHCHOM TOMOrpauu OpPraHoB OpPIOIIHONW TMOJOCTH C  MAarHUTHO-PE30HAHCHOM
xonanruonankpearorpadueir (MPXIII) ¢ menpro BBIABICHHS  OOBEMHBIX OOpa3oBaHUN M
OILIEHKH COCTOSHHSI POTOKOBO# cuctemsr [1, 4, 5, 6, 11, 31].

YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJILCTB — 4 (YpoBeHb YoequTebHOcTH pekomenaanuii C).
KommenTapuu: /Jlanusie memoost euzyanuzayuu HeobXoOumvl 01 UCKIOUeHUs npoyecca
ManueHu3ayuy, Hanpumep, Npu NOOO3PEHUU HA  GopmuposaHue 2enamoyenitossAPHoONU
KAPYUHOMbI, PUCK KOMOPOU oueHb Genux npu nokasamensix ADII, npesviwarowux HOpMy 8
comHu u oaxce moicauu pas. Buioop 3a KT unu MPT ¢ koumpacmuwvim ycunenuem. Ilopasicenuvie
eenamoyumosl  KOHmMpAacm He Hakanaugarom. Jlemckuil 6o3pacm He AGIAemcs NpPIMbIM
NPOMUBONOKA3AHUEM K UCCTIe008AHUI0, HO O2PAHUYUBAem e20 NpumMeHeHue. Bpemennvie pamxu:
apmepuanvuas ¢gaza 10-20 cex, xoumpacmuposanue 6opomHol 6envl Ha 60-80 cex u
neuenounvle 6eHvl Ha 3-5 mun. Ilocne eHympueenHoz2o 66edenus KOHMPACMHO20 npenapama
OuHamudeckue NoC1e008amerbHOCMU  00ecneyusaom aHamu3  BACKYIAPU3AYUU  V3108.
Hughhysno-e3sewennas  usyanuzayus Modxicem nOMOYb OMIUYUMb OupgepeHyuposanivie

cenamouyellojiZipHble KAPYUHOMbL Om 006p0Kall€Cﬂ’l8€HHblx y3einKoes

° PexoMengoBaHo mnanueHTaM ¢ KIMHUYeCKMMHU mpu3HakaMu HT1 no mnokazaHusim
MIPOBEICHUE PATMOU30TOMTHOTO HMCCIIENOBAHUS TIEUeHH (TrenmaToCHUHTUTpadusi craThudeckas u

OUHAMHU4YEcKas,  remaroOmnucuuHTurpadus) W nouek  (cuuHTUrpaduss  MOYEeK U
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MOYCBBIACIUTEILHON CUCTEMBI) C IEIbI0 OIEHKH (YHKIMOHAIBHOIO COCTOSHUS opraHoB [1,4,

6,11].

YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4 (ypoBeHb yoenuTeabHOCTH pekomenaanuii C).

KommenTapuu: Memoo couemaem He monvKo 8u3yanu3ayuro, Ho s611emcs U YHKYUOHATbHbIM
ucciedosanuem. Hapywenue BHYMPUKTIEMOUHO20 mpancnopma, 9KCKpeyuu
paouoghapmnpenapama (PDII) ¢ acenuvto, nymu vigedeHuss €20 U3 Op2aHusmd, 8 mom yucie,
nepepacnpeoenienus — NeuyeHv/cele3eHKka — Npu  CMamuyeckou — ecenamocyuHmuepaguu,
eunepghuxcayus PDII 6 cenesenxe bonee 15% sasnaomcesa npusHakom HOPmManibHol 2unepmeH3u.
Yuacmku cuudcennoco naxonnenus — 9mo HCUPOBAS U COEOUHUMENbHAA MKAHL, KUCMbL,
aoenoma (00OpoKayecmeeHHas ONYXoab), Y3bl pe2eHepayull ¢ NOHUNCEHHOU 8ACKYIAPUZAYUEI.

Penocyunmuepagus nozeonsem oughgpepenyuposano oyenums yHKYUO npasol u 1eoti noyex.

o He pexomenayercsi mnpoBeieHHEe OHOICHMU TE€YEHH Yy JETed C LUPPO30OM H
BBICOKOBEPOATHON TemaTone/umtoasapHoil  kapiuuHoMmoit mpu HTI1, 4TtoObl u30exkaTh pHCKa
reMaTOreHHOM JUCCEMUHAIINH 3JI0KAYECTBEHHBIX KIIETOK [24].

YpoBeHDb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5 (YpoBeHb yoequTeabHOCTH pekomenaamuii C).
Kommenrapuu: [Juaenoz HTI mopgonocuuecku He eepugpuyupyemcs, m.K. USMEHEHUs He
MURUYHBLL — JHCUP06as oucmpous, npoaugepayus HceruHvlX HPOMOKO8, MHO2050epHble

cenamoyumsl, paspacmanue COCOUHUMENIbHOU MKAHU U 06pa306aﬂue JOJHCHBIX O0JIEK.

° PexomengoBano mamueHtam ¢ KiauHu4Yeckumu npusHakamu  HT1  mpoBenenue

PEHTI€HOJICHCUTOMETPHUH C IEITBI0 UCCIICIOBAHUS MHUHEPATbHOW IIOTHOCTH KOCTHOW TKaHH. [4,

6,9, 11, 31].

YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJIbLCTB — 4 (YpoBeHb y0equTebHOCTH pekoMenaanuii C).
KommenTapuu: /Hccredosanue nposooumcs y nayueHmos ¢ HpusHakamu my0yionamuu:
usMeHeHuem J1abopamopHsiXx noxasameneu, paxumonoOOOHbLIMU KOCHHLIM 0edopMayusmu.
Penmeenooencumomempuio nazuauaiom, Kax npasuio, demam cmapuie 5 jiem.

o PexomenoBana peHtreHorpadusi KUCTeW MaIMEHTaM C KIMHHYECKMMH MpPHU3HAKAMHU
HT1 nmna nuarHoctwku (B T.4., B JWHAMHYECKOM HAOJIOJIEHWHU) KOCTHBIX W3MEHECHHM,
BBI3BaHHBIX runodocdaremueii [32].

YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 5 (YpoBeHb y0eauTebHOcTH pexomenaanuii C).
KommenTapuu: B m.u., 014 oyenku xocmuo2o o3pacma. Penmeenozpaguueckoe onpeoenenue

KOCmHO20 e0o3pacma HasHadarom oemsam cmapuie 2 nem.
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) PexomenaoBana nanueHtam ¢ KinHuyeckuMu npuzHakamu HT1 mo mokazanusam OKIT,
sxoKapanorpadusi ¢ esbio OLEHKH MOPHODYHKIIMOHATIBHOTO COCTOSHUS cepana [4].

YPpoBeHBb 10CTOBEPHOCTH 10KA3aTeNbCTB — 4 (YypoBeHb yoeauTeabHocTH pekomenaanuii C).
Kommentapum: /[Jaunvie memoowvl no3eonsaiom oyenums MophopyHKYUOHATbHOE COCMOAHUE

cepoya u maxaice HeobXo0UMbl NPU NPOBEOEHUU UCCIe008AHULL 8 YCIO0BUSX Ce0ayul.

2.5 Unasn AUATrHOCTHKA

o PexoMeHaYIOTCH TIPU MMOCTAHOBKE JMATHO3a MAI[UCHTAM C KIMHHUYECKUMHU MPU3HAKAMU
HT1 npuMmeHsATs MyIbTUAMCHUIUIMHAPHBIA MOAXOM B BHIY TOrO, 4YTO 3a00JieBaHUS
XapaKTePU3YIOTCS TOPAKEHUEM MHOTUX OPTaHOB M CUCTEM, TPEOYET KOMIUIEKCHOM Tepanuu, 4To
JTUKTYEeT HEOOXOIMMOCTh COBMECTHOTO BEICHHS MallMeHTa CHEIUAIMCTaMU pa3HbIX Npoduien
[1, 4].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — D)
KomMmeHnTapuu: noxaszanvl nepsuunvie u nosmopmvie KOHCYIbMAyuu 8pavd-2eHemuKd, epaid-
ogmanvmonoea, 6paua-Hesposo2a, 6paua-ouemono2d, 8pava-2acmposHmeposo2d, 6payd-
0emcKoeo xupypeda, 6pava-xupypea co cneyuaiusayuel no mpaHcHIaGHmMON0SUU, 6paya-
9HOOKPUHON02d, 6PAYaA-KaApouono2d, 6pava-0emcKo2o Kapououoed, 6pava-mpasmamonoa-
opmoneoa, epada-He@pponoza, epava-neouampa, epava-mepaneema, a makdce epadeil Opyeux

cneyuanvrocmen nayuenmam ¢ HT1 [1,4].

2.6. lnddepeHunanbHas IMATHOCTHKA

. PekomennoBano mnpoBeneHue aupdepeHIanTbHOM TUAarHOCTUKA THPO3UHEMHUHU C

3a00JIEBAaHUSIMHU CO CXOJHON CHMITOMATHKOM C IeJIbI0 YCTAaHOBJIEHHS qrarnosa [32, 36].

YpoBeHb 10CTOBEPHOCTH PEKOMEHIAINHN 5 (YPOBEHD 10CTOBEPHOCTH A0Ka3aTelbCTB —C)

KommenTapuu: Ocmpyio HT 1 cnedyem oughghepenyuposams ¢ Opyeumu HacieodcmeeHHbiMu
HapyuleHusiMu 0OMeHa 6ewecms, 0COOEHHO NPU HATUYUU CONYMCMBYIOUe20 Cenmuiecko2o
COCMOsANUSL, PE3UCMEHMHO20 K MePanuy aHmuOUOMUKAMU WUPOKO20 CNeKmpa Oelcmeusl.
Bupyc-accoyuuposannvie 3abonesanus (cepnec-epynnvl: yumomezanrosupyc, dnwmetina-bapp
supyc, eepnec 1, 2 u 6 munos), TORCH ungpexyuu ne uckmouarom nanuuus HT1 muna [1,4,11].
Huaenocmuueckuii NOUCK npu 2enamomezaluu U cenamume HeO0OXO0OUMO HPOBOOUMDb C
eanakmosemuel, pykmosemuetl, HenepeHocumMocmoio Gpykmossi, bonesnvio Humanna-Iluxa,
bone3Hvio Bunscona, HeOHAmManbHbIM 2eMOXPOMAMO30M, eemoghazoyumapHuim
JUMPOSUCIMUOYUMO30M,  MUMOXOHOPUATILHOU — Yumonamuetl, — 8PONCOEHHLIMU — OONe3HAMU

2NUKOZUNUPOBAHUSL, Oepuyumom mMpaHCcaIbOOLaA3bl, AYeMaAMUHOpeHo8ol (napayemamonom)
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uHmokcuxayueul, UHeKYusMU (Cencucom, CaitbMOHeNIe30M, MyOepKyIe30M, 2epnec-6upyCcHol, 8
MOM Yucie, Yumome2aioeupycHou ungexyuetl, supychvimu cenamumamu A u B), ompasnenuem
epubamu, J1eKapCmMeeHHbIMU CPeOCMmEaMU HA PpAcmumenvHou ocHoge. I enepanuzosannas
AMUHOAyUOeMusi 4acmolil NPU3HAK NEYEHOUHOU HeOOCMAMOYHOCMY, HAPYWEeHUs. QYHKYUU
accumunsiyuu [1,4,6,7].

Hopaoicenue nouex npu HT 1 credyem oughghepenyuposams ¢ yucmunozom, cunopomom Lowe
(okynoyepebpopeHanvHas oucmpodus), NOYeUHbIM KAHAIbYEBLIM aAYUd030M, CUHOPOMOM
@Danxonu. Ilpu  paxumonoOoOHbIX UBMEHEHUsX CKelemd PpPeKOMEeHOO0BAHO  UCKIIOYANb
eunogochamaszuro  (HU3Kull yposerv werounou ¢ocgpamaszet u ¢ocghopa 6 cvisopomke),
depuyum sumamuna D (nympumusnozo u eenemuyecku 00ycinognenno2o), cunopom DankoHu
[1,4,9].

Hesponocuueckue kpusbl pekomeH008aHo Ougghepenyuposams om nposeieHull OmeKa mo3ed u
KPOBOUBNUAHUL, OAKMEPUATLHO2O MEHUHSUMA, SUNEPHAMPUNIEMUYECKO20 00e360CUBAHSL,
ocmpotl nepemedicarowetics nopgupuu [1,4,9].

Ipu u301upO6AHHOU 2UNEPMUPOZUHEMUU PEKOMEHO0BAHO UCKIIOUAMb HAPYUIEHUe 8 NUUe80M
payuone (nogvluienroe ynompedierue nuueso2o Oeika), Ymo ConposoNcOaAemcs COCMosIHUeM
MPAH3UMOPHO20 MUPO3UHO3A, PYHKYUOHANLHOU HedocmamoyHocmbio gepmenma FAH. Takorce
pexomenoogano uckatouamo muposunemuu |l u Il munos, opyeue 6Gonesnu nevenu c
Hapyuienuem CuHmemu4eckou u oemokcuxkayuonrnou gyuxyuu. [1,2,8].

Tlocunopommuwiii OughpepenyuanvHolil OuacHo3 ompadicer 8 npuioxceruu 172.

3. JleueHue, BKJIHOYAsI MeIMKAMEHTO3HYI0 U HEMeIUKAMEHTO3HYI0 Tepanuu,
AMETOTEPANNI0, 00e300,1UBaAHNE, MEAUIIUHCKHE IOKA3AHUS U

IMPOTHBOIIOKA3aHUA K IPUMCHCHUIO METO0B JICUCHUA

3.1 KouncepBaTuBHOE JieueHHe

OcHOBOUl  leyenus AGIAemcs NPUMEHeHUe NAMO2eHeMmu4ecKol mepanuu 6 CO4emaHuu ¢
HU3K00eIK080U Ouemoll U HA3HAYeHUueM CHeyuanusuposaHHblx NPOOYKMO8 HA OCHO8e cMecell
AMUHOKUCTIONM, He COOEPHCAUUX MUPO3UH U PEeHUNATAHUN.

o s neyenuss HT | Bcem manueHTamM pekoMeHI0BaHA MOXKW3HEHHAs MaTOreHEeTHYecKast
tepanus npenapatoM HUTU3MHOH** (NTBC, 2-(2-mHuTpo-4-TpHdmoopomernndenzomn)-1,3-
nuksiorekcaneaunox) [2,8,9,10, 31].

YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJILCTB — 4 (YpoBeHb y0eauTebHOcTH pekomenaanuii C).
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KommenTapuu: /[[na oOonvwell s¢hgexkmusnocmu  neuenus HUmMusuHOH™*  yenecooopasHo
UCNONb308aMb HA CMAOUU, NPeOuecmsyrouell pazeumuro 2enamoyeinoNApHOU KapyuHoOMbl.
Mexanusm  Oeticmeust  npenapama  3aKaiO4aemcs 6 MOM, uYmo OH Onokupyem  4-
2UOPOKCUDEHUTNUPYBAM OUOKCULEHA3Y U NPENIMCmEyen 00pa308aHUI) KOHEYHbIX MOKCUYEeCKUX
Memaboaumos, ypogenb mupo3uHa 8 Cbl8OPOMKe KPOBU NpU 3MOM HOBbLUAETCS, YMO SA6IAemcs
CMpo2UM NOKA3aHUeM O/ 02PAHUYEeHUs 8 Oueme HAmypaibHO20 NUWeso2o beiKkd, a emecme ¢
HUM U ¢heHunaranuna (Kaxk npeouwleCmeeHHUKa muposuna) u mupo3una. [lepuyum Oenxa
KOMNEHCUPYemcs. Nnymem HA3HAYeHUs. CReYUATUuUpPOBAHHOU Ouemvl ¢ O2PAHUYEHUEeM OSMUX
AMUHOKUCTON.

Hoza Humusunona™* noobupaemcs uHOUBUOYATbHO 6 3asucumocmu om 3¢pgekmusHocmu,
KOMOopas OyeHusaemcs no ypoeHio CYKYUHULAYEMOHA 8 MoYe U KPOBU, U YPOBHIO MUPO3UHA 6
cvigopomke Kposu. Ocmpasi  gopma muposunemuu (HT 14) mpedbyem Haznauenus
HUMUSBUHOHA™™ 6 003e 2 Mme/ke, no mepe pocma U y8eluyeHus Maccvl meia pebeHka 003a
cHudicaemesi 0o 1 me/xe [40].

Tloooepacusaiowas mepanesmuueckas 0o3a npu HT 14 cocmasnsem 1 me/ke/cymxu, npu HT 15
HauanvHas 0o3a 1-1,5 me/xe/cymku, ecau ypogsewv muposuna menee 600-800 mxMonv/n,
cymounas 003a oaemcs 8 00uH-08a npuema Hymps. Ilepuod nonyswvieedenus cocmasnsiem 54
yaca, Ymo no3e0.Jisem peKoOMeH008ams 0OHOKPAMHbIL npuem cymouHou 003vl. Koppexyus 0ozl
HUMUBUHOHA™* npo68oOUmMCcs 6 3a8UCUMOCMU OM OUOXUMUYECKUX NOKA3amenel U Hapacmanus

maccol mena pebenka. Oxono 10% nayuenmog Ha mepanuro HUMUSUHOHOM™ ™

He omeeuarom,
YUMo onpeoensiemcst pe3yibmamamu OUOXUMULECKO20 MOHUMOPUHEA (CYKYUHULAYEMOHA 8 MoYe,
@dynkyuonanvuvle npoodwvl nevenu, arvga-gpemonpomeur (ADII). Taxue nayuenmovl A61A10MCA
NOMEHYUATLHBIMU NPEMeHOeHMAMU HA MPAHCHIAHMAYUIO NeYeHU.

IIpu evicokom ypoene ounupyouna (>100 mkmonv/n) u ocmpou neueHoyHou HedOCmamoyHOCmu
6 couyemanuu c eunepammonuemueu (> 100 mxMonv/n) He uckirouaemcs HeoOXOOUMOCMb 8
IKCMPEHHOU MPAHCHIAHMAYUYU NeYeHU.

CHuoiceHue ypoBHs CYKYUHULAYEMOHA HA (HOoHe mepanuu HUMUSUHOHOM™™ npoucxooum 6
meyenue 24 wacos, KOHYeHMpPayusi AMUHOKUCIOM (MUPO3UHA U PEHUNANAHUHA) NOBBIUACMCS 6

3asucumocmu  om Koauvecmea nuujeeoco HamypailbHo2co oenxa. ADII cuudxcaemces meoneHno u

3aeucum om HA4Al1bHblLX KOHueHmpauuﬁ, He 6ce20a docmuzaem HOpMbL.

Heobxooumo yeenuuenue 00361 HumusuHoHa™* 0o 2 me/ke/cymku npu omcymcmeuu
HOLOANCUMENbHOU OUHAMUKU NOKa3amelell Koazyi0epammbsl U YPOGHA CYKYUHULAYEMOHA 8 MOoYe
6 meueHue 2 Hedelb, COXPAHANOUWEMCS BbICOKOM YpoeHe muposuna 6 Kposu (6oree 800

mxMonw/n). Jlewenue HumusuHoHOM™™  OondicHo Obimb HenpepvisHbiM. B xode mepanuu
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Npenapamom KOHYEHMpayus Mupo3uHd YEeruyusaemcs, nepepvieébl 6 mepanuu 2po3sm
pazeumuem MUpO3UHEMUHECKUX KPU308 (NOPHUPUHONOOOOHBIX HEBPONIO2UYECKUX KPU308,
manuenuzayueti). Pexomenoyemasn wonyenmpayus NTBC ¢ nnazme 30-50 mxMons. [Jemu c
odrcupenuem mpeodyrom noo0epICanusi 4ymos MeHbulell KOHyeHmpayuu npenapama Ha 1 ke geca,
6 cpeonem 35 me/m*/Oenv. Dpghexmusnocmv nevenus 3asucum om CpoKos YCHMAHOGLEHUs
ouazHosa u ceoeepemenHo2o Hauana Jaevenus. Y 90% nayuenmos Ha @one npuema
HUMUSUHOHA™™ newenouHas He0oCmamoyHoOCmy CMAaHoBUMCA KOHMPOAUPYEeMO,
BHeneueHouHble NPOSIGNIeHUs, KAk npaeuno, Kynupyiomcs. Mupoeoti oneim npumeHeHus
numuszurona™* (NTBC) y oemeil, nauaswiux neuenue 6 6ospacme 00 2 mecayee HcusHu, noKa3al,

YUMO PUCK PA3BUMUSL Y HUX 2eNamoyepioNapHol Kapyunomsl crudicaemces ¢ 40 oo 5% [1,4,9,

40].

o PexomengoBano Ha3HA4YCHHUC JAUCTOTCPpAIINU C OI'paHHYCHUCM THUPO3HHA u
(1)€HI/IJ'IaJ'IaHI/IHa BCEM IIannUMCHTaM C HT1 mnoxu3neHHO C OCJIbI0 CHUMXKCHUA O6pa30BaHI/I$I

TOKCHYHBIX MeTaboymToB [1,8].

YpoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 4 (YpoBeHb YoequTeabHOCTH pekomenaanuii C).
Kommenrapum: [lompebnocms 6 Opyeux He3amMeHUMblX aMUHOKUCIOMAX B0CHOIHAEMCA
Ha3HA4YeHuem Cneyuaru3upoOBanHHblx cmeceli Oe3 Mmuposuna U QeHUulaIanund, Ymo no3eossem
nosvicums K6omy nompeoieHuss 6eaxka u 000UMbCA HOPMATLHO2O POCA U PA3BUMUA peDeHKd, a
Maxdice CHU3UMb KOHYEHMpAyuro MmMupo3suUHa 8 CblOPOMKe, YMEHbUUMb Y4acmomy u
BHIPANCEHHOCb BO3MONCHBIX NOOOUHBIX I Pexmos.

Pacuem neuebnoco numanus (npu manuuuu mepanuu HUMUUHOHOM) OJisi Oemell Nepeozo 200a
HCUZHU NPOU3BOO0AM UCX0051 U3 nompebHOcmuU 6 benke, OIU3KOU K pusuonoeuveckou (2,2 — 2,3
2/ke maccol mena 6 cymku), Oannvie npusedensvl 6 maonuye 2, npunoxcenue 13. He menee 50%-
60% cymounou nompebHocmu 8 beike Y0081emeopsemcs 3a cuem CneyuaiusuposanHol cmecu
amunokuciom (mabauya 1, npunoscenue 1'3), ocmanvnas uacme (40-50%) xomnencupyemcs
OENKOM CYeINCeHHO020 MAMEPUHCKO20 MOJIOKA UNU OemCKOU MOJOYHOU CMecU C HUSKUM
cooepoicanuem benxa (1,2-1,3 2 beaxa na 100 mn 6occmanosnenHotl cmecu), a nocie 4-x mecsayes
Maxokce HU3KOOEIKO8bIMU NPOOYKMAMU NPUKOPMA (080uHble U PpYKmossvie niope, 6e3mMor0uHble
Kawiu ¢ coodepocanuem oenxka ue oonee 0,5 2 na 100 mn comosoul kawiu, cneyuaru3upo8aHHvle
HU3K00OeNKo8ble NPOOYKMbl HA OCHOBE KpPAXMAlos, Hanpumep, cazo u Op.). Ilpu nasnavenuu
ouemvl ¢ HU3KUM COOEPHCHUEM MUPO3UHA U EHUNANIAHUHA OPUEHMUPYIOMCA HA MUHUMATIbHbIE
nompebhocmu 6 dmux amuHokuciomax (mabnuya 3, npunoxcenue 13). Jlepuyum
KanoputiHocmu 1e4ebH020 payuoHa KOMHEHCUPYemcs ¢ NOMowblo 000a6NeHUs HCUPOS

(pacmumenvHoco macaa, HO He 6onee 3,5-4 2 obweeo Jcupa Ha Ke maccvl meia 6 CYmKu) u
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V8enuyeHuss K8omvl Yeie80008 3a cuem 000a6leHUs  BbIULEYKA3AHHBIX — HUKOOEIKOBbIX
npooykmos, a makce 5% enoko3vl. AHANO2UYHBIM 00pPA30M CMPOUMCs e4eOHbll PAYUOH Y
nayueHmos cmapuie 2004, 0Owul 0eloK paccuumvléaemcs UCX00s U3  Oe30NACHbIX
nompebrocmeti 8 benke (ne bonee 1,5-1,8 2/ke maccovl mena 6 cymku).

Ilpu  HeBO3MOJCHOCU — HEMeONIeHHO20 HA3HAYEeHUs Mmepanuu  HUMUSUHOHOM — NPUHYUNDL
opeanuzayuy Ouemomepanuy OCMarmcs me e, HO ocpanudenus 6 Oeike Oojee dcecmkue.
Pacuem npoussooumcs, ucxoos u3 MUHUMAILHBIX HOMpeOHOCMel 6 OelKke Ha K2 Maccvl meid 8
cymku (Ha nepgom 200y ducusnu —1,5 me/ke maccel mena, y oemei cmapuie 2ooa om 1,5 oo 1,2
e/ke maccel mena). J{nsi cOANAHCUPOBAHHOCMU CYMOYHO20 PAYUOHA UCNOTIb3YIOM HUZKODENKOBble
Hamypanivhvle U CHeYyuanu3upo8aHHvle NPOOYKMbl HA OCHOBE KPAXMAN08, d MaKdice
pacmumenvHvle MACid, 6 OMUX NPOOYKMAX —JHCeNameNbHO YUUMblBamsb  COOepHCaHue
namo2eHemuyecKu 3HaYUMbIX AMUHoKuciom. Heobxooumo nosicusneHnoe npumeHeHue ouemvl ¢
HU3KUM COOepIICanuem (DEeHUNAIaHUHA U MUPO3UHA, 8 OCMPOM Nepuode KOIUYecmso 00uje2o
benka cuudicaemcs oo 1,2-1,5 2o/ke maccel mena 00 HOPMAMUZAYUU — COOEPIHCAHUS
CYKYuHUIayemona 6 moue u/unu Kposu. llpumep pacuema numanusi u CYmouHwili HAOOP
npooykmos npeocmagiensvt 6 maoauyax 3-4.0cHosHble NpUHYUNBl OpPeaHU3AYUU J1e4eOH020

numaxus, npumepsvl pacuenios u MquOpMal/ﬂlOHHble mamepuaivl npedcmaeﬂeHbl 6 przoofceHuu

I3.

. [Ipu neuyenun nanuentoB HT1 He pexkomMeHI0BaHO IPUMEHSTH OCJIKOBbBIE MpPENapaThl C

IENTBIO TIPEOTBPAICHHST 00pa30BaHus TOKCHUHBIX MeTabosuToB [1, 2, 3, 4, 10].

YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJILCTB — 4 (YpoBeHb yoequTeabHocTH pekomenaanuii C).
KommenTapuu: [lpouzeoousvie Kpou NpUMEHAIOMCS UCKIIOYUMETbHO N0 JHCUSHEHHBIM
NOKA3AHUAM NPU NPOBeOeHUU IKCMPAKOPNOPATbHLIX Memo008 O0emOKCUKAYUU, 3aAMEeHHOM
nepenusanuu Naasmol, UCKIIOYAIOMCA Npenapamsl HA OCHO8E AMUHOKUCIOM (8 MOM uucie
2enamonpomeKmopsvl Ha OCHOGe adeMemuoHuHa, opHumuna u O0p.). Celeopomxu mo2ym

Uucnoib3oeamuvcs 6 ciyuae Kpadﬂed HeobxoouMocmu U nocie HA3HAYeHUS HUMUSUHOHA™ ™,

. He pexoMeHI0BaHO TPUMEHATh MapareTamMon™*, aMOKCHIMJLIMH*[KIaByIaHOBas
KHCIOTa]**, nuasemaM™*, BajblpoeBas KUCIOTa** u Apyrue MeIMKaMEHTO3HBIC MpenapaThl ¢
BBIPQXEHHOW TeMaTOTOKCHMYHOCTBIO [UIsl TMPEAOTBpAIICHUS YXYyAUIeHUs (YHKIIMOHATHLHOTO

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

YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 4 (YpoBeHb YoenuTeabHocTH pekomenaanuii C).
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Kommenrtapuu: [lapayemamon™™ osxckpemupyemcs uepes cucmemy yumoxpoma P450.
Huazenam™™*, npenapamul 8anbnpoegol KUCI0mMbl U Opyaue npenapamvl ¢ Ne4eHOYHbIM Nymem
MemadonuzMa Moeym 6vi36amv Nnepedo3uposKy U yxyouieHue QYHKYUOHANbHO20 COCMOSHUS
neyeHu.

. PexomennoBaHo marueHTam ¢ KIMHUYeCKUMU npu3Hakamu HT1 u mopdupusi-mogooHsM
HEBPOJIOTUYECKUM KpH30M (0O0JIN/IU3ecTe3nr, TUIIEPTOHYC B KOHEUYHOCTSIX, PBOTA/CUMIITOMBI,
HAMIOMUHAOIIUE KHUIICYHYI0 HEMPOXOJAUMOCTh, MapOKCHU3Mbl H/WIH CJIa0OCTh) MPOBEICHHE
CPOYHOW WHTEHCHUBHOHM TEpanuu, B T.4., CPOYHOE BBEJACHHE HUTH3MHOHA™* MEepopasbHO WU

yepes3 HazoracTpaabHbIi 3001 [31, 42].

YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4 (YpoBeHb YoenuTeabHocTH pekomenaanuii C).
KomMmeHTapum: kpusvl 00ycio6ieHbl npekpaujeHuem mepanuu HUMusUHOHOM™*™ umu y
HeneueHHbIX nayuenmos (cm. pazoen 1.6).

Hayuenmor  mpebytom mwamenvbHo20 HAONOOEHUs, Kpome 0013ameNbHO20  88e0eHUs
HUMU3UHOHA™*  nposooumcs  6HYymMpuGeHHas  KOppeKyusi  JIeKMpOIUMHbIX — HAPYULeHUl
(cunonampuemuu), apmepuaIvbHol 2unepmensul, OOaU, PeCRUPAMOPHAsL NOOOEPICKA BNIOMb 00
UCKYCCMBEHHOU 8EHMUNAYUU TIEKUX

Bosmooicno enympueennoe esedenue pacmeopa 10% oexcmposzvi™**[nampus xnopuoa** 0,9% ¢
o0ozax, 6 1,5—2 pasa npesviularoujux HOPMAILHYIO HOOOEPAHCUBAIOUYIO HOPMY Ol OAHHO20
603pacma 6 Kawecmee Ha4aibHOU mepanuu, 0ObIYHO 8 COUemaHuu ¢ OblICmpoOeucmsy WUMU
AHMUSUNEPMEHZUBHBIMU CPEOCEaMU U mepanuell 01 Kynuposanusi 6onu. Mnozoa onsa nevenus
peyuousupyrowell cUnoHampuemuu mpeoyomcs 6HympugeHuvle 6oatocol 2% nampus xa0puod.
Ilpu pecynaproti mepanuu HUMU3UHOHOM ** Kpu3vl He pazeusaiomcs. Muvl u Opyeue HabOOAIU
HegpolocuyecKue Kpuzbl KAk y MIaoeHyes, max u y oOemel Cmapuieco 803pacma nocie
Kpamkogpemennozo npexkpawenuss npuema NTBC (>1 mecsya) 6e3 Opyux sA6HbIX NPUHAKOS
sabonesanusi HT-1 (usmenenus A®@II, ¢ynxyuonanvuvie mecmol nevenu, exnoyas [1B/a4TB,
Gocgamel, ayuoos). ).82 dmo ewe paz noduepxusaem 6aHCHOCMb NOCMOAHHO20 COONIOOEHUs
mpebosanuil u 1ab6opamopnoco monumopunea ypoenei NTBC 6 nnazme [31].

Taxowce modxxcem npuMeHAMbCs, aHAN0SUYHO OCMPOL nopupuu, 8 mom yucne, 2eMur 3 me/ke 8
meyenue 3 OHell.

Obbiunylo ouemy ¢ ocpanuyeHuem QeHUulIaNanuna U Mmupo3uHa Nayuenm OOJMHCEeH HAYamb

nonyuams 6 meyenue 24 - 0o 48 uacoe om nauvana nevenus kpuza [42].
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3.2 Xupypruuyeckoe JedeHue

. [Ipu nporpeaAeHTHOM TE€YEHHH NATOJIOTMYECKOro mpoliecca B neyeHu namuentam ¢ HT1
PeKOMEHI0BAaHA TPAHCIUIAHTALIMS MIEYCHH C LENbI0 PaIUKaILHOTO JIedeHusl 3abosieBanus [4, 7,

8, 31].

YpoBeHBb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4 (YpoBeHb YoenuTeabHocTH pekomenaanuii C).
KommenTapuu: B cocmosnuu ocmpoi ne4eHOuHOU HedOCmMamouyHOCmU MpaAHCHIAHMAYUIO
neuenu npoeooam Npu YCIo8UU, eciu npoguib Koazyiayuu He yayuwaemcs uepez I Hedento
Jneyenus. B cocmosHuu XpOHUYECKOU Ne4eHOYHOU HeOOCMAmoYHOCMU NOKA3aHUuem O
MPAHCRAAHMAYUYU NedeHU S6IAemcs 2enamoyentosisipHas KapyuHomd, a UMEHHO peyuous
nosvlueHUs YpoBHs anvba-gemonpomeuna u/uiu O0eKOMNEHCAyUus yuppoza nevyeHu, npu
KOMOpOM 8e0yuumu A6AAI0mMcs pasiuyHvle memoowt euzyanuzayuu (MPT, KT), nosenenue y3nos
ouamempom 6onee 10 mm u KoruuecmeenHoe ux ygeaudenue. buoncuu yznose ciedyem uzoecamo
8 CBA3U C pUCKOM Memacmaszuposanus. Pewenue o mpancniaumayuu nedeHu NpUHUMAemcs
KOHCUIUYMOM 8payell.

Tpancnnanmayus neuenu se61aemcs 3PHEKMUBHBIM MEMOOOM JedeHUs HACIe0CMBEEeHHOL
MUPOUHEMUU NPU  HEBO3ZMONCHOCMU KOHCEPBAMUBHOU mMepanuu U npu  QopmMuposanuu
3710KaYecmeeHHbLx 0bpazoeanutl 6 newenu [13,17,19].

Tokazanuamu k mpancnianmayuu nevenu npu HT1 aenaomes:

1./[uaenocmuposannasn I'l[K.

2.1losisnenue ouacosvix oopasosanuii npu MPT unu KT u peyuous ysenuuenus ADII na ghone
JleyeHusi HUMu3suHOHOM npu XpoHudeckom mevenuu HT1.

3.0mcymcmsue s3¢ppexma om mepanuu NTBC npu ocmpotl muposunemuu, 3axiodaroueecs 8
coxpausuelics sunokoa2yiayuu Ha ¢ore mepanuu eumamurnom K.

4. Jlexomnencupo8anHvlil YUppo3, OCIONCHEHHBI ACYUMOM, SUNOKOA2YaaAyuetl, 3a8UCUMOCHb
nayuenma om uH@y3ui anbOymMuna, NpusHaKu dSHyegaronamuu, 2unepamMmoruemus, Ko20a Hem
epemenu na nosenenue 3¢pgpexkma om NTBC.

B omauyue om nayuenmos ¢ I'lIK 6e3 conymcemayrowe2o memadonuueckoeo 3a601e6anus, npu
HTI 6 couemanuu ¢ I'lIK 6onvHble 0ondicHbl Obimb nepemeujenvl 8 NPUOPUMemHblll JTUCH
0JCUOAHUA  HA  MPAHCHIAHMAYUIO,  BbIXHCUOAMENbHO-HADII00amenbHas — MaKmuxa He
donyckaemcsi.

Kpome moeo, neobxooumo nooduepkrymo, umo 0adce mMexHUYecKu pe3ekmadenbHas Onyxoib
(I'lIK, aodenoma, ecemaneuoma, xoaaneuokapyurnoma) y nayuenma ¢ HTI mpebyem
MPAHCAAAHMAYUYU NedeHU, IKCMPEeHHOCMb KOMOpOU onpeoensiemcs 3/10Ka4ecmeeHHOCMblo

H0B8000PA306aHUs.
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Buwicusaemocms  nayuenmog nocie mpaHcniaHmayuu He 3AGUCUM  OM  NPOUCXOHCOEHUs
MPAHCHIAHMAMA, OP2aAH HCUBO20 POOCMBEHHO20 OOHOPA, MAK U MPYAHBIL OPeaH NPAKMUYECcKU
PAasHo3HauKbl No 3-X JemHeu @vidxcusaemocmu u cocmasiaem 75,5% u 78,9% (no oannwiv
ananusa ¢ 2002 no 2012 200 2 103 scusvix u 46 674 mpynnvix mpaucnianmayuii) [15,16].
Ilocneonue 200vl nonyuaem pacnpocmpanenue cHAUmM — MPAHCHAAHMAYUA, NO3BONAOULAA

UCNONB308aMb 0OUH OOHOPCKULL OP2aH Ol O8YX PeYUNUeHmoas.

. PexoMeHa0BaHO Ha3HAYCHUE HUTU3MHOHA™™ mepe] MUIAHUPYEMOW TpaHCIUTaHTaIuei
neyeHu npu renaronesutoisipaoil kapuunome (I'LK), BeisaBiennon Ha no3auux craausx HT 1 ¢

1CITIBIO TOBBIIIEHUS 3 hexTuBHOCTH Tepanuu [4, 7, 8, 31].

YpoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 4 (YpoBeHb YoequTeabHOCTH pekomenaanuii C).
. [Ipu 1100BIX XUPYPrUYECKUX BMEILATENbCTBAX y NAIMEHTOB, He nonydaBmiux NTBC,
pekoMeHayeTcs u30eraTh MCIOJIB30BaHMS IpeMeIUKaluu OapOuTypaTaMu IOCKOJBbKY 3TH
npernaparsl MOTYT CIPOBOIMPOBATh NOPp(UpHs-TI0100HbIE KpU3bI [26, 27].

YpoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — 4 (YPOBeHb Y0eIUTeILHOCTH peKoMeHaamuii B).

3.3 UHoe J1eyenne

He npumensercs

4. MeauuuHCKAasi peaduanTaus, MeIUIMHCKHAE MIOKA3AHNUS U

MNPOTHBONIOKaA3aHUA K IPUMECHCHUIO METO10B peaﬁnnnTaum{

L4 PexoMeHa0BaHBI pea6I/IJ'II/ITaI_[I/IOHHLIe MCPOIIPUATHSA, HAIIPABJICHHBIC Ha YJIYYIICHUC
(I)YHKI_II/II/I NEYCHHU, COCTOAHHA HepBHOﬁ CUCTCMBbI, KOPPCKIUK CKEJICTHBIX I[e(l)OpMaLII/Iﬁ

naryueHTaM ¢ ycTaHoBiIeHHbIM quardo3om HT1 cormacHo apyrum KP [31].

YpoBeHDb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5 (YpoBeHb yoenuTeabHocTH pekomenaammii C).

5. lMpoduiaakTuka U JMCNIaHCEPHOe HADJII0OeHHe, MeUIIMHCKHE MOKA3aHUsl U

MPOTHBOINOKA3aHUSA K IPMMEHEHHUIO MEeTO10B NPOPUIAKTHKH

5.1.IpoduaakrTuka

o Cembsam, umeroniuM pedenka ¢ HT1 pexoMeHnayeTrcsi KOHCYIbTallMs Bpada-reHETHKA, C
IeIbIO OTIPE/ICIICHHS TeHETUYECKUX PUCKOB JJISi CEMbH U MPOTHO3a motoMcTBa [31].

YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5 (YpoBeHb y0eauTebHOcTH pekoMenaauuii C).
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KommenTapuu: Kax u npu opyeux aymocomHo-peyeccusHvlx 3abonesanusx npu HTI ona
Kaxicool bepeMeHHOCmU PUCK podicoenust pebenka cocmasnsiem 25%. B cembsix, 20e ecmb
pebenox ¢ mupozuHemueu, CyWecmeyem G03MOICHOCMb NPOBEOeHUs NPEeHAMANbHOU U
npeuMniIaHmayuorHHol ouaenocmuku. Ilpenamanvras ouacnocmuxa HT1 603moocna memooamu
npamou unu koceennou JJHK-ouaenocmuxu oobpaszyos /[HK, evioenennoti uz buonmama 60pcun
xopuona Ha 9-11 nedene bepemenHoCmMU U/UMU  KIEMOK AMHUOMUYECKOU dcuokocmu Ha 20-22
Hedelle bepemeHHOCmU

o PexomeHngoBaHo mpoBeieHUE NPOPUIAKTHUECKON BakIUHAIMK 0e3 OrpaHH4YeHUi
nanueHTaM, MOJyYarolMM HUTHU3MHOH** ¢ 1menpio (OpMUPOBAHHUS HMMMYHHOM 3alUThI

opranusma ot uHpexmmii [32].

YpoBeHb /10CTOBEPHOCTH /J10KAa3aTeJbCTB — 5 (YpoBeHb YO0eIUTEJILHOCTH
pexomenaanuii C).
KommenTapun: eakyunayuio yenecoodpasHo npogooums ¢ ydyacmuem CReyuaiucmos,
uMerwux onvim pabomvl ¢ NAYUEHMAMU C MemadoIudecKumMy OO0Ae3HAMU, UIU NOO UX

KOHmMpaoJiem.

5.2. JlucnancepHoe HAOJII0AeHHe

o PexomennoBano HaOmoneHue manueHToB ¢ HT1 npu Jie4eHUHW HUTH3MHOHOM™™*
COTJIACHO TUIaHy MOHHTOpHHTA (prioxenue ['4) [32].

YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 5 (YpoBeHb y0eauTebHOcTH pekoMenaanuii C).
KommenrTapuii: nian monumopunea umeem yenvto Kax npedomepawenue ocnodchenuu HTI,
maxk u KOHmMpob no6oyHbIX 2¢hpexmos u paunioro ouaznocmuxy ocnoxcrenuu HTI, T'l[K &

nepeyio ouepeow.

. Pexomennyercss Bcem mamuwentam ¢ HT1  onpeneneHne  aMUHOKHUCIOT |
CYKIIMHWJIAIIETOHA B OMOJOTHYECKUX >KUJIKOCTSIX METOAOM TaHJEMHOM Macc-CIIEKTPOMETPUU C
1eJIbI0 KOHTPOJIsI U3MEHEHHI, BhI3BaHHBIX TyOynonarueit [1,4,10, 31].

YpoBeHb yOeAUTEIbHOCTH 10Ka3aTedbCTB — C, yPOBEHb J0CTOBEPHOCTH /10KA3aTEJIbCTB- D.
KoMMeHTapuu: ucciedosatie KOHYeHMpayusi AMUHOKUCIOM 8 KPOSU: 4acmoma 8 nepevie 6
mecayes-1 paz 6 mecsy, nocie nepsvix 6 mecsayes u oanee 1 paz 6 3 mecaya, ucciredosanue
CYKYUHUNAYEeMOHa 8 Mode: wacmoma 8 nepevie 6 mecayes-1 pasz @ mecay, nocie nepsvix 6

Mmecayes u danee 1 pasz 6 6 mecsyes.

° PexomengoBano Bcem marentam ¢ HT1 onpenenenue KoHIIEHTpaluss HUITH3WHOHA™* B

KpOBH C LECJIBIO PETYISAINUA CYTO‘IHOﬁ A03bI IpfliapaTta Mg MOAACPIKAHUA aJCKBATHOI'O €ro
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YpOBHS B IUIa3M€ U OLEHKHU YJOBJIETBOPUTEIHHOCTH WHIHOUPOBAHUS MPOKCHMAIbHOTO
KaTabOJIMYECKOT0 MyTH TUpO3uHa [32].

YpoBeHb yOenuTeIbHOCTH 10Ka3aTebCTB — C, YypOBEHb 10CTOBEPHOCTH J0KA3aTeJIbCTB- 5.
KoMMeHTaApUU: onmumanvHulM — YpOBHEM — CO2NACHO  MeNCOYHAPOOHbIM — PEKOMEHOAYUSM,
cuumaemcs ypogerv om 40 0o 60 mxM.

Yacmoma 6 nepsvle 6 mecayes-1 paz 6 mecay, nocie nepsvix 6 mecayes u danee 1 paz 6 6
Mecayes

. PexomennoBano Bcem nanuentam ¢ HT1 onpenenenne anbda-deronporenna (ADII) B
CBIBOPOTKE (WM TUIa3Me) KPOBU, KOTOPBIN SIBIIsSIETCS OJHUM U3 Onoxumudeckux mapkepoB HT1
C LIEJIbI0 paHHEW AMAarHOCTHKH I'elaToOEILIIOIsIpHON KapuuHomsl [1, 4, 10, 31].

YpoBeHb yOenuTeIbHOCTH 10Ka3aTebCcTB — C, YypOBEHb 10CTOBEPHOCTH J0KA3aTeJIbCTB- 5.
KommenTapum: uacmoma 6 nepsvie 6 mecayes-1 pas 6 mecay, nocie nepgvix 6 mecayes u oaiee
1 pa3z 6 6 mecsayes.

. Pexomennyerces nposenenue koarynorpammbsl (AUTB, MHO, npotpomOuHOBOE BpeMs,
¢ubpunoren) mnamuentam ¢ HT1 ngns oneHku (QyHKIHMOHAJIBHOTO COCTOSHUSL TEYEHH U
CBepThIBarOLICH cucteMsl kposu [4,31,40].

YpoBeHDb 10CTOBEPHOCTH PeKOMeHIaluu 5 (YPOBEHDb 10CTOBEPHOCTH 10Ka3aTebeTB —C)
KommenTapmii: nposooumcsa npu navane mepanuu, 1 paz 6 mecay (nepgvle 6 mecayes), oanee
yacmoma Ha one dnumenvrou mepanuu 1 p 6 200.

o Pexomennyeres nanuentam ¢ HT1 npoBenenue oOuiero (KJIMHUYECKOT0) aHAIM3a KPOBH
pa3BepHYTOro (reMorio0MH, KOJMYECTBO SPUTPOLMTOB, LIBETOBOM IOKa3aTellb, KOJIUYECTBO
JICHKOIMTOB, TPOMOOIIUTOB, JIEUKOLUTapHAas GopMyJia U CKOPOCTh OCEIaHUsl SPUTPOIIUTOB), IS
OLICHKH OCHOBHBIX MapaMeTPOB KPOBETBOPCHHUS M HATMYHS BOCIIAIUTEIBHBIX MpoIiieccoB [32].
YpoBeHb yoenuTeIbHOCTH 10Ka3aTebeTB — C, ypOBEHB 10CTOBEPHOCTH 0KA3aTeJIbCTB- 5.
KommenTapuu: nposooumcs npu nauanre mepanuu, 1 pasz é mecay (nepsvie 6 mecayes), oanee
yacmoma Ha ¢hoHe OnumenbHoU mepanuu He pedice 1 p 8 200.

. Pexomennyercs nauuentam ¢ HT1 nposenenue o6uiero (KJIMHUYECKOT0) aHATINU3a MOYH
TS OIICHKH COCTOSIHHSI MOYEBBIBOIAINMX MyTeH U mouek [32].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTebCcTB — C, YypOBEHB 10CTOBEPHOCTH 0KA3aTeJIbCTB- 5.
KommenTapum: npogsooumcs npu nauane mepanuu, 1 paz 6 mecay (nepsvie 6 mecayes), danee
yacmoma Ha ¢hoHe OnUMenbHOU mepanuu 00blYHO, 6 cpednem, I p 6 200.

o Pexomennyerest manmentaMm ¢ HT1 mpoBeneHne OMOXMMHYECKOTO aHaln3a KPOBH
(rmoko3a, oOmuii 6enok, OenkoBble (Qpakuuu (MCClIe0BaHHE YpOBHS adbOyMHHa B KpOBH,
ompejeNieHue anbOyMHH/TIIO0OYJITUHOBOTO COOTHOIIEHUS B KpPOBU), OOIIWH, CBSI3aHHBIA U

CBOOOAHBIA OUITUPYOMH  XOJECTEPUH, TPHUIIHLEPUIbI, JIUMOMPOTEHIbI HU3KOM M BBICOKOM
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MJIOTHOCTH (MCCJIEOBAaHUE YPOBHS JIMIIONPOTEHMHOB B KPOBH), IenouyHas ¢ocdarasa, ramma-
rmoramuntpanchepaza (I'TT), kpearmnuH, MoueBuHA, anaHnHamuHOTpaHchepaza (AJIT),
acnapratamuHotpancdepaza (ACT), xanpiuii oOmUN W WOHM3UPOBAHHBIN, HATPUH, KalUH,
HeopraHuyeckuii ¢docdop, xkenezo u GEeppuTHH) IS OICHKHA (DYHKIIMOHAIBHOTO COCTOSHUS
BHYTPEHHUX OpPraHOB, HaJIWuusi HWH(GEKIHOHHBIX OCJIOXKHEHHM W HYTPUTUBHOIO CTaTyca
nanuenta [1,4,5,10, 31].

YpoBeHb yOeAUTEIbHOCTH A0Ka3aTeNbCTB — C, yPOBEHb J0CTOBEPHOCTH /I0KA3ATEJIbCTB- D.
KommenTapuu: npogsooumcs npu nauane mepanuu, 1 pas 6 3 mecaya (nepsvie 6 mecayes),

dazee wacmoma Ha (one OnUMeNbHOU mepanuu He pexce 1 p 6 200.

. Pexomenayercsi mpoBeieHUE yibTpa3BykoBoro wuccienoBanus (Y3M) opranos
OpIOIIHONM TOJIOCTH W TOYEK (YJIBTPA3BYKOBOE HCCIICIOBAHUE OPraHOB OPIOIIHON ITOJOCTH
(KOMIUTIEKCHOE), yJIbTPa3ByKOBOE MCCIIeIOBaHUE MMOYeK) BceM manueHTam ¢ HT1as BoisiBieHUs
remnaro-, CIjieHo- u Hegpomeranuu, acuuTta [1, 2].

YpoBeHb yOeauTEeIbHOCTH 10Ka3aTedbCTB — C, ypPOBEHb 10CTOBEPHOCTH /10KA3aTEJIbCTB- D.
Kommenrtapuu: V nayuenmos c¢ HT-1, coxpansawomcs 6vicoOKue pucku 3710KA4ecmEeHHbIX
HOB000PA3068aHUL, 8 MOM YUCIe HA YOHe mepanuu U OMyacmu nocie MpaHcHAAHmMayuy nevyeHu.
Omu pucku mo2ym Ovlmb CyWeCmeeHHo CHUdCceHbl 00 yposHs Hudice 1%, ecau neuenue NTBC
Hauamo 6 parHem Oemcmee u npooodicaemcs bes nepepwviga. Iloscusnennoe nabaooenue 3a
IMUMU NedeHOUHbIMU ociodcHenusmu npu HT-1 sensemcs obszamenvhvim. I[lposooumcs c
yacmomoti He pedxce 1 p 6 200.

o Pexomenayetesi yIbTpa3ByKoBas JOMIIIEporpadus COCYA0B MEUCHH, CEIC3EHKH, TTOYCK
BceM manmeHTaM ¢ HT1 mo moka3aHwsiM ¢ TENbI0 OIEHKHA CKOPOCTH KPOBOTOKA M COCTOSIHUS
COCY/IOB TI€YEHH, BBISBICHUS MPU3HAKOB MOPTaIbHOM runeptensuu [4, 10, 12, 31].

YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5 (YpoBeHb y0eauTebHOcTH pekoMenaanuii C).
Kommentapum: [[gemogoii Oonniep Modcem Ucnonb308amucs O0Jisk OYeHKU cocy008 neveHu u
nopmanvhon  eunepmenzuu. OOHaKo He 6ce Y3eIKU Mocym Oblmb  OOHAPYHCEHbl, U
appexmusnocme memooa 3asucum om onvima cneyuanucma. Mynemu-oemexmoproe KT-
CKaHUposanue AGIAemcs OblcmpbviM U 0becneuusaen MHO2ONIOCKOCIMHYIO SU3YATUZAYUIO C
XOpOwiUM NPOCMPAHCIMEEHHBIM pa3peuleHuemM anomaiud 6 nevenu. Koumpacm moorcem
yaydywums oemanuzayuio ¢ 66 % 0o 82 %, noseonss 6viA6namb 310KAYECMEeHHble U3MEHEHUs
[14,17,18]. Tem ne menee, ananusz pucka u noib3vl A61emcs 0053amenbHbIM, Ymoodvl uzbexcams
obnyuenus y oemetl, yice NOOBEPHCEHHbIX PUCKY 3T0KAUECMBEEHHO20 00pA3068aHUsl, NOIMOM) OH
mpebyem noemopHou oyenku. Mnocoa mpebyemcs ceoayus, 4mo mMax odace O02paHuyusaem

uccneoosanue.
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e PexomenngoBano Bcem marnuentam ¢ HTI1 mpoBenmenue siactomerpun (dmactorpadun)
IICUEHH C ICITBIO OLIEHKH COCTOSHUS TKaHU IeueHu U 3G dexTuBHOCTH Tepanuu [1,4,5,6].

YPpoBeHBb 10CTOBEPHOCTH 10KA3aTENbCTB — 5 (YpoBeHb yoeauTeabHocTH pekomenaanuii C).
KommenTapuu: @ubposracmoepagus - onmumaibHbulil HEUHBAZUSHDIL YIbMPA38YKOBOL MEmoo
KOJIUYECMEEHHOU OYEHKU NJIOMHOCIU MKAHU Ne4eHU, N0360.Jsem onpedeiums dQ@ekmusHocms
mepanuu. Yacmoma- esxnce200Ho (8 Kauecmee aAlbMEPHAMUBHL - KOMNbIOMEPHAST MOMO2paghus
0p2an06 OPIOWIHON NOLOCMU UW/UIU MACHUMHO-DE30HAHCHAS MOMOo2paghus opeanos OPIOUIHOL

ROLOCMU ¢ MACHUMHO-PE30HAHCHOU Xoaansuonankpeamozpaguett (MPXIII))

. PexomennoBano BceM manueHTam ¢ HT1 ucnosib3oBaHrne KOMIBIOTEPHOW TOMOTpaduu
OpraHoB OpIONIHOHM TOJOCTH /MM MarHUTHO-PE30HAHCHOW TOMOTpa(uu OpPraHoB OpPIOIIHON
MOJIOCTH C MarHUTHO-PE30HAHCHOM XoJjaHruomankpearorpadueii (MPXIID) ¢ nenbro BeIIBICHUS

00BEMHBIX 00pa30BaHMIi U OICHKH COCTOSIHHS IIPOTOKOBOM cuctemsl [1, 4,5, 6, 11, 31].

YpoBeHb 10CTOBEPHOCTH J0KA3aTeJILCTB — 5 (YpoBeHb Y0eauTebHocTH pekomenaanuii C).
Kommentapum: /lanuvie memoOwl eusyanuzayuu HeoOXoOumvl 015 UCKIIOYEeHUs npoyecca
ManueHuzayuy, Hanpumep, Npu NOOO3PEHUU HA  Gopmuposanue 2enamoyeinioispHoL
KApYUHOMbI, PUCK KOMOPOUL OYeHb geaux npu nokaszamensx ADII, npesviwarowux HOpmy 8
comuu u dadice moicauu pas. Beioop 3a KT unu MPT ¢ konmpacmuwim ycuieHuem, npenapamom
evibopa onsi MPT sensemcs eadokcemosas Kucioma (mMopeogoe HA36aHue - NPUMOBUCH).
Topasicennvie cenamoyumsl KOHmMpacm He Hakanausarom. [lemckutl 6o3pacm He s611emcs
NPAMbIM ~ NPOMUBONOKA3AHUEM K UCCIe008AHUI0, HO O02paHuuusdaem e20 HnpuMeHeHue.
Bpemennvie pamxu: apmepuanvnasn ¢paza 10-20 cex, koHmpacmuposanue 0POMHOL 6eHbl HA
60-80 cex u neuenounvie gemvt Ha 3-5 mun. Ilocie sHympusenno2o 66edeHUsl 2A00KCEemOoBoll
KUCTIOMbl OUHAMUYECKUe NOCIe008amelbHOCMU 00ecnedusaom aHaius 8AcKyIApU3AYUL Y3108.
Hughhysno-e3sewennas usyanuzayus Moxicem nOMO4b OmMAUdYUMs OuppepeHyuposanivie
2enamoyennionapHble KApyuHoMbl om 000poxkauecmeeHHblX y3enkos. llokaszanvl npu Hauyane

mepanuu u oanee ¢ uacmomoiu 1 paz 6 200.

. PexomennoBano BceM mnamnMeHTaM c kinHudeckumu mnpusHakamu HT1 nposenenue
PaZON30TOIHOTO MCCIIEIOBaHUS MeYeHH (TenaToCUUHTUrpadus cTaTuyeckas U AMHAMHYECKas,
renaToOMINCHUMHTUTPAdHS) U MToYeK (PEHOCHUHTUTPAUS) C 1ETbI0 OLEHKH (PYHKIMOHAIBHOTO
cocrosiHus opranos [1,4, 6,11].

YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 4 (YpoBeHb YoenuTeabHocTH pekomenaamuii C).
KommenTapuu: Memoo couemaem He monvKo 6u3yanu3ayuro, HO A611emcs u yHKYUOHATbHbIM
Uccne008aHueM. Hapywenue 6HYMPUKIEMOYHO20 mpancnopma, 9KCKpeyuu
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paouogpapmnpenapama (PDII) c scenuvro, nymu 6vigedenuss e2o u3 opeanusma, 8 mom yucie,
nepepacnpeoeneHusi — neuenv/cele3eHKa  Npu  CMAmMuyYecKkol — eenamocyuHmucpaguu,
eunepurcayusn PPII 6 cenezenke bonee 15% asnsaromesa npusHaKom nOpmanbHol cunepmeH3uu.
Yuacmku chudicennoco HAKONIeHUs — 9MO JHCUPOBA U COCOUHUMENbHA MKAHb, KUCHbL,
aoenoma (00OpoKayecmeerHHast ONYX0ab), Y3ibl peceHepayull ¢ NOHUNCEHHOU BACKYIAPUZAYUEL.

Penocyunmuepagpus nossonsem ouggepenyuposano oyenums hyHKyuo npasoil u 1e6otl NoYex.

Yacmoma onpedensiemcs uHOUBUOYANbHO.

) PexomenngoBano nanuventam ¢ HT1 mpoBeneHue peHTreHOAECHCUTOMETPUM C IIEJIBIO
MCCIIEIOBAHUSI MUHEPAJIbHOM TJIOTHOCTH KOCTHOM TKaHu [4, 6,9, 11, 31].

YpoBeHb 10CTOBEPHOCTH I0KA3ATEILCTB — 4 (YpOBeHb YOeauTeJbHOCTH pekomenaaumnii C).
KommenTapuu: Hccredosanue nposooumcs y RAYUeHmMos ¢ HPUSHAKamu my0yionamuu:
usMeHenuem 1aOOPAMOPHLIX NoKazamenetl, paxumonoOoOHbIMU KOCMHbIM Oepopmayusimu.
Hasnauarom oencumomempuro — kax npasuno, oemsam cmapue 5 nem. Ilpoeooumcs npu nauane
mepanuu u oaiee 4acmoma no NOKA3aHUsM, 8 cpeonem, 1 paz 6 2o0.

. PexomengoBaHa peHTreHorpadus KHCTEH NalMeHTaM ¢ KIMHUYECKHMMH TpH3HAKaMHU
HT1 B puHamMuiyeckoM HAOIIOJEHHH C LEIbI0 OICHKHM KOCTHBIX H3MEHEHHH, BBI3BAaHHBIX
runodocdaremueii [32].

YpoBeHBb 10CTOBEPHOCTH 0KA3aTEJNbCTB — 5 (YpoBeHb yoenuTeabHocTH pekomenaanuii C).
KommenTapuu: B T.4., 11 OLIGHKH KOCTHOTO BO3pacTa. PeHTreHorpadguieckoe ompeneieHue

KOCTHOI'O BO3paCTa Ha3HAYAKOT ACTAM CTApIIC 2 Jer.

. PexomennoBana BceM mnamueHTaMm ¢ KIMHU4Yeckumu npusHakamu HT1 pentrenorpadus
Koctel ckenera (PeHTreHorpadus mopakeHHOH YacTH KOCTHOTO ckenera) w/win [lpunenbHast
peHTreHorpagusi OpraHoB rpyAHON KJIETKH, C LENbI0 AUArHOCTUKHN OPTONEANYECKON NaTOI0THH,
BBI3BaHHOM runodocdaremueii [4].

YpoBeHb 10CTOBEPHOCTH 0KA3aTeJIbCTB — 5 (YpoBeHb y0equTeIbHOCTH pekoMenaanuii C).
Kommenrapum: [lokasanwl npu nianupyemou opmoneouyeckol koppekyuu. Ilpuyenvuas
penmeenozpaghus opeanoe 2pyOHOU KIemKU NOKA3aHA 6 Clyyae npoGedeHus NOOHAPKOZHLIX
UCCIe006aHUl, NPU HATUYUU KIUHUYECKUX NPOAGIEHUN ObIXAMeNbHOU HeOOCmamoYHOCmu,

Kapduomuonamuu.

. PexomennoBana Bcem mnamuentaM ¢ HT1 mo mokaszanusiMm snekTpokapauorpadus,
sXOKaparorpadus ¢ HeNbio OlleHKH MOPPO(DYHKIIMOHATIBHOTO COCTOSHUS cepaua [4].
YpoBeHb 10CTOBEPHOCTH J0KA3ATEJbCTB — 4 (YPOBEHBb YOCAUTEIbHOCTH PEKOMEHAALUH
O).
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KommenTapuu: /lannvie memoowl no3zgonsawom oyeHums MoppodyHKyuoHaivHoe cocmosiHue
cepoya U makodce HeoOX00UMvl Npu nposedeHul HNOOHAPKO3HBIX ucciredoganui. Hacmoma
onpeoensiemcs UHOUBUOYAIbHO.

. PexoMeH10BaHO TIPOBOIUTH KOHTPOJIb Tepanuu Bcem mnauueHtam ¢ HT1 B Tedyenue
NepBOM HENeNH JICYEHHUS C IeJIbI0 OLIEHKH KIMHUKO-TAa0OpaTOpHON TUHAMHKUA U KOPPEKUUU
1036l HUTH3HHOHA** [1,4,9,10].

YpoBeHb 10CTOBEPHOCTH /10Ka3aTebCTB — 4 (YpPOBeHb Y0eIUTEJIHLHOCTH PeKOMeHIaluii
O).

KommenTapuu:  Komwmponato  noonesxcam — crneoyiowue  noxaszamenu  kpoeu:  KIJC,
@dyHKYUOHALHBLE npoowvL neuexu (6unupyoun, AJIT, ACT, I'TTII -
2aMMAIIOMAMUIMPAHCREeNMuUOasa, wenounas gocpamasa, arvoymun), koazynoepamma (ITH,
AYTB, ubpunocern), mouesuna, 1eKmMpoiumvl, KpeamuHuw, Kauibyuil, Gocgop, Kiemournviil
cocmas Kkposu, amunoxuciomuuviii cnexkmp, ADII, cykyuHurayemowu, nO B03MONCHOCMU,
konyeumpayusi NTBC, npu ocmpou neuwenounou nedocmamouHocmu — OONOJHUMENbHO
onpeoeneHue AMMOHUS, 2NI0KO3bl, A MAKJCe NOKA3amenu MOuU: 2N0K03d, AMUHOKUCIOMDbL,
Gocghop- u  Kanvyul/Kpeamununogvle  Kodp@uyuenmsl, arvOymun, Oenox, bema-2-
MUKPO2TOOYIUH.

B Oanvuetiwiem nocie Hopmanuzayuu noxkazamesneli UHMEPBAL MeAHCOY UCCAe)08AHUIMU
cocmasnsiem He MeHee 6 Mecsyes.

. PexkomennoBan 1o mnokazaHusMm mnanueHtamM ¢ HT1 xontpons ypoBHS (omaToB
(MccnenoBanue ypoBHs (oMeBOil KUCIOTHI B CHIBOPOTKE KpoBH), BuTamuHa B12 (Onpenenenue
ypoBHs BuTamuHa B12 (nmanokobamamMuH) B KpoBH), chIBOpoTOouHOTro *ene3a (MccrnenoBanue
YPOBHS jKeTie3a ChIBOPOTKU KpoBH) U (pepputuna (McciaenoBanue ypoBHs (heppuUTHHA B KPOBH),
ButamMuHOB A, E, D (MccnenoBanue yposus 1,25-OH Buramuna /[ B KpoBH), MUKPO3JIEMEHTOB
celieHa, IIMHKA, MEH C IIeTbI0 OIICHKH HYTPUTHBHOTO CTAaTyca M IMPOBEICHHUS KOPPEKTUPYIOMICH
tepanuu [1,4,8].

YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4 (YpPOBeHb YOeAUTEeIbLHOCTH PeKOMeHAauui
O).

KommenTapuu: @onamvl Kposu KOHMpPOIUPYIOM NPU HAPYUWEHUAX ceepmuléaroujeli (yHKyuu

KpPOBU U C Yeblo OUppepeHyuanbHo2o 0uasHo3a Koa2yionamuil.

. Pexomenayercs manrentam ¢ HT1 koncymnbTamus odranpmoiora (OCMOTpP € TTIOMOIIBIO
IIEJICBOM JIAMITBI) C IIEbI0 CBOCBPEMEHHOW JWArHOCTHKHA W JICYCHHS TJIA3HOW IMaTOJOTHUHU

[1,4,10].
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YPpoBeHb J0CTOBEPHOCTH J0KA3aTeJbCTB — 4 (YPOBEeHb YOeIUTEJbHOCTH PEeKOMEHIALUil
O).

KommenTapuu: Ocmomp cnedyem nposooums 00 HaA4ania MeOUKAMEHMO3HOU mepanuu u
eICEeMECAYHO 8 MedeHUulU Noaye00d nocie Hauana jaeveHus. Tak Kax 803MOJICHbL NOOOUHble
aghhexmul HUMUBUHOHA ™™ - KOHBIOHKMUBUM, NOMYMHEHUE PO20BUYbL, Kepamum, c6emodOs3Hb,
obpamumas JetikoneHus, 2epaHyiloyumonenus u mpomooyumonenus. Peoce ommeuaromcs
Jletikoyumos, Oneghapum, KOMCHbIU 3)0, IKCHOAUAMUBHBIU OepMAMUM, 3PUMEMAMO3HAs CbINb.

Ilocne nepsuvix 6 mecayes —uacmoma — no NOKA3AHUAM, & cpeoHeM - 1 pa3 & 200.

. Pexomennyercs mnamuentam ¢ HT1 mpoBenenune Koppekuuu JedyeOHOTO MHUTAHUS WU
CHUMIITOMATUYECKOM TepaIuu C IeITbI0 UCKITIOUCHHS OCIKOBO-IHEPIeTUIECKON HEIOCTATOYHOCTH
[32]

YpoBeHnb yoenurenbHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB — 5)
Kommenrapun: Koppekyuro ouemomepanuu npogoosim 8payu-2eHemuKy il 6pavu-ouemonocu
¢ wacmomoti 1 p/mec na 1 200y scusnu, oanee 1 p/3 mec u no noxazanuam oo 3 nem; 1 p 6 mec

nocne 3 nem

. Pexomenayroress 11 HaONIOJEHUS MALUMEHTOB C YCTaHOBJIEHHBIM auarHozom HT1
MPUMEHSTh MYJIbTHAUCIUTUIMHAPHBIA TIOX0]] B BUAY TOTO, YTO 3a00JICBAHUS XapaKTePU3YIOTCS
MOPaXCHHEM MHOTHUX OpPraHOB M CHCTEM, TpeOyeT KOMIUIGKCHOW Tepamuu, 4TO JHKTYeT
HEOOXOJMMOCTh COBMECTHOTO BEJICHHS MAllMEeHTa CIeIHaTUCTaMy pa3HbIX mpoduneit [12,13, 15,
28].

YposeHnb yoenurenbHocTH pekomMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeNbCTB — 5)

KomMeHTapuu: noxazanvl nosmopHvle u nepeuinbie KOHCYIbMAyul 8pava-2eHemurda, 8pava-
ogpmanvmonoea, 6paua-HeepoNO2aA,  BPAHA-OPMONEOd, BpPAYA-2ACMPOIHMEPONoed, 6payd-
9HOOKPUHON02d, 8PAYA-KAPOUOJI02d, 8paya-0emCcKo20 Kapouonozd, 8pada-He@ponoca, epava-
neouampa, 8pava-mepaneémd, 6paAYdA-MpPAHCNIAHMON02d, d MmaKdxce 6epadvell  Opyaux
cneyuanvhocmei nayuewmam ¢ HTL, umerowum Hapywienus Gyukyuili coomeemcmeyrouux

opearnos u cucmem

o Pexomenayercst oOyueHue ponauTeNneld MpaBWiIaM  OpraHu3allid  TEparnud B
MEXIPUCTYTIHBIA NEPUOA M B MEPHOJ yrpo3bl Meradboiuueckoro kpusa mnarueHtoB ¢ HT1 c

IENIBI0 TIPEIOTBPAIICHHS PA3BUTHS IOBTOPHBIX MEeTa0O0JIMYeCcKuX Kpu3oB [37, 41].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (YypoBeHb JOCTOBEPHOCTH /I0KA3aTeIbCTB — D)
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KommenTapuu: V pooumeneii pebenxa 6cez0a 001dicHa OblmMb NAMAMKA C YKA3AHUEM

HEeOMmJI0IHCHbLX Meponpuﬂmuﬁ 6 nepuod HAaduHarnouwecocs Mmemabonruuecko2o Kpusda.

6. Opranu3anusi OKa3aHusi MeIUIIMHCKON MOMOIIH

[TarmenTtam ¢ HT1, B 3aBUCUMOCTH OT HEOOXOAUMOCTH, MOKET OBITh OKa3aHa MEIULIUHCKAS
MOMOIIb JIFO0OT0 BUIA, YCIOBUS, (HOPMBI, MPEAYCMOTPEHHBIX 3aKOHOAAaTEIbCTBOM Poccuiickoi

®denepauuu.

[TokazaHus /Ui rOCIUTANIU3AIMHA B METUIIMTHCKYIO OPTaHU3allHIo:

1. mpoBeneHue OUArHOCTHUKU M JIEYEHUS, TPeOyrolHMe MNpOAOIKUTEIBHOIO (IHEBHOE WIH
KpPYIJI0CyTOYHOE MpeObIBaHWE) MEAUIIMHCKOrO HAOMIOJEHUS U MOHUTOPUHIA KIMHHUKO-
1a00paTOPHBIX IOKa3aTeseil, MOArOTOBKAa K TPAHCIUIAHTAMU II€YEHHU, TPAHCIIAHTALUS
MIEYCHH;

2. HEOOXOIHMMOCTh TPOBEACHUS PA3JIUYHBIX BHUJOB OKCIEPTU3 WM OOCIEIOBaHUA B
MEAMIMHCKOW OpraHu3alMyd IMpU HEBO3MOXXHOCTH IPOBEIEHUS HUX B aMOyJaTOPHBIX
ycIoBHAX (B TOM uuciie oopMIIEHHE 3aKITI0UYeHUs (peeparbHOro KOHCHIMyMa/BpaueOHOH
KOMHUCCHH);

3. OCTpble yrpoKalIue s >KU3HH U DPa3BUTUS OCJIOXKHEHHH COCTOsSHUA, Tpedyroue
HEOTJIO)KHOTO JICUEHHUS, B TOM YMCJIE MHTEHCUBHOM Tepalnu, a TaKKe KPYrioCyTOYHOI'O
MEAMIIMHCKOTO HA0JII0/IEHUS ¥ POBE/ICHUS CIIEIUAIbHBIX BUJIOB 00CIIEIOBAHUS U JICUEHUS.

IToxa3zaHus K BBIIMCKE NALMEHTa U3 MEJULIMHCKOW OpraHu3aluu:

1. oTcyTcTBHE yrpo3bl s KHU3HHU MALMEHTa U YIPO3bl Pa3BUTHUS OCJIOKHEHHH, TpeOyrOmuX
HEOTJIOKHOTO JIEYEHHUS ITPH 3aBEPILIEHUE TUarHOCTUYECKUX MEPOIPUATHIMA.

2. crabunm3anusi COCTOSIHMSI W OCHOBHBIX  KJIMHHKO-TAOOPATOPHBIX  IOKa3aTeseu
[aTOJIOTUYECKOTO  Tpollecca, OTCYTCTBHE HEOOXOJUMOCTH B  MPOJOHKUTEIBHOM
MEIUIUHCKOM HaOII0IeHUH (JHEBHOE WM KPYTJIOCYTOYHOE NpeObIBaHue);

3. BBINOJHEH IUIaH OOCTENOBaHWS W JICYCHHS TMAllMeHTa, JaHbl PEKOMEHJAluU TI0
JaJbHENIIeMY HaOJII0/IEHUIO U JICYEHHUIO.

4. HeoOXOTUMOCTh TIE€pPEeBOAA TNAalMEeHTa B JAPYroe MEIUIMHCKOE YUPEeKICHHE WU
YUpEkKACHUE COIIMAIBHOTO 00EeCTIeUEeHH .

IIpooondscumenvrocms  2ocnumanuzayuu  3a8UcUm Om CKOpPOCMU gepuguxayuu

ouazno3a u Hayana cneyughuueckou mepanuu. Omeem Ha jeyeHue HUMUUHOHOM OMMeYaemcs 6

nepgvle OHu. IIpodondicumenvHocms 20CNUMATU3AYUU  MAKHCE 3AGUCUM  OM  CKOPOCMU

B80CCIMAHOBIIEHUS. NOKA3amerell Koacyioepammol U 00biuno cocmasnsem 30 oueil.
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7. JonosHuTeabHast nHpopManus (B TOM 4Yucjie GaKkTopbl, BJUSAIOIINE HA

HCX0/1 3a00/1eBaHMsI WJIH COCTOSIHMS)

Hemu 6 6o3pacme cmapwie 200a Haubonee uyacmo, 00 YCMAHOBNEHUs OUACHO3A,
20CNUMANUZUPYIOMCSL NO NOBOOY 2enamumad, 00beMHO20 00PA308aHUSL NEYeHU 8 XUPYPSULEeCKOe
omoenenue, obpawaromcs  3a  KOHCyibmayuell K  OHKOA02Y,  UH@EeKyuoHucmy u
2aCmpoIHMEPONO2y — 2eNAMmoozy.

IIposedenue ougppepenyuanroHol OUazHOCMUKU, YCMAHOBNIeHUe OUACHO3A U HA3ZHAYEHUe
cneyuguueckol mepanuu  cokpawaem cpox eocnumanuzayuu. Ha @one Haznauenus
HUMU3UHOHA NPOOOJIICUMENLHOCIb CIMAYUOHAPHO20 JleYeHUst 00bIYHO He npesviuwaem 14 Onell.
THayuenmos co cmaburbHLIMU NOKA3AMENAMU MOHUMOpUHea Mmemaborusma u yposHs ADII
MOMNCHO HAOI00amsb 6 AMOYIaAMOPHO-NOIUKIUHUYECKUX VCI0BUAX U 8 OHEeBHOM CMAYyUOHape
(OnumenvHocms 2ocnumanusayuu He menee 10 cymok).

Vavmpasseykosoe uccinedosanue OprOwHol NOIOCMU OO0NHCHO NPOBOOUMBCS KadicOvle 6
Mecayes, a MasHumHo-pe3oHancHas momoepagus (MPT) neuenu edxceco0no, eciu GuIAGIAIOMCA
nooo3pumenvhble  y3108ble  00pA306aHUs,  NOKA3AHbL  MEmoObl  BU3VAIUZAYUU — C
koumpacmuposanuem (KT,  MPT,  paduouszomonnoe  ucciedosanue),  NnO380aAI0WUE
noOmeepounms  2enamoyeIioNapHyI0  KapyuHomy. Yposenv anvgha-ghemonpomeuna oondiceH
KOHMPOAUPOBAMbCA Kadcovle 3-6 mecayes, a nosmopHoe nosviuternue ADII 0onxcHO cryrcumo
nogooom O0Jisi yenyoaennoz2o oocneoosanusi na npeomem I'LIK. Iloxaszana koucyrbmayus
OHKOTI024.

Konmpons mepanuu Humu3uHoHOM 6KIOUAem onpedeieHue YpOo8Hs (PeHurananuna u
mupo3suna. Ilpu nuskom (menee 20 mxMonv/n) yposne gpenunananuna HeobXooumo yeeauyueHue
benka 6 oueme. Ypoeenv mupo3zuna sxcearamenbHo yoeparcusamo 6 ouanazone 200-400 mxMonv/x,
umo He No3607Aem NoAsUMbCs NoOOUHbIM d¢hexmam. Heowcenamenvuvie s3¢hghexmol 6 6ude
GomobosA3HU U UYyecmea «necka 6 2na3axy MNOAGNAIOMCA NpU YEeIudyeHUU KOHYEeHMpayuu
mupo3una & cvleopomke Kposu eviute 800 mxMonv/n u 006ycrosieno He cmMoibKo Oelucmsauem
HUMU3UHOHA, CKOJIbKO HApYUWeHUeM Ouemsl U HU3KOU KOMNIAeHMHOCMbI0 pOOUmelell.

3abonesanue oemetl, uUMeOWUX NEYEHOUHVIO HEOOCMAMOYHOCMb, YACMO NpOMeKaem
KpaiiHe mAXCeNo C BblpadCeHHOU Koacynonamueu u acyumamu. Hasznavenue wumusunona
nPUBOOUM K KIUHUYECKOMY VIYYUEHUIO 8 meyeHue HeCKOIbKUX OHetl, npu smom 90% nayuenmos
omeeuatom Ha mepanuio. Eciu koacynoepamma ne ynyuwaemcs ¢ meuenue 1 nedenu, mo 003y

HUMU3UHOHAQ Cﬂedyem noevicums. Ha d)OHe Jle4erust y bonvbuuHcmea demed, Komopble umerom
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KIUHUYeCKUe Npos6IeHUus yuppo3a U HNOPMANbHOU 2UNepmeH3ul, JedeHue npusooum K
KOMREHCayuu u oasxce pezpeccy yuppomuieckux usmeHeHul.

DynKYuss NOYEYHBIX KAHANbYEE HOPMANUZYEMCsl, NPEeKpawaiomcs nomepu Kaibyus u
gocpopa c mouoii.

Jlewenue HUMUSUHOHOM 6 meyeHue nepsvix 3 MecAyed IHCUHU Npedomspaujaem
pazeumue KapouomMuonamuu, npu Oonee NO30HeM HAYaAle Mepanuu ee meyeHue Yiyuyulaemcs
He3a8UcUMo om opmul 3a001e6aHUAL.

Ilpumenenue Humusunona obecneuusaem NOIHOE KYRUPOBAHUE HEBPOIOSULECKUX KPU308
no muny nopgupuu.

Tepanusa numuszunonom nepexnouam enomun HT 1 6 chenomun mupozunemuu 1l (cm.
Ipunooswcenue 1'l). Ecmecmeennviti x00 pazeumusi HT |l muna, npeocmasensem coboii
eeHemuyeckuti oegpuyum 4-2uopoxkcugenunnupysam OUOKCUSEHA3bL, SGIAEMC UYPe38blUaAUHO
PEOKUM U NI0XO ONUCAHHbIM 8 Jumepamype, HO 3A0epiCcKA UHMELIEKMYAlIbH020 pPa36Umus
saen5emcs 0oujeu38eCmHbIM KOMROHEHMOM 8 CMPYKMype 0aHHO20 3a001e8aHUs.

Jlewenue mybynonamuu (cunopoma Danxkonu) u eumamun J[{-pe3ucmenmHoz20 paxuma
Haubonee s¢hhexmueno Ha pannux cmaousx u exaouaem kpome NTBC naznauenue axmuervix
Mmemabonumos eumamuna J{ (Karbyumpuona ), npenapamos Kaibyus U OBYOCHOGHbIX
gocghamos. Obcrnedosanue exmouaem onpedenenue KIJC (pH «kposu, cmanoapmuvix
bukapbonamos, oeghuyum ocHo8anUll).

Couemanue amunoayuoypuu, 2euoKo3ypuu, ¢ocgamypuu, nouyeuHoco0 KaHaIbye8o20
ayuoosa ceuoemenbcmeayem o0 NOIHOM cuHoOpome DaAHKOHU U NPUBOOUM K MANCENOM)Y DAXUMY,
HeppoKanbyuno3y, 210MepyI0CKIEPO3y U XPOHUUECKOU NOYEYHOU He0OCMAmMOYHOCIU.

be3 nedyeHuss HUTH3MHOHOM IOZABIISIOIIEE OOJBINNHCTBO AeTeN morudaer 10 15-neTHero
BO3pacTa, ONpeAeSIONIUM B TIPOTHO3E SBISETCS BpeMsl 1e0roTa 3a001eBaHus, T.€. IETU C OCTPOi
u nonoctpoit Tupo3uHemueit (HT1A) ymupator no 1 rona. Mcnosnp3oBaHue HUTH3MHOHA Oe3
MATOTCHETHYECKOW JUETOTEpanuy TaKKe TPUBOJUT K MEUIGHHOMY IPOrPECCUPOBAHUIO

HapylIeHUH QyHKIUU TEeYEHH U M0YEK, U3MEHEHUSIM OIIOPHO-BUTaTEILHOTO allapara.

Kpurepuu ouieHKH KayecTBa MeIUIIMHCKOMN MOMOLIH

Tabmuua 1. Kpurepuu olieHKH KauecTBa MEPBUYHON METUKO-CAHUTAPHON ITOMOIIH B3POCIBIM U
JICTSIM [IPH HAacJIeCTBEHHO# THpo3uHemuu | tuna (koasl mo MKB - 10: E70.2)

Nen/m | Kpurepuu onieHku KauecTBa Onenka
BBITIOJTHEHUSI
BoimonHeHo  KOMIUIEKCHOE — ompeseneHue KoHueHTpauun Ha | Ja/Her
L AMUHOKHCIJIOTHl U alWJIKAPHUTUHBI B KPOBU METOJIOM TaHAEMHOI
Macc-CIeKTPOMETPHUH (TIPH YCTaHOBJICHUH JMAarHo3a)
5 BrinonHeHo MoseKyIsipHO-TeHEeTHYECKOe uccienoBanue myranuii B | la/Her
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reie FAH (npu ycTaHoBIEHMM MarHo3a)

Beimonaen mnpuem  (ocMOTp, KOHCyJbTanus) Bpada-reHetruka | Jla/Her

3. NIepBUYHBIN (IIPU YCTAHOBJICHUU TMArHO3a)
Boimonneno Ha3HaueHue HUTH3MHOHA (B 3aBucumoctu ot | Ha/Her
s MEIUIMHCKUX TIOKa3aHUW M TPU OTCYTCTBHUM MEIUIIUMHCKUX
IPOTUBOMNOKA3aHHI)
5 BrimoniHeHO  Ha3Ha4YeHWE — CHEIUAM3WpOBaHHOro  mpoxaykra | Jla/Her

J1Ie4eOHOTr0 IIUTaHUA, JTUIICHHOT'O (beHI/IJIaJIaHI/IHa 1 TUPO3HUHA

Ta6mmma 2. Kputepun OleHKH KauyecTBa CIEUaTn3uPOBAHHON METUITMHCKOM TOMOIIIH
B3pOCJIBIM M JICTSM IPU HacjaeICTBeHHOM Tupo3uHemun 1 tuna (ko mo MKB - 10: E70.2)

Nen/m | Kpurepuu olieHKH KayecTBa OneHka
BBITIQJIHCHUS

1. BrimoiHeHO  KOMITJIEKCHOE — omperelieHne KoHmeHtparmuu Ha | Jla/Her
AMUHOKHCIIOTBl M alWIKapHUTUHBI B KPOBU METOJOM TaHIAEMHOU
MacC-CIIEKTPOMETPUHU

2. [IpoBeneHo ynbTpa3ByKOBOE HCCeAOBaHUE opraHoB OpromHo# | [la/Her
MOJIOCTU (KOMIUJIEKCHOE)

3. BreimonmHeHo — Ha3HaueHHWE ~— CHENMANU3UpOBaHHOrO  mpoaykra | la/Her
Je4e0HOr0 MUTAHUs, JIMIIICHHOTO ()eHWIAJTaHMHA U TUPO3HUHA
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oxpanbl 310poBbs Aetert HKI] Ne2 ®T'BHY «PHIIX um. akagemuka b.B. IlerpoBckoroy,
wiieH Coro3a neguarpos Poccun.

6. I'ynpoomna Ouabra CraHucJaBOBHAa, K.M.H., B.H.C., Bpau-ractposHteposor HHWNU
neauatpu 1 oxpanbl 310poBbs nereil HKI[ Ne2 ®I'BHY «PHIIX um. akanemuka b.B.
[TerpoBckoroy, unen Coro3a neauatpoB Poccun

7. JlertapeBa AnHHa BuaagumupoBHa, 1.M.H., mpodeccop, Bpad BBICHIEH KaTErOpHH,
3aBenyromas oraenoM neauarpuu, PI'BY «HMHUL] akymepcrBa, TMHEKOJIOIMH H
nepuHaTtosiornu um. Ak. B.1. Kynakosa»

8. KypkxoBa Haranusi BsiueciaBoBHa, K.M.H., BeAyUIMid HaydHbId coTpyaHuk HHWUU
neauatpuu U oxpansl 310poBbs nereit HKIL Ne2 ®I'BHY «PHIIX um. akanemuka b.B.
ITetpoBckoro», unen Coro3a mnenumarpoB Poccum, wieH AccouMalid MEIULUHCKHX

reneTrkoB (AMI') mailto:annadim@yahoo.com

9. 3axapoa Exarepuna IOpbeBHa,1.M.H., 3aBeIyOIIas JIAOOpATOPHEH HACIIEICTBCHHBIX

6onesneit oomena PI'BHY "Meauko-reHeTHUECKU HayuHBIH HEHTP MM. aKaJeMHUKa
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H.IT.boukoBa", wunen Poccuiickoro oOlmecTBa MEOUIMHCKUX T€HETHKOB, 4YJIEH
€BPOIEHCKOTO OO0IIecTBa MO0 HM3YYEHUIO HACIICACTBEHHBIX OOJIe3HEH OOMEHa BelIeCTB
(SSIEM).

10. Konpakosa Ouabra bopucoBna, k.M.H., Bpad-reHeTuKk @I'AY "Hay4dHbIii MeIUITUHCKUI
HCCIIEIOBATENILCKHUI LIEHTP 310pOBbs neteil” M3 PO

11. KyueB Cepreii UBanoBu4, uwi.-kopp PAMH, n.m.H., nupektop ®I'BHY "Meauxo-
reHeTUYeCKU HayuHbIi HeHTp uM. akagemuka H.I1.boukosa ", Ilpe3unent Acconuanuu
MEIUIIUHCKUX reHeTUKoB (AMI).

12. JlaspoBa Auia EBreHbeBHa, J.M.H., TVIABHBIM HAY4YHBIH COTPYAHHUK, Bpad BBICIICH
KBAJTM(HUKAIIMOHHON Karteropuu mno cnenuanbHoctu “Tlemmarpus”, 3aBemyromas 2-m
neauarpuueckum oraeneHueM, @®I'bOY BO «lIpuBomkckuil HcciaenoBaTenbCKuil
MEIUUUHCKUI yHUBepcuteT» M3 PO

13. Muxaiiioa Cseriiana BuraabeBHa, 1.M.H., 3aBenywomas otaeneHuem OI'BY
«Poccuiickas [erckas Knunnueckas bonpaumay M3 PO.

14. MoBcucsan I'oap BbopmcoBHa, K.M.H., Bpau OTJel€HUs ractposnrepojorun OPI'AY
"HayuHblif METULIMHCKUI UCCIIEI0BATENbCKUI LIEHTP 310p0oBbs AeTeil” M3 PO

15. Hazapenko Jlwamuaa IlaBiaoBHa, mpodeccop, A.M.H., 3aMECTHTE]Ib TUPEKTOpA IO
HAYYHOW U JieueOHOU paboTe, pyKOBOAMTEIb JIA0OPATOPUHU HACIIEACTBEHHON MATOJIOTHH
HUW wmenununackoit renetukw, Tomckoro HHWMI[ PAH, umen Accoumaruu

MEUIIMHCKUX reHeTUKOB (AMI).

16. Hama3zoBa-bapanoBa Jleiina CeiimypoBHa, akagemuk PAH, npodeccop, a.M.H.,
ITpesunent Coro3a nenuarpo Poccun; nmact-npesunent EPA/UNEPSA; pykoBoaurensb
HUMW nenuarpun u oxpansl 310poBbs aereit HKL[ Ne2 ®I'BHY «PHIIX nM. akagemuka
b.B.  IlerpoBckoro», 3aBeayrwomas  Kadenpoir  (akyabTeTCKOW  MeauUaTpuu
nenuatpudeckoro ¢akyinsrera PI'BOY BO «PHUMY um. H.M. ITuporosay Munzapasa
Poccum, riaBHBIA BHEIUTATHBIM JETCKUNA CHELUANUCT MO NPO(UIAKTUYECKONH METUIHE

Mun3znpasa Poccun

17. HuxkonaeBa Exarepuna AJjieKCaHAPOBHA, JI.M.H., ipod., wieH Poccuiickoro obmiecTBa
MEAMIMHCKUX T€HETUKOB
18. lleppynnna TaTtbsana MuxaiijioBHa, K.M.H., [lupexktop MHCTUTYTa NEpUHATONOTUU U

nenuatpuu, @'Y HMUI] um B.A. Anmazosa M3 P® mailto:ptm.pervunina@yandex.ru

19. IleuaTnukoBa Hatanbs JleoHWJAOBHA, BPad-HEBPOJIOT, 3aBEIYIOIIMA OTICICHHEM,

Mopo3zosckasa JI'Kb [I3M
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20. lorocsin Hensim CepreeBHa, mpeacTaBuTelb Bceepoccuiickoro oOmiectBa opdaHHBIX

3a001€BaHUI

21.TlonsikoBa CBersiana MWropeBHa, 1.M.H.,, mpodeccop Kadeapbl TroCHUTAIBLHON

22.

23.

24,

25.

26.

217.

28.

neauaTpuu uM. akagemuka B.A.TaGomuna Ileguatpuueckoro ¢akynsrera Poccuiickoro
HaIlMOHAJIBHOTO MCCIIEA0BATENIbCKOT0 MeauiinHckoro yauBepcuteta (PHUMY) um. H.A.
IInporosa, r. Mocksa

IoranoB Asexcanap CepreeBud, 1.M.H., Ipodeccop, OTAeNeHHE FaCTPOIHTEPOIOTUN
OI'AY "HayuHblii METUIIMHCKUI UCCIE0BATEIbCKUAM LIEHTP 310pOBhs aeTeil" M3 PO,
kadeapsl neauatpun u aeTckoi peemartosiorud ®I'AOY «llepseiit MI'MY um. U.M.
CeuenoBa» Munsapasa Poccun (CeueHOBCKUI YHUBEPCUTET)

IIymkoB Anexkcanap AjnexkceeBHY, K.M.H., BEAYILIUI HAYYHbIH COTPYIHUK JaOOpAaTOpUn
MOJICKYJIIDHOM TE€HETUKM U MeauuuHckod reHoMukn OI'AY  "HauumonanbHbii
MEJIULMHCKUI UCCIEeN0BATENbCKUI LEHTP 310poBbs aereil" Munsapasa Poccun, udneH
Acconuyanu MeTMIIMHCKUX TeHETUKOB.

Penuna Cseriana AdanacbeBHAa, K.M.H., Bpay-T€HETHK OT/JEJIa OpraHU3alUU
MEIUIIMHCKON IOMOIIHU OI'BHY "Menuko-reHeTUYeCKUii Hay4YHbId LEHTP WM.
akanemuka H.I1.boukosa "

CaBoctbsinoB Kupuiaa BuktopoBud, 1.0.H., HavanpHUK LleHTpa (yHIaMEHTaNbHBIX
uccieoBanuit B nepuarpun OI'AY "HanumoHanbHBIA MEIUIIMHCKUN HUCCIEAOBATEIbCKUN
LHEHTp 310poBbs Jered" MunzapaBa Poccum, uneH Accouuanuu MEAUIIMHCKUX
TE€HETHUKOB.

CeutoBa I'yabnapa HapumanoBHA, K.M.H., TJIaBHBIA Bpad MeauKO-T€HETHYECKOTO
nentpa (I'enernueckoii xknuaukn) HUUM memuuumnckoit renernku, Tomckoro HUMIL
PAH

CenumssinoBa Jlmimsa PolGeproBHa, k.M.H., Beaymuii HayuHblii corpynHuk HWU
neauatpuu U oxpanbl 3710poBbs aeredt HKI[ Ne2 ®I'BHY «PHIIX um. akanemuka b.B.
[TetpoBckoro», AoueHT Kadeapsl NeAuaTpud U jaerckod pesMartosorun OI'AOY
«Ilepeeit MI'MVY um. M.M. CeuenoBa» MunzapaBa Poccun (CeueHoBckuit
YHusepcurer)

CvmupnoBa Oubra SIkoBiieBHA, Bpay-TE€HETUK, CTAPIIMN HAYYHBIA COTPYAHHUK OTHAENIA
CTaHJIapTU3allUM U W3YyYEHHUS OCHOB JokazarenbHOM memuuuHbl HUW negmatpum u
oxpanbl 310poBbs Aeteit HKI Ne2 ®T'BHY «PHIX um. akanemuka b.B. IletpoBckoroy,

yneH Coro3a neanaTpoB POCCI/II/I, YJICH Accounaunn MCIUIMHCKHUX I'CHCTUKOB
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29. CtpoxoBa Tarbsina BuktopoBHa, 1.M.H., npodeccop PAH, 3aBenytomas oraeneHuem
MEIUATPUYECKOM TaCTPOIHTEPOJIOTHH, remnartojiorud u aueronorun Kimmanku @I'BYH
"®UII nutaHus ¥ OMOTEXHOIOrUN"

30. CypkoB Anapeii HukosiaeBu4, 1.M.H., 3aBSIYIONIUN OTACICHUEM TacTPOIHTEPOJIOTHN
HUWU neguatpuu u oxpansl 310poBbs aereid HKI] No2 ®I'BHY «PHIX um. akageMuka

B.B. Ilerposckoroy, uinen Coro3za nexuarpos Poccun

31. Tenaes Pyctam @apuaoBu4, A.M.H. 3aBEAYIOUIMA peaHUManueid M WHTEHCUBHOU
tepanuu OI'AY "HanuoHanbHbIH MEAUIMHCKUANA HCCIEIOBATEIbCKUN LIEHTP 310POBbS
nereit" Munzapaa Poccuu, npodeccop xkadenpsl nenuarpuu U JETCKOH PEBMATOJIOTHH
OI'AOY «llepsbiit MI'MVY um. U.M. CeuenoBa» MunsapaBa Poccun (CeueHoBCKUi
YHuBepcurer)

32. ®enoceenko Mapuna BiaaguciaBoBHa, K.M.H., 3aBeAylolas OTIEIOM pPa3pabOTKH
Hay4HbIX [IOJIX0/I0B K UMMYHHU3ALIMH MAIIUEHTOB C OTKJIOHEHUSMH B COCTOSIHUM 370POBbS
U XPOHUYECKHMMH OOJe3HSIMHU, BEAYIIUN HAy4dHBIM COTPYIHHK, Bpau-niequatp HUU
neauatpuu U oxpansl 370poBbs Aereid HKL[ Ne2 ®I'BHY «PHIX um. akagemuka b.B.
[TerpoBckoro», momeHT Kadeapsl (aKyIbTETCKOW TMEIUATPHH  TIEAUATPHUSCKOTO
¢dakynbrera ®I'BOY BO «PHUMY um. H.U. Iluporosa» Munznpasa Poccun, uneH

Coro3a nequatpoB Poccun.

ABTOpBI NOATBEPKIAIOT OTCYTCTBUE (DMHAHCOBOW MOAJEPKKU/KOH(PINKTAa HHTEPECOB, KOTOPBII
HE00X01IMMO 00HApO10BATb.
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Ipunoxenue A2. MeTom0s10rusi pa3padoTKu KIMHUYECKUX PEKOMEeH Al

LeneBasi aynuTopus JaHHBIX KJIMHHYECKHUX PEKOMEHIALMIi:
Bpauu-NeANaTphl;

BpauU-TEPANIEBTHI

Bpauu o011 ceMEeHOM MPaKTHKH (CeMelHasi METUIHA);
Bpauu-raCTPOIHTEPOJIOTH;

Bpauu-TeHETUKH;

Bpayu-IUETOJIOTHU;

Bpauu-HEBPOJIOTH;

Bpayuu- OHKOJIOTH;

BpauU-OHKOJIOTU JETCKHUE;

MEIULUHCKHUE [ICUXO0JIOTH;

CTYJEHTBI MEAULIIMHCKUX BY30B, HHTEPHBI, OpAUHATOPBI;

Ta6auuna 3. [llkana oleHKN YpoBHEH JOCTOBEPHOCTH JToKazarenbcTs (Y 1J])ans metonos

JUAarHOCTUKH (,I[I/IaFHOCTI/I‘ICCKI/IX BMCIIATCJIb CTB)

YA Pacungposka

1 Cucremarndeckre 0030pbl MCCIEOBAHUN C KOHTPOJIEM pedepeHCHBIM METOAOM WIIH
CHCTEMaTHYeCKHi 0030p paHAOMHU3UPOBAHHBIX KIMHUYECKUX HCCICAOBAHUHA C
IPUMEHEHHEM MeTa-aHaju3a

2 OTnenbHbIE MCCIEIOBAHUS C KOHTPOJEM pepepeHCHBIM METOJIOM MM OTAeIbHbIE
pPaHIOMHU3MPOBAHHBIE KIMHUYECKUE HCCIEAOBAaHUS U CHCTEMAaTHYeCKHe 0030pbl
UCCIIeIOBaHM J1000ro AM3aiiHa, 3a UCKIIOUYEHHEM PaHAOMU3UPOBAHHBIX KIMHUYECKHX
WCCIIEIOBaHMIA, C TPIMEHEHNEM MeTa-aHalIn3a

3 HccnenoBanus 0e3 MOCIEAOBATENBHOTO KOHTPONIS peQepeHCHBIM METOJOM WU
UCCIICIOBAaHUS C pEePEepeHCHBIM METOJIOM, HE SBJSIOIIMMCS HE3aBHUCHMBIM  OT
UCCIIElyeMOT0 METOJIa MM HepaHAOMHU3MPOBAHHbIE CPABHUTENIbHBIE HCCIEIOBaHUS, B
TOM YHCJIe KOTOPTHBIE UCCIIEI0OBaHUS

4 HecpaBHuTEIbHBIE HCCIIEIOBAHUS, ONIMCAHUE KIIMHUYECKOTO CITydast

5 Hmeercs b 000CHOBaHHE MeXaHU3Ma JICHCTBUS WIM MHEHHE SKCIIEPTOB

Tabauua 4. [llkana omieHKH ypoBHEH 1ocTOBEpHOCTH qokazatenbet (Y I)mms meTonos

HpO(I)I/IJ]aKTI/IKI/I, JCUYCHUA U pea6I/IJ'II/ITaL[I/II/I (HpO(I)I/IHaKTI/I‘-ICCKI/IX, J'IC‘-IC6HLIX, pea6I/IJ'II/ITaI_II/IOHHLIX

BMEIIIATENILCTB)

YA

Pacmugposka

1

Cuctemarnueckuii 0630p PKU ¢ npuMeHeHneM MeTa-aHaIn3a

2

Otnenpabie PKU u cucrematmyeckue 0030pbl HCCIIENOBaHWM JIOOOTO JU3aifHa, 3a
uckmouennem PKU, ¢ npumeHeHneM MeTa-aHamu3a

HepaH,Z[OMI/IBI/IpOBaHHLIC CPaBHHUTCIILHLIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCIICAOBAHUSA
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4 HeCpaBHI/ITCJIBHI:Ie HCCJIICAO0BaHUs, ONMMMCAHUC KIIMHUYCCKOr'o Ciiy4dast UJIM CCPpUU CIIy4acs,
HNCCICOOBAaHUS ((CJ'Iy‘I&fI-KOHTpOJ'IB»

5 | Umeercs numbs 00OOCHOBaHHME MEXaHHM3Ma JICHUCTBUS BMENIATENHLCTBA (JIOKIUHUYCCKHE
WCCJIEIOBAHMsI) UM MHEHHE DKCIIEPTOB

Tabmmpa 5. Illkana oneHku ypoBHEH yOenurenbHocTH pekoMeHTami(YVYP) nns
METOA0B MNPOQUIAKTUKH, AMArHOCTHKM, JIeUYeHHss M peadunuraiuu (IpoQHIaKTUYECKUX,

JUAarHoOCTHYCCKHX, J'IC‘IC6HBIX, pea6I/IHI/ITaHI/IOHHHX BMeI_HaTeJ'IBCTB)

YYP Pacuugposka

A CwibHas pekoMmeHaanus (Bce paccMaTpuBaeMble KpUTEpUH I(P(HEKTUBHOCTH
(MCcXOnbl) SIBISIOTCS BAXKHBIMH, BCE HCCIICIOBAaHMS WMEIOT BBICOKOE HIIU
YIIOBJICTBOPUTEILHOE  METOJOJOTMYECKOE  KauecTBO, WX  BBIBOJABI IO
WHTEPECYIOIIMM UCX0JIaM SIBJISIFOTCS COTJIACOBAHHBIMHU )

B VYcnoBHas pekoMmeHaalus (He BCe paccMaTpuBaeMble Kputepuu 3¢h(ekTHBHOCTH
(Mcxonpl) SIBJIAIOTCSI Ba)XHbIMU, HE BCE MCCIEIAOBAHUS HMMEIOT BBICOKOE WM
YAOBJIETBOPUTEIILHOE METOAOJIOTMYEeCKOe KayecTBO W/WIM HMX BBIBOJBI IO
MHTEPECYIOIIMM UCX0/IaM HE SIBJIIIOTCSI COTJIACOBAHHBIMU)

C Cnabast pekoMeHaanus (OTCYTCTBUE JOKA3aTENbCTB HAAJIEKAIIEro KayecTBa (Bce
paccMmarpuBaeMble KpUTEPUH dPPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAKHBIMH,
BCE MCCJIEAOBaHUS UMEIOT HU3KOE METOJ/I0JIOTHYECKOE KaYeCTBO U MX BBIBOJBI 10
WHTEPECYIOIIMM MCX0JaM HE SIBJISFOTCSI COTJIACOBAHHBIMH )

Iopsiaok 00HOBIEeHNS KINHUYECKHX PEKOMEH IaIUiA.

MexaHu3sM  OOHOBJIGHHS ~ KIMHUYECKHMX  PEKOMEHJIAlUW  MpelycMaTpuBaeT  HX
CUCTEeMAaTUYECKYI0 aKTyalIH3allI0 — HEe peXe YeM OJUH pa3 B TPU rojia,a TakKe MpH MOSIBICHUN
HOBBIX JIaHHBIX C TIO3MIIMH JOKA3aTeIbHON METUIIMHBI MO0 BOMPOCAM JIUATHOCTHUKHU, JICUCHUS,
NpOPUIAKTUKH W peadmiIuTaiud KOHKPETHBIX 3a00JIeBaHMM, HAJIMYMU OOOCHOBAHHBIX

JIOTIOJTHEHNH/3aMeuanuil Kk paHee yTBepkaEHHBIM KP, HO He yame 1 paza B 6 mecsues.

Ipunoxkenune A3. ChnpaBouHble MaTepHAJIbl, BKJYasgd COOTBETCTBHUE
MOKA3aHMHA K NPHMMEHEHHMI0O M NMPOTHUBONOKA3AHUM, CIIOCO00B NPUMEHEHHUS H
103  JIEKAPCTBEHHBIX  NpenaparoB, HWHCTPYKUMH 1O  NPHMEHEHHIO

JICKAPCTBCHHOI'O IIpermapara

1. TIpuxa3z MuHuCTEepCcTBa 37paBOOXPAHEHUsI U COLMaNbHOro pazButus PD ot 16 ampens
2012 r. N 366H "OO0 yTtBepxknenun [lopsiaka okazaHus eIUaTPUIECKOM TOMOTITH"

2. Tlpuka3z MunncrepcTBa 3npaBooxpanerust PO ot 15 vosops 2012 1. N 9171 «O6
yrBepxxaeHnu [Topsiaka okazaHUsI MEAUIIMHCKOW MOMOIIY OOJIBHBIM C BPOXKACHHBIMU U

(WIM) HACJIEACTBEHHBIMH 3a00JICBAaHUSMIDY
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4.

[TocranoBnenue I[IpaButensctBa Poccuiickoit @eneparum ot 9 anpens 2015 roga Ne333
«O6 ytBepxkaenuu [IpaBun popMupoBaHMS MEPEYHs CIEHUAIN3UPOBAHHBIX MPOTYKTOB
JIeueOHOro MUTAHUS UL JeTEH-UHBAITUIOBY.

I'ocynapcTBEHHBIH peecTp JeKapCTBEHHBIX cpeacTB: https://grls.rosminzdrav.ru

OcHOBHbIEe HOPMATHBHO-TIPABOBbIE AKTHI, PeryJIMpYyIolNe OKA3aHHe

NAJJIHATHBHON MeIUIUHCKOM MOMOIIH

1.

@denepanbHbiii 3akoH "O BHeceHHM u3MeHeHudd B DenepanbHbid 3akoH "OO OCHOBax
OXpaHbl 3J0pOBbsi TpaxnaaH B Poccuiickoit ®enepauuu" Mo BompocaM OKa3aHHS
najuinaTuBHON Meauiuuckor nomoru" ot 06.03.2019 Ne 18-®3.

[Tpuka3z MunsapaBa Poccun Ne 345H, Muntpyna Poccun ot 31.05.2019 Ne 3721 «O6
YTBEP)KIACHUH TIOJOXKEHUS 00 OpraHu3aliu OKa3aHWs MaUIMaTUBHOW MEIUIIMHCKON
MOMOIIIH, BKJIFOYAast MOPSI0K B3aUMOJICHCTBUS MEIUIIMHCKIUX OpraHu3alnii, OpraHu3aiuii
COLIMATILHOTO OOCTY>KMBaHUS U OOIIECTBEHHBIX OOBEIMHEHUHN, UHBIX HEKOMMEPUYECKUX
OpraHM3aIuii, OCYLIECTBIIAIOIINX CBOIO IEATEIBHOCTh B CPEpe OXPAHbI 3J0POBbSI».
[Ipuka3z Munznapasa Poccuu Ne 348n ot 31 mast 2019 rona «OO0 yTBepkKA€HUU NEpPEUHS
MEAMIIMHCKUX W3JETHi, NpeAHa3HAUYeHHBIX Uil MOAJAEPKaHUS OPraHoB U CHCTEM
OpraHu3Ma 4ejoBeKa, MPeI0CTaBIAEMbIX Ul UCIIOJIb30BAHUS HA IOMY.

[Ipuka3z MunzapaBa Poccun Ne 5051 ot 10 uronst 2019 roga «O06 yrBepxaenun [lopsiaka
nepeJayd OT MEIMLMHCKOM OpraHu3allMM MalueHTy (€ro 3aKOHHOMY IPEICTaBUTEINIO)
MEAMIMHCKUX W3JeNUNA, TpeqHa3HAYeHHbIX Ui MOANepKaHus (YHKIUI OpPraHoB H
CHCTEM OpraHM3Ma YeJ0BeKa, /ISl UCII0JIb30BaHUs HA JOMY IIPU OKa3aHUM MAJTMAaTUBHON
MEJIUIINHCKOU ITOMOILIMD.

[Ipukaz M3 P® Ne 831 ot 3 oktsa6pst 2019 rona «O0 yTBepkAEHUHM BEIOMCTBEHHON
1ejaeBoil mporpammbl  «Pa3BUTHE CHUCTEMBI OKa3aHUS MaUIMATUBHOM MEAUIIMHCKON

IIOMOIIN.

Hpoqne HOPMATUBHO-NIPABOBbIC JOKYMCHTbBI, C Y4Y€TOM KOTOPbLIX pa3p360TaHbl

KIHHHYECKHEC PEKOMEHAAIUN

1. ®enepanbhblil 3akoH 0T 21 HOAO0ps 2011 1. Ne 323-d3 «O6 ocHOBax OXpaHbI
3mopoBbsi  Tpaxman B Poccuiickoit ®enepamumny (CobOpaHuwe 3aKOHOAATEIHCTBA
Poccutickoit ®enepamyu, 2011 1., Ne 48, c1. 6724);

2. MexayHapoaHas Kiaccupukanus 0oje3Hel, TpaBM U COCTOSHUM, BIUSIOMNX HA
3noposbe (MKB — 10);

3. [Tpuxa3z M3 P® ot 20 nexadbps 2012r. Ne 1183u1 O6 yTBep:k1eHUN HOMEHKJIATYPhI

JOJIKHOCTEN MEIMIMHCKUX paOOTHUKOB U (hapMalleBTUYECKUX PAOOTHUKOB.
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4, [Tpukaz M3 P® ot 23 wmrons 2010 r. Ne 541u. Enunbiii kBanudukarmoHHBINA
CIPAaBOYHHUK JIOJDKHOCTEH pYKOBOJAUTENIEH, CHEUUAINCTOB U  CIy)XalluX, pasJenl
KBanudukanmoHHple  XapakTepUCTUKH  JIOJDKHOCTeW  paboTHMKOB B cdepe
3/IpaBOOXpPaHEHUSI.

5. ®enepanbHblii 3ak0oH OT 25.12.2018 Ne 489 489-D3 «O BHECEHHM W3MEHEHUH B
crateto 40 @DenepanbHoro 3akona "OO 00s3aTENPHOM METUIIMHCKOM CTPAaXxOBaHUHM B
Poccuiickoit @enepanun" nu denepanbhsbiii 3akoH "OO 0OCHOBaX OXpaHbl 3J0POBbS I'PaKIaH
B Poccuiickoit @eaepanuu’ mo BorpocaM KIMHUYECKUX PEKOMEHIAIIUI.

6. [Ipukaz MunszapaBa Poccum Ne 103 ot 28.02.2019 1. «O06 yTBep)IeHUH
NOpSIZIKa U CPOKOB pa3padOTKM KIMHUYECKMX PEKOMEHJALUM, UX MEepecMoTpa, TUIIOBOU
(opMBI KIIMHUYECKUX PEKOMEHIAIMI U TpeOOBaHUN K MX CTPYKTYpE, COCTaBy M HAYyYHOMH
000CHOBAaHHOCTH BKJIFOYa€MOI B KIIMHUUYECKHUE PEKOMEHIAIINN UH(DOPMALIHI.

7. [Tpuxaz MunzapaBa Poccunm ot 13.10.2017 N 804n "OO6 yTBepx)aeHUU
HOMEHKJIATypbl MEIULIUHCKUX YCIyT".

8. [Tpuxa3z MunucrepcTBa Tpyia U conpaibHoil 3amutel PO ot 27 aBrycra 2019 r.
Ne 5851 "O knaccudukanusIx U KPUTEPUSIX, UCTIONb3yEMbIX MPU OCYIIECTBICHUH MEIUKO-
COLIMATILHON AKCIEPTHU3bl TpaxkaaH (efepaibHbIMU TOCYIAPCTBEHHBIMU YUPEKICHUSIMH
MEJUKO-COIIUATbHOM SKCIIEPTU3HI";

9. [Tpuxa3 MunucrepcrBa 31npaBooxpaHeHusi P® or 14 suBaps 2019 r. Ne 4u
«O0 yTBEep)KIEHMM TIOpSAJKA HA3HAUEHUs JIEKAPCTBEHHBIX Hpenaparos, (opm
peLenTypHbIX OJAHKOB Ha JIEKapCTBEHHbIE MpenapaThl, MopsaKa ohopMIIEHHUs YKa3aHHbBIX
0JIaHKOB, UX y4eTa U XpaHECHUSD)

10. IIpuka3z MUHHCTEPCTBO 3/IpaBOOXPAHEHUS U COLMAIBLHOTO pa3BuTusa Poccuiickon
Oenepaiun «O  mopsaKke NPUMEHEHHs JIEKAPCTBEHHBIX CPEJICTB Yy OONBHBIX IO
YKU3HEHHBIM ITOKa3aHuAM» oT 9 aBrycra 2005 r. Ne 494

11.  TlepedeHb cHeNMATU3UPOBAHHBIX MPOJAYKTOB JIEYEOHOrO MHUTAHUSA AJIs JI€TeH-
uHBanu0B Ha 2020 rox, Pacnopspkenue [lpaBurensctBa Poccuiickoit deneparum ot 11

nekadbps 2019 roga Ne 2984-p

Iipumepoi d)ODMV]ZUDOBKM 0UACH0308

Hacneocmeennas muposunemus 1 A muna (ocmpoe meyeHue), OCLONCHEHHOE OCMPOLL
neyeHouHol HedocmamouHocmoio, eumamur K 3aeucumou koazynonamueil, ocmpou
HOCM2eeMOppasudecKoll  anemuell Ha @QoHe Kamacmpopuueckoeo Kpogomedenuis

(ceepuiusuieecs Kpogomeuenue U3 OCMpou 5136bl HCeNYOKA U GHYMPUICENTYOOUKOBOE).

53



o Hacneocmeennas muposunemus 1 A muna (ocmpoe meuenue), 0CI0HCHEHHAS. YUPPO3OM
neuenu, SUMAMUH-/{-pe3UCMEHMHbIM PAXUMOM, HENOIHbIM CUHOPOMOM DaHKOHU.
Hunamuyeckas nenpoxooumocms moacmou kuwiku. Cencuc.

o Hacneocmeennas muposunemus 1 5 muna (xponuueckoe meuenue), 0CILOHCHEHHAS
Yuppo3om nedenu, NOPMaibHOU cunepmensuel, oeghopmayus Kocmeli ckeiema Ha Gorne
noaHo20 cunopoma Pankonu.

o Hacneocmeennaa muposunemus 1 B muna (Xponuueckoe meyeHue), OCIO0HCHEHHOE

2enamoyeioNAPHOU KapYUHOMOU Npaesotl 0oau nederu u puoposom nevenu [1,4,10].

Pacumdposka npumeyaHui
** — jekapCTBEHHBIN npenapar, Bxoasmuii B Pacnopsokenne [IpaBurensctea PO ot 12.10.2019
Ne 2406-p (pen. ot 09.06.2023) «OO6 yTBepX IACHHH TIEPEYHS >KU3HCHHO HEOOXOIUMBIX W
BaXHEHIIIMX JIEKApPCTBEHHBIX MPENapaToB, a TaKkKe MepeyHel JIeKapCTBEHHBIX MpenapaToB A
MEAMIIMHCKOTO MPUMEHEHHS U MHUHHUMAJIbHOTO ACCOPTHUMEHTa JIEKapCTBEHHBIX IPENaparos,

H€06XO[[I/IMI)IX JJIsA OKa3aHUuA MGZII/IIII/IHCKOfl IIOMOIITM)

# - [IlpuMeHeHHWe JIEKAPCTBEHHOIO IIperapara B COOTBETCTBUH C  ITOKa3aTeJIsIMH
(xapakTepuCTHKaMH), HE YKa3aHHBIMH B HHCTPyKiMH 10 ero mnpumeHenuto (Off-label),
OCYIIECTBIIICTCS [0 PEIICHHIO BpaueOHOW KOMHUCCHH MPH  YCIOBUH  MOAMUCAHHOTO
MH(OPMUPOBAHHOTO J100poBOJIbHOrO coryacus (cormacHo ®3 Ne323-®3 or 21.11.2011r. ¢

U3MEHEHUSIMH).

*FXF - MEIUIIMHCKOE W3JIeNue, UMIUIAHTUPYEMOE B OpPTaHU3M YeJIOBeKa MpH
OKa3aHWM MEIUIIMHCKOW TIOMOIM B paMKaxX MPOTPaMMBI TOCYAapCTBEHHBIX
rapaHTHi OECIIATHOTO OKa3aHUs TpaXKaaHaM MEAUITMHCKON TTOMOIITH;

FXFX - cnenuaIu3upPOBAHHBIN POIYKT JI€4€OHOTO MUTAHMS, BKIIFOUCHHBIN B
MIEPEUYCHb CICIUATM3UPOBAHHBIX MPOIYKTOB JICUCOHOTO TMHTAHUS JJIs JICTCH-
unBanuoB (Ilepedensp cnieruanM3upoBaHHBIX MPOIYKTOB JIEYEOHOTO MTUTAHUS IS
nerer-uHBanuaoB Ha 2024 rox, yTBepkAEHHBIN pacnopsikeHueMm [IpaButenscTBa

Poccuiickoit @enepanuu 11.12.2023 N 3551-p).
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IMpunoxenue b. Aaropurmsl JeiicTBUIl Bpaya

HaHI/IeHT C IIOJO3PCHUEM

Ha TUPO3UHECMUIO TUII I

A 4

Junarnoctuka

!

Koncynbranus Jnarxos
MOATBEPXKACH?
PO UIBHOTO
CIIeIUaJINCTa
Jleuenue:
 e—— HUTHU3HHOH+
JIMETOTEPAITHSI
MOHHUTOPHHT
71a60paTOPHBIX —y
MOKAa3aTeiel MmauenTa
HET JA
Tepanus
s dexTrBHA
HET

TpaHCILIaHTallus
INCYCHU
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Ipunoxenue B. Uudopmanus 11 naumeHra

Tuposunemua | muna — 5TO HacieAcTBEHHOE 3a0o0JieBaHHE, XapaKTEPU3YIOIIEecs
HapylmIeHHEM MeTa0oIn3Ma aMUHOKHCIOTHl THPO3HMH U TPOSBISIONIEECS HMHTOKCHKAIMEH
IPOAYKTaMH €€ 0OMEHa, IOpa)KEHNUEM I€YEHH, I0YEK, IEHTPAIbHOW HEPBHOW CHUCTEMBI.

Ocmpas ¢opma mupozunemuu | muna nposensemcsa B NepBble HEEIN/MECSIbl KU3HU
GbeOpuIbHON JTMXOPAAKOW, PBOTOH, auapeeld, 00E3BOKHBAHUEM, JKEITYXOH C YBEIHUYCHUEM
pa3MepoOB IIEUEHU U CEJIC3CHKHU, OCTPBIM JKEIYJOYHO-KMUIIEYHBIM KPOBOTCUYECHHUEM, 3aICPKKOU
pasBUTHSL, CIELU(UUIECKUM «KAIyCTHBIM» 3alaxoM Tena. Xpouuueckas muposunemus | muna
npomekaem €  INPEUMYILECTBEHHbIM IOpPaXEHUEM IedyeHH (IUppo30oM), TOYeK, C
THUPO3UHEMHUYECKMMU  KPU3aMM, KOTOPBIE  COIPOBOXKAAKOTCA  JMXOPAAKOH,  pPBOTOM,
MHTOKCUKAIMEH, KapAHOMHONATHEH W TPOBOLMPYIOTCS TNpUeMOM OenkoBoil mwmmy. Ilpum
XpOHUYECKOH TUPO3MHEMUHU OTMEYaeTcsl 3aJepkka pocra, Ha 3-4 roma OTCTaer
¢usmonoruueckas cMeHa 3y0oB, 3aJepkKHBaeTCs KOCTHBIM Bo3pacT. Ilpum oTcyTcTBHM
CBOEBPEMEHHO IMarHOCTUKHU U JIEYEHUS IPOTHO3 3a00JI€BaHUS CEPhE3HBIN.

[locne ycTaHOBiIEHUS! TUarHo3a Ha3HA4aeTcsl Tepamus 3a00JeBaHMs C MCIIOJIb30BAaHHEM
npenapara, KOTOpbIi MPensITCTBYeT 00pa30BaHUIO0 TOKCUUYECKUX MPOAYKTOB OOMEHa THPO3HUHA U
JUETOTepanuy, XapakTepusylollelcs OrpaHHYEeHHEM B paluoHEe Oelka M NPUMEHEHHEM
CHEUAIN3UPOBAaHHBIX CMECEH aMHUHOKHUCIOT. JIeueHne MpoBOAUTCS NOJ CTPOIMM KOHTPOJIEM
Bpaua. KpailiHe Ba)XKHO YETKO BBIIOJHATH BCE HA3HAYEHHUS] [0 MPHEMY JIEKAPCTBEHHBIX
IIpenapaToB U COOIIOACHUIO INEThl, HA3HAYEHHBIX BPAuOM.

VYuuTeIBas ayTOCOMHO-PELECCUBHBIA TUI HACJIEAOBAHUSA U BBICOKMHM PUCK HMOBTOPHOIO
pOXIEeHUs B ceMbe pedeHKa C TUPO3WHEMHEH, TI0Ka3aHO MEIUKO-T€HETHYECKOe

KOHCYJIbTUPOBAHUE CEMEM.
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Hpunoxkenue I'l. Cxema MeTad0IMUYECKUX MyTeil NMPU TUPO3MHEMHUH THII |.

Puc.1. Ilytm wmertabonmu3ma THUpO3WHA (CIUIONIHAS JIMHUS — HOPMAJIBHBIA IyTh

F5dRQOMM3Ma, MyHKTUPHBIC — alIbTCPHATHBHBIH ITyTh).

JencrTeus
HUTU3NHOHA

HacnepcrtBeHHasn
TUpO3nHemMusa | Tnn
OMIM 276700

57



Hpunoxenue I'2.1Tocunapomubiii 1uddepeHunaIbHbIN THATHO3

TUpo3uHeMuH | T

Ta6muma 6. [Inddepennmanbaas JuariocTiKa TAPO3UHEMHH | TrIa

Cummnrom Bo3MoykHBI quardos
I'uneptupo3nHeMust Bricokoe conepxanue 6enka B pariioHe

Tuposunemus |l Tuna

Tupozunemus |1 Tuna

[pyrue 6one3Hu neueHn
['mnepmernonunemus | ['omouucTuHypus

Hapymenne merabonu3ma METHOHUHA
Hpyrue 6one3HU e4eHu

3a0o01eBaHue IEUYEHH

l'anakrozemus Tum 1, 3

Henepenocumocts (GpyKTO3bI

bone3ns Humana-nuka tun A/B

bone3ns Bunbscona

HeonaranbHeiil reMmoxpomMaros

['emodaronuTapHbIil TMM(OTUCTUOIIMTO3

MuToxoHapralibHas rernaronaTus

BpoxnenHble HapylIeHUs TITMKO3WINPOBaHUS

Jeduuut TpaHcanbaoaa3bl

AueramunodenoBas natokcukanus ([IAPAHETAMOJIOM!!)
bakrepuanbabie HHPEKIUU (CEIICUC, CaTbMOHEIUTA, TyOepKyJie3)
Bupycusie nuadexunn (CMV, renarur A, B, reprec)
Otpasnenue rpudbamu (61eAHON TOTAHKOI)

JlexapcTBa U3 paCTUTEIBHOTO ChIPbs

W nnocuHkpasus Ha pa3IuyHbIE areHThI

WMHGUIBTpaTUBHBIN WIH HIIEMUYECKUHA ITpoIiecce

3aboeBanne moYeK

Cunapowm Jloy

uctuno3

IToyeunbIil KaHAJILIEBLIN AllUI03
DaHKOHU CUHIPOM

Paxur

I'unodocdarasus

Jeduuut Buramuna D (HyTpUTHBHBIN WM TEHETUYECKU
JETEPMUHUPOBAHHBIN )

I'unogocdaremuueckuii paxut

DaHKOHU CHHIIPOM

Hesponorunueckuii
KpU3HUC

Ortek M03ra, KpOBOU3IIUSHHE
BupycHbrit/6akTepuanbHbIii MCHHHTUT
['unepHaTpuemMuyecKas 1eruapaTarms
Ocrtpas nepemexarorasicsi moppupus
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Ipuioxkenue I'3. [IpuHIMNBI OpraHu3anum Je4eOHOro NUTAHUS MPHU
THPO3UHEeMUH THI |.

B Poccuiickoit ®enepanuu 3aperucTpUPOBaHbl  CHEUUAIU3UPOBAHHBIC MPOIYKTHI
OTEUYECTBEHHOI'O U 3apy0eKHOr0 MPOM3BOACTBA HA OCHOBE aMUHOKUCIOT 0e3 (heHunaniaHuHa U
TUPO3WHA, TPEJAHA3HAYCHHBIC /JIs TMAlMeHTOB pa3lIMYHOro Bo3pacta (Tabmuma 7). Pacuer
HE00XO0IMMOT0 KOJIMYECTBA MPOJYKTA MPOBOIAMUTCS MO OEIKOBOMY SKBUBAICHTY

Ta6aunma 7. XuMUYeCcKHil COCTaB CIEUHUATU3UPOBAHHBIX MPOIAYKTOB JEUEOHOrO MUTAHUS IS
nanueHToB Tupo3unemueii | tan (8 100 r cyxoro mpoaykra)?

HanmenoBanue benok Kup, r YrieBojpl, DHepreTu Bo3zpacr

MPOAYKTa (3kxB.) T r yeckas MIpUMEHE-
IIEHHOCTh, KKaJl HUs

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

- tyr —phe**** JLITHXK

Hytpuren 20 20 18 50,2 443 C 1rona

- tyr _phe****

Hytpuren 40 40 13,0 31,4 401 C 1rona

Hytpuren 70 70 0 4,0 296 C l roma

- tyr _phe****

TYR Anamuxc 13,1 23 B T.4. 495 457 0-12 mec

Nudanat**** JIIITHXKK

XPHEN, TYR 77 0 4,5 326 Hetn

Tupo3ugon™*** B3POCJIbIC

L IIpOMyKTHI 3aperucTpUPOBAHEL Ha TEPPUTOPUH rocynapcTs TamosxenHoro Coro3a M BKIIOYEHH B [lepeueHn
CIEUAIM3UPOBAHHBIX MPOYKTOB JUJIs 1eTel —MHBanuA0B coraacHo [locranosnenuto [IpaButenscra Ne333 ot 9

anpens 2015 rona.

Ta6auna 8. PekoMeH1yeMbie HOPMBI TOTPEOICHHsT Oelika JUIS 3JI0POBBIX JETCH Pa3IMIHOTO

Bo3pacTa [2,3]

Bo3spacr RDA CHIA BO3 EBpocoro3 Poccus
(r/kr/cytkn) | (T/Kr/cyTKH) (r/kr/cyTKN)

0-6 mec 2,2 1,38 - 2,2 (T/Kr/cyTKH)

6-12 mec 1,6 1,21 1,6 2,6-2,9 (1/kr/cyTKH)

1-2 roma - - - 36 r/cyT

2-3 rona - - - 42 r/cyT

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

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

7-10 ner 1,0 0,8 1,0 63 r/cyT

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

Manpunkul4-18 ner 0,9 0,69 0,9 87 r/cyt

JeBouku 11-14 ner 1,0 0,76 0,95 69 r/cyT

JeBouku 14-18 ner 0,8 0,64 0,85 76 r/cyT
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Tadauua 9. JlomycTuMoe KOJIMYECTBO 3HAYMMBIX aMUHOKHUCIIOT B TMTAHUU JIETEH C

HACJIEeCTBEHHBIMUA aMHUHoauIonaTusMu [8].

Bospacr nereit JIomycTMOE KOJIMYECTBO aMUHOKHUCIIOTHI (MI/KI/CYTKH)
DeHUIaJIaHUH+HTUPOZHH MeTroHuH
0-12 mec 80 25-20
1-3 roma 60 15-10
4-6 ner 25-20 10
crapmie 7 JeT 15-10 8

Ta6auna 10. ITpumep pacuera nutanus s pedeHka 3-X JeT ¢ Tupo3uHeMuei I-ro Tuma.

Macca tena 14 xr [2].

Tlokazarenu

Pacuér

[Ipumeuanue

OO61iee TOMyCTHMOE CYTOYHOE KOJIMYECTBO OeTKa

1,5x14=21r

OO011ee 10MyCTUMOE CyTOYHOE KOJTHYECTBO
(bennnananuHa+TUPO3UH B CYTKH

25 x 14=350 mr

Ha 1 Kr Maccel Tena —25-
30Mr mormycKaeTcst
(dheHmIaIaHNHA

JomycTrMoe KOTM4ecTBO Oellka 3a CYEeT eCTECTBEHHBIX 7r 1 r 6enka comepKuT
MPOAYKTOB 50 mr deHmanannHa
KonnuecTBo Gernka 3a cuer creruanu3upoBaHHOTO

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

CyTO4HOE KOJIMYECTBO CYXOro CHELUATU3UPOBAHHOTO (14x100):20= | 100 r cyxoit cmecn
npoaykra Hympueen 20 -phe, -tir 70T comepkut 20 r Oenka

Ta6nauma  11.IIpumepHblii CyTOYHBII HaOOp MPOIYKTOB,

e€ro XHMMHYECKHH COCTaB H

JHEpreTUYecKas IEHHOCTh JIIsI JieTeit panHero Bo3pacra (1-3 roxa) ¢ tupozunemueii | tuna [2].

IIpoayxTsl Konunuectso XuUMU4eCcKUil cocTas, T DHeproueH DeHunanaHuH+
M/ T Oenku HKHPBI YIJIEBOIABl | HOCTb, KKall TUPO3HH, MT

Xi1eb 6/6 50 0,38 1,25 30,7 135,1 25
X1e600y104 13 0,1 1,17 8,4 455 5
HBIC U3JCIIUS
Cyxas CcMeCh 31 0,5 0,3 28,2 130,3 30
«OmnagpIexy
Bepmumens 6/6 6,8 0,06 0,04 5,7 24,3 4
Caro UCKycCCT. 17 0,01 0,03 14,7 61,2 -
Cyxoit 6/6 12 - 2,5 8,6 57 -
HAITUTOK
Macino cnus. 20 0,1 16,5 0,16 149 5
Macio Tomenoe 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 -
Kaptodens 50/35 0,7 0,14 5,7 28 35
Kamycra cBex. 110/88 1,58 0,1 4.2 23,8 80
MopkoBb 80/64 0,83 0,06 4,06 21,8 42
Caekiia 50/40 0,6 0,04 3,6 16,8 30
Kabauku 20/15 0,09 0,05 0,74 3,5 7
Orypupt 10/9 0,07 0,01 0,23 1,3 3
Caiar 5/4 0,06 - 0,09 0,7 3
IToMugopsl 10/9 0,9 0,02 0,34 2,1 25
Tomar-nacra 2 0,1 - 0,38 2,0 0,5
Jlyk penyatsiii 8/7 0,09 - 0,64 29 50
Kiroksa 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
DpPYKTHI cyxue 10 0,3 - 5,05 22,7 10
3a cuer HaTyp - 6,9 62 191 1341 347
MPOAYKTOB

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

Hroro 21 74,6 227,12 1655 347

Ipunoxenue I'4. Il1aH MOHUTOPUPOBAHUS MAPAMETPOB KPOBHU M YaCTOTA

HHCTPYMEHTAJbHBIX HCCJ’IC}IOBaHI/Iﬁ Ha (l)OHe KOMILJIEKCHOM TEpanuu

Tabmuna 12. [1nan MOHUTOPUPOBAHUS TAPaMETPOB Ja00PATOPHBIX U HHCTPYMEHTATbHBIX
HCCclieIoBaHMid Ha JOHE KOMIUIEKCHOM Tepanuu

Ilepsvie 6 mec.

Ilocne nepeuix 6
Mec. u danee

llocne 5
Jiem u oajee

Hccnedosanue Havazo paz | pas/ | pas/ .
mepanuu 1 pas
pas/mec. /3 3 6 8
mec. | mec. | mec. |
Konyenmpayus amunoxuciom 8 X X X Kaorcowvie 6
Kposu Mmec
Cykyununayemon 8 moue X X X e2ce200HO
Konyenmpayus numusunona 6 X X Kaorcovie 6
Kposu Mec
Obwuii ananuz Kposu X X X exnce200H0
(eemoenobun, cemamokpum,
mMpomoboyumul, etikoyumal, u
op)
uccnedosanue neueHu u ee QyHKyutl
A®DII 6 coisopomke Kkposu X X X Kaocovie 6
Mec
IIpompombunosoe epems X X Kaoicowvie 6
mec
Yacmuynoe mpomoOOnIacmuH. X X Kaocovie 6
epems mec
ounupyouH X + | Kaoxcovle 6
mec
AJT/ACT X X + | Kascovie 6
Mmec
ITTI1 X X + | Kaocovie 6
mec
L]enounas pocghamasa X X + | Kaoxcovle 6
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mec

KT unu MPT" X X | excezoono

novykKu, ckenem

Obwuil ananuz mouyu, X X Ilo
KpeamuHuH NOKA3aHUAM
Jencumomempus (cmapuwe 4 X + llo
aem) unu NOKA3AHUAM
Penmeenoepaghus

ocmomp oghmanvmonoza

Ocmomp 6 wenesoii 1amne, X X X Ilo
OYeHKa 0Cmpombl 3peHus NOKA3aHUAM

+ - no nokaszanusim,

MPT npeonoumumenvnee ¢ xommpacmuposanuem npu nodospenuu Ha AOEHOMY, HpU
0bOHapysceHuU Y3108 U 07151 OYEHKU PA3MEPO8 NOYEK.
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