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Cnucok coKkpameHuu

A®I1 - Anbda-hbeTonpoTenH

AYTB - AKTnBMpoBaHHOE YacTUYHOE TPOMBONIaCTUHOBOE BPEMS
AT - AnaHMHamnHoOTpaHcdepasa

ACT - AcnaptatammHOoTpaHcdepasa

[TTMN - FTammarnokypoHUnTpaHcnenTngasa

UK - M'enaTouenntonspHasa KapuMHoMa

HT - HacnepcrBeHHast TUpO3MHEMUS

HT 1A - OcTtpas HacneacTBeHHas TMPO3NHEMUSA

HT 16 - XpoHn4yeckasa HacrneacTBeHHast TUPO3UHEMMUS

KT - KomnbtoTepHas Tomorpadus

KL C - KncnotHo-weno4yHoe coctosiHme

MPT - MarHuTHO-pe3oHaHCcHasa Tomorpadusa

MPXII™ - MarHUTHO-pe30HaHCHOW XOnaHrnonaHkpeaTorpagus
MTU - MpoTpoMOBUHOBBIN NHOEKC

PO®I1 - Pagnodapmnpenapat

TMC - TaHgemHasa macc-cnekTpomMeTpus

LW - LLleno4vHas docdaTasa

FAH - dymapunauetorngponasa

NTBC - 2-(2-HuTpo-4-TpucntoopomeTnndeHsonn)-1,3-umnknorekcaHeAMoH (HUTU3NHOH)

TORCH uHgekumm - CokpalleHHoe HasBaHue rpynnbl MHpeKUnin, nepeaaroLmxcs
BHYTPUYTPOBHO OT maTepu nnoay : T - Toxoplasmosis (Tokconnaamo3s) O - Others
(cudpunuc, renatut B, Bapuuenna-3ocTep Bupyc, apyrme supycol n bakrepumn), R -



Rubella ( kpacHyxa), C - Cytomegalovirus (untomeranosupyc), H - Herpes simplex virus
(BMpycC npocToro repneca)

Y3W — ynbTpasBykoBasi AnarHoCTMKa

TepMUHBI U onIpeaeIeHUS

Lukn Kpebca (uukn TpukapbOHOBbLIX KMCAOT, LIMKIT FIMMOHHOM KUCIOTbI) — CIIOXHbIN
LUMKNNYeCKnii oepMeHTaTUBHbIM NPoLEecc, Npy KOTOPOM B OpraHn3me NponucxoamT
OKUCreHne NUPOBUHOrPaZHOM KUCMNOTbl C 06pas3oBaHNEM YIIEKUCoro rasa, Bogbl 1
SHepruu B Buae AT®, 3aHMMaeT LeHTparnbHoe NonoXeHne B obwen cncteme obmeHa
BELLECTB M SHEPIUM XMBbIX OPraHN3MOB.

CuHapom DaHKOHU - reHepanusoBaHHast ANCAHYHKLNA NPOKCMMaribHbIX KaHamnbLeB
noyvek, NPOSABNAIOLLAACS MMIOKO3ypuen, ammHoaumgypuen, pocdatypmen, noHeyHbIM
KaHanbLeBbIM aungo30M.

N'mnodoccatemmyeckum paxmTt (CUHOHMMBbI: BUTaAMUH D-pe3nCTEHTHbIN paxuT;
rmnodgpocdaremMmyeckmii BUTaMmH D-pe3ncTeHTHbIN paxuT) - HacneacTBEHHOE
paxutonogobHoe 3aboneBaHne, B OCHOBE KOTOPOro NEXUT pepMeHTHbIN AedeKT,
NPOABNSAOLNNCA CHMXEHNEM peabcopbunn poccaToB B NPOKCUMAnbHbIX OTAENax
NnoYeyYHbIX KaHanbLeB, MPUBOAALLNM K runepdocdaTypum n rmnogocgaremmmn n
XapaKkTepu3yeTCcs KIMHUYECKON KapTMHOW paxuTa unm octeomansaumm, He
noagaroLmnxXcs nevyeHunto obbIYHbBIMK AN Tepanuu paxuTta gosamm sutammHa D.

MnepTpoduyeckas KapaMoMmonaTmus — xapakTepusyeTcs YToNLEeHNEM CTEHOK
XXernyao4koB (MPenMyLLLEeCTBEHHO NEBOr0), HapyLLEHNEM ero ANacToNMYeckon yHKLNUM
N HEPEAKO COMPOBOXAAETCS pa3sBUTUEM OBCTPYKLMM BbIXOOHOIO oTAena.

Tupo3snHeMmnyeckmne Kpusbl - COCTOSAHNSA, CNPOBOLMPOBaHHbIE NMPUEMOM BeNKoBON
NMALLM 1 CONPOBOXAAKOLLMECS NUXOPAAKOW, PBOTOW, MHTOKCUKaLMEN, KapaMomMmmonaTuen.

MpeHaTanbHaa AMarHOCTUKa TUPO3MHEMMUU - KOMIMIEKCHAA OPOAOBas AnarHoCTuka
C LieNbio BbIABNEHUSA HAacnegCTBEHHOW TUPO3NHEMUN Ha CTaann BHYTPUYTPOBHOro
pas3BuTUa Metogamu npsimon nnm koceeHHon [HK-agnarHoctmnkm obpasuyos OHK,
BblAENEHHOM 13 bBuonTaTa BOPCUH XOPMOHA U/MNKN KIETOK aMHUOTUYECKON XXNOKOCTM.

1. Kparkas undpopmanus

1.1 Onpenenenune

HacneacteeHHas TuposmHemus 1 tuna (HT1) unm renatopeHanbHas TMPO3MHEMUS -
penkoe (opdaHHoe) 3aboneBaHne ¢ ayTOCOMHO-PELIECCUMBHbBIM TUMOM Hacre4oBaHUS,
obycrnoBneHHoe MyTaumsiMm B reHe cpepmMeHTa pymapunaueToaleTasbl
(dbymapunauetorngponasbl (FAH)). CuHoHMMbI: aecmumTt doymapunageTtoareTasbl,
aedunumnt doymapunaugeTtoauetaTrngponasbi.

1.2 DTHOJI0rus U rmaToreHes

HedekT hpepmeHTa hymapunavetoaueTasbl (hymapunagetorngponassl, FAH, EC
3.7.1.2), ocyLleCcTBNAOLLEro B HOPME KOHEYHbIN 3Tan gerpagaumm TMpo3uHa Ha
HEeTOKCMYHbIEe dhymapaT u aueTtoaueTaT. B pesynbrtaTte reHeTM4Yeckoro gedekra
myTauum 6enka, kogupytowero FAH, pacnag TuposmHa ocyLlecTBnsieTcs no
anbTepHaTUBHOMY MAaTONOrM4YecKkoMy nyTu, C obpasoBaHNEM BbICOKOTOKCUYHbIX U



KaHLeporeHHbIX CyKuMHUnaLueToHa, Manevnawuertoauerarta, dymapunaueroaueraTa
(Mpunoxexue ).

"eH FAH nokanusosaHHOM Ha gnvHHOM nnede 15-i1 xpomocomsbl (15923-925), coctouT
13 14 3K30HOB.

MaToreHes HT1 TMna 3aknoyaeTcs B MHTOKCUKaUMK NpoayKTaMn aHOMarbHOro
pacrnaga TMpo3uHa - doymapunavuetoaleTatoMm n ManeunawuetoayetaToMm n nx
KOHEYHbIMW MeTabonmMTaMn — CyKUMHUITaLEeTOHOM U CyKUUHUNaueToaueTaTtom, KOoTopble
ABMIAKOTCA MUTOXOHAPUANBHBIMU TOKCUMHAMK, TOPMO3AT hocdopunmpoBaHmne u
6rokupytoT umkn Kpebca. HakonneHne aTux TOKCUHOB NPUBOAUT K NPOrpeccupyoLemy
3ab0neBaHnIo NeYeHn ¢ pasBUTUEM NEYEHOYHON HEQOCTATOUHOCTH, LMPPO3a,
TybynonaTtuu ¢ popmMmpoBaHMEM peHarnbHOM TybBynonaTtum, runogocaTeMmn4ecKoro
paxuTta, cuHgpoma d®aHkoHn. OcTpas TMPO3UHEMNSA COMPOBOXAAETCS pasBUTUEM
rmnepTpodudeckon kapgmommonatumn. bes nedenns y 40% pneten popmupyetcs
renarouenntonapHasa kapumHoma. Kpome Toro, CyKUMHUMaLeToH MHrimbupyet ?-
aMVHONEBYNUHAT AernapaTtasy, NPOMeEXYTOYHbI MeguaTop nopdobunmnHoreHa, 4To
NPUBOOUT K HapyLLUEeHU0 BUOCUHTE3a reMa N KNMHUYECKN MOXKET NPOSIBIIATLCS
CMMNTOMamMK OCTPON nepemMexaroLienca noppmpun - 6onsamm B XXMBOTE, apTepmnanbHON
rmnepTeHsnen, nepmudepunyeckon noriMHenponaTnen.

BonbwunHcTBo (80 90%) nauneHToB 6€3 CNeunguUIEcKoro Ie4YeHnst U TpaHcnnaHTauum
neyeHn nornbanu B Bospacte Ao 10 neT. BbkkMBaeMocTb 3aBUCUT OT CPOKOB
nosiBNeHns CUMMNTOMOB.

1.3 Dunnemuonorus

YactoTta HT1 B pasznuyHbix nonynsaumax konebnetca ot 1: 100 000 -120 000 xuBbIx
HOBOPOXAEHHbIX. YacToTa HocutensbcTBa MyTauui HT1 B nonynauusax 1:150-100
yenosek. YeTKnx B3anMocCBA3en Mexay reHoTMnomMm n PEHOTUNOM He YCTaHOBIIEHO,
pasfivyHble KITMHUYEeCKMe BapmaHTbl MOryT MPUCYTCTBOBATDL Y YSIEHOB O4HOM CEMbM C
oanHakoBbIMU MyTaumsmu [1,4,10].

1.4 Koguposanue no MKb-10

E 70.2 - HapyweHus obmeHa TuposuHa

1.5 Knaccudukanus

KnuHunyeckne BapmaHTbl TEHYEHUS MOMOXEHbI B OCHOBY knaccudukauum HT 1 — octpas
(HT 1A) n xpoHunyeckasa (HT 1B).

1.6. [Ipumepsl GopMyJIMPOBKU TUATHO3OB

o HacneactBeHHas Tupo3Hemus 1 A Tuna (oCTpoe TeyeHue), OCNOXHEHHOe
OCTPOW NeYeHOYHOM HeLOCTaTOYHOCTLIO, BUTaMUH K 3aBUCHMMON KoarynonaTtueun,
OCTPOW nocTremopparmyeckon aHemmen Ha ooHe KaTacTpodPnUy4ecKkoro
KpOBOTEYEHMS (CBEPLUMBLLUEECS KPOBOTEYEHNE U3 OCTPON A3BbI XKenyaka u
BHYTPWXENYA04YKOBOE).

o HacneactBeHHas TuposmHemus 1 A Tuna (oCTpoe TedeHue), OCNoXHEHHas
LUMPPO30OM NeYveHu, BUTaMUH-[1-pe3nCTEHTHLIM PaxmMTOM, HEMOSTHLIM CUHAPOMOM
®aHKoHW. [InHamu4eckasi HeNPOXoAMMOCTb ToncTon kuwkn. Cencuc.



e HacneacrtseHHas TuposmHemus 1 b Tmna (XpoHU4YecKoe TedeHne), OCNoXKHEHHas
LMPPO30M NeYeHun, nopTaribHON rmnepTeH3nen, aeopmaumnst KOCTEN ckeneTta Ha
doHe NOoNHOro cuHapoma PaHKoHW.

o HacneacrtBeHHas TupoanHemuns 1 b Tvna (XpoHMYECKOe TEYEHME), OCITOXKHEHHOE
renatouentonspHON KapLUuMHOMOW NpaBon JONM nevYeHn n ombpo3omM neyeHn
[1,4,10].

2. ImarHocTukKa

LuasHocmuka ocHo8aHa Ha 0aHHbIX aHaMHe3a podocr108HOU, aHaMHe3a 3aboresaHus,
KIUHUYECKUX cuMnmomax, pesyfibmamax riokazamesiet yHKUUU rneyeHu,
J1labopamopHbIx uccriedosaHuUli aMUHOKUCIOMHO20 criekmpa Kposu,
rnamoaeHemu4ecKku 3Ha4uMbiX Memabosiumos Moyu, OaHHbIX UHCMPYMEeHMarsibHbIX
uccriedosaHul, 0aHHbIX MorieKynsapHou (OHK) duasHocmuku.

2.1 XKano0bl 1 aHaMHE3

XKenmyxa, nomepsi Maccbl mena, cpblaugaHusi, peoma, yeesiudeHuUe pasmepos rnevyeHdu,
cernie3eHKU, HOCO8bIe KPOBOMEYEHUS], KPOBOMEYEHUS U3 Mecm UHbEeKUUU, pa3fuyHble
Oehopmauuu ckeriema (Hawe HUXHUX KOHeyHocmel). [nisi ocmpoul ¢popmbi
3abonesaHusi xapakmepHo paHee Ha4vyaso (8 rnepebie Hedesnnu/MecsUpbl XU3HU).

2.2 OusukaiibHoe 00CIeI0BaHIE

[Npu ocmpot ¢popme HT 1A obpawaem Ha cebsi BHUMaHuUe 3adepXxKka pa3eumusi;
ebpunbHas memnepamypa; peoma, obesgoxueaHue, duapes ;
eernamocrinieHoMmez2arnus; acyum u OuHamu4eckasi HerpoxoOUMOCMb KUUWEYHUKa;
XXenmyxa (Ha cmaduu ocmpo20o eernamuma); 0cmpoe xes1ydo4YHO-KUUEYHOE
KposomeudeHue (803MOXHbI MesieHa, peoma KogelHou ayujel); 6esberikogbie omekKu,
aHacapka, KpogomeuyeHuUsi 3a cyem CHUXeHuUs1 6e5IKo80-cuUHmMemu4Yeckou hyHKUUU
rneyeHu, uHoeda crieyughudeckul «KarycmmHbll» 3anax mena; aurnepaudpos, KomopablU
8blpakeH 8 repuod Kpu3o8, 0CO6EHHO Ha GhoHE nuxopadKu u 2urno2ukemuu,
s8/19€MCs1 8MOPUYHbLIM, MakK KaK Kyrnupyemcsi rno mepe CHUXeHUs1 3HO02eHHOU
UHMOKCUKauuu, 2unepacme3ausi KOXXHbIX MoOKpoeos (pebeHokK rnpedrnoyumaem
Haxo0umbCs 8 Kpogsamke, a He Ha pyKax y Mamepu) s8/155emcs nposie/ieHUem
nonuHedponamuu. llpu omcymemeuu ceoespeMeHHOU MEXUUUHCKOU nomMowu rnpu
ocmpom medeHuu 3abornesaHusi B03MOXXeH riemarsibHbil Ucxod 8 eospacme 00 2o0a (6-
8 mec.) om ne4yeHo4yHoU HedocmamoyYyHOCMU U/urnu KpO8OMeYeHUs.

XpoHuyeckass HT 16 npomekaem:

a) ¢ npeumMyu,ecmeeHHbIM ropaxxeHuem rnedvyeHu (LUppo30oM, 2ernamouesnonspHol
KapyuHomou);

6) pexe ¢ sedywum rnopaxeHuUem royek (paxumornodobHbIM 3aborieeaHUEM
ecriedcmeue msixesnod mybynonamuu - 8mMopu4YHO20 cuHOpoma PaHKOHU, C
amuHoauyudypuedl, anoko3ypued, hocchamypuel, MoYeYHbIM KaHallbUeebiM
ayudo3om);

6) C co4YemaHHbIM riopa>keHuem U rne4deHu, u ro4ex.

B debrome 3abosiegaHUsi B03MOXHbI HEMEYEHOYHbIE CUMMMOMbI, MPOSI8ISOUWUECS 10
murny ocmpou ropghupuu repuchepudeckol Heldpornamuedl, oCmpbIMU
abO0oMUHarbHbIMU Kpu3amu); Uu maK Hasbi8aeMble « MUPO3UHEMUYECKUE» KPU3bI,



Komopable rnpog8oyupyromcsi npueMomM 8bICOKObesikogoU nuuyu U corposoXxoarmcsi
niuxopadkodl, peomod, UHMoOKcukayueu, kapouomuornamued.

lpu omcymcmeuu nedyeHus cyuecmsyem ebiCoKul puck (0o 40%) passumusi
2ernamouesnnrspHoU KapyuHOMBI.

Y demel epydHo20 u paHHe20 8o3pacma rnposieneHus 16 muna obHapyxusatomcsi 8
sude eenamomezarnuu, aunoasaukemuu, nomnaueocmu, crnabocmu, nonuypuu, sumamuH
D-pe3ucmeHmHo20 paxuma.

XpoHuyeckasi gpopma (HT 16) npomekaem neaye, ocobeHHO Ko2da demu
omka3sblearomcsi om besikogol nuuwu, a pooumesiu He Hacmaugarom Ha ee fpueme.
enamomezarnus ebisienisiemcs y ecex 0emed, rnopaxxeHue rovyek ornpedesisem
pasiuydHyo cmereHb paxuma om MUHUMarbHoU aurnoghochamemuu U 8asibaycHou
Oeghopmauuu Hoz 00 msixxesiol deghopmayuu ckerema, NO38OHOYHUKa, 2pyOHOU
Krnemku, ensome G0 MOSIHOU Nomepu ornopHoOU crnocobHocmu, ympamakl paHee
cywecmeogasuux Hagblko8 X00bbbl. [pu XpOHUYECKOU MUpPO3UHEMUU OmMevYaemcsi
3adepxxka pocma, Ha 3-4 200a omcmaem ¢bu3uosiocudyeckasi cMeHa 3y60s,
3a0epxxusaemcsi KOCmHbIU 8o3pacm. Kapduomuonamusi u apmepuarbHas
aurnepmeH3us nposBItomMcs Kak pe3ysibmam memabosudeckux rnpoyeccos, mak u
8MOPUYHO Ha ¢hOHE MopaxeHusi MoYex.

KpunmozaeHHbIe yuppo3 neyeHu u/unu senamum om MUHUMarsabHoU 00 8bICOKOU
cmerneHuU akmueHocmu S18/19t0mMcs rnoka3aHuem K uckmrodeHuro HT 1.

2.3 JIabopaTopHas TMarHOCTUKA

o [lpn nogospeHnn Ha TUPO3MHEMMIO PEKOMEHAOBAHO onpeaeneHne cogepxaHus
CYKUMHUIaLeToHa B Moye 1 nnasme kposu. [1,4,10].

(Cvna pekomeHpgauun A; ypoBeHb yoeanTenbHoOCTN JokasaTenbcTs |l)

KommeHTapumn: BaxxHO NOMHUMb, 4YMO 83ssmue buosioeudeckoeo Mmamepuarna ons
aHasnu3o08 (Mo4Yu Ha CyKUUuHUauemoH u Kposu 07151 npogedeHusi maHOeMHOU Macc-
criekmpomempuu) OOIKHO rMPo8oOuUMbCs 00 Ha4Yana UHgy3UOHHOU mepanuu,
0cobeHHO 88e0eHuUs rnna3mMo3amMewiaroliux pacmeopos8 U KOMIMOHEHMO8 KPO8U.

1. lMamoeHOMOHUYHbIM fipu3sHakoMm HT 1 u npuopumemHbiM 8 duagHOCMuUKe
58/19€emcs 8bICOKUU YyPOBEHb CyKUUHUMayemoHa 8 Moye U rra3me Kposu (Hopma
0-2 mMorns/Mornb kpeamuHuHa). Heborbwoe nosbiweHue CyKyuHuUIayemoHa 8
Kposu u mo4e moxxem Habnrodambscs npu nepekopme benkosou nuuied,
npuesodswemM K pyHKyUOoHasbHol HedocmamoyYHocmu Ha ¢hoHe nposedeHuu
crieyuguyeckol meparnuu HUMuU3UHOHOM, HU3Kobernkogou duemsi u
rnposedeHuu 0emoKCcUKayUOHHOU meparnuu ypo8eHb CyKUUHUIauemoHa
3Ha4YumersibHO CHUXaemcsi u docmueaaem HOPMbl 8 Me4YeHUe CyMmok.
UccnedosaHue cykyuHunayemoHa Heobxooumo nposodums 00 Ha4yasna
demokcuKkayuoHHOU mepanuu, rnepesueaHusi rnnasmbl U Opy2ux KOMMIOHEHMO8
Kposu.

o PekomeHooBaHO onpeaeneHne cogepxaHms aMMHOKUCHOT (B NEPBYHO odepeab
TMpO3KHa, peHnnanaHnHa, METMOHNHA) B CYXOM NSATHE KPOBU METOLAOM
TaHgemHon macc-cnektpomeTpumn (TMC) nnm B nnasme Kposwu
xpomartorpadguyeckum metogom [1,4,10].

(Cvna pekomeHpgaummn B; ypoBeHb yoeantenbHocTn gokasaTtenscTs |l)



KommeHTapuun: Bbicokul ypogeHb MemuoHUHa rnpueooum K rosiefieHUro
«KarycmHo20» 3araxa, Komopbil He mak crieyuguyeH, Kak ornuchl8asiocb paHee, U
CKopee ompakaem rne4eHOYHO-KIIeMOoYHYy0 HeAoCcmamo4YHOCMb. Ypo8eHb MUPO3UHa
ebiwe 200 mkMonb/n u rnosbiueHUe e20 rnpedwecmeeHHUKa heHunanaHuHa npu
mupo3uHemuu onpedensomcs nuweb y demel ¢ HopMarsbHbIM HympumueHbIM
cmamycom. Y ucmouwieHHbIx demel ¢ 0numesibHbiIM aHaMHe30M U KITUHUKOU 6es1koeo-
3Hepaemuyeckol Hedocmamo4YyHocmu codep)xaHue mupo3uHa u ¢heHunanaHuHa 8
Kposu mMoaym 6bimb 8 HOpME U 0axe HUXEe HOPMbI.

e PekomeHgoBaHo onpefeneHne anbda-getonpotenHa (API1) B cbiIBOpOTKE (MNK
nnasme) kposwu [1,4,10].

(Cvna pekomeHpauumn B; ypoBeHb yoeamtenbHoOCTU fokasaTtenscTs |l)

KommeHTapuu: AQI — mapkep rniposiugpepayuu xendHbix xooos, npu HT 156 nosbiweH
8 decssimku, a y 0emeu ¢ HT 1A Oaxe e mbicsqu pa3. ADI1 He crieyugbuyHbll, HO O4YEeHb
4yygecmeumerbHbIl rnokazamerib, npu HopmasibHOM €20 ypogHe duagHo3 HT 1
coMHuUmersneH. B Hopme y demet om 0 do 3 mec. ADI1 <1000 He/mr; om 3 mecsues 0o
18 nem A@rl1<12 Ha/mr.

o PekomeHOoOBaHO onpeaeneHne cogepxaHus ?-aMuHoIe8yIuUHO80U KUCI10Mbl
memodom TMC [1,4,10,11].

(Cvna pekomeHpgaummn C; ypoBeHb yoeanTenbHocTn gokasaTtenscTs |l)

KommeHTapuum: lNossiweHue ?-aMuHone8ynuHo8oU KUCI0mMbl 18/19€MCS KOC8EHHbLIM
npusHakom HT 1, mak Kak cykyuHunayemoH uHaubupyem OeaudpozeHasy ?-
aMuHoegyniuHoO8oU KUCIomabl 8 neYeHu u apumpouyumax. B Hopme codepxxaHue ?-
aMuHoJsie8yriuHoO8oU Kuciomsl 8 pa3ogol rnpobe Mmo4yu cocmasrnsgem <34 MKMOsb/I
(popmyna nepepacyema<4,5 me/n x 7,626), 8 cymoyHou moye - om 11,4 do 57,2
mkmorns/cym (1,5- 7, 5 ma/cym).

lNosbiweHuUe KoOHUeHmpayuu ?-aMuHoIe8ynuHo80U KUC/I0mMbl OmMe4Yaemcsi makxe
rpu ocmpbix nopghupusix (ocmpas nepemexarouasics, «necmpas», 8POXX0eHHas
Korporopghupusi), ompasrieHuu c8UHUOM, 0echuyume aMuHone8ynuHam-
Oeaudpamasbl (20Mo3u20mbl). YMepeHHoe nosbiuieHue moxem Habrodambcs npu
Ouabemuyeckom kemoauudose, bepemeHHocmu, NO30HeU KOXHOU rnopghupuu u rnpu
rpuéme HeKomMophbIX MPOMUBOCYOOPOXHbLIX cpedcmsa.

o PekomeHpoBaHO onpefeneHue BbISBIEHNE MyTauuii B reHe
dymapunauetorngponasbl(FAH), kognpytowem cuHTes 6ernka aH3uma [1,4,5,10].

(Cvna pekomeHpgauumn C; ypoBeHb yoeanTenbHoOCTN JokasaTtenbcTs |l)

« PekomeHOoBaHO NpoBedeHne PYTUHHBLIX BUOXMMUYECKUX aHANN30B KPOBM
[1,4,5,10].

(Cvna pekomeHpgauumn C; ypoBeHb yoeanTenbHoCT gokasaTtenbcTs |l)

KommeHTapum: B kpogu ommedaromcsi yMepPeHHO ro8bIuEHHbIU YPOBEHb
mpaHcamuHa3s (8 2-3 u bosiee pa3s), 8bICOKUL YPOBEHb
2aMmmaasiroKypoHunmpaHcnenmudassi (T Tr1) u wenoyHou gpocchamassbi (LLD),
Komopble S8/159tomcs rnpu3Hakamu eHympurne4eHo4YHo20 xonecmasa. lpu HT 1A
ommeyvaemcsi yMepeHHbIU 8HympurneYyeHoYHbIU xonecmas, npu HT 15 xonecmas
Moxxem 6bimb OUCCOUUUPOBAHHbIM: MPU HOPMasibHOM yposHe bunupybuHa
ommeyaemcs 8bICOKUU ypOBEHb 2aMMaziitoKypoHunmpaHcrnenmudassl (IMTTr1), a
makxe weno4yHou gpocchamasnl (LP), ysenudyeHue komopou mMoxem 6bimb
rposierieHUeM ocmpo20 paxuma.



lpu Hanuyuu paxumornodobHozo 3abornesaHusi akmusHocms L@ ripesbiuaem HOpMy
8 5 u bornee pa3s. BoipaxeHHocmb mybyronamuu ornpeoesisiemcsi 351eKmposiumHbIM
oducbasiaHcoM U rposierIAemMcs HU3KUM YpOBHEM KanbUusi u ¢hocghopa 8 CbiBOPOMKe
Kposu. CuHOpom DaHKOHU Moxem bbimb Kak rosiHbIM, MaK U HernosiHbIM, OrMuMarsbHO
OH oripedernsiemcs KanbUul/KpeamuHUHO8bIM U ¢hochop/KpeamuHUHO8bIM
KoaghpuyueHmMom 8 pa3oeol (8mopol) nopyuu Moyu, Komopbele Mo2ym bbimb
JIOXKHOOMpUUamesibHbIMU MpU HUSKOM YPO8HE 3mux 3/1eKMpPOosiumos 8 Kposu.
lpusHaku cuHOpoma DaHKOHU BKITHOYaOmM 2/1t0KO3YpUK, 2eHepanu308aHHYy0
amuHoauudypuro, NoYeYHbIl KaHannbuesbIl ayudos, ghocghamypuro. BmopuyHsbil
aurneprapamupeos COMnpsiXeH ¢ aurokanbyemued, aurnogocghamemuel u
coomeemcmeayrwumMu UM Kanbyud- u gpocchamypued [1,4,7,9].

o PekomeHooBaHO onpeneneHne KMCnoTHO-0CHOBHOMO cocTosiHus (KOC) kposu
[1,4].

(Cvna pekomeHpgaummn C; ypoBeHb yoeanTenbHocTn gokasaTtenscTs |l)

KommeHTapuum: Y He neyeHHbIx 60sibHbIx KOC Kposu xapakmepu3yemcsi 0egpuyumom
bukapboHamos. Npu ocmpom mevyeHuu HT 1A ommeyaemcsa memabonu4veckuli ayudo3s
3a cyem HapyweHusi KomrneHcayuu bukapboHamamu. Moxxem 8bIsi8rIaMbCs
aurnoasiuKkemusi, Komopasi cesid3aHa C rne4eHo4YHO-KI1emo4Hol Hedocmamo4YyHOCMbIO U
UcCmouwjeHUeM 3arnacos 2/iuKo2eHa 8 rneyvyeHu unu obycrosneHa aunepuHCYIUHU3MOM.

o PekomeHgoBaHO nccrnegoBaHmMe cucTeMbl cBepTbiBaHUA Kposu [1,4,7,9,10].
(Cvna pekomeHpgaummn B; ypoBeHb yoeantensHocT gokasaTtenscTs |l)

KommeHTapuu: Koazynozpamma HeobxoOuma Oris 8bisierieHuUsi sumamuH K—3asucumou
Koaeyronamuu, Komopasi xapakmepu3lyemcsi 0egpuyumom 8Cex ne4eHOYHbIX
gakmopoes ceepmbisarusi (11, V, VII, X, IX, XI, Xll), ydnuHeHuem npompombuHo8o20 u
aKkmueupogaHHO20 Yacmu4yHo20 mpomborniacmuHogo2o spemeHu (AYTB), cHuxeHuem
rnpompombuHoeoeo uHdekca, chubpuHoeeHa, aHmumpombuHa Ill. Koazynonamus Jawe
ecmpeydyaemcs rpu ocmpou mupo3duHemuu (HT 1A), npomekaem 3Ha4yumersribHO
msixesiee 4em rpu Opyaux 6051e3HAX nedYeHu, npu 3MmMoM akmueHOCMb mpaHcaMuHas u
usMeHeHus1 cooepxxaHusi bunupybuHa mo2ym bbimb 8bipa)KeHbl YMEPEHHO U He
coomeemcmeogamb msiXXecmu cocmosiHusi pebeHka. Bbicokasi cmeneHb yumoru3sa
(kak 3a cdem acrniapmamamuHompaHcgepasesl (ACT), mak u
anaHuHamuHompaHcgpepassbi (AJ1T)), ecmpevyaemcs pedko [1,4,7,9,10].

2.4 "uctpyMeHTaIbHAS. AUATHOCTUKA

» PekomeHaoBaHa ynbTpa3BykoBasi AMarHOCTMKa OpraHoB GPIOLLHON NOMoCTH, B
TOM 4ucrie, C AONMNMEePOBCKUM KapTUPOBaHWEM COCYAO0B NopTaribHOM CUCTEMBI
[4,10,12].

(Cvna pekomeHpgaummn C; ypoBeHb yoeanTenbHocT gokasaTtenbcTs |l)

KommeHTapuu: ynbTpaxsykoBas guarHoctuka (Y3M) nosgonsiem ebisssume
Ouhpy3HbIe USMEHEHUS nevyeHu Ha paHHUX cmadusix, HadasibHble Mpu3HaKu
rnopmajsibHoOU auriepmeH3uu 8 sude crifieHoMe2asuu, paclupeHusi OPOMHoU u
Ccesie3eHOYHOU 8€H, a2urnep- U 2Urnoaxo02eHHbIe y3rbl 8 rnevyeHu, UMgoy3ribli 8 0pomax
rneyeHu, auneprnasuro nooxesny004yHOU Xesesbl, yeeriudeHue pasmepos rnoYex,
HapyweHue OughghepeHUUpPOBKU CITI0ES.

« PekomeHgoBaHo npoBegeHue anactorpadpun neyenn. [1,4,5,6].

(Cvna pekomeHpgaummn C; ypoBeHb yoeanTtensHoCcT gokasaTtenscTs |l)



KommeHTapuun: @ubposaricmozpaghusi - onmumarsibHbIlU HeUH8a3Uu8HbIU
yrbmpa38yKkog8ou Memod KOJIU4YeCm8eHHOU OUEHKU MII0MHOCMU MKaHU reyeHu,
rnossoJsissem ornpeodenums 3¢hhekKmusHoOCmMb meparuu.

e PekomeHOoBaHO Mcnonb3oBaHWe KoMnbloTepHOM ToMorpadum (KT), MarHUTHO-
pe3oHaHcHon Tomorpadum (CMPT) ¢ MarHUTHO-pe30oHaHCHON
xonaHruonaHkpeartorpadgpuen (MPXI1I) [1,4,5,6,11].

(Cuna pekomeHpauuu C; ypoBeHb yoeantenbHOCTU AokasatenbcTs |l)

KommeHTapuum: [JaHHbie MemoObl su3yanu3ayuu Heobxo0umbl Orisi UCKITHOYEHUS
rpouecca marsnuaHulayuu, Harpumep, rnpu rnodo3peHuU Ha ghopMuposaHuUe
eernamouennfspHoU KapUUuHOMbI, PUCK KOMOPOU OYEHb 8€sIUK MpuU rnoKasamernsx
AQ®r1, npesbiwarowux HopMy 8 COMHU U 0axe mbICA4YU pas.

o PekomeHOoBaHO NpoBefeHMe pagnMon30TONHOrO UCCreAOBaHUSA NeYeHn
(renatocuumHTUrpadus ctatmyeckas u AMHaMmmyeckas,
renatobunucumMHTUrpacuma) n noyek (peHocumHturpadgums) [1,4, 6,11].

(Cvna pekomeHpgaummn C; ypoBeHb yoeanTenbHocTn gokasaTtenscTs |l)

KommeHTapuu: Memod coyemaem He morsibKO 8u3yanusayuro, HO Se/1siemcs u
pyHKUUOHarbHbIM uccredogaHueM. HapyuweHue 8HympuKknemo4yHo20 mpaHcrnopma,
3KCKpeyuu paduochapmnpenapama (P®I1) ¢ xen4ybko, nymu ebieedeHusi €20 U3
opzaHu3Ma, 8 moMm yucrie, rnepepacrpedesieHuUs Ne4yeHb/ceneseHKa rnpu cmamu4eckol
eenamocyuHmuepacpuu, eunepgpukcayuss POl e ceneseHke 6onee 15% saensromcs
rpu3HaKoMm rnopmaribHOU 2unepmeH3uu. Y4acmku CHUXEHHO20 HaKOMIeHUs — 3mo
JXupoeasi u coeduHUMenbHas mKaHb, Kucmael, adeHoma (00bpokayecmeeHHast
OryXxorib), y3/1bl pe2eHepayuu ¢ NoHUXXeHHoU sackKyrnspu3ayued.

PeHocuuHmuepagusi nosgosisem oughghepeHyupo8aHo oueHUmMb OyHKUU rpasou u
Jiegou rnoyex.

o PekomeHgoBaHO nccnegoBaHMs MMHEPanbHOM MAOTHOCTM KOCTEN (MpoBeaAeHNe
AEHCUTOMETPUU, KOTOPYIO LenecoobpasHo coyeTaTb C onpeaenieHMeM KOCTHOro
Bo3pacTa). [6,9,11].

(Cvna pekomeHpgaummn C; ypoBeHb yoeanTtensHocTn gokasaTtenscTs |l)

KommeHTapuu: MccrnedosaHue nposodumcs y demeli ¢ npu3Hakamu mybynonamuu:
usmeHeHuUeM nabopamopHbix nokazamersned, paxumornoO0bHbIMU KOCMHbIM
Oegpopmauusamu. PeHmeeHozpaguyeckoe onpederieHue KOCmHOo20 8o3pacma
Ha3Ha4darom 0emsmM cmapuwe 2 yiem, OeHCUmMoMemputo. — Kak rpasusio, 0emsm
cmapuwe 5 nem.

o PekomeHpoBaHa peHTreHorpadusi kocten ckeneta [4].
(Cvna pekomeHpgaummn C; ypoBeHb yoeanTenbHoCcTn gokasaTtenbcTs |l)
KommeHTapuum: [NlokasaHa ripu nnaHupyemol opmoredu4yecKol KOppeKyuu.
e PekomeHooBaHa Mo NokasaHWsM peHTreHorpadous rpygHoun KneTku [4].
(Cvna pekomeHpgauumn C; ypoBeHb yoeanTenbHoCcT gokasaTtenbcTs |l)

KommeHTapuun: MccrnedosaHue nokasaHo 8 criydae rnposedeHusi MoOHapKO3HbIX
uccredosaHul, NpU HaaIU4YuU KIUHUYECKUX rposierieHuli ObixamersibHou
Hedocmamoy4yHocmu, kapouomuonamuu.

o PekomeHgoBaHa no nokasaHusam JKIT, axokapguorpadus [4].



(Cuna pekomeHpauumn C; ypoBeHb yoeantenbHOCTN goka3aTenscTs |)

KommeHTapuum: [JaHHbie MemoObl Mo38015910m oUeHUms MopgO-pyHKUUOHaIbHOe
cocmosiHue cepdua u makxe Heobxo0umbl rnpu rnposedeHuUU MNoOHaPKO3HbIX
uccredosaHul.

2.5 Nnag nuargocTuka

o PekomeHayOTCA KOHCYNbTaUUM cneynanmcTos (Mo nokasaHusM) reHeTuka,
odTanbmoriora, Hesporaroriora, AMeTorora, kKapguoriora, fioronega-
Aedoekronora, HempoopToneaa nauMeHTam ¢ rnyraposou aumaypven tunl,
NMeLLMM HapyLLeHNa PYHKLNW COOTBECTBYIOLWMX OpraHoB n cuctem [1,4].

(Cvna pekomeHpauumn C; ypoBeHb yoeamTenbHOCTU fokasaTtenscTs |l)

o C amarHocTn4yeckom Lienbio pekoMeHaoBaHO NpoBeaeHne BMONCUN NeyYeHu
[1,4,6,10].

(Cvna pekomeHpauumn B; yposeHb ybeauTternbHoCcTU gokasatenscrs |l)

KommeHTapum: pu noemopHom nodveme anbgha-ghemornpomeuHa u nodo3peHuuU Ha
eenamouennonsapHyro kapyuHomy (I'UK) cniedyem eo30epxxambcsi om buoricuu rnevyeHu
80 u3bexaHue 2emamogeHHO20 3aHoca U Memacma3supoeaHusi Oryxorsiu.

2.6. Iuddepenimanbaas AMarHoCTUKa

e OcTtpyto HT 1 pekomeHgoBaHO anddepeHUMpoBaTh C APYrMMU
HacneacTBEHHbIMU HapyLeHNnAMN obMeHa BeLecTB, 0COGEHHO NpY HanM4yum
COMYTCTBYIOLLEr0 CENTUYECKOrO COCTOSHUSA, PE3UCTEHTHOIO K Tepanum
aHTUBMOTUKaAMK LLMPOKOrO CnekTpa Aenctensi. Bupyc-accoumpoBaHHble
3aboneBaHus (repnec-rpynnbl: LMTOMEranoBsmpyc, dnwrenHa-bapp supyc,
repnec 1, 2 n 6 Tunos), TORCH uHdekumnn He ucknodarot Hanuyuua HT1 tuna
[1,4,11].

(Cvna pekomeHpgaummn C; ypoBeHb yoeanTtensHocTn gokasaTtenscTs |l)

e [MNepMeTUoOHMHEMUIO pEKOMEHOO0BaHO AnddepeHunpoBaTb C
roMOouUNCTMHYpUEn, bonesHamMmM metabonnama MeTUOHMHA,
AEKOMMEHCUPOBAHHbBIM Lppo3om [1,4,11].

(Cvna pekomeHpgauumn C; ypoBeHb yoeanTenbHoCT fokasaTtenbcTs |l)

e [lnarHocTMyeckuin NOUCK Npu renaTtomeranuu u renatute pekoMeHLO0BaHO
NPOBOAUTL C ranakTto3emmen, PpykTo3emMmnen, HenepeHoCMMOCTbIO (PPYKTO3bI,
oonesHbto HumaHHa-lNuka, 6one3Hbio BunbcoHa, HeoHaTanbHbIM
remoxpomMaTo3oM, remodaroumTapHbiM IMMAOrMCTUOLUTO30M,
MUTOXOHAPWAanNbHON uMTonaTnen, BpoXXaeHHbIMM 6onesHsamum
rMUKO3MNMPOBaHUs, 4ednunMToM TpaHcanbaonasbl, aLletTaMmMHoeHOBOM
(napaueTamMonom) MHTOKCUMKauMen, MHAEKUMSMA (CENCUCOM, CanbMOHENTE30M,
Ty6epkynesom, repnec-BMpyCcHON, B TOM YMcCne, LMToMeranoBupyCcHOM
NHpekumen, BupycHbelMu renatutamm A un B), oTpaBneHnem rpubamu,
NeKkapCTBEHHbIMU CPeACTBaMM Ha pacTUTENbHOM OCHOBe. ['eHepann3oBaHHas
aMMHOaUMAEMMS YacTbi NPU3HAK NeYEHOYHON HEJOCTAaTOYHOCTU, HApPYLLEHMS
doyHKuMn accumunauum [1,4,6,7].

(Cvna pekomeHpgaummn C; ypoBeHb yoeanTenbHoCcTn gokasaTtenbcTs |l)



o [lopaxeHue noyvek npu HT 1 pekomeHaoBaHO AnddepeHUMpoBaTh C
LUMCTUHO30M, cuHgpomoM Lowe (okynouepebpopeHarnbHas guctpodus),
NoYeYHbIM KaHanbLUEeBbIM auMgo3omM, cuHApomMoM PaHkoHW.[pwu
pPaxmMTonoAoBHbLIX UBMEHEHMUSIX CKeneTa pEKOMEHAOBAHO UCKITYaTb
rmnogpocdaTtasmnio (HU3KMUIM YpoBeEHb LLieNoYHON dhoccaTtasbl 1 pocdopa B
CbIBOpOTKE), 4edmunt ButammHa D (HYyTPUTUBHOIO N FrEHETUYECKU
obycnosneHHoro), cuHapom d®aHkoHu [1,4,9].

(Cvna pekomeHpauuu C; ypoBeHb yoeantenbHOCTN Aoka3aTenbcTs |l)

e HeBponornyeckne Kpusbl pekomeHoBaHO audepeHUNpoBaTh OT NPOABIIEHUN
oTeKka Mo3ra 1 KpOBOU3NUAHWUIA, GakTepruanbHOro MEHUHINTA,
rmnepHaTpUmMeEMNYECKOro 06e3BOXMBaHWS, OCTPOKN NepemMexatoLLencs
nopdvpuu [1,4,9].

(Cuna pekomeHpauum C; ypoBeHb yoeantenbHOCTU AokasaTtenbcTs |l)

o [lpn n3onnpoBaHHON rMNEPTUPO3IUHEMUN PEKOMEHAOBAHO UCKITHOYATh
HapyLleHue B NULeBOM paunoHe (NoBblleHHOe ynoTpebneHne nuLeBoro
Bernka), 4To conpoBOXAAaeTCs COCTOSTHMEM TPaH3UTOPHOrO TUPO3MHO3a,
dYHKUMOHaNIbHOW HeJoCTaTOYHOCThIO hepmeHTa FAH. Takke pekomeHOoBaHO
ncknovatb TuposmHemuu |l v Il Tunos, gpyrne 60ne3HM NeYeHn ¢ HapyLLEeHMEM
CUHTETMYECKOWN N OEeTOKCUKALMOHHOM pyHKumK. [1,2,8].

(Cvna pekomeHpgauumn C; ypoBeHb yoeanTenbHoOCTU JokasaTenbcTs |l)

lMocuHdpomHbIl OughgbepeHuuarnbHbIl OuagHO3 OmpaXxeH 8 rnpusioxeHuu 2.
3. JleueHnue

3.1 KoHcepBaTuBHOE JICUCHUE

e [Insa neyeHus HacneacTBEHHOW TUPO3MHEMUM TUN | pekomeHgoBaHa
NoXXM3HEHHasinaToreHeTn4Yeckasl Tepanua npenapaTtom HUTU3MHOH X (NTBC, 2-
(2-HuTpO-4-TpUdntoopomeTmnbeHsounn)-1,3-umnknorekcaHeanoH), kog ATX -
A16AX. B coMeTaHUn C HU3KODOENKOBOM ANETON U HAa3HAYEHMNEM
crneumnanmampoBaHHbIX NPOLYKTOB HA OCHOBE CMecen aMUHOKUCIIOT, He
cogepXawmx TMpo3uH 1 heHnnanaHuH [2,8,9,10].

(Cvna pekomeHpgaumn A; ypoBeHb yoeanTenbHocTn gokasaTtenscTs |l)

KommeHTapuum: g 6onbweti agpghbekmusHocmu riedeHusi HUMU3UHOH uesiecoobpasHo
ucronb3o8ams Ha cmaduu, ripedwecmsyouw,el pa3sumuto 2ernamouesronsapHou
KapuyuHombl. MexaHu3m delicmeusi npenapama 3akndyaemcs 8 moM, 4mo OH
6riokupyem 4-a2udpokcughbeHurnnupysam OUOKcu2eHa3sy u rpensmemeayem
06pa3oeaHu0 KOHEYHbIX MOKCUYeCKUX Memabosiumos, ypoeeHb mupo3uHa 8
CbIBOPOMKeE KPOo8U IpuU 3MOM r108biuiaemcs, Ymo siefiiemcsi cmpoauM riokazaHuem 0risi
o2paHuYeHusi 8 Oueme HamyparbHO20 rnuujeso2o besika, asmecme ¢ HUM U
peHunanaHuHa (kak npedwecmeeHHUKa mupo3uHa) u mupo3uHa. Jeguyum besika
KOMeHcupyemcsi rymem Ha3Ha4dyeHus crieyuanusuposaHHoU Ouemsl ¢ oepaHu4YeHuem
3Mux aMuHoKucsiom.

Llo3a Humu3suHoHa nodbupaemcsi uHOusudyasibHO 8 3ag8UCUMOCMU OM
aghgbekmusHOCmMuU, KOmMopasi oUeHUB8aemcs o ypPO8HIO CyKUUHUIauemoHa 8 Moye u
Kpo8u, U ypOBHKO MuUpO3UHa 8 cbisopomke Kposu. Ocmpas ¢hopma muposuHemuu (HT



1A) mpebyem Ha3HayeHUss HUMU3UHOHa 8 003€e 2 Ma/Ke, 10 Mepe pocma U yeesiudyeHust
maccbl mena pebeHka 0o3a cHuxaemcsi 0o 1 ma/Ke.

lModdepxxusatrowasi mepanesemuyeckas 0o3a ripu HT 1A cocmasnsiem 1 me/ka/cymku,
npu HT 16 HavyanbHas do3a 1-1,5 ma/ke/cymku, ecnu ypoeeHb mupo3uHa meHee 600-
800 mkMornb/n, cymoyHasi do3a daemcs 8 00UH-08a rpuema eHympb. [lepuod
rnonysbieedeHusi cocmasriiem 54 yaca, Ymo no3eossiem pekomeHAo8amb
OOHOKpamHhbIU rpuem cymoyHoul 003bl. Koppekyusi 003bl HUMU3UHOHa rnpoeoodumcs 8
3agucumocmu om buoxumMu4eckux rnokazamersiel U HapacmaHusi Maccbl mesna
peberka. Okosio 10% 6051bHbIX Ha meparuto HUMU3UHOHOM He omeedyarom, 4mo
onpedernssemcs pe3ynbmamamu 6UOXUMUYEeCKO20 MOHUMOPUHaa (CyKUuHUIayemoHa 8
Mouye, byHKUUOHasbHbIe nMpobbi nevyeHu, anbga-gpemonpomeuH (APrI). Takue
nayueHmbl 67159H0MCs NomMeHyuanbHbIMU npemeHOeHmamu Ha mpaHcriaHmauyuro
rneyeHu.

[pu ebicokom yposHe bunupybuHa (>100 MKMOb/1) u ocmpol Ne4yeHo4YHouU
Hedocmamoy4yHocmu 8 coyemaHuu ¢ aurnepammoHuemued (> 100 mxkMornb/n) He
uckmroyaemcesi Heob6xo0UMocmb 8 IKCMPEHHOU mpaHcrnaaHmauyuu nevyeHu.

CHuXeHue ypo8HSs CyKUUHuUnayemoHa Ha ¢poHe meparnuu HUmMuU3UuHOHOM rpoucxooum
8 meyeHue 24 4acos, KOHUeHmMpauyus aMuHoKucriom (mupo3uHa u ¢heHunanaHuHa)
rosbiwiaemcsi 8 3agUCUMOCMU OM Kosiudecmea rnuujeso2o HamyparsHo20 berika. AQl
CHUXaemcsi MeOSIeHHO U 3a8ucum om HavallbHbIX KOHUeHmpauud, He ecezoda
docmuzaem HOPMbI.

o PekomeHOoBaHO yBenuMYeHne 403bl HUTU3UHOHA 4O 2 MI/KI/CYyTKM Npn
OTCYTCTBUM NONOXNTENBHOM AMHAMMKM NoKasaTenen koarynorpaMmmbl U yPOBHS
CYKUMHUINALETOHa B MOYE B TEYEHUE 2 HeAENb, COXPAHSAIOLEMCS BbICOKOM
YypoBHe Tnpo3uHa B kposu (6onee 800 mkMonb/n). JledeHne HUTU3MHOHM
AOIMKHO BbITb HENpPepbIBHLIM. B xo0ae Tepanuu npenapatom KOHUEHTpaums
TMPO3MHa YBENUYNBAETCS, NepepbIBbl B TEPAnuM rpo3aT pasBuTuem
TUPO3NHEMMYECKNX KPU30B (MOPMPNHONOA0OHBLIX HEBPONMOrMYECKUX KPU3OB,
ManurHusaumen). Pekomengyemas koHueHTpauna NTBC B nnasme 30-50
MKMonb. [leTn ¢ oxxupeHnem TpebyoT nogaepkaHnsa YyTb MEHbLLEN
KOHUEeHTpaunn npenapaTta Ha 1 kr Beca, B cpegHem 35 mr/m2/aeHs.
OPPEKTUBHOCTL NIEYEHUS 3aBUCUT OT CPOKOB YCTAHOBIEHMWS AMarHo3a u
CBOEBPEMEHHOro Havana neyenusa. Y 90% nauneHToB Ha dhoHe Npuema
HUTU3NMHOHA NeYeHOYHas HegOCTaTOYHOCTbL CTAHOBUTCS KOHTPOSTMPYEMOMN,
BHENeYeHo4YHble NPOSIBNEHUS, Kak NpaBusio, KynupytTcsa. MnpoBon onbIT
npumMmeHeHnsa HnTn3nHoHa (NTBC) y geTten, HayaBLUMX NleYeHMe B Bo3pacTe Ao 2
MeCSALEB XM3HW, NoKa3ar, YTO PUCK Pa3BUTUS Y HUX renaToLennionspHoOn
KapuuHoMbl cHuxaeTtca ¢ 40 oo 5% [1,4,9].

(Cvna pekomeHpauun A; ypoBeHb yoeamTenbHOCTU foka3aTtenscTs |l)

e PekomeHooBaHO ycunuTb orpaHudeHns obwero 6enka B auete (1-1,5 r/kr/cyTkun)
Npw NOBbILLIEHUN COAEPXaHUSA TUPO3MHA B KPOBU U NMPU OTCYTCTBUN NEYeHUs
HUTU3UHOHOM [1,8].

(Cvna pekomeHpgaumn A; ypoBeHb yoeanTenbHoCcT gokasaTtenbcTs |l)

KommeHTapuum: lTlompebHocmb 8 Opyaux He3aMeHUMbIX aMUHOKUCIomax
80CIMOJIHAEMCS Ha3Ha4YeHuUeM crieyuasnu3uposaHHbIX cmecel 6e3 mupo3uHa u
beHunanaHuHa, 4Ymo no3sossiem rnosbicums K8omy rnompebrieHus 6erika u dobumscs
HOpMarsibHO20 pocma u pa3sumusi pebeHKka, a makxe CHU3UMb KOHUEHMmMpayuto



mupo3UHa 8 CbIBOPOMKE, YMEHbWUMb Yacmomy U 8blpaxXeHHOCMb 803MOXHbIX
noboYHbIX 3¢bcheKkmos.

OCHO8HbIe NpuHYUbI Ope2aHu3ayuu 1e4ebHo20 numaHus, NpuMepb! pac4yemos u
UHOpMayUOHHbIU Mamepuarbi npedcmasneHsi 8 NpunoxeHuu 3.

o PekomeHooBaHO NPOBOAMTL KOHTPOMb Tepanuu B TeYeHe NepBon Heaernu
neyvenus [1,4,9,10].

(Cvna pekomeHpauuu A; ypoBeHb yoeantenbHOCTU AokasatenbcTs |l)

KommeHTapuu: KoHmporto nodnexam cnedyrowue rnokazamernu kposu: KLJC,
yHKUUOHarbHbIe rpobkl nedyeHu (bunupybuH, AT, ACT, I'TTIT -
2amMMaziromamunmpancrnenmuodasa, weso4yHas gpocgpamasa, anbbymMuH),
koazynozpamma (INMTU, AHTB, cpubpuHo2eH), MoYe8UHa, 35IEKMPOIUMBI, Kp€amuHUH,
Kanbuud, ¢pocghop, KIemouyHbIl cocmas Kpo8u, aMUHOKUCIOMHbIU criekmp, AQ[],
CYKUUHUauemoH, rno 803MoxxHocmu, KoHueHmpauyusi NTBC, npu ocmpoul rne4eHo4YHou
Hedocmamoy4yHocmu — A0rnoIHUMEsIbHO orpedesieHUe aMMOHUS, 2/TH0KO3bl, @ makKXe
rokazameJsiu Mo4u: 2J/1l0Ko3a, aMUHOKUCIOMbI, (hocqhop- U Kanbyul/KpeamuHUHO8bIE
KoaghpuyueHmel, anbbymuH, 6esiok, 6ema-2-MuKpo210byiuH.

B danbHelwem rnocne Hopmasnusauyuu rnokazamersneu uHmepseas Mexoy
uccredosaHuUsIMuU cocmaerisiem He MeHee 6 Mecsyes.

o PekomeHgoBaH no nokasaHUsIM KOHTPOSb YPOBHA dponaTos, BUTammHa B12,
CbIBOPOTOYHOrO Xenesa n goepputuHa, ButTammnHoB A, E, D, MUKpoaneMeHToB
cenexa, uvHka, vegm [1,4,8].

(Cvna pekomeHpgaummn C; ypoBeHb yoeanTenbHocTn gokasaTtenscTs |l)

KommeHTapumn: @osiamsi Kpo8U KOHMPOIUPYOM Mpu HapyweHUsIx ceepmsbigarow,el
YHKUUU KpoBU U C uernbko OughghepeHyuanbHo20 OuazHo3a Koazayrnonamud.

e PekomeHayeTcs KOHCYyNbTaums oprtanbsmonora (OCMOTP C NOMOLLbHO LLeneBown
namnel) [1,4,10].

(Cvna pekomeHpgauumn C; ypoBeHb yoeanTenbHOCTN JokasaTenbcTs |l)

KommeHTapumu: Ocmomp criedyem rnposodums 00 Hadana MedukaMeHmMO3HOU
mepanuu u 4yepe3 Mecsy, rnocrie Havyarsa neqyeHus. Tak Kak 03MOXHbI MOB6OYHbIE
3ghgheKkmbl HUMU3UHOHA - KOHBIOHKMU8UM, MOMymHeHUe po208ulbl, Kepamum,
ceemobosi3Hb, 0bpamumasi ielKorneHus, epaHynoyumoneHus U mpomboyumoneHus.
Pexxe ommeyaromces netikoyumoa, brieghapum, KOXHbIU 3y0, 3KcghornuamueHbIU
depmamum, apumemMamo3Hasi Chirlb.

e [lpu nevyeHnn 60NbHBLIX TUPO3UHEMMEN HE PEKOMEHOOBAHO NMPUMEHSATD
GenkoBble npenapartbl U Npon3BoaHble kposu [1,2,3,4,10].

(Cvna pekomeHpgaummn C; ypoBeHb yoeanTenbHocTn gokasaTtenbcTs |l)

KommeHTapum: pou3eo0HbIe KpOB8U MPUMEHSIFOMCS UCKTHOHYUMEIbHO M0 XU3HEHHbIM
roKa3aHUsIM rpu rpoeedeHuUU 3KCmpakoprnoparbHbIX Memodo8 demoKkcukayuu,
3aMeHHOM repesiugaHuU rnnasmMbi, UCKIKYames npernapamsl Ha 0CHO8e
aMUHOKUC/Iom (8 mom Yucrie eenamorpomeKmopbl Ha OCHO8e adeMemUOHUHa,
OpHUMUHa U 0p.). BakuuHbl U CbIBOPOMKU MO2YMm UCIMOIb308ambCsl 8 Crly4dae KpaliHel
Heobxodumocmu u rocrie HasHavyeHuUsi HUMU3UHOHa.



e He pekomeHOoOBaHO NPUMEHSTL NapaueTamor u Apyrme MmegukameHTO3Hble
npenapaTbl, BbIBOASALLMECH N3 OpraHM3Ma npenMyLLeCTBEHHO NeYEeHOYHbIM
nytem [1,2,3,4,10].

(Cvna pekomeHpauuu A; ypoBeHb yoeantenbHOCTU AokasatenbcTs |l)

KommeHTapuum: [Napauemamorn skckpemupyemcsi yepe3 cucmemy yumoxpoma P450.
Huasenam, npenapamsi 8anbnpoesoli KUC/Iombl U Opyaue npenapamal C ne4eHOYHbIM
nymem memaborsnusma Mo2ym 8bl38amb rnepedo3uposKy U yxyoweHue
OyHKUUOHaIbHO20 COCMOSIHUS MEYeHU.

3.2 Xupyprudeckoe Je4yeHue

e [lpu nporpeaneHTHOM TeYeHUN NaToNorMYeckoro npouecca B nevyeHn
peKkoMeHZoBaHa TpaHcnnaHTaunsa neyvexu [4,7,8].

(Cvna pekomeHpgaummn A; ypoBeHb yoeanTenbHocTn gokasaTtenscTs |l)

KommeHTapuu: B cocmosiHuu ocmpou rne4eHoYHou Hedocmamo4yHocmu
mpaHcnaaHmayuro nevyeHu rnpoeodsim fpu ycrosuu, ecru npogurib Koazynayuu He
yrydwaemcsi Yyepe3d 1 Hedeso niedyeHus. B cocmosiHuu xpoHu4Yeckou rne4eHo4YHoU
Hedocmamoy4yHocmu rokazaHuem 0711 mpaHcrnaaHmayuu nevyeHu sersemcs
eenamouerntonsapHas KapyuHoma, a UMEeHHO peyudus rnosebiWeHUs ypo8Hs anbga-
gemornpomeuHa u/unu OeKoMneHcayus yupposa rneyvyeHu, rnpu Komopom eedyuumu
[aensromcs pasnuyHsie MemoOdsl susyanusayuu (MPT, KT), nosieneHue y3r108
Ouamempom 6osiee 10 MM U KONU4eCmM8eHHOe UX ygerudyeHue. buorncuu y3r108
criedyem uzbezamb 8 €853U C PUCKOM Memacma3suposaHusi. PeweHue o
mpaHcnnaHmayuu nevyeHu rnpuHUMaemcsi KOHCUIUyMom epayed.

e PekomeHOOBaHO Ha3HaYyeHe HUTU3NHOHA. Nepes NnaHupyemMon
TpaHcnnaHTaunen nevyeHn npu renatouennionspHon kapunHome (MUK),
BblABNEHHOWN Ha no3gHux ctagmax HT 1. [4,7,8].

(Cvna pekomeHpauumn A; ypoBeHb ybeamTernbHOCTU gokasaTenscTs |l)

4. PeaOuauranusa

PekomeHdo8aHbI peabunumauuoHHbIU MepOornpusimusl, HanpaeieHHbIe Ha yy4YleHue
OYHKUUU rie4eHU, COCMOosiHUSI HepP8HOU CUCMEMbI, KOPPEKUUK CKeemHbIX
Oeghopmauudl.

S. IlpodunakTuka U JTUCIIAHCEPHOE HAOII0IeHu e

5. l.Ilpodunaktrka

lpogbunakmuyeckue mMepbl 8KIOHaOM MEOUKO-2eHEMUYEeCKOe KOHCYIbmuposaHue u
npeHamarbHyto duazHocmuky. CembsaM, umerouwum peberHka ¢ HT1 pekomeHdyemcs
KOHCYIfibmauyusi 2eHemuka, Komopbilt MOXem OsICHUMb 2eHemu4ecKue pucku Oss
cembu. Kak u npu Opyaux aymoCcoMHO-peueccusHbix 3abonesaHusix npu HT1 onsa
Kaxxool bepeMeHHOCMU pUcK poxoeHusi pebeHka cocmasnsiem 25%. B cembsix, 20e
ecmb 6o51bHOU pebeHOK, cyuecmayem 803MOXHOCMb Mpo8edeHuUs npeHamarbHoU U
npeumnnaHmauyuoHHOU uagHOCMUKU.



lNpeHamarnbHas QuaecHocmuka HT1 eo3moxHa Mmemodamu rpsMoU Uslu KOC8EHHOU
LHK-0uazHocmuku obpa3suyos [JHK, ebideneHHoU u3 buornmama 80pCuUH XOpuoHa Ha 9-
11 Hedene 6epemeHHOCMU U/Unu KINemokK aMHuUomu4eckou xuodkocmu Ha 20-22
Hedene bepemeHHoCcMU.

LlennecoobpasHo rpoeodums CenekKmu8HbIlU CKPUHUHZ HOBOPOXOEHHbIX MpU Hanu4uu
O0MSA20WEHHO20 HacriedcmeeHHO20 aHaMHe3a, cMmepmeli MiadeHUes 8 cemMbe om
cericuca, 8Hympuxesly004KO8bIX UMU UHbIX KPOBOU3NUSHUU U KpogomeYyeHud,
cMmepmet 0emel om HeycmaHo8/IeHHOU ocmpou rne4yeHoYHouU HedocmamoyHoCMU.
CenekmugHbIl CKpUHUH2 3aKrodyaemcs 8 uccrnedosaHuu ypOBHS CyKUUHUNayemoHa 8
MouYe u/unu Kpo8u Kak rpu poxoeHuu, mak u 4yepes Hedeslo U Yepes Mecsy, rnocrie
POXOEHUS.

HeoHamarbHbIlU ckpuHUH2 8 Poccutickot ®edepauyuu He rnposooumcs.

5.2. lucmancepHoe HaOI0ICHUE

MpodomkumenbHoCMb 20cnumarnu3ayuu 3asucum om CKopocmu eepucgbukayuu
duazHo3a u Havana crieyuguyeckol mepanuu. Omeem Ha feYeHue HUMU3UHOHOM
ommeyvaemcsi 8 nepabie OHuU. [MpodomkumenbHOCMb 2o0cnumanu3ayuu 3asucum om
cKopocmu 80ccmaHo8IeHus okazamersiell koazgynoepaMmbl U 06bIYHO cocmaesisiem
30 Onedl.

Lemu e so3pacme cmapuwe 2o0a Hauboriee Yyacmo, 00 ycmaHogieHuUsi duazHo3a,
eocrumarnusupyromcs o nogody eernamuma, 0b6beMH020 0bpa3o8aHuUsi NEYEHU 8
Xupypeaudeckoe omoesieHue, obpawaromes 3a KOHCcyrnbmauuel K OHKO102Y,
UHGbEKUUOHUCMY U 2aCMpPO3HMepPOosioay — 2ernamorsiogy.

[MposedeHue OuhghepeHyuanbHoOU OuacHOCMUKU, ycmaHoerieHue duagHosa u
Ha3HaydeHue crieyuguyeckou meparnuu cokpauwaem cpoK eocriumarnu3dayuu. Ha ¢poHe
HasHa4YeHUs HUMU3UHOHa rpooomKUMeIbHOCMb cmayuoOHapHO20 JlIe4eHUs1 0bbIYHO He
npesbiwaem 14 dHed. NMayueHmMos co cmabursibHbIMU rMoKasamerssMu MOHUMOpPUHaa
memabonusma u yposHs Al moxxHo Habrrodamb 8 ambynamopHO-MONUKITUHUYECKUX
ycrosusix u 8 OHEBHOM cmauyuoHape (OnumenbHOCMb 2ocrnumanu3ayuu He meHee 10
CYMOK).

Yrnbmpa3seykogoe uccriedogaHue 6prowHOU rnorocmu O0/MKHO MPo8oouUMbCs Kaxoblie 6
mecsues, a MagHUMHO-pe3oHaHcHas momozpagus (MPT) neyeHu exea00HO, ecru
8bISI8/1IIOMCS 10003PUMESbHbIE Y3/108bl€ 0bpa3o8aHus, NokalaHbl MEMOObI
su3yanu3sauyuu ¢ koHmpacmuposaHuem (KT, MPT, paduou3omornHoe uccriedosaHue),
rnoasosnsouue nodmeepdums eernamouyenitospHyro KapUuHoMy. YpoeeHb arnbgha-
gemornpomeuHa 0o/mKeH KOHMPOIUPo8ambsCs Kaxaobie 3-6 mecsues, a roemopHoe
rnossiweHue Al O0/mKHO cryXumb n1ogodom 0Orisi yerybrneHHo20 obcrie0oe8aHus Ha
npedomem UK. lNoka3aHa KOHCyrnbmauusi 0emcKo20 OHKoJlo2a.

KoHmpornb mepanuu HUMU3UuHOHOM 8Kto4Yaem onpedenieHue yposHs cheHunanaHuHa u
mupo3uHa, npu HU3kom (meHee 20 mxkMornb/n) ypogHe ¢heHunanaHuHa Heobxooumo
yeernuyeHue besnka 8 dueme. YpoeeHb mMUpO3UHa XefamersibHO yoepxxusams 8
Oduana3oHe 200-400 mkMorb/n, Ymo He no3eosisiem nosi8uMbsCsi Mo60YHbIM
aghbgpekmam. HexxenamersibHble aghgbekmbl 8 sude pomobosi3HU U Yyecmea «recka 8
anasax» nosieigtomes npu ye8enuvyeHUU KOHUeHmpauyuu mupo3uHa 8 CbiBOPOMKe Kposu
ebiwe 800 mkMorb/n u 06ycrioerieHo He cmosibKo delicmeuemM HUMU3UHOHA, CKOJTbKO
HapyweHuemMm duemsl U HU3KOU KOMIMIaeHMHOCmbo pooumeried.

3abornesaHue 0emel, UMeWUX MeYEHOYHYH HEOOCMamo4YHOCMb, Yacmo rnpomekaem
KpaliHe msixesio ¢ eblpaxxeHHol Koazynonamuel u acuumamu. HasHavyeHue



HUMU3UHOHa rpugoodum K KIUHUYECKOMY yIyHUeHU 8 medyeHue HeCKOIbKUX OHel,
npu amom 90% nayueHmMoes omeeyarom Ha mepanur. Ecnu koazynozpamma He
yriydwaemcsi 8 medyeHue 1 Hedesiu, mo 003y HUMU3UHOHa criedyem rnosbicums. Ha
oHe neveHus y bonbuwiuHcmea 0emed, KOmopble UMEM KIIUHUYECKUE MPOos8neHus
uuppo3sa u nopmarsibHOU aunepmeH3uu, 1evyeHue npueodum K KOMneHcauuu u oaxe
peapeccy uuppomu4ecKux usMeHeHud.

@yHKUUS MOYEYHbIX KaHanbyee HopMasu3yemcs, npekpawaromcs nomepu Kaabyus u
gocghopa ¢ moyod.

JleyeHue HUMU3UHOHOM 8 meJyeHue rnepsbix 3 Mecsues Xu3Hu npedomespawaem
passumue Kapouomuornamuu, rpu 6osee no30HeM Havase meparnuu ee medyeHue
yny4qwaemcsi He3agucumo om ¢hopMbi 3abosie8aHus.

lMpumeHeHUe HUMU3UHOHa obecre4yusaem rosIHOE KyrnuposaHue Hegpos102u4ecKuX
Kpu308 rno mury ropgupuul.

Tepanus HUMu3uHoHoM riepekntodyam gpeHomun HT 1 8 gpeHomun muposuHemuu I/
(cm. lNpunoxeHue 1). EcmecmeeHHbIl x00 paszsumus HT Il muna, npedcmasnsem
cobol eeHemuyeckul deguyum 4-2udpokcugbeHunnupysam OuoKcu2eHa3sbl, S8rsemcs
ypes38biyaliHo pPeOKUM U MI0X0 OnucaHHbIM 8 lumepamype, Ho 3a0epxKa
UHMersnnekmyasnbHo20 pa3eumus seri9emcsi obu,eu3secmHbiM KOMIOHEHMOM 8
cmpykmype 0aHHO20 3abosieeaHus.

JleyeHue my6ynonamuu (cuHOpoma ®@aHKOHU) U eumaMuH [J-pe3ucmeHmHo20 paxuma
Haubonee a¢hgheKmusHO Ha paHHUX cmadusix u eknodYaem kpome NTBC HasHa4dyeHue
akmueHbIx Memaboniumos sumamuHa /[ (kanbyumpuorsa), npenapamos Kanbyusi u
08yocHo8HbIX hocchamos. ObcriedosaHue skrrodaem ornpedeneHue KLC (pH kposu,
cmaHdapmHbix bukapboHamos, deguyum ocHosaHul).

CoyemaHue amuHoayudypuu, a2rKo3ypuu, hocchamypuu, MoYEYHO20 KaHarbleeo20
ayudosa ceudemersibCmayem 0O MosIHOM CUHOPoME PaHKOHU U rpu8odum K msi>XKesiomy
paxumy, HegbpoKarbUUuHO3y, 25I0MePYIIOCKIepO3y U XPOHUYECKOU MOYeYHOU
Hedocmamoy4yHocmu.

Obbem u KpamHocme uccriedosaHull rnpu ne4eHUU HUMU3UHOHOM rpedcmaerieHbl 8
mabnuue 1 u umeem uernbko Kak npedomepawieHue ocroxHeHul HT1, mak u
KOHMPOJsib Mo60oYHbIX 3¢hheKmoes U paHHKK duazHOCMUKy ocrioxHeHuU HT1, 'K e
repesyto o4epeok.

Tabnuua 1 - [lNaH MOHUTOPUPOBAHNA NapaMeTPOB KPOBU U YacToTa
WMHCTPYMEHTasbHbIX UCCIeA0BaHNN Ha OOHE KOMMIEKCHOW Tepanuu

6. JlonmostnuTebHast MHGoOpMaIusl, BIAUAIONIAA HA TeYeHHE U
HCXO0/1 3200/ 1eBAHUA

Bes neyeHus HUTU3MHOHOM NogaBnsalLlee 6ONbLLIMHCTBO AeTen normdaeT ao 15-
neTHero Bo3pacTta, onpeaensowmmM B NPOrHo3e aBnseTcsa spemsa gebiora
3aboneBaHus, T.e. AeTK C OCTPON n nogocTtpon TnposnHemmnen (HT1A) ymmnpatot go 1
roga. Vicnonb3oBaHne HUTU3NHOHA 6e3 NaToreHeTMYecKon aAneToTepanmn Takke
NPUBOANUT K MeLfIeHHOMY NPOrpeccnpoBaHmo HapyLEeHU PYHKLNN NeYEeHN N MOYEK,
N3MEeHEeHNAM OMNOPHO-ABUraTenbHOro annapara.
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Hpunoxkenue Al. CocraB padouyen rpyninbl
1. bapaHoB A.A. — akagemuk PAH, npodeccop, a.M.H., lNpeacenarens
Wcnonkoma Cotosa negmatpos Poccun.

2. HamasoBa-bapaHoBa J1.C. - uneH-kopp. PAH, npod., A4.M.H. 3amecTuTenb
Mpencenatena Vicnonkoma Coto3a negmatpos Poccun.

3. BopoBuk T.3. — o.M.H., npod., uneH Ncnonkoma Coto3a negnatpos Poccum.
4. bywyeBa T.B. — a.m.H., uneH Coto3a neguatpos Poccun.

5. nob6a O.B. - k.M.H., uneH Coto3a negmatpoB Poccun.
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6. XypkoBa H.B. — k.M.H., uneH Coto3a negmatpoB Poccuu.
7. 3axaposa E.l1O. — g.m.H., npod.

8.
9

. KyseHkoBa J1.M. - o.M.H., npod., uneH Ncnonkoma Coto3a neguatpos Poccun.

3BoHKoBa H.I'. - k.M.H., uneH Coto3a negnaTtpos Poccum.

10.KyueB C.W. - o.M.H., npod.,

11.MuxaunoBa C.B. — o.M.H.

12.HukonaeBa E.A. - 4.M.H., npod.

13.HoBwukoB I.B. - a4.M.H., npod.

14.MywkoB A.A. - K.6.H., uneH Cot3a neguatpoB Poccun.

15.CaBocTtbsaHOB K.B. - k.6.H., uneH Coto3a negnaTtpos Poccuw.

ABTOpbI NoATBEPXAAT OTCYyTCTBME PMHAHCOBOW NoaaepXKKu/koHdnmkra
MHTEepecoB, KOTOPbLIN He0o6xoaMMo oOHapoaoBaTh.

Hpunoxkenue A2. Merog010rust pa3spadoTKi KINHHUYECKHUX
PeKOMEeH AUl

LleneBas ayanTopus gaHHbIX KITMHUYEeCKUxX peKomer,auMﬁ:

neguatpsbl (kog cneunansHoctn 31.08.19);

Bpa4u obLlen cemenHom NpakTukK (cemenHas MmeguumHa)(kog,
cneumanbHocTn31.08.54);

reHeTukn (kog cneumansHoctn 31.08.30);

aneTonoru (kog cneunansHocTn 31.08.34);

HeBposioru (kog cneyunanbHoctn 31.08.42);
MeanumnHckme ncuxonoru (kog cneunansHocty 19.00.04);
aedekronoru (kog cneunansHoctn 44.03.03);

CTYAEHTbl MeanUMHCKux BY30B, MHTEPHbI, OpaANHaTOPSI;

Ta6nuua N1 — YpoBHu y6eanTenbHOCTN OKa3aTenbCTB

YpoBHH
yOeuTeIbHOCTH HcTouHuK 10Ka3aTENbCTB
JI0Ka3aTeIbCTB

1 (1)

[IpocniekTUBHBIE paHIOMU3UPOBAHHBIE KOHTPOJIUPYEMbIE
UCCIIETOBaHUS

JlocTaTOuHOE KOJIMYECTBO MCCIEN0BAHUN C TIOCTATOYHON
MOIIIHOCTBIO, C y4acTHEM OO0JIBIIOT0 KOJIMYECTBA MALMEHTOB U
MOJIy4eHHEM OO0JIBIIOTO KOJMYECTBA JaHHBIX

KpymnHble MeTa-aHamu3bl

Kax MUHMMYM OJTHO XOpOILIO OPraHW30BaHHOE PaHI0MU3HPOBAHHOE
KOHTPOJIMPYEMOE HCCIIEA0BAHNE
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1 (2)

11 (3)

1V (4)

PemnpesenTaTiBHas BIOOpKA MAIUEHTOB

[IpocniekTHBHBIE ¢ paHAOMHU3AIMEH WK 0€3 NCCIIeIOBAHUS C
OrpPaHUYEHHBIM KOJUYECTBOM JAHHBIX

Heckonbko nccnenoBanuii ¢ HeOOIBIIMM KOJIMYECTBOM MAIIEHTOB
X0opo1I10 OpraHu30BaHHOE MTPOCHEKTUBHOE MUCCIIEJOBAHNE KOTOPTHI
Merta-aHanu3bl OrpaHUYEHbI, HO IIPOBEACHBI HA XOPOILEM YPOBHE
Pe3ynbpTaThl HE IPE3EHTATUBHBI B OTHOIIEHUH LIEIE€BOM MOMYJIALUN
XO0poI1110 OPraHU30BAHHBIE UCCIIET0BAHUS «CIy4al-KOHTPOJIb)

HepangomuzupoBanHble KOHTPOJIUPYEMBIE UCCIICTIOBAHUS
HccnenoBanus ¢ HEAOCTaTOYHBIM KOHTPOJIEM
PannomMusupoBanHble KIMHUYECKUE UCCIEOBAHUS C KaK MUHUMYM
1 3HAUUTENBHOMN WJIM KaK MUHMUMYM 3 HE3HAYUTEIIbHBIMU

METOAOJIOTUYECKUMHU OLLIMOKAMHU

PerpocniexkTruBHbBIE WM HAOTIOJATENbHBIE UCCIEIOBAHUS
Cepus KIMHHUYECKUX HAOIIOIEHUI
[IpoTtuBOpeuuBbIe JaHHBIC, HE MO3BOJISIONINE CHOPMUPOBATH

OKOHYATCJIbHYIO pCKOMCHAAI IO

MHueHue SKCHepTa/I[aHHBIe U3 OTYCTAa BKCHCpTHOP'I KOMHUCCHU,
OKCIICPUMCHTAJILHO MMOATBCPKACHHBIC U TCOPCTUUCCKU

000CHOBAaHHEIE

Ta6nuua N2 — Cuna pekomeHagaunm

Cuna
pEKOMEHIalnil

Onucanue

Pexomenaanus OCHOBaHa Ha BBICOKOM
YPOBHE JTIOKa3aTeIbHOCTU (KaK
MUHUMYM | yOenuTtenpHas myOIuKaius
I ypoBHS noOKa3aTenbHOCTH,
MOKa3bIBatOLIasi 3HAUYUTEIBHOE
MIPEBOCXOJICTBO MOJIB3bI HAJ PUCKOM)

PexoMenaanysi oCHOBaHa Ha CpEJHEM
YPOBHE JTIOKa3aTeIbHOCTU (KaK
MUHUMYM | yOenutenbHas myOnuKanus
IT ypoBHs n0OKa3aTenpHOCTH,
MIOKa3bIBAIOLIas 3HAUUTEIBHOE
MPEBOCXO/ICTBO IMOJIb3bI HAJl PUCKOM)

PexomeHanus ocHoBaHa Ha ci1aboM
YPOBHE J0Ka3aTeIbHOCTHU (HO KaK
MUHUMYM | yOenurtenbHas myOauKanus
III ypoBHS 10Ka3aTENBHOCTH,
MOKa3bIBaIOIasi 3HAUUTEIbHOE
IIPEBOCXOJICTBO MOJIb3bI HaJL

PHUCKOM) U

Pacumdgposka

Meron/Tepanus IepBOii JTUHUY;
1100 B COYETAaHUH CO
CTaHJapTHOU
METOUKOM/Tepanuei

Merop/Tepanusi BTOpOH JIMHUHY;
au0o mpu oTKase,
MPOTUBOMOKA3aHUU, UITH
Hed(PHEKTUBHOCTH CTaHIAPTHOM
METOINKH/TepPaIIiH.
Pexomenpayercs
MOHUTOPHPOBAHUE MTOOOYHBIX
SIBJIEHU

Her BO3pakeHnii MpOTUB TAHHOTO
MeTO/a/Tepanuu Ui HET
BO3PaKEHUH MTPOTHUB
MIPOJOJIKEHHS TaHHOTO
MeTOa/Teparu

PexoMeH10BaHO IpH OTKa3e,
MIPOTUBOINOKA3aHUH, UITU



HET yOeUTENbHBIX JaHHBIX HU O Hed(DPEKTUBHOCTH CTaHIAPTHOU
MOJIb3€, HU O PHCKE) METOIUKH/Tepanuu, PH YCIOBUU
OTCYTCTBHSI MTOOOYHBIX 3PP EKTOB

OtcyTcTBUE YO IUTENBbHBIX
nyonukaruit I, 11 wium 111 ypoBHs
JI0Ka3aTeIbHOCTH, TIOKA3bIBAIOIINX
3HAYUTENIbHOE MPEBOCXO/ICTBO MOJIb3bI
D HaJl PUCKOM, THOO0 yOenuTeIbHbIC He pexomenoBano
nyonukaruu I, 11 v 111 ypoBHs
JI0Ka3aTeIbHOCTH, TIOKA3bIBAIOIINE
3HAYUTENIbHOE MPEBOCXO/ICTBO PUCKA
HaJ| TI0JIb30U

Ipunoxkenune A3. CBsi3aHHBbIE JOKYMEHTbI
1. TNpwukas MuHagpascoupassutmss PO Ne 185 ot 22.03.2006 roga «O maccoBom
obcneoBaHM HOBOPOXAEHHbIX AeTeN Ha HAacneaCTBEHHbIE 3aboneBaHnsa»,

2. [Mpukas MunHuctepcTBa 34paBoOXpaHeHUs N counansHoro passntna PO ot 16
anpenda 2012 r. N 366H "O6 yTBepxaeHun Nopsgka okasaHus negmaTpudeckon
nomoun”

3. lNpuka3 MuHucTepcTBa 3gpaBooxpaHeHnst PO ot 15 Hosbps 2012 1. N 917H «O6
yTBepxaeHum Nopsagka okasaHns MeauMuUMHCKOM NoOMOoLLM BOMbHbIM C
BPOXAEHHBIMU U (MNIN) HAacNeaCcTBEHHbIMIU 3aboneBaHNAMNY

4. lNoctaHoBneHue NpaButenbctBa Poccunckon ®egepauyum ot 9 anpens 2015
roga Ne333 «O6 yteepxaeHum Npasnn hopmMmpoBaHms NepeyHs
crneumnanmampoBaHHbIX NPOAYKTOB f1e4ebHOro NuTaHusa ansa oeTen-uHBanmaoBy.

Ipuioxenune b. AJIropuTMbI BeJIeHUS MAUEHTA

MaumeHT c Nnogo3peHnem

Ha TUpO3uHemuto Tun |

[wnarHocTtuka

KoHcynbTaums npounsHOro cneumanucta

H ET
HET



OA

MOHUTOPVHT NabopaTopHbIX NokasaTernen naumeHTa

HET OA

HET

Hpuiaoxenne B. Uudopmanus 1l NauMeHTOB

TuposuHemusi | muna — 370 HacneacTBeHHoe 3aboneBaHve, XxapakrepuayroLeecs
HapyLeHneM metabosimama aMMHOKUCIIOThI TUPO3NH 1 NPOSBNSAOLLEeecs
WHTOKCUKaLMen npogykTaMmm ee obMeHa, NopaxxeHUeM neyYeHn, noYek, LeHTpansHom
HEepPBHOW CUCTEMBI.

Ocmpas gpopma mupo3suHemuu | muna rnposisrisemcs B NnepBble Heaenun/Mecsubl XXU3HN
GebpunbHOM nMxopankon, pBOTON, Anapeen, 06e3BOXNBAHNEM, KENTYXON C
yBENMNYEHNEM PA3MEPOB NEYEHN N CENEIEHKUN, OCTPbLIM XEMNYAOYHO-KULLEYHBIM
KpOBOTEYEHMEM, 3aEPXKKON pa3BUTUS, crneunpniecknm «kanyCTHbIM» 3anaxom
Tena. XpoHu4yeckas mupo3uHemusi | muna npomekaem C NpenMyLLeCTBEHHbIM
nopaxxeHneM neveHn (LMppPo3oM), NoYek, C TUPO3NHEMUYECKUMN KpU3aMun, KOTopble
COMNPOBOXOAKTCSA NMUXOPaLKON, pBOTON, MHTOKCUKaLIMEN, KapanoMuonaTnen u
npoBouUUpYyOTCA NpuemMom 6enkoBon NULK. MNpu XpOHNUYECKON TUPO3MHEMUN
OoTMeYaeTcs 3agepxka pocTa, Ha 3-4 roga oTcTtaeT msnonormyeckas cmeHa 3y6os,
3afepKMBaeTCs KOCTHbIN BO3pacT. [1pn OTCyTCTBMM CBOEBPEMEHHOW ANArHOCTUKA U
nevyeHust NporHo3 3aboneBaHnsi Cepbe3HbIN.

Mocne ycTaHOBNEHWs AuarHo3a Ha3HavyaeTcsl naToreHeTUYeckas Tepanus
3aboneBaHUs ¢ UCMNOMb30BaHNEM NpenapaTta HUTU3MHOH U aneToTepanuu,
XapakTepuayoLLencsa orpaHnYeHnemM B paLuoHe Gernka 1 npumMeHeHnem
cneunanns3npoBaHHbIX CMecell aMUHOKMCIOT. JleyeHne NnpoBoanTCS Noa CTPOrMm
KOHTpOnem Bpaya.

YyunTbliBas ayTOCOMHO-PELIECCUBHbBIN TUM HAcneaoBaHUA N BbICOKUI PUCK MOBTOPHOIO
poXaeHusa B cembe 60nbHOro pebeHka, NokasaHo MeAMKO-reHeTUYecKoe
KOHCYINbTUPOBaHME CEMEMN.



Ipuiaoxenue I'.

HacnepncrtBeHHasa TUpo3uHeMus | TUN
OMIM 276700
Touka OencTBnUsA HATU3MHOHA

Puc.1. Nyt metabonunama TMpo3nHa (CnrowHas NMMHNSA — HopMarbHbI NYTb
MeTabonmama, NyHKTUPHbIE — anbTepPHATUBHbIN MYTb).

Hpunoxkenue I'2.ITocunapomubiii nudPpepeHunaabHbIN
AMArHo3 tupo3unemMuu I Tum.

CuMnToMm Bo3MoxHBIIT fuardos

Bricokoe conepxanue 6enka B parioHe
Tupozunemus Il Tuna

['mneptuposnHemus
pTHp Tuposunemus I Tuna
pyrue Gone3Hu neyeHu
I'omonucTuHypus
['unepmeTOHMHEMUS Hapymenue merabonn3Ma METHOHHUHA

pyrue Gone3Hu neyeHu

I'anakrozemus Tum 1, 3

Henepenocumocts GpyKTO3BI

bonesnr Humana-nuka tun A/B

bosne3np Bunscona

HeoHnaranbHelil reMoXpomMaTo3

['emodaronuTapHbIii TMM(OTUCTHOIIMTO3

MuToxoHIpralibHAs TeraTonaTus

BpoxneHHble HapylIeHUs TITUKO3WINPOBAHUS

Jedbunmt TpaHcanbaoaa3bl

Aueramunodenosas nntokcukaius ([IAPALIETAMOJIOM!!)
bakrepuanbabie nH}ekIuu (cencuc, caibMOHeNIa, TYOepKyJie3)
Bupycusie undexkunn (CMV, renatur A,B, repnec)
Otpasnenue rpudamu (61eAHON NOTaHKOI)

JlexapcTBa U3 pacTUTENBHOTO ChIPhS

WNnnocuakpasus Ha pa3IMdHbIE areHThI

WMHGWIBTpaTUBHBIN MM UIIEMUYECKUNA TTpOIiece

3a0oeBanHne neueHu

Cungpowm Jloy

[MuctuHo3

IToyeuHbIil KaHAJILIEBLIN AI[HI03
DaHKOHU CUHIPOM

3a0oeBaHue HOUYEK

['unodocdarazus

Paxur o
Hedunmt Butamuna D (HyTpUTUBHBIN WJIM T€HETUIECKU



JIETEPMUHUPOBAHHBIHN )
['unodocdaremMuyeckuii paxur
DaHKOHU CHHIPOM

Otek Mo3ra, KpOBOU3JIUSHNE
Hesponoruueckuit BupycHbriit/6akTepruanibHblii MCHUHTUT
KpU3HUC ['unepnarpueMuyeckas 1eruapaTamms

OcTtpas nepemesxaromasicsi nophupus

Hpunoxkenue I'3. [IppHIMIIBI OPpraHU3anuu Je4eOHOT 0

NUTAHUSA NPU TUPO3uHeMuu Tl L.

B Poccuinckon epgepauum 3apernctTpupoBaHbl crieumnanm3mpoBaHHble NpoayKThbl

OTEYECTBEHHOro 1 3apyb6exXHOro NPOM3BOACTBA HA OCHOBE aMUHOKMCIIOT 6e3

deHunanaHmHa u TMpo3nHa, npeaHasHadYeHHble Ans 60NbHbIX Pa3nMYHOro Bo3pacTta
(Tabnuua 1). PacyeT He06Xx0AMMOro KoNMYecTBa NPoayKTa NpoBoanTcst No 6enkoBomMy

OKBMBAll€HTY

Ta6bnuua 1 - XuMnyeckun coctas crneumnanmampoBaHHbIX NPOAYKTOB ne4yebHoro
nuTaHusa ans 6onbHbIX TMpo3uHemuen | Tun (B 100 r cyxoro npoaykra)*

HaunmenoBanue benok Yraesonsl,
Kup, r

IIPOJIYKTa (3kxB.) T r

Hytpuren 14 23 BT.U.

- tyr -phe 14 kg 203

Hyrpurex 20 20 18 50,2

- tyr -phe

Hyrpurex 40 40 13,0 31,4

- tyr -phe

Hytpuren 70 70 0 4.0

- tyr -phe

TYR Anamukc 23 BT.u.

WNudant 131 JIITHXK 495

XPHEN, TYR 77 0 4.5

Tupo3unox

DHepreTu
qyeckast
IIEHHOCTb,
KKaJl

470

443

401

296

457

326

Bospact
MpUMEHE-
HUSA

0-12 mec

C 1ronma

C1roma

C1roma

0-12 mec

Hetu n
B3pOCIIBIC

*-MPOAYKTbl 3apPErMCTPUPOBaHbI Ha TeppUTOpUM rocyaapcTe TamoxeHHoro Cotosa u
BKITHOYEHbI B [lepeyeHb cneumanmampoBaHHbIX NPOAYKTOB AN AeTel —MHBannaoB

cornacHo lNoctaHosneHnuto MNpasutensctBa Ne333 ot 9 anpens 2015 roga.

PacueTt ne4yebHoro nuTaHna (Npu HaNU4YMM Tepanum HUTU3MHOHOM) ANs AeTeln NepBoro
roga >XU3Hu Npomn3BOAAT UCXOASA U3 NOTPeBHOCTM B Bernke, 6rM3Kkon K r3nonorndeckom
(2,2 — 2,3 r/kr maccbl Tena B CyTKM), AaHHble npuBeaeHbl B Tabnuue 2.. He meHee 50%-
60% cyTo4HON NOTpPebHOCTN B Benke yaoBNEeTBOPSIETCA 3a CYET Cneumnanm3mpoBaHHOM



cMecu amuHokucnoT (Tabnvua 1), octanbHasa YyacTtb (40-50%) komneHcnpyeTcsa 6enkom
CLIeXXEeHHOro MaTepuHCKOro MOSoKa Unu AeTCKOM MOSTIOYHOM CMEeCU C HU3KUM
copgepxaHuem benka (1,2-1,3 r 6enka Ha 100 mn BOCCTaHOBNEHHOW cMecwn), a nocne 4-
X MecsLeB Takke HU3KOOerkoBbIMY NpoayKTamu Npukopma (OBOLLHbIE U PPYKTOBbIE
nope, 6e3mMonoYHbIe Kalm ¢ cogepxxaHnem denka He 6onee 0,5 r Ha 100 mn roToBOM
Kaluu, crneumanm3mpoBaHHble HU3KobernKkoBble NPOaYKTbl HA OCHOBE KpaxMarios,
HanpumMep, caro u ap.). lNpu Ha3Ha4YeHUn OUETbI C HU3KUM COAEPaKHMEM TUPO3UHA U
reHunanaHmHa opueHTUPYTCA Ha MUHUMarbHble NOTPEBHOCTN B 3TUX
amuHokucnoTtax (Tabnuua3d). edumumT kanopmnHocTn nevyebHOro paunoHa
KOMMEHCUpYEeTCH C NOMOLLbIO J0BaBNeHNS XUPOB (pacTUTENbHOrO Macna, Ho He 6onee
3,5-4 r obuLero xxmpa Ha Kr Maccbl Terna B CyTKW) 1 yBENNUYEHUS KBOTbI YreBOL4OB 3a
cyeT fobaBneHns BbllleyKadaHHbIX HU3KOOENKOBbIX NPOAYKTOB, a Takke 5% rnoKo3bl.
AHanornMyHbIM o6pa3om CTPOUTCH NevebHbIN paunoH y 6oMnbHbIX CTapLle roga, obLmi
6enok paccunTbiBaeTcs ucxoasa n3 6esonacHolx notTpedbHocTen B 6enke (He 6onee 1,5-
1,8 r/kr maccbl Tena B CyTKK).

Mpw oTCyTCTBUM TEpaAnMM HUTU3NHOHOM MPUHLMMNBI OPraHn3aumMm guetotepanum
OCTaloTCs Te XKe, HO orpaHnveHus B 6ernke 6onee xectkne. PacyeTt nponssoanTcs,
ncxoas U3 MMHUManbHbIX NOTPEBHOCTEN B Benke Ha Kr Macchl Tena B CyTKM (Ha NepBoMm
rogy *usHu —1,5 mr/kr maccel Tena, y geten ctapwe roga ot 1,5 go 1,2 r/kr maccel
Tena). [Ana cbanaHCMpoOBaAHHOCTM CYTOYHOIO pauMoHa UCNONb3YT HU3KOOENKOBbIE
HaTypanbHble U cneumann3npoBaHHble NPOAYKTbl HA OCHOBE KpaxmarsioB, a Takke
pacTuUTenbHbIE Macna, B 3TUX NPOAYKTaX XenaTenbHO y4YUTbiBaTb COAEPXKaHme
naToreHeTUYeCKN 3HaYUMbIX aMUHOKUCNOT. Heo6X04MMO NOXKM3HEHHOE NMPUMEHEHME
ANETbI C HA3KMM COAepKaHMeM deHunanaHnHa u TMpo3nHa, B OCTPOM nepuoae
Konm4yecTtBo obulero 6enka cHmkaetcsa go 1,2-1,5 r/kr maccel Tena o Hopmanusauum
coepxaHus CyKuMHMUNaueToHa B Mo4ve n/unu kposu. Npumep pacyeTta nuTaHus u
CYTO4HbI HAbOp NPOAYKTOB NpeacTaBreHbl B Tabnuua 3-4.

Tabnuua 2 - PekomeHngyemble HOpMbl NoTpebneHns 6enka ons 300poBbIX AeTeN
pas3nunyHoro Bo3pacrta [2,3]

Bospacr RDA CHIAT BO32 EBpocoro33  Poccusi4
(r/kr/cytkn)  (r/xr/cytku)  (T/KT/CyTKH)

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

6-12 mec 1,6 1,21 1,6 2,6-2,9 (r/xr/cyTKm)

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 r/cyt

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

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

Manpuukul4-18 ner 0,9 0,69 0,9 87 r/cyT



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

HeBouku 14-18 ner 0,8 0,64 0,85 76 t/cyT

Ta6bnuua 3 - [JonycTMMoe KONMMYecTBO 3HaYUMbIX aMUHOKUCIIOT B NUTaHUU eTen C
HacneacTBEHHbIMM aMUHoaumgonaTamm [8].

Bospacr nereit JlomycTMOE KOJIMYECTBO aMHHOKHUCIIOTHI (MI/KI/CYTKH)

DeHWIATaHUH+THPO3UH ~ MEeTHOHUH

0-12 mec 80 25-20
1-3 rona 60 15-10
4-6 ner 25-20 10
crapiie 7 Jiet 15-10 8

Ta6bnuua 4 - lNpumep pacyeTa NuTaHua anga pebeHka 3-x neT ¢ TMpo3nHemmen |-ro
TMna.

Macca tena 14 «kr[2].

[Tokazarenu Pacuér IIpumeuanue

OO61iee 10TyCTUMOE CYTOYHOE KOJTMYECTBO

1,5x14=21r
Oenka
O011ee 10MyCTUMOE CYTOYHOE KOJTMYECTBO 25 x 14=350 Ha 1 kr maccel Tena —25-30mr
(deHmTanaHuHA+THPO3UH B CYTKH MT JOITyCKaeTcs (eHIIaTaHnHA
JlomycTrMoOe KOJIMYeCTBO OelKa 3a cueT I 1 r Oenka coaepKUT
€CTECTBEHHBIX MTPOJAYKTOB 50 Mr eHuIaIaHNHA
KonuuecTBo 6enka 3a cuet
CHEIUAIM3UPOBAHHOTO MIPOAYKTa Hympueen 21-7= 14 1

20 -phe, -tir

CYTO‘IHOG KOJIMYCCTBO CYXOT'O
CIIELIMATU3UPOBAHHOTO NPOAYKTa Hympueen
20 -phe, -tir

(14x100):20= 100 r cyxoii cMecu
70T conepxkut 20 r 6enka

Ta6bnuua 5 - NpuMepHbI CyTOYHLIN HAbOp NPOAYKTOB, €r0 XMMUYECKUIA COCTaB U
9HepreTuyeckas LLeHHOCTb A5 AeTen paHHero Bo3pacta (1-3 roga) ¢ TuposmHemuen |
TvMna [2].

KUPbI

" OHeproueH
Komnuectso  Xumnueckui Hoe pr T deunnanagua+
b

MII/ T cocCTas, I' TUPO3HUH, MI'
KKaJ

ITponykThI



Oenku
Xi1eb 6/0

Xne6o0ynou
HbIC U3JCITUS

Cyxas cmech
«OmnaapIex

Bepmumiens
6/0

Caro uckyccr.

Cyxoit 6/6

HAIIUTOK
Macno cius.

Macimio
TOILIEHOE

Macimio
pacTur.

Caxap
Bapense
Kaprodens
Kamycra cBex.
MopxkoBb
Caexkiia
Kabauku
Orypuisl
Canar
ITomuopsl
Tomar-nmacra
JIyk penuateii

KiroxBa

YTJIEBOIBI

50

13

31

6,8

17

12

20

10

30

30

20
50/35
110/88
80/64
50/40
20/15
10/9
5/4
10/9
2

8/7

10

0,38

0,1

0,5

0,06

0,01

0,1

0,03

0,7
1,58
0,83
0,6
0,09
0,07
0,06
0,9
0,1
0,09

0,05

1,25

1,17

0,3

0,04

0,03

2,5

16,5

9,8

29,9

0,14
0,1

0,06
0,04
0,05

0,01

0,02

30,7

8,4

28,2

5,7

14,7

8,6

0,16

0,06

29,9
14,0
5,7

4,2

4,06
3,6

0,74
0,23
0,09
0,34
0,38
0,64

0,38

1351

45,5

130,3

24,3

61,2

57

149

88,7

269,7

113,7
56
28
23,8
21,8
16,8
3,5
1,3
0,7
2,1
2,0
2,9

2,6

25

30

35
80
42

30

25
0,5

50



Coxku

DpyKThI
CBEXHE

DpyKThI
cyxue

3a c4eT HaTyp
MPOJIYKTOB

Hympuczen 20
-phe, -tir

Hroro

Tabnuua 11

Hpuiaoxenue I'4. PacindppoBka npuMedaHu

...XK — NEKapCTBEHHbIN NpenapaT, BXoAdALwmin B [NepeyveHb XXN3HEHHO HEODXO4MMBbIX U

100

150/127

10

0,5

0,64

0,3

6,9

14

21

0,38

62

12,6

74,6

11,7

12,45

5,05

191

36,12

227,12

47

58,4

22,7

1341

314

1655

20

45

10

347

347

Ba)XHEMLLUNX NEKapCTBEHHbIX NpenapaToB Afis MeanLMHCKOro npuMmeHenust Ha 2016 rog
(PacnopsipkeHue lNMpasutensctBa PO o1 26.12.2015 N 2724-p)

...BK — l'NeKapCTBEHHbIN npenaparT, BXxoasLwmnn B [epeyveHb nekapcTBeHHbIX NpenapaTos
A5 MEOULMHCKOTO NPUMEHEHNS, B TOM YUCHEe NIeKapCTBEHHbIX NpenapaTos AN
MeaMLMHCKOro NPUMEHEHUS1, Ha3dHa4YaeMblX Mo peLleHnto BpadebHbIX KOMUCCU

MeanUUHCKMUX opraHu3aunin (PacnopsikeHue MNMpasutensctea PO o1 26.12.2015 N

2724-p)
38

10 okmsbps 2016 a.



