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Cnucok coxkpameHui
CDbS - Du3um nucraTHOH—B-cHHTa3a
CBS — reH, kogupyromuii CHHTE3 IUCTATHOH—3-CHHTA3bI
GNMT — rumua-N MeTuntpancdepasa
IQ - intelligence quotient (ko3¢ dunreHT HHTEIIEKTYaTbHOTO Pa3BUTHS)
MAT — MeTHOHHH aJieHO3WITpaHchepasa
MTHFR- meTunrerparuapodonaTpeykrasa
BKC - Goiie3Hb KJIEHOBOTO CHpOIIa
KIIC — KUCIOTHO-IIEI0YHOE COCTOSIHUE
MC/MC unmu TMC - MeTo TaHIEMHON Macc-CIIEKTPOMETPHH

[HHC — uentpanbpHas HEpBHasI CUCTEMA



TepMUHBI U OnIpeaeIeHUs

CyOnrokcanus (JIIOKCAlus ) XpyCTaIrKa — TOJIBBIBUX (BBIBUX) XpyCTaauKa



1. Kparkas nndpopmanus

1.1 Onpeneaenue

l'omouucTHHYpUST — HaClEACTBEHHOE 3a00JIeBaHME W3 TPYIIBl aMHHOALMOTATHIA,
00yCIIOBJIECHHOE HapylIeHHMEM METa0o0JIu3Ma CEPOCOJAEPKAIIUX aMUHOKHUCIOT, B IEPBYIO
ouepenib MeTHOHHHA. OTHOCUTCS K KJaccy peakux (opdaHHbIX) 3a00JeBaHUM.

1.2 DTHOJIOIrHUS ¥ NATOreHEe3

3aboneBanne BbI3BaHO JeduuutoM (epmenta 1ucraTHOH-fB-cuHTaszel  (ChS),
YYacTBYIONIETO B MPEOOpa3OBaHMM METHOHMHA B IMCTEUH, MPOSBISCTCS TMPU HATUYUAU
TOMO3UTOTHBIX WJIM KOMIIAyH]I-T€T€PO3UTOTHBIX MyTauui B rene CBS, nokanu3zoBaHHOM Ha
JUTMHHOM 1uIede XpomocoMbl 21 (21022). Tum HacaenoBaHust ayTOCOMHO - PEIECCUBHBIN.

[Ipu xkmaccuyeckod TOMOLMCTUHYPHHM BCJIEACTBUE HEIOCTATOYHOCTH ITMCTATHOH-[3-
CHUHTa3bl HapyliaeTcs I[HUKJI MpeoOpa3oBaHus (METHIMPOBAHUS W JACMETHUIHMPOBAHUS)
cepocojiepKaliei aMUHOKUCIOTH METHOHHHA.

OTU U3MEHEHHUS BBIPAXKAIOTCS B MOBBIIICHUH YPOBHS METHOHMHA M TOMOIIMCTEHHA B
CBIBOPOTKE KPOBH, TOSBICHUU TOMOITUCTHHA (HE COJEpIKAIIerocs B HOPME B TKaHAX W
OMOJIOTUYECKHUX IKUJKOCTSAX YEJOBCKA) M YMEHBIICHHHM COJCPKAHHS I[IHCTHHA B KPOBH.
XapakTepHbI TaK)Ke BBICOKHE MMOKa3aTeIl MOYeYHOM HKCKPEUUd METHOHUHA, TOMOIIUCTEHHA,
TOMOIIMCTHHA U HU3KHE — [IUCTHHA.

N3ydyenue BIUSHUS BBICOKMX KOHIICHTpPAIMii METHOHMHA U OCOOEHHO TOMOIIMCTHHA
BBISIBUJIO UX TIATOJIOTMYECKOE BO3JCHCTBHE HAa OPTaHbl U TKAHU OOJIBHBIX, YTO OCOOCHHO SIPKO
MIPOJIEMOHCTPUPOBAHO TIPH MCCIIEIOBAHUM ayTOIICMMHOTO MaTepuajja U B IKCIIEPUMEHTax Ha
JKUBOTHBIX. YCTAHOBJIEHO, YTO TMOSBICHHE M YBEIWYCHHE KOHIIEHTPAlMM TOMOIIMCTHHA B
CBIBOPOTKE KPOBH CIIOCOOCTBYET O0Opa30BaHHUIO HEKPOTUYECKHU-AECTEHEPATUBHBIX YYaCTKOB B
MOYKAaX, CEJIE3EHKE, CIIM3UCTON 000JI0UKE JKETyIKa U KPOBEHOCHBIX COCY/Iax ¢ MOCIEAYIOLIEi
arperaiuei Ha HUX TpPOMOOIIUTOB.

W3BecTHO, YTO TOMOLMCTUH aKTUBUpPYeT (pakTop XaremaHa, COCOOCTBYs IpoILiecCy
TpoMO00OpazoBanus, 001a1aeT HU3KOW PACTBOPUMOCTBIO U MOXKET OCEIaTh B MATOJIOTHYECKU
W3MEHEHHOW MHTHME COCY/Ia, TIpeApacioiaras K 00pa3oBaHHIO TPOMOOB.

NmeroTcst  Takke  JaHHBIE, CBHUJIETEILCTBYIOMME 00 W3MEHEHWH OOMEHa
COCTMHUTENILHON TKaHU y OOJIBHBIX C TOMOLIUCTUHYpUEH. BhICKa3pIBaeTCsl MpearnoioKeHue,
9T0 (EHOTUNUYECKOE CXOJACTBO 3aboneBaHusi C CUHIApoMOM MapdaHa oOBsICHAETCS
BTOPUYHBIM BOBJICUCHHEM COCTUHUTEIIGHONM TKAaHW B TMATOJOTWYCCKUH TIpolecc IpHu

roMouucTuHYpuH. B koHme 20 Beka MOSIBHUIMCH COOOIICHHUS O CHIKCHHH pPermapariuoOHHON



cnocobHocti JTHK-nmumdoruToB nepudeprueckoil KpoBU y OONBHBIX ¢ TOMOIIMCTUHYPUEH U
reTepO3UTrOTHRIX HocuTenel rena CBS.

DH3uM nucTatuoH-B-cunrasza (CbS) sisercs nupuaokcuH (BUTaMuH Bg) 3aBUCHMBIM
(depMeHTOM, TOATOMY B KJIACCHYECKOW TOMOIIMCTUHYPHUU BBIACISIOT Bg-3aBucuMyro u Bg-
pe3ucTeHTHYIO (hopMbl 3a0oeBanus (MeTabonnyeckuit 610k 1 Ha pucynke 1: Bg— 3aBucumas
dopma). Bo3MOXKHO Takke HapyIICeHHE AaKTUBHOCTH CJIEAYIOHIero QepMeHTa B 3TOH
METa0OJTMYECKON TeTH — IIMCTAaTHOHA3bl, KOTOPBIA 00yclioBIMBaeT Bg-pesucteHTHYIO hopmy
3abosieBanus (MeTabonnyeckuii 010K 2),

e  cuenyroomue  (HOpMBI  TOMONMCTHHYPUH  CBS3aHBI €  TEHETHYECKHU
JNETCPMUHUPOBAHHBIMU  Je)eKTaMd  PEMETHWIMPOBAHUS  METHOHMHA, BO3HUKAIOIIUMHU
BCJIC/ICTBHE HapyIICHUS AKTUBHOCTH S-meTunTerparuapodoaT-roMocTenH-
metmitpancdepasol (3-s1 popma, mertabonuueckuid Omok 3 Ha pucyHke 1) u OioKoM
depmenta N(5,10)-metmienterparuapodonarpeaykraspi(4-s popma, MeTabOINISCKU OIIOK
4 na puc. 1). Ykazannele 18e (GOpPMBI COMPOBOXKIAIOTCS HE TOBBIICHHEM, a CHIDKCHUEM
KOHIICHTPallMM METHOHMHA B KPOBH. B neauarpuyeckod NMpakTHKE Yaile BCTPEYAIOTCS JIBE

nepBeie  (GoOpMbl  OOJIE3HH, HMMEHYyeMble KIACCHYeCKoW romomuctuHypueit [1,2,11,

14].
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Pucynok 1. Cxema MeTab0IM4ECKHX MTPOLIECCOB, MPUBOIAIINX K PA3BUTHIO TOMOLIUCTUHYPUU
(o UpTodate.com ¢ u3mMeHEHUIMH )

1.3 DnuaeMuoJ10rus

Cpennsis 4vacTtota B OOIICH TMOMYJSAIMM HE OIpelelieHa H3-3a  OTCYTCTBHUS
MMOBCEMECTHOTO HEOHATAIBHOTO CKPUHHHTA, €CTh JaHHBIE, 4TOo OHa cocTariser ot 1: 58 000
mo 1: 335000, B crpanax bmmxkaero Bocroka (Karap) or 1: 1800 mo 1:8 000. I'en

JIOKaJIM30BaH Ha JUIMHHOM IuIe4e XpoMocoMbl 21, B okyce 21022.1.

1.4 Koguposanue no MKBE-10

E72.1 — napyueHnue oOMeHa cepocoiepKaliuXx aMUHOKHCIIOT.

1.5 Knaccudbukanus

Breigensior cneayronme KIMHAKO-TeHETHIEeCKHE (POPMBI KJIACCHYECKONW TOMOIIUCTUHYPHH:

Bg-3aBucumas u Bg-pesuctentnas (merabomudeckue 010ku 1 u 2)



O TOMOIIMCTUHYPHUS, 00ycIoBIICHHAS HapyIICHHEM aAKTUBHOCTH 5-
METHUATETPAruapodoIaT-roMoucTenH-MeTUATPaHCPepa3pl  (MeTaboIUUeCKuil  OJI0K
3)

O TOMOIIUCTUHYPHSI, 00yciIoBICHHAS HapyleHueM AKTUBHOCTH N(5,10)-

METHJICHTETparuaApodoIaTpeyKTa3sl (MeTabomnueckuii 6110k 4)

1.6. Ipumepsl GopMyIHPOBKH AHATHO30B

o [lomoyucmunypus;
o Kuaccuueckas comoyucmunypus (Bs 3a6ucumas popma),
o Knaccuueckasn comoyucmunypus (Bs pesucmenmnas popma);

©) HapymeHue obmena cepocodepofcau;ux amMuHoKucaon.

2. JImarnocTuka

2.1 ’Kaj100LI 1 aHAMHE3

3azep)kka ICUXOMOTOPHOTO Pa3BUTHS, YMCTBEHHAs OTCTAJIOCTb, CHUKEHHE 3PEHUS,
cKeneTHble naedopMmanyu (BaIbryCHash YCTaHOBKA KOJICHHBIX CYCTaBOB, KH()OCKOJIHO3HI,
BOPOHKOOOpa3Hasi WM KWJIEBUAHAs JedopMallMyd TPYAHOM KIETKH), KapJUOBacKyJspHas
[aTOJIOTHs, YACThIE NIEPEJIOMBI y JIETEel CTapIlero Bo3pacTa.

B anamHe3e BO3MOXKHBI yKa3aHMs Ha pPOJACTBEHHBbIH Opak, Hajauyue CUOCOB C
AQHAJIOTMYHBIMU KJIMHUYECKUMHU IMPHU3HAKaMHU, HAIWYUE y OJIM3KUX POJACTBEHHHUKOB PAHHUX
MH(}apKTOB/MHCYIBTOB.

2.2 duzukajabHoe 00cae10BaAHHE

Denomunuueckue uepmol OONbHBIX: MASKUE CLESKA 8bIOWUECS C8EMIO-PYCble BOLOCHI,
HEJICHLIIL pyMAHeY Ha wjekax, 2onyoou yeem paoyicHol 000N0UKU, BbICOKUL pPOCH,
acmenudeckoe mMenociodxicerue, OluUHHble MOHKUe KOHeYHOCMU, apaxHOoOaKmuaus Kucmeu u
cmon. Yacmo  obuapyscueaemcsi  8anbeyCHAs  YCMAHOBKA  KOJIEHHbIX — CYCMABOS,
KUGOCKONUO3bL, BOPOHKOOOPA3HASL UNU KUNeBUOHAs Oedhopmayuu epyonou kiemxu. Hapsaoy c
amum, ecmpedaromcsi Gopmuvl 00NE3HU, NPU KOMOPLIX USMEHEHUS ONOPHO-08USAMENbHO20
annapama MUHUMAIbHbL UL NOJTHOCIbIO OMCYMCMEYIOM.

Xapaxmepna  namonocus — 2na3H020  annapama: — cyonoxcayus — (TOKcayus)
XPYCMANUKO8, 4aCMO  OCIONCHAIOWUTICS  GMOPUYHOL  2I1AYKOMOU, HepeoKo umeroujell
3710KauecmeeHHoe meyenue, MUOnus, ampogus 3pumenbHblx Hep8os, KAMapaKma u OmciouKd

cemuyamku.



Cepoeuno-cocyoucmoie HapyuieHusi 00YCIO061eHbl pa3eumuem mpomooImMoonuu 6
aApmMepuUaIbHLIX COCYOax cpeOHe20 U MeIKo20 Kaiuopa.

Tpom603bl 603HUKAIOM NPEUMYUIECMBEHHO )Y NAYUECHIO8 NOOPOCMKOB020 U MOJI0O020
go3pacma, AGNAIOMCA  21A6HOU NPUYUHOU UHGAPKMA MUOKAPOA UMW  UHCYIbMA €
Gopmuposanuem 04a2080U HEBPONOSUHECKOU CUMNMOMAMuKU. HMumennekm 601bHbIX C
eomoyucmunypuei yauje cHudcen: 1Q (Kosgpguyuenm unmeniekmyanrbHo20 pazeumus)
konebonemcsi om 32 0o 85 eod. (mopma 85-115 e0.). V oemeii ¢ Bs— 3asucumoti ¢hopmoii
2OMOYUCMUHYPUU YMCINBEHHOE PA3BUMUE MONCeM DblMb HOPMATbHBLM.

Hmeromes coobwenus o maxcenoi ghopme snunencuu (cunopom Becma) y nayuenmos
¢ ecomoyucmunypuei. Onucanvl maxoice cemMuniecuss, NCUXo3ul.

Tsicecmov kKnuHuveckux nposeieHutl 6onesnu npu Bg- pesucmenmuoil ghopme bonee
svipadicena, wem npu Bg-3a6ucumoi.

2.3 JIaGopaTopHas AMATHOCTHKA

e Jlus JMAarHOCTHKM 3a00JIEBaHUs B Ka4eCTBE CKPHMHHHIOBOIO TECTa PEKOMEHIOBAHO
HCITOJIB30BATh MPOOY HA CEPOCOICPIKAIINE AMHUHOKUCIOTHI — KAUECTBCHHASI PEAKITHS C
[UAHUIHATPOIIPYCCHIOM: TIPH OKPAIIMBAHUKM MOYH B MHHTCHCUBHBIN CBEKOJIBHBIN I[BET
mpo0a cunuTaeTCs MOJ0KHUTEIBHOM [2].

(Cuna pexomennanuu C; ypoBeHb q0oKka3zaTeabcTs |1)

e Jlng AMArHOCTHKH KJIACCHYECKOH MOMOIMCTUHYPUH PEKOMEHIOBAHO KOJINYECTBEHHOE
OIpe/IeJICHUe METHOHMHA, TOMOIIMCTHHA U IMCTHHA B CHIBOPOTKE (IU1a3Me) KPOBU U
MOYH METOJIOM TaHaeMHO# Macc-cniekrpomerpuu (TMC) [3,13,15].

(Cuna pexomennanuu B; ypoBenb noka3arenncts 1)

KommenTapum: 011 xnaccuueckoii 2oMOYUCMUHYPUU XAPAKMEPHbL  NOBbIULEHUE
VDOBHSL MEMUOHUHA U NOAGIEHUE 2OMOYUCMUHA 6 CbIBOPOMKE KPOBU, CHUNCEHUE
YUCMUHA 6 CblBOpOMKe Kposu u moue (mabauya 3). Badicno, umo KoHyeHmpayusi
20MOYUCMEUHA U 20MOYUCIUHA 8 NIazMe O0JINCHA OblMb ONpedeileHa y nayueHma, He
RONYYArOWe20 NUPUOOKCUH (8 MOM YUC/ie 8 COCMAge NOTUSUMAMUHOS8) 8 MeYeHUe 08YX
Heoelb.

Ta6auna 3 - OcHOBHbIE OMOXUMHUYECKHUE TIOKA3aTeNH JIsl AMATHOCTUKY TOMOIIUCTUHYPUH.

Metabonut buonoruuecku | Oxxunaemple pe3ynbratel 'y OonbHbIX | KoHTpOB
it oOpazen TOMOLIMCTUHYPHUEN
HoBopoxnenubie Heneuenurie
crapiue 1 roga
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['omornucTrH rIa3ma 10-45 mxmomb/1 >100 MKMOJIB/JT OtcyTcTBYET
(0-1,2 Mr%) (>3 mr/mn)

OOmumit mIasMa 50-100 MKMOJIB/TT >100 MKMOJIB/JT <15MKMOJIB/NT

TOMOIIUCTEHH

MeTHOHUH mIasma 200-1500 MxMoip/1 | >50 MKMOIB/JT 10-40 MKMOJIB/
(3-23 mr/mn) (>0,7 mr/mn) (0,2-0,6 Mr%)

I'omonucTenH Kposb ompeeseTcs onpeneseTcs OTtcyTcTBYET

Moua
Huctuna mia3ma
PekoMeHZIOBaHO  WCIONB30BAaHWE  MOJICKYJISIPHO-TEHETHYECKMX  METOJOB  JUIA

UICHTU(PHUKAIMU TOMO3UTOTHBIX WJIM KOMIIAyH]I-T€TepPO3UTOTHBIX MyTanuii rena CBS
C LeJbpo 000CHOBaHuUs auarnos [2, 5, 11, 12].

(Cuana pexomenaanum B; ypoBennb nokazareancts I1)

Kommenrtapuu: I'en CBS cooepoicum 17 sk30n08, pazdenennvix 16 ummpounamu.
Pasmep cena cocmasnsem 22,74 m.n.n. Jlea nepsvlx IK30HA 2eHA He
MPancKpubUpyomcs.

K nacmosiwyemy epemenu 6 eene CBS onucarno 6onee 170 paznuunvix mymayui. 67% -
9MO  MUCCEHC Mymayuu, OONLUUUHCMBO U3 KOMOPLIX AGNAIOMCA  YHUKATLHBIMU.
Honcenc mymayuti nacuumvieaemcsa moavko 9; ocmanvHble — Npeocmasiietvl
MenKUMU Oeleyusimu, 6CMABKamu u mymayusamu caum-cniaticunea. Heoasno onucana
eOUHCmEeHHasl npomsaxicennas oeneyus 6 2ene. OcmanvHovle Oeleyuu He Npesuluiaom
bonee 100 nap nykieomuoos.

B P® J[HK-ouaznocmuxa npogooumcs memooom NOIUMEPA3HOU YenHoU peaxyuu
(IILIP) ¢ nocneoyrnouum pecmpukyuoHHbIM aHAIU30M. Taxum memooom 6win nposeden
ckpunune na Haubonee wacmole mymayuu 2ena CBS - p.11e278Thr u p.Gly307Ser. C
NOMOWBIO  NPAMO20 HEPAOUOAKMUBHO20 CEKBEHUPOBAHUSL OCYWECmENeH aHAIu3
omKpwimou pamxu cuumvieanus cena CBS.

Onpeoenenue mymayuii 6 2cene CBS 6aocno ona okonuamenvno2o noomeepicoeHus
ouazHo3za,  IPpexmusHoco  MeOUKO-2eHemu4ecKko20  KOHCYIbMUPOGAHUS U
NPOCHO3UpOBanuUsi msdxcecmu medenuss oOonesHu. Heobxooumo yuumwsieams, umo
OONBUIUHCINBO NAYUCHMOB 80 8CeM MUpe SBNAI0MCs KOMNAYHO 2emepo3u2omamu, 6
MOM Yuce No HOBbIM NAMO2EHHbIM APUAHMAM.

Taxk, uzeecmuo, yumo mymayus P.11e278Thr obycrosrusaem pazeumue neckoii popmol

3abonesanus, oHa AGNsemcs Hauboree wacmot (25%) cpeou paziudHvIX NONYIAYUL

11




mupa, Ho 6 Poccuu evisisniena monvko y oonoco 6onvnoco. Mymayus p.Gly307Ser,
OMBEMCMBEHHASL 3A POPMUPOBAHIUE MANCENOU KIUHUYECKOU CUMNIMOMAMUKYU O0Ne3HU
(Bs - pesucmenmuas hopma), 6viA6IsA€MCs 8 OCHOBHOM Y NAYUEHMOB KeNbHICKO20
npoucxodicoenus (Lllomnanous, Upnanous, @panyus, Ilopmyeanus), a y poccutickux
nayueHmos oHa He Oviia OOHapydicena. Ycmanoeneno, umo 6 Yexuu, Cnosaxkuu u
THonvwe naubonee wacmo scmpeuaiomes mymayuu P.1e278Thr u 1IVS11-2A->C, obe
npueooswue K pazeumuro 6onee n1eckoeo Bg — 3asucumoco penomuna. Mymayus
cauma-cnaaticunea VS11-2A->C  sensemca uaubonee uacmou u y pocCUUCKUX
nayuenmos (3apecucmpuposana y 6 uz 9 00c1e008anHHbIX).

V 0syx cubcos ovira obnapyaxcena mymayus €.1560 — 1569del CACCGGGAAG,
c8edeHust 0 Komopou 6 aumepamype omcymcemeyrom. I1o éceii éeposimnocmu, 0aHHAsS
Mymayusi OmeemcmeeHHa 3a (opmuposanue msoicenoi Bg-pezucmenmnoii gpopmul
2OMOYUCTUHYPUU U  ACCOYUUPOBAHA C pazeumuem y OONbHbIX BbIPANCEHHBIX
NCUXOHEBPOLOUYECKUX PACCMPOUCME (nepuoduieckoe pasgumue NCuxo308, Hi0X0
KYRUPYIOWUXCSL MeOUKamenmo3sno). B mabnuye 4 npedcmasnen cnekmp mymayuii y 11

pOCCMlZCKMx OONIbHBIX € KIACCUYECKOU 20M014ucmtupueﬁ.

Ta6auna 4 - Cnexktp myranmii y 60abHbIX (N=11) ¢ ki1accuueckoii gpopmoii

TOMOIUCTUHYPHHU
[TpoGanbt Myranus
Annens 1 Aunnens 2
1 IVS11-2a->c ?
yacmas Mymayus
2u3l IVS11-2a->c ?
(cubcnr) yacmas Mymayus
4us p.Lys384Asn €.1560-1569del CACCGGGAAG
(cubchn) ONUCAHHASL MYMAYUs HOBasl Mymayusl
6 p.11e278Thr p.Cys109Arg
yacmas Mymayusi panee onucaHHas Mymayus
7 IVS11-2a->c IVS11-2a->c
yacmas Mymayusi yacmas Mymayusi
8 IVS11-2a->c €.216-217delAT
yacmas Mymayusi HOB8ASL Mymayus
9 p.Thr353Met p.GIn368Term
ONUCAHHAS MYMAayUsl HOB8AsL Mymayus
10 p.Gly305Arg p.Gly305Arg
ONUCAHHAS MYMAayUsl panee onuUCaHHas Mymayus
11 IVS11-2a->c ?
yacmas Mymayus
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Cywecmeyrom Oanuvie, umo 0isi NOOMEEPAHCOEHUSA OUASHO3A BO3ZMONCHO NPOBOOUMb
onpedenenue axkmuenocmu Gepmenma CbS 6 kyromype ¢ubpobracmos. Axmusrnocmo
Gepmenma y nayuenmos ¢ comoyucmurnypuetl sapovupyem 6 ouanazorne om 0 0o 1,8 Eo/me
benka, 6 mo 6pemsi KAk y 300posvix auy oua cocmasisiem 3,7-60 Eo/me 6Genka.
Depmenmamuenas akmusnocms CbS  moocem Ovimb  6vluie y Uy, NOIOACUMENTLHO
peazupyrowux Ha npuem NUpUOOKCUHA (8 Hacmosawee 6pems memoo 6 Poccuiickoi
Dedepayuu ne npuMeHsiemcsl).

2.4 UHCcTpYMEHTAJILHAS AHATHOCTHKA

(Cuna pexomennanuu B; ypoBens noka3zarenabcrs |1)
e PexomeHayeTcs IpoOBeAEHUE PEHTI€HOrpaduu A1 BHIABICHUS CKEJIETHBIX aHOMAJIHUH.

o MPT PCKOMCHAOBAHO IIPOBOAHUTL B COCYAHUCTOM DPCKUME JUIA AUArHOCTHUKU

BaCKYJISIPHBIX aHOMAaJIUM, TPOMOO30B, MHCYJIBTOB.

o C OCJIbIO OIpCACIICHUs  CCPACUHOCOCYAUCTBIX HapymeHI/Iﬁ PEKOMECHAOBAHO

npoeaenue ekrpokapauorpadun (IKI) u sxokapauorpaduu (OxoKI).

e  Jlns NMArHOCTUKU HKTOIMUM, CYOJIFOKCAlMU (WM JIFOKCALMU) XPYCTaINKa, N3MEHEHUH
BHYTPUIJIA3HOTO JIaBJIEHUS U APYTUX HapyLIEHUH (QyHKUIUU 3peHUsS PEKOMEHJ0BAHO
npoBeseHne O(TaTbMOCKONNY, W3MEPEHHUS BHYTPHUIJIA3HOTO JABICHHS, OCMOTP

okynucra [4,6,10].

2.5 Unast nMarHocruka (Tect ¢ NMPUIAOKCHHOM)

e Tect ¢ MUPHUAOKCHHOM (BHTAaMHUH Bg) pEeKOMEHIOBAaHO MPOBOAMUTH IOCIE TOTO, KaK
MOJTBEPIKAACTCS TUArHO3 TOMOIIMCTHHYPHUHU BCIICCTBUE HEIOCTATOYHOCTH (pepMeHTa
UCTAaTHOH-B-CHHTa3bl. 3amadya Tecta audQepeHIpoBaTh ABa (PEHOTHIIMYECKUX
BapuaHTa KJIACCHUYECKOH TOMOIMCTHHYpHH: B6-3aBrcumoro m B6-pe3ucTeHTHOrO
[8,9].

(Cuna pexkomennanuu B; ypoBenn noka3zarenbcrs |1)

Kommenrapuii: /lepeo nauanom mecma Ha ¢one 00viunoU Ouemul 6e3 02panudeHus
benka onpedensilom cooepicanue 2OMOYUCMUHA, COMOYUCMEUHA U MEeMmUOHUHA 8
kposu, 3amem nayuenmy oarom 100 me nupuookcuna nepopanvho u yepez 24 uaca

noemopAarom  uUsmepeHue KOHyeHmpayuu  yKa3aHHblx Mmemaboaumos. Omeem

13



CUUMAaemcs NOAONCUMENbHBIM, eClU OMMEeUAemcs. CHUNCEHUe YPOBHS UCCAe0YeMblX
mapkepos Ha 30% u 6onee. Eciu omeem ompuyamenvHulil, 003y RUPUOOKCUHA
yeeauuusaom 0o 200 me u uepes 24 uaca onpeoensiom KOHYeHmMpayuu 20MOYUCMUHA,
2oMoyucmeuna U MemuorHuna. B cnyuae nonyuenus ompuyamenvho2co omeema 003y
yeenuuusaiom 0o 500 me (0ns Oemeil nepsoco 2oda dicuznu He 6onee 300 me
NUPUOOKCUHA 8 CYMKU) U CHOBA ONpeoensiton yPO8eHb NAMO2eHeMUYeCKU 3HAYUMbIX
sewecms. Eciu 6 smom ciyuae koHyenmpayus Mapkepos 8 CHUdCaemcs Menee, uem
na 30% om ux uUCXOOHO20 YpPOBHA 8 KpOS8U, MO NAYUeHm CuUumaemcs He
YYBCMBUMENbHLIM K Mepanuu  NUPUOOKCUHOM, a  Gopma  KiaccuuecKkou
eomoyucmunypuu - Be - pesucmenmmoii.

Bascno, umo mnaoenyvt u 0emu 00WKOIbHO20 603pacma He O0IIHCHbL ONUMENbHO
noayuams 0onee 300 me nupudokcuna 6 cymkKu 60 u3zdexcanue noOOUHBIX
ahpexkmos, nanpumep, ovixamenvHvIX paccmpoiicme, KOmopwvle ucue3arm nocjie
npeKkpauieHus npuema NUPUOOKCUHA.

2.6 KoncyabTanuy cnenuaJucroB

e PexoMeHIOBaHO TPOBEACHHE KOHCYIbTAMH  CIIEHUAIMCTOB.  OPTaIBMOJIOra,
HEBPONAToJIora, OpTorne/a, KapaAnoJora, reMarosora, FeHeTHKa, ICUX0JIora.

2.7. InddepeHnuaibHasg IMArHOCTHKA

IIposodumcs ¢ 3a601e8aHUAMU, UMEIOWUMU CXOOHbIE (heHOmUnuyecKue nposieieHus, 6
nepeyio ouepedv cunopomom Mapgana, 0 KOMOpo2o XapakmepHvl ACMEHUYecKoe
MENOCN0NCEHUE, APAXHOOAKMUNLUS, NPEOPACNONIONCEHHOCMb K ONU30PYKOCMU U 6bIGUXY
xpycmanuka. I'omoyucmurnypuio om cunopoma Mapgpana omauuaiom credyiowjue npusHaKu:
AyMOCOMHO-PEYECCUBHbIIl MUn HACIe008AHUsL, CHUNCEHUEe UHMeIeKma, 0Oojee msdicenoe
nopasiceHue 2na3 ¢ 4acmulM QOpMUpo8aHuem 6mMopudHol ObICMpo npozpeccupyrowen
2NAYKOMbL, OMCYMCMeUe AHe8pUIMbl aopmvl U PaA30O0IMAHHOCMU CYCMABO8, BbICOKUL €800
cmonwl (no muny cmonst @puodpetixa), Haruyue 0CMeonopo3a, U3MeHeHue AMUHOKUCTIOMHOZ0
CNeKmpa Cbl8OPOMKU KPOBU U MOYU, CHUNCEHUe AKMUBHOCMU ¢hepmenma yYucmamuoHuH-
cunmasvl u Haauyue mymayuii 6 cene CBS.

Tomoyucmunypuio, o06ycroeneHuyrlo OI0KOM ¢hepmenma YucmamuoHUHCUHMA3DI,
ciedyem ouggepenyuposams  om 08yx Opyeux opm 3a001e6aHUs, BO3HUKAIOUIUX
ecrnedcmeaue HaAciIeOCMBEHHbIX HAPYUWEHUN PeMeMUIUPOBAHUSL MEMUOHUHA (RaMOA0SUeCcKUll
Memaboauzm Kobanamuna u HeO00CmamoyHoCMb ¢epmenma N(5,10)-

MemuienmempazuopophoiampedyKkmasol). Vraszannvie oge Gopmoi bonesHu
14



Xapakxmepu3zylomcs HU3KUM YPOGHEM MEMUOHUHA 8 CblBOPOMKEe KPOGU U MOYe U HOPMATbHOU
AKMUBHOCMbIO (hepmenma YucmamuoOHUH-CUHMA3bL.

Buvigux xpycmanuxa mooicem HaOnooamecsi  maxdice npu HeOOCMAmoyHOCMU
cynohum-oxcuoasvl. O0naxko auya ¢ cunHopomom Mapgpana unu ¢ depuyumom cynvghum-
OKCUOA3bl UMEIOM HOPMATbHbIE KOHYEHMPAYUU 2OMOYUCMEUHA U MEMUOHUHA 8 NILA3Me.

Ilogvluenue KonyeHmpayuu 2OMOYUCEUHA U/UTU MEMUOHUHA MO2Yym  Oblmb
BMOPUUHBIMU U PA3BUBAMbCSL BCLEOCMEUE OPYSUX 2CHEMUYECKUX AHOMANULL UTU BbIPANCEHHBIX
nuwesvix Hapyuwlenui. B mabauye 5 npedcmasnenvl oupgepenyuaivho ouasHocmuiecKue
acnekmul HApyWeHUll, IUAIOWUX HA MemabdoaUM MemuoHUHA.

Tabauua 5 - J{uddepennmanbHO AMATHOCTUYECKHE MTOKAa3aTeIN HapyIIeHU MeTabonu3ma

METHOHHHA
Tun nedexra [1aTOJIOT U KoHuenrtpanus B miasme
TOMOITUCTHH METHOHHH
MeTtrnoHuH MAT /Il pedummr*
tpancmerunupoBanue | GNMT nmedurur**
S-a/ICHO3UIITOMOIIUCTEUH OTCYTCTBYET MTOBBIIICH
TUAPOJa3bl 1eUIuT
Tpanccynsdypanus I'omomuctunypus MOBBILIEH MTOBBILIIEH
PemerunupoBanue MTHFR nedumur*** OBBIIIEH CHIKEH
JedexTr koOanaMrHa (pexe B
HOpME)

* MAT —meTHOHHH afieHo3mITpanchepasa

** GNMT — rumme-N Metuntpancdepasa

*** MTHFR- metunterparuapodonarpenykrasa
3. Jleuenue

3.1 KouncepBaTuBHOE JIeUeHHE

Cmpamezzm JleYeHusl coMoyucmurypuu sasucum oni npupodbl Memaboruyecko2o

O110Ka, evizeasuieo 3a00aeeanue.

L4 Eciu HapymcH MCXaHHU3M CHUHTC3a MCTI/IHKOGaHaMI/IHa, TO PCKOMCHIOBAHO BBCIACHUC

9K,BK

3TOro MerabonuTra, a Takke XolmuHa anbdocuepar™™, domuesoit kuciaotel ™ (Ko
ATX: B0O3BBO01) u Geranna (1ucrajgan — B HacTosIIIee BpeMs npemnapaT B Poccuiickoit

denepanun He 3apeructpupoBa) [8,11,14].
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(Cuna pexomennanuu B; ypoBens noka3zarenancts |1)
KommenTapum: coenacno 3apybesicnvim OanHviM, Cywecmeyem peKoMeHOayus no
npumenenuio memuakooanamuna, 6 Poccuu oanmnviil nekapcmeennulii npenapam He

3apecucmpupoe6an, 6 CeA3U C YeM UCNOIb3Yemcs I/;LICIHOKO6GJZGMMH.

e PexkoMEHJOBaHO JMETHYECKOE JIEYEHHE BCEM OOJBHBIM C  KIACCHYECKOM
TOMOIIMCTUHYpHEH, CBsi3aHHOU ¢ nedekrom ChS, a Taxke OONBIIMHCTBY MAIMEHTOB,
pearupyromux Ha npueM Bg. Jlueta gomKHa MpoosmKaThest moku3neHHo [1,8,11].

(Cuna pexomenaauuu B.; ypoBenb qoka3zareancts |1)

e Jletasm ¢ Bg-pesucteHTHONH (OPMOH TOMOLMCTHHYpUEH pEKOMEHIOBaHA CTporas
OrpaHUYHUTENIbHAS JHeTa ¢ OoJiee YacThIM KOHTPOJIEM OHOXUMHUYECKHUX MapKepOB
3abonesanus [1,8,11].

(Cuna pekomennanuu B; ypoBens noka3zarenbcrs |1)
KomMmenTapum: ouemuueckoe neueHue 3aKiO4aemcsi 8 CHUMNCEHUU NOMpedneHUs
MEMUOHUHA 3a CHem 02panudeHust nompeoienus Oeika HAmypaibHbIX NPOOYKMOs.
s moco, umobwvl npedomepamums OEIKOBO-IHEPEMUYECKYIO HEOOCMAMOYHOCHb,
HA3HAYaAOMCs CNeYUATU3UPOBanHbvle NPOOYKMbl NUMAHUSL HA OCHO8E CUHMEMUYecKUux
AMUHOKUCTIOM 6e3 MeMmUOHUHA, HO 0002aujeHHble AMUHOKUCIOMOU YUCMEUH, KOMOpPas
0151 6ONbHBIX 2oMOoyucCmunypuel 6 yciosusx nedocmamounocmu @epmenma CbS
CMAHOBUMCS ICCEHYUATLHOL.
Konuuecmso — nuwegoeo  memuoHuna — paccuumeiéaemcsi  OUemono2om U
obecneyusaemcs 3a cyem HAMYPAIbHLIX PACUMENTbHBIX NPOOYKMO8 U CHeYUANIbHbIX
HU3KOOEIKOBLIX NPOOYKMOS, KOHMPOIUPYEMC ST nymem ONpeoeleHuss KOHYeHmpayuu
2OMOYUCMEUHA U MEMUOHUHA 6 Na3Me.
Ilpu  Hazmauenuu  Ouemomepanuu  OONbHLIM — 2OMOYUCTUHYpUEU  cledyem
OPUEHMUPOBAMBCSL HA NOOOEPAHCAHUE HOPMATLHLIX YPOBHEl MEMUOHUHA U YUCTeUHA
u obecneueHuu MUHUMATLHO2O VPOBHA — 2OMOYUCMEUHA 6 Nia3me  KPOBU.
Coomeemcemayiowjue pegepenchvlie YPOGHU COOEPAHCAHUSL YKAZAHHBIX AMUHOKUCIOM
npugedernvl 8 maoduye 6.

Tadauua 6 - PeepencHrie ypoBHU CBOOOIHBIX METHOHHMHA, IIUCTEUHA U TOMOIIMCTEUHA B

1a3Me KpOBH.

AMMHOKHCIIOTA YpoBeHb B T1a3Me KPOBH, €1. U3M.
MKMOJIb/JI mr/100 mit
MeTtnoHu" 18-45 0,27-0,67
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Hucrenn 25-50 0,30-0,76

I'omormcTens <12 <0,16

Hcmounuxom memuonuna 6 oueme 00IbHbIX Oemell [-20 200a JHCU3HU ABTAIOMCA
JHCEHCKOe MOJIOKO u/unu aoanmuposanHas Mmonounas cmeco. C 6 mecsiyes 6
OONONIHEHUe K 2MOMY - NPOOYKMbl NPUKOPMA HA PPYKIMOBOU, 080WHOU U 31AKOBOU
(6e3monounoll) ochoge, y OOIbHLIX cmapuie 2004 — NPOOYKMbL 0ObIYHO20 PAYUOHA
(ogowu, pykmol, 6 O0SPAHUYEHHLIX KOAUYeCmseax 31akosvie). Hcmounukom
OONONIHUMENbHBIX — KOIUYECM8  YUCMeUuHd 6  payuoHe  OONbHbIX  S6IAEmCs
CReyuanu3UpoOBaHHuIL NPOOYKM HA OCHO8e cmecu Kpucmaniuveckux L-amunoxucinom,
He codepacawjull MemuoHUuUHa. Dmom Jice NPOOYKm SAGIAemcss OONOIHUMENTbHbIM
UCMOYHUKOM 00we20 0erk08020 a30ma U He3amMeHUMblx amunoxuciom. [lepuyum
SHepeemu4ecKoll YeHHOCMU PAYUOHA MOJCEM NOKPLLEAMbCSL Y OONIbHBIX cmapuie 2004
3a Cuém UCNONBL308AHUSA CNEYUATUZUPOBAHHBIX 0e30e1K08bIX NPOOYKMOE HA OCHOBE
Kpaxmana, Hcupos u 000asienHo2o caxapa.

Ilpu pacuéme cocmaea payuona 6GONLHBIX Cledyem YUumvléams OPUCHMUPOBOUHbIE
nompebHOCmuU 6 Yucmeurne u MEmUOHUHe ) OONbHLIX 2OMOYUCMUHYPUE DPA3HbIX

8o3pacmos (mabdauya 7).

Tadauna 7 - OpueHTHPOBOYHAS MOTPEOHOCTh B METHOHWHE W IMCTCWHE Y IMAIMEHTOB C

FOMOHHCTHHYpHCﬁ B 3aBUCHUMOCTH OT BO3pacTa.

Bospact OosbHBIX CyrtouHast moTpeOHOCTh B aMUHOKHUCIIOTaxX
MI/KT Macchl Tena
MeTrnoHuH [Mucreun
0 - <3 mec 15-30 300
3 - <6 mec 10-25 250
6 - <9 mec 10 - 25 200
9 - <12 mec 10-20 200
1-—<4rona 10 - 20 100 — 200
4 — <7 ner 8—-16 100 — 200
7—<I11 ner 6-12 100 — 200
Hesymku 11- <15 net 614 50 — 150
Jesymiku 15- <19 ner 6-12 25125
Jesymku 19 ner u crapmie 4-10 25100
FOnommm 11- <15 net 6—14 50 — 150
HOnomm 15- <19 ner 616 25125
FOnomm 19 ner u crapme 6-15 25100
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Cneuuaﬂwup@annble npodykmbz HA OCHO8e aMUHOKUciom 6e3 MEMUOHUHRA,

s3apezucmpuposanuvie 6 Poccuiickoii @edepayuu u ux Xumuueckuii cocmas

npeocmasienvl 6 maoauye §.

Taﬁ.mma 8- CHCHI/IaJ'II/ISI/IpOBaHHBIe IMPOAYKTEI HA OCHOBC aMHUHOKHCIIOT 0e3 METHOHHHA.

ConeprkaHre OCHOBHBIX IMUIIEBHIX BEIICCTB U YSHEPTUU
HaumenoBanue Ha 100 r cyxoro npoaykra Bo3spact
MPOJTYKTa Besnok (r) | JKup () VriaeBoasl DHEProueHHOCTh MIPUMEHEHUS
() (1ckaun)

Hyrtpuren 14 - 14 23 50.4 471 C poxnenus

met 1o 1 ronga

Hyrpuren 20 - 20 18 50,3 443 Crapiue 1

met rouaa

Hyrpuren 40 - 40 13 31,2 402 Crapuue 1

met rouaa

Hyrpuren 70 - 70 0 41 296 Crapuue 1

met rouaa

HCU Amnamukc 13.1 23 49,6 457 C poxaenus

uHpaHT 1o 1 roxma

XOMHUIOH 77 0 45 326 Crapie 1
roja

Tepanus mupugokcunom (Butamud Bg) (Kox ATX A11HAOQ2) pekomenmgoBaHa BceM
naryueHTaM ¢ HapyIIeHHeM oOMeHa cepocoiepKanux aMuHokucior [1,8,11].

(Cuna pekomennanuu B; ypoBens noka3zarenbcrs |1)

Kommenrapmii: 01 nayuenmos ¢ Bg-3a6ucumvivu ghopmamu comoyucmunypuu 003a
sumamuna cocmasnsem oOonee 200 me/cymxu uiu pasHa momy MUHUMATbHOMY
KOIUu4ecmey nupuooKCUHd, KOMOpoe Npou3eoounm MAaKCUMAlbHble OUOXUMUYECKUL

aghghexm,

comoyucmeurna u MeEMUOHURA 6 niasme Kpoeu.

m.e. cnoco6cm6yem SHAYUMENbHOMY CHUMMCEHUIO KOHueHmpauuﬁ

[Tauentam ¢ Bg-pesucteHTHbIMH  Qopmamu  Oosie3HM TNpuUEM BUTaMHHA Bg
pEKOMEHI0BaH B (hapmMakonoruyeckux no3ax (25-100 mr B 1eHb Kypcamu 1o 4 Henenu
y nereit 1-ro roma sxusuu u 10 200-500 r B geHb y 6onee crapmux 6ombHBIX) [1,2,11,
15].

(Cuna pexomenaanuu B; yposenn qokazarennbers 1)

KommenTapuii: Credyem umems 6 Uy, umo npuem nogbluleHHblX 003 sumamuna Be

Modicem  umems NOOOUHOe Oelicmeue 6 6ude nepugepuyeckol Heuponamuu u
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paboomuou3za, NOIMOMY NUPUOOKCUH Clledyem NPUMEHSMb MOIbKO N00 KOHMPOJieM

epaua.

e PexoMeHIOBaHO Ha3HAUYEHHUE JIEUEHUS TpernaparaMu OeTanMHa Kak JOINOJHEHHE K
JIUETOTEepanuu, 4YTO O0eCHeunBaeT albTEPHATUBHBIA IyThb PEMETHJIMPOBAHUS U
CIOCOOCTBYET IpPeoOpa3oBaHMUI0 M30BITKA T'OMOLMCTENHA B METHOHHUH, YTO MOKET
MOMOYb MPEIOTBPATUTH PA3BUTUE OCIOXKHEHHIA, 0cCOOeHHO TpoMO03 [1,2,11, 15].
(Cuna pexomennanuu C; ypoBeHb 10ka3ateabctTs 1)

Kommenrapmii: 6emaun cuudxcaem xonyeHmpayuio niasmeHHo20 20MOYUCMeuna 3a
cuem e20 npeodopPa306aHUs 8 MEMUOHUH, HO NOBbLULAEN KOHYEHMPAYUI0 MEMUOHUHA 8
niazme. bemaun, Kax npasuio, HA3HAYAOM NEPOPATLHO 8 CYMOUHOU 003e 6-9 2/0eHb 6
oséa npuema. Y nayuenmog c Bg-pesucmenmuoiMu opmamu 2oMOYUCMUHYPUU
OMMEUEHO CHUJICEHUE COO0EePIUCANU 2COMOYUCTNEUHA 6 niazme Kpoeu Ha ¢hone

OONOJIHUMENbHO20 HASHAYEHUS bemauna.

e Ecnu koHueHtpauuu (oiatroB B 3pUTPOLUTAX M BUTaMHUHA Bio B CHIBOPOTKE KpOBH
CHMJKEHBI, TO (POJIMEBYIO KUCIOTY PEKOMEH/I0OBAaHO HAa3HAYaTh MEPOPaIbHO B J03€ 5 MI'
B CYTKH; a BUTaMUH B, - BHyTpuMbIIIedHo B 03¢ 1 Mr B mecsi [1,2,3,9].
(Cuna pekomennanuu B; ypoBens noka3zarenbcrs |1)
Kommenrapuii: ¢oruesas kucroma u yuanoxobanamun (eumamun B12)™* (Koo ATX
B03BA01) cnocobusr makdce onmumuzuposams npespaujerue 2oMOYUCmeurHa 6
MEMUOHUH, NOMO2as. MAKUM 00pA30OM YMEHbUUMb KOHYEHMPAYyuio 20MOYUCMEUHA 8
niasme.

3.2 Oco0eHHOCTH XMPYPIUYEeCKOr0 JeYeHUus

Heobxooumocmy  xupypeuueckoeo neuenus (IKCMpaKyusi XpyCmanuxa OOHO- UNU

08YCMOPOHHSI5L) ONpedensemcst OKYIUCTOM.

e  OcobeHHoctu AHECTE3UOJIOTUYECKOTO nocoOus 00yCIIOBJIEHBI PHUCKOM
TpOMOO03MOOINYECKUX OCIIOKHEHUHN MpU OOIIeM HapKo3e, MO3TOMY PEKOMEH]I0BAHO
OTIaBaTh TPEANOYTEHHE WCIIONB30BAHUI0 MECTHOW aHeCTEe3MH, OJJHAKO, CJIEIyeT
MIOMHUTB, YTO TPU SMUAYPATBHON aHECTE3UN TAKKE COXPAHSAETCS PUCK TOBPEKICHUS
COCYJIOB U, COOTBETCTBEHHO, TPOMOOTHYECKHX OcnokHeHu#[2,10].

(Cuna pexomenaauuu B; ypoBenn qoxazarenncrs 1)

KOMMCHTapHI/I: Ueﬂ}ZMu AHeCme3U0N02UYECK020 NOCOOUS OOJIHCHBL ObIMb!
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O no0oepiHcanue BblCOKO20 CepoeuHo20 6bl0poca U a0eK8amHO20 BpeMeHU
YUPKYAAYUU KPOBUL,

O npedomspaujerue mpomooIMooIUl,

O CHUJICeHUe nepupheputeckoco cocyoucmo2o CONPOMUGTEHUS. U VIVYUleHUe
nepugpepuyeckoii nep@ysuu;

O mpedomspaujenue 0ecudpamayuu U 2UNOIUKeMUU,

©) 6blcmpoe 60CCMAaHoB/eHUe nayuerma U pantis 6EpmMuKalu3ayusl.

B npenonepanroHHOM nepuojie peKOMEH0BaHO MPOBOAUTD:

1.

AJIeKBaTHOE JICYCHHWE M JIMETOTEPAIlHI0 I TOJJICPKAHHUS HHU3KOTO YpPOBHS
METHOHMHA;

[TIpy MIaHWUPOBAHUHM XUPYPTUUYCCKUX BMEMIATEILCTB 00s3aTeNbHOE H3MEPEHUE
YPOBHSI YPOBHSI TOMOIIMCTHHA/TOMOLMCTENHA B CHIBOPOTKE KPOBH. DTH 3HAUYCHUS
IOJKHBL ObITh <45-50 MKMONB/JI, Tak Kak TpU TOBBIIICHHBIX YKa3aHHBIX
MOKA3aTeJsIX HApPKO3 U OTICPAaTUBHBIC BMEIIATEILCTBA IPOTUBOTIOKA3AHBI.
AJIEKBAaTHYIO TIPEOTIEPAITIOHHYIO THPATAIUIO

DapMaKoJIOTHYECKYI0  TEpalrio: BO3MOXXHO HCIIOJIB30BAHHE HHU3KHX 103

2K, BK

aneTuIcaTuuIoBoi kucioTsl (100 mr/cyt), aunupuaamona (100 mr x 4 p/cyT)
U HHU3KOMOJIEKYJISIDHBIM TremapuH HWHTpaonepaunoHHo. OAHAKO B HACTOAIIEE
BpeMsI OKOHYATEIbHBIX PEKOMEHAINI 110 TPUMEHCHHUIO JAHHBIX JICKAPCTBEHHBIX
MpEnaparoB y TMAalMEHTOB C TOMOUMCTHHYPHUEH Tepell Olmepaiuend HerT.
HeoOxomuMocTh B WX TPUMEHEHUHU CJEIyeT OINpeAeisaTh WHINBUAYAIbHO.

.HeKapCTBeHHBIe cpeacTsa, CHOCO6CTBYIOH_II/IG THUIICPpKOAryJIsnun (HaanMep,

OpaJibHbIC KOHTPALCITUBBI) CIIeAYyeT OTMeHUTH [2,11,14].

(Cuna pexkomennauuii B; ypoenn noka3zarenbcrs |1)

PexomenmoBano B HHTpPAOIICpalnOHHOM nepuoac MMPOBOAWTH CJICOYIOUeC

MEPOIPUSTHSA:

1. Tlomnepkanue cepaeyHOi (GYHKIIMHN C BHICOKMM CEPACYHBIM BBIOPOCOM

2. llpuMeHeHWe »SJACTUYHBIX OWHTOB WU YyJNOK JJS  MPEAYNpeKIcHUS
nepudepruIecKoro 3acToss KpOBH

3. Hcmonp3oBaHue MI1a3MO3aMEIIAIOIIETO pacTBOpa )1e1<CTpaHa’K 40 st yMEHbIICHUS
aJre3uu TPOMOOIIUTOB.

4. TIpuMeHEHHE PACTBOPOB JAEKCTPO3BI™ C LEJBIO MPEAYIPERKIAEHHUS TUIOTTUKEMUH
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5. Cnenyer u3beraTb NPUMEHCHHUS 3aKUCH a30Ta, TaK KaK MPH €ro MCIOJb30BAHUU
BO3MOJKHO IOBBIIIEHHE YPOBHS TOMOIMCTEHHA B KPOBH 3a CYET MHIMOHUPOBAHHMS
(bepMeHTa METHOHHH-CHHTA3bI.

6. IIpoTHBOMOKA3aHO NIPUMCHEHHE HAPKOTHYECKHX IpPEHapaToB M aHECTETHUKOB,
BBI3BIBAIOIINX yrHEeTeHHE Abixanus [11,14,15].

(Cuna pexomennanuu C; ypoBeHb 1oka3ateabetTs 1)

e  PeKOMEHI0BaHO B MOCJICONEPAMOHHOM MEPUOJIE TPOBOIUTH:

1. MoOHHUTOpPHpPOBAHHE COCTOSHHS TAIMeHTa B TedyeHUe 48-724  HaA mpeaMmeT
BO3MOXKHOT'O Pa3BUTHUSI TPOMO0IMOOIUYECKUX OCIOKHEHHIA;

2. BO3MOXHO TOJIKOXHOE BBEJCHHE HH3KOMOJEKYISIPHOTO TelmaphuHa J0 TOTO
BpPEMEHH, KOT/Ia MAIllMeHT CMOXKET BCTABATh;

3. MoHuTopupoBaHHe YPOBHS TJIIOKO3bl B MepupEpPHUUECKONl KPOBU C LEJIbIO
MpeIyNpexIeHUs THIOTINKEMHH,

4. PaHHIOIO BEpTUKAIHM3AIUIO, IPU BO3MOXKHOCTH;

5. Pemenue o HEOOXOIUMOCTH MPOJOJDKEHUS MPUMEHEHUS] AHTHKOATYJISTHTOB M
AQHTUArPETAHTOB CJIEYET MPUHUMATH COBMECTHO C XUPYPIOM M aHECTE3UOJIOTOM-
pPEaHMMAaTOIOrOM Ha OCHOBAHUH OIIEHKHU PHCKa pa3BUTHs KpoBoTeueHus [7,9,11].

(Cuna pexkomenaamnuu B.; ypoBens qoka3arenncts 1)

Bozmooicnvie ocnoscnenus npu xupypauueckux emeuamenbcmeax.

Cnonmannas mpombosmO01uUs.; KIUHUYEeCKUe NPOsEIeHUs 8 3A8UCUMOCTU OM NOPANCEHHO20
opeana. Cepbe3HbiMU OCONCHEHUAMU MOo2ym Obimb: ampoghus 3pumenvHo20 Hepaa,
eemunapes, apmepuaibHas 2unepmeHsus 6ciledcmeue UHGapkma nouku, NaApyualbHvle
anuienmudecKue nPunaoxKu U mpomooImMooIUs 1e204HOU apmepull.

Tunoenukemuss — Mmodxcem pazeumvCs BCle0CmeUe HAPYUEHUs CeKpeyuu UHCYIUHA Y
NAyueHmos8 ¢ BblCOKUM YPOBHEM MEMUOHUHA 8 CbleOpomKe Kposu. JlaHnoe oclodcHeHue
Modicem Oblmb NPeoomepauieHo OONOTHUMETbHLIM 68€0eHUeM 2H0K03bl 8 Nepuood, Koz2od
nayuenm He noxyyaem nuugy.

3.4 MeponpusiTUsi NPY BO3BHUKHOBEHHH HEOTJI0KHBIX COCTOSIHUI

IIpunuHou HeomI0MHCHBIX CUMYayUll NPpU 20MOYUCTIUHYPUU, MPEOYIOWUX IKCMPEHHOU
MEOUYUHCKOU NOMOWU, 00YCI06eHbl 803HUKHOGEHUEM mMpoMO03a 6eH ulu apmeput, a
Maxace OCMpbIMU NCUXUYECKUMU PACCMPOUCTNEAMU.

Heomnooscnas nomows 6 ycnosuax cmayuonapa mpeOyemcs 6 CAyuasx pazeumuisl

OCWZPOIZ mp0M603M60ﬂuu, PUCK  pa3eumus Komopoﬁ O4Y€Hb B6bICOK npu pa3iu4HbIX
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XUpypeudeckux emeulamensbCmeax u npu yposHe 2omoyucmeuna 6 niasme oonee 50 mkmonw/n.
Ilpu pazeumuu mpomb60IMOOIUUECKUX —OCLOJNCHEHUll (UHpapkma uHcyiema u m.n.)

Meaul/;uHCKa}Z nomMoub oKkasvleaemcs no coomeemcmsasyrouwum nponitoKojiam.

e Kak mnpenBapuTesnbHas MEIUIMHCKAs IOMOLIb J0 TOCHUTAIM3ALUM B CTAallMOHAp
PEKOMEHJI0OBAaHO CHUMITOMAaTHYECKOE JIEYCHME W Ha3HaueHUe BHUTaMuHa Bg
(100mr/kr/cyTKM), HE3aBUCUMO OT YYBCTBUTEIHHOCTH MAIIMEHTA K MUPUIOKCHHY HITH
ecnu oHa HemsBectHa[10, 11,14].

(Cuna pexomenaauuu B; ypoBenn qoxazarenners 1)

e PEKOMEHJOBaHO MPOBOAUTH TIOJHOE KIMHUYECKOE OOCIIeIOBaHUE, BKIIIOYAIOIICE
o0CIIeZIOBaHNE COCTOSTHHSI COCYIOB (AOMIUIEPOKOpOHaporpadust u Jap.), ONpeIeIeHue
KOHIICHTPALIMd TOMOILIMCTEMHA B KPOBM M MO4Ye, METHOHMHA B IUIa3Me, aHAJM3
mokasareseil remMocrasa (KoaryjaorpaMmma) U B mepByro odepenb ¢akropa VII, onenky
HEBPOJIOTMYECKOT0 CTAaTyca U COCTOSIHUS co3HaHus OombHOro[1,11].

(Cuna pexomennanuu C; ypoBeHb qoka3zateabcts |1)

Kommentapuu: /Jugppepernyuanvuviii ouacnoz npoeooumcs ¢ memabdoiudeckumu
KpUuzamu npu OpeaHuteckux ayuoypusx (MemuimMaioHo80U/nponuoHo8ol), ¢ 2mou
Yenvlo NpoBOOUMCS. MAHOEMHAS MACC-CHeKMPOMEempUs UlU Xpomamozspaguyeckoe

uccne0o8anue aMUHOKUCIOM Nia3Mbl Kpoe6u.

e JleueHWe pPEKOMEHIOBAHO HAYWHATL C  ONPEIECIICHHS YyBCTBHUTEIBHOCTH K
MUPUIOKCHHY (€CIM OHAa HEHM3BECTHA): C AITOH IeNbio0 BBOAAT BUTamMuH Bg 100
MT/Kr/cyTKH, HO He 60see 1T (1000 mr) B cyTku [2,8].

(Cuna pexomennanuu B; ypoBenn noka3zarenbcrs |1)

e PekoMeHJ0BaHO 00ECNEeUNTh HU3KOOCIKOBYIO JHETY C TOCTaTOYHOMN KaJOPHHHOCTBIO,
C UCIOJIb30BAaHUEM CICIUATU3UPOBAHHBIX TPOYKTOB O0e3 MeTnonuHa [1, 11].

(Cuna pexomennanuu B; ypoBenn noka3zarenbcrs |1)

e PekoMEHI0BaHO BHYTPHUBEHHOE BBeleHHE pacTBOpoB 10% eKcTpo3sl (TIIFOKO3BI)™,
’KHPOBBIX dMYJILCHIA JJ1s1 oOoTraleHus nuranus sueprueit [1, 11].

(Cuna pexomennanuu C; ypoBeHnb 1oka3zateabetTs 1)

L PCKOMGHHOBaHO OCIKOBBIM KOMIIOHEHT IIUTaHUS OOECIeUYMBATh TOJBKO 33 CUET

CTECUATM3UPOBAHHBIX CMECeH 0€3 METHOHMHA, €CJIM MAIIMeHT uX npuHuMaet [1, 11].
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(Cuna pexomennanuu B; ypoBens noka3zarenancts |1)

e PexomenmoBaHo HaszHaueHue OeramHa (B Poccuiickoit  ®enepanuu  He
3apeructpupoBad) B no3e 100 MI/Kr/meHs, eciau 3TO0 BO3MOXKHO, (DOIHEBYIO KUCIOTY
10 mr/cytku nepopansuo[2,8,11].

(Cuna pexomenaanuu C; ypoBeHb q0Ka3aTebeTB |1)

e  PeKOMEHIOBAHO IIEJIECO00Pa3HOCTh BBEINECHUS AHTHKOAryJISIHTOB M HX JO3MPOBKH
o0cyxath KojuternaabHo[2,8,11].

(Cuaa pexomennanuu C; ypoBeHb qoka3ateancTs 1)

e PexOMEHJIOBaHO MPOBEJCHUE CUMIITOMATHYECKUX MEPOIPHATHH IO KYIHPOBAHHIO
HEBPOJIOTMYECKUX U MICUXUYECKUX paccrpoiicts [1,8,10,11].

(Cuna pexomenaanuu C; ypoBeHb q0Ka3aTesbeTB |1)

° PGKOMGHZIOBaHO OCYHICCTBJIATE KOHTPOJIb TI'OMEOCTa3a, YPOBHA IMATOICHCTHYCCKU
3HAYUMBIX META00JIUTOB B KpOBH, MOHUTOPUHT COCTOAHUA COCYAUCTOTIO pyCiia [8]
(Cuuiia pexkomenaamnuu B; ypoBensn noxa3zaresbers 1)

4, Peadbuuranus
Peabunumayuonnvie meponpusmus Hanpasienvl HA KOPPEKYUr) HApYUleHull 3peHus,
KOCMHbIX Oehopmayuil, KapOUOBACKYIAPHLIX HAPYULEHUI, HEPEHO-NCUXULECKO20 PA3BUMNUSL.
5. [IpoduiaakTuka u aucnaHcepHoe HADJIOIeHUE

5.1 lIpodbniakTnka

Ipoghunaxmuueckue mepvl 6KIOYAIOM MEOUKO-2EHEMUYECKOE KOHCYIbMUPOSAHUe U
npogedeHue NPEeHamarbHoU OUACHOCMUKU 8 UH(OPMAMUBHBIX CEMbSIX.

Meoduko-eenemuyeckuii puck nosmopenusi 3aboneeanus 8 cemve cocmasgiiem 25%. B
CA3U C YCMAHOBIEHUEeM 2eHHO20 OJegexma npoghuiakmuxa 3a0071e6aHus 00CMuaemcs
nymem — NpoBeOeHUsi NPEHAMAIbHOU — OUACHOCMUKU U MOIEKYIAPHO-2EHEMULEeCKO20
uccnedosanusi GUONMAMa XOPUOHA C BbIAGIEHUEM MYMAYUul COOMEEeMCcmayloue20 2eHda Uil
onpeoeneHust OpeaHu4ecKux KUCI0m 6 AMHUOMUYECKOU HCUOKOCTIU.

Heonamanvuwui ckpunune 6 Poccutickoii @edepayuu He npogooumcsi.

5.2 Benenue 1 MOHUTOPHUPOBAHME NMAIIMEHTA

IIpooonoscumenvrocms  2ocnumanu3ayuy  3a8UcCum om CKOpocmu eepuguxayuu
0uazHo3a, Koppekyuu memaboIudeckux HapyuleHuti nymem npoeeoeHuUs UHMEHCUBHOU

mepanuu u Hadaula namozeHemuyeckol OUemu4eckoll u qbapMakomepanuu, a makoice om
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CPOKO8 NOSABNIEHUS NOJIOHCUMENbHOU OUHAMUKU CO CMOPOHbL YEHMPANbHOU HEPEHOU CUCTEMbL
u opyeux opeanos. Ilpebvisanue 6 cmayuonape ¢ yuemom Kypca peabuiumayuu 8 cpeoHem
cocmasnsiem 21 Oenv.

Ilocne evinucku u3 cmayuoHapa pebeHoK OONJICeH HAXOO0UMbCs Ha dmane
am6y1amopHO-NOIUKIUHUYECKO20 HAOII0O0EeHUs Y He8ponamono2d, OKyIucma, neouampa,
Oouemonoea, eeHemuxa. Koucynemayuu 9HOOKpuHonoea u  Opy2ux  CHeyuaiucmos
HA3HAYAOMest N0 NOKA3AHUSIM.

Ilocne ycmanoenenus ouazHoza Ol 6cex NAyueHmos HeobXo0uUMo NpPo8oOUMb
MOHUMOpUHZ anmponomempudeckux noxasameneu (1 paz ¢ mecsay 6 ozpacme oo 1 2o0a, 1
pas 6 3 mecsayes om 1 0o 3nem, I paz 6 6 mecayes om 3 0o 7 nem u Odaree 1 pasz  200), ¢
MAaKou Jice 4acmomou NpoBOOUMCSi MOHUMOPUHE U KOPPEKYUs OUEeMUUecKo20 JleYeHUs.
Koumponuposams nabopamopmuvie noxazamenu (20MOYUCMEUH, MEMUOHUH, YUCIEUH 8
niasme Kposu) pekomenoyemcs He pedxce 1 paza 6 200, npu Bg pesucmenmuvix gpopmax e
peorce I paza 6 6 mecsayes, cooepircanue sumamuna By u gponuesoii kuciomol 6 niasme Kposu
onpeoensiom no NOKA3AHUsM.

s npogunaxmuku  ocmeonopoza - nayuewmam ¢ 2OMOYUCMUHYPUEl
cucmemamuyecku onpeoesiiom KoHyeHmpayuro kaioyus, ocghopa u sumamuna D 6 niazme
KpOBU, 4 makice 21eKMPOIUMO8, MOYEBUHbl, KpeamuHuHa (He pedxce 1 pasza 6 200), npu
HeoOX00UMOCMU.:  YPOBHA — MUPEOMPONHO20 — 2OPMOHA,  2OPMOHO8 — WUMOBUOHOU U
napawumosuoHoll dcenes, Oemsam cmapuie 5 1em nposoosn 0eHCUMOMEMPUro.

Eoicecoono oemu oondxcnvl npoxooums yenyoneHHYI0 OUCNAHCEPU3AYUIO 8 VCIOBUSX
OHe8HO20 cmayuoHapa (OiumenbHocmsb cocnumanuzayuu He menee 10 cymok), eoe makace
0CYUecmassiomes HeoOxooumvle peaduIumayuOHHble MeponpPUsIMus.

Pooumenu oonoicnvl  Obimeb  00yuenvl npasunam opeaHuzayuu ouemomepanuu U
sUMAMUHOMEPAnUuy, OelUCmeUsM npu no020MoeKe K ONepamueHbIM 8MeulamenbCmedam U 6
nepuoo yepo3vl MpomMOOIMOOIULECKUX OCTOHCHEHULL.

V' pebenxa npu cebe 6cezc0a O0nHCHA HAXOOUMbCSA NAMAMKA C YKA3AHUEM

Meponpuﬂmuﬁ 6 HEOMJIOJCHbLX cCumyayusix u npu IKCMpPEHHbIX XUPYPeUUECKUX MAHUNYTIAYUAX.
6. lonosiHuTe IbHASE MHPOPMAIIUSA, BJIANSIONIAS] HA TeUeHHEe U UCXO/T
3a00/1eBaHus

HpOl"HOS COCTOAHUA U ypOBHH IICUXHNYCCKOT O paSBI/ITI/IH 6OJIBHLIX 3aBUCHUT OT MHOTHUX

daxTopoB: (opmsl 3a0oneBanus (Bg uyBcTBUTENbHAA WK Bg pe3ricTeHTHAs) M CBSA3aHHOM ¢

HEl TSKECTH SH3UMHOTO ,Z[C(I)CKTa; CPOKOB HadaJla U aACKBATHOCTU CICHUATIU3UPOBAHHOTO
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aeueHust; APQPEeKTUBHOCTH mnpoduiaakTuku TpoMmOodMOomuu. IIporno3 3aborneBanHus

OTHOCHUTCIIBHO 6J'Ial"01'[pPI5ITHI:II>i JI1 J)KU3HU TIPpH paHHeﬁ JUArHoCTUKEC MW THIATCIIBHOM

META00INYECKOM KOHTPOJIE.

KpnTeplm KavYeCTBa OICHKHU MeHHHHHCKOﬁ nomMoImm

Ne| Kputepuu kauecTrBa Cuaa YpoBeHb
pexoMeHaanuii y0eauTeJbHOCTH
A0Ka3aTeIbCTB
1 | BeinosiHeHO onpeieNieHne ypoBHS METHOHUHA, B I
TOMOLIMCTHHA, [INCTUHA B IJIa3Me KPOBHU
METIOM TaHIEMHOU Macc-CIeKTPOMETPUN
2 | BeimosiHeHO ompeiesieHue YpOBHS TOMOIIMCTEHHA C I
B KPOBHU U MOYe
3 | Bemoarena odransMockomnus (pH MOg03PEHUN B I
Ha SKTOIHIO XPyCTaINKa)
4 | BpinonHeHa MarHUTHO-PE30HAHCHAsI TOMOTpadust B I
TOJIOBHOTO Mo3ra (IIpH MMOJI03PSHUN Ha UHCYJIBT)
5 | BeImotHEeHBI eKTpoKapauorpadus u B I
sxokapauorpadus (mpu Mog03peHUH Ha
KapIHOBaCKYJISIPHYIO MATOJIOTHIO)
6 | BemmosiHeHa peHTreHorpadus KOCTel cKenera B I
(pu OIO3pEHMH HA OCTEONIOPO3 HITH
nedopmariuu KocTeit)
7 | BbIlosiHEH TECT Ha YYBCTBUTEIBHOCTh K TEPAIIUU C I
BUTaMUHOM B6
8 | Hasnavena auerorepanus (py yCTAaHOBICHHOM B I
JMATHO3€ TOMOILIMCTUHYPHSI)
9 | Ha3nauen ButamuH Bg (mpu B I
MUPUIOKCUHIYBCTBUTEIBHOH (popme
TOMOIMCTHHYPHH)
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Ipuaoxkenue Al. CocTaB padoueii rpynnbl

BapanoB A.A. — akagemuk PAH, mpodeccop, n.m.H., IIpencenarens HMcnonkoma
Coro3a neguatpoB Poccun.

Hama3zoBa-bapanosa JI.C. - akagemuxk PAH, npod., 1.M.H. 3aMecTUTEIb
[Ipencenarens Mcnonkoma Coro3a neauarpoB Poccum.

BopoBuk T.J. — 1.M.H., npod., wien Ucnonkoma Coro3a neauatpoB Poccun.

BymyeBa T.B. — 1.M.H., wien Coro3a neguatpoB Poccun.

I'mo6a O.B. - x.M.H., wieH Coro3a neguarpos Poccun.

Kypxosa H.B. — k.m.H., unen Coro3a neauarpo Poccun.

3axaposa E.1O. — n1.m.H., ipod.

3BonkoBa H.I'. - k.m.H., wien Coro3a nenuarpoB Poccun.

Ky3enkoBa JI.LM. - n1.m.H., ipod., wien Mcnonkoma Coro3a neauarpos Poccun.

Kyues C.U. - unen-kopp. PAH, mpod., n.m.H., uinen mnpaieHus Poccuiickoro
o0miecTBa METUIIMHCKUX T€HETUKOB

Mmuxaiinosa C.B. — n1.Mm.H., wien Poccuiickoro o0uiecTBa MEIUIMHCKUX TEHETUKOB

Huxkoaaea E.A. - 1.m.H., ipod., wieH Poccuiickoro oomecTBa MeTUIIMHCKUAX

T€HETUKOB

HoBuxkoB II.B. - nM.H., mnpod., uneH Poccuiickoro oOmecTBa MEIUIIMHCKUX

TE€HETUKOB

IymkoB A.A. - x.0.H., wied Coro3a nenuatpoB Poccum.

CaBoctbsnoB K.B. - k.0.H., unen Coro3za neauatpoB Poccun.

BockoooeBa E.JIO. — k.M.H., wieH Poccuiickoro o01ecTsa MeIUIIMHCKUX T€HETUKOB

Cemsauxkuna A.H.- 1.Mm.H., wieH Poccuiickoro o0mecTsa MeIUIINHCKHUX T€HETUKOB

ABTOpBI NOATBEPKIAIOT OTCYTCTBUE (PMHAHCOBON MOIEPKKHU/KOH(DINKTAa HHTEPECOB,

KOTOPBII HEOOXOAUMO 0OHAPO0BATh.
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Ipuinoxenue A2. MeToxo0s10rusi pa3padoTKu KINHAYECKUX PEKOMeH Al

HeseBasi ayTuTOPUS JAHHBIX KIMHUYECKUX PeKOMeEHIAMii:

J HenaTpsl
. Bpauu o01Ieil ceMeHOM MPaKTHKH (CeMeiHas MeTUIIHA)
o TE€HETUKH

J JTUETOIOTH

J HEBPOJIOTH

J MEIULUHCKHUE [ICUXO0JIOTH

° ne(heKTOJIoTH

J CTYIEHTBI MEIULMHCKUX BY30B, HUHTEPHBI, OpAUHATOPHL;

Taoauna I11 — YpoBHU 1I0CTOBEPHOCTH J10KA3aTEIHCTB

Yposennb HcTouyHuK 10Ka3aTEIBCTB
JOCTOBEPHOCTH
1(2) [IpocniekTBHBIE PaHAOMHU3UPOBAaHHBIE KOHTPOJIIMPYEMBIE UCCIEA0BAHUS

JlocTaTouHOE KOJIMYECTBO HMCCIEIOBAHUN C JIOCTAaTOYHOM MOIIHOCTBIO, C
ydacTHeM OOJIBLIOrO KOJIMYECTBA MAllMEHTOB U IOJIYy4YeHHEM OO0JIbIIOro
KOJINYECTBA JIaHHBIX

KpynHble MeTa-aHaIu3bl

Kak MuHUMYM OJHO XOpOIIO OpPraHU30BaHHOE pPaHJAOMU3UPOBAHHOE
KOHTPOJIMPYEMOE UCCIIC0BAaHUE

PernpesenTaTrBHas BBIOOpKa NAL[UEHTOB

11(2) [IpocniekTuBHBIE ¢ paHmoMH3anuedl wiam 0e3  HWCCIeNOBaHHS C
OTpPaHMYECHHBIM KOJIMYECTBOM JITAHHBIX

Heckounbko nccnenoBanuii ¢ HEOOIBIIMM KOJTMYECTBOM ITAIUEHTOB
XO0poIIo opraHM30BaHHOE MPOCIIEKTHBHOE UCCIIEJOBAaHHE KOTOPTHI
Mera-aHanu3bl OrpaHUYEHBI, HO ITPOBE/ICHBI HAa XOPOILIEM YPOBHE
Pe3y.]'IBTaTBI HC NMPE3CHTATUBHLI B OTHOIICHHUN ueneBoﬁ MmomyJjaianuuu
XopomIo opraHu30BaHHBIEC HCCIIEIOBAHMS «CITydaii-KOHTPOIIb

1 (3) HepangomusupoBaHHbIE KOHTPOIUPYEMBIE UCCIIEIOBAHUS

HccnenoBanusi ¢ HEAOCTATOYHBIM KOHTPOJIEM

PannoMu3upoBaHHBIE KIMHUYECKHE HCCIEIOBAHUS C KaKk MHHUMYM 1
3HAYUTEIBHOM WITH Kak  MHUHHMYM 3 HE3HAYUTEIbHBIMU
METOIOJIOTHYECKUMH OIMOKaMH

PerpocniekTrBHBIC MM HaOIIOJaTEIbHBIC HCCIIETOBAHUS

Cepus KIMHHYECKUX HAOIIOICHUIN

[MpoTuBOpeumBBIE  JaHHBIE, HE  MO3BOJISIOIIME  CPOPMHUPOBATH
OKOHYATEJIbHYIO PEKOMEHIAIINIO

1V (4) MHeHue  JKCIepTa/IaHHble HW3  OT4eTa  OKCIEePTHOW  KOMHUCCHH,
AKCIIEPUMEHTAILHO MOATBEPKICHHBIE U TEOPETHUECKA 0OOCHOBAHHBIE
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Taoauua I12 — YpoBHH yOEIUTEITLHOCTH PEKOMEHAAITUI

YpoBenn
P Onucanue Pacmmugposka
y0eauTeJIbHOCTH
Pexomenpanus ocHOBaHa Ha
BBICOKOM YPOBHE J0Ka3aTEIbHOCTH
(xax MuHUMYM | yOeauTenbHas Merto/Tepanus IepBOii JIMHUY;
A ny6sukanus | ypoBHs 71100 B COYETAHUU CO CTAaHAAPTHOMN
JI0Ka3aTeIbHOCTH, MIOKa3bIBaIOILAs METOAMUKOM/Tepanuen
3HAYUTENIBHOE ITPEBOCXOJICTBO
II0JIb3bI HaJl PUCKOM)
Mertoa/Tepamnusi BTOPOi JIMHHH;
Pexomenpanus ocHOBaHa Ha
1100 mpH OTKasze,
CpeIHEM ypPOBHE JI0Ka3aTeIIbHOCTH
MPOTHBONOKA3aHUH, HITH
(xax MuHUMYM | yOeauTenbHas .
Hed(PPEKTUBHOCTH CTAHJAPTHON
B nyonukanus |l ypoBHs
METOAMKH/Teparuu.
JI0Ka3aTeIbHOCTH, MIOKa3bIBAIOIIAs
Pexomennyercs
3HAYUTEJIBHOE [TPEBOCXOJICTBO
MOHUTOPUPOBAHNE TOOOYHBIX
H0JIb3bI HaJl PUCKOM) -
SBJICHUI
Her BO3paxkeHuii MpOTUB TaHHOTO
PexomeHnnanms ocHOBaHa Ha ciaboM
METO/1a/Tepanuy Uik HET
YPOBHE JOKa3aTEIbHOCTHU (HO KaK .
BO3PaXCHUU IPOTHB
MUHUMYM | yOenutenbHas
MIPOIOJDKEHHS JAHHOTO
nyonukarus |11 ypoBus
METO/a/Tepanuu
C JI0Ka3aTeIbHOCTH, MIOKa3bIBAIOILAs
PexomeHn10BaHO MpH OTKase,
3HAYUTEIBHOE MTPEBOCXOJICTBO
IPOTUBONOKA3aHNUU, UITH
MOJIb3bI HA/l PUCKOM) UU .
Hed(P(HEeKTUBHOCTH CTaHIAPTHOM
HET yOeUTeNbHBIX JaHHBIX HU O
METOMKH/TEePAInH, IPH yCIOBUU
M0JIb3€, HU O PUCKE)
OTCYTCTBHS TOOOYHBIX 3PPEKTOB
OtcyTrcTBUE yOEAUTENBHBIX
nyonukanuii |, 1l umu 11 ypoBHs
JI0Ka3aTeIbHOCTH, TTOKA3bIBAIOIINX
3HAYUTEIBHOE MTPEBOCXOJICTBO
D MOJIb3bI HAJl PUCKOM, JTH0O0 He pexomenoBaHO

ybenutenbHble myonukanuu |, 11
unu |l ypoBHS m0Ka3aTeNbHOCTH,
MMOKA3bIBAIOIIME 3HAYUTEIHLHOE
MIPEBOCXOJICTBO PUCKA HAJT TTOJIb30U
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Ipuiaoxenue A3. CBsi3aHHbIE JOKYMEHTbI

1. [Ipuka3 MuHucTepcTBa 3ApaBOOXPAHEHUS U COLMANIBHOTO pa3Butus PD ot 16
ampesist 2012 . N 366H "O06 yrBepxaeHuu [lopska okazanus rneguaTpuiaeckoit momouu"

2. [Tpuka3 MunucrepcrBa 3apaBooxpanerus P® "OO6 yrepxnenun [lopsaka
OKa3aHUs MEIUIIMHCKOW MOMOLIM OOJIbHBIM C BPOXKJIEHHBIMU U (MIJIM) HAcleJACTBEHHBIMU
3aboneBanussMu"oT 15 HOs1Opst 2012 . N 9171

3. [Toctanosnenue IlpaButennctBa Poccuiickoit @enepaunn ot 9 anpens 2015
roga Ne333 "OO6 yrBepxnuenun [IpaBun (GopMHpOBaHUS TEpPEeyHS CIEMUATU3UPOBAHHBIX

MIPOJIYKTOB JICUEOHOTO MUTAHUS JUIS IETCH-UHBAIHUIOB"
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Ipuaoxenue b. AnropurmMbl BeleHUS MAIMEHTA

[TarueHT ¢ mogo3peHueM
Ha TOMOIIUCTUHYPHUIO

I

JlmaraocTuka

Koncynpranusa
po(UIBHOTO
CHELHAINCTA

'

[uarnos

ITonrBepxxneu?

JA

Tepanus B cTariioHape

A 4

I[chchepHoe Ha6J'IIO,I[CHI/Ie u
MOHHUTOPUPOBAHUC MAIUCHTA

v

Tepanus

A

HET

a¢dexTrBHA
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Ipuioxenue B. Uudopmanus 1/ nauueHTa

I'oMomnucTuHYpUs — HacIeACTBEHHOE 3a00IeBaHKE U3 TPYIIIbl aMUHOALIUIOTIATUH,
00yCIIOBIIEHHOE HapyLLIEHUEM METa00IM3Ma CEPOCOIEPIKALUX aMUHOKHUCIIOT, B IIEPBYIO
ouepe]ib METUOHHHA

[lepBriMu HecnieU(UUECKUMU CUMIITOMAaMH MOTYT OBITh 33JIep’KKa IICUXOMOTOPHOIO
pa3BUTHSA, YMCTBEHHas OTCTaJlOCTh, CKeJeTHble aedopmanuu (BajdblycHas yCTaHOBKa
KOJIGHHBIX CYCTaBOB, KH()OCKOJIHMO3bl, BOPOHKOOOpa3Has WM KHJIEBUAHAS JedopManuu
IPYAHOM KIIETKH), KapAMOBACKYJISIpHAs IaTOJIOTHS, 4YacTble IepesaoMbl (y JIeTed cTapluero
BO3pacTa).

XapakTepHa MMaToJIorysl TJIa3HOro amnmnapara: cyOaroKcanus (JII0Kcalus) XpyCTalIuKoB,
YacTO OCJIOKHAOIIUNUCS BTOPUYHOW TIJIAYKOMOM, HEPEAKO HMMEIOIIEH 3J0Ka4Ye€CTBEHHOE
TE€YEHHE, MUOIIHNSL, aTPO(Us 3pUTENIbHBIX HEPBOB, KaTapakTa U OTCIJIOIKA CETUATKH.

VY manueHToB MOJIPOCTKOBOTO M MOJIOAOTO BO3pacTa MOTYT BO3SHUKHYTH TPOMOO3BI,
KOTOpBIE SIBJISIFOTCSL TJIAaBHOM TOpUyMHOW wMH(papkTa MHOKapAa WM HWHCYJIbTa C
(GbopMUPOBaHUEM 0YAaroBOM HEBPOJIOTMYECKONH CUMITOMATUKHU BO3HUKAIOT IPEUMYIIIECTBEHHO
y O0JIBHBIX MOAPOCTKOBOIO BO3pACTa.

JlnarHocTuka OCYIIECTBJISIETCS IYTEM CEJIEKTUBHOIO CKPUHUHTA (HEOHATaJbHBIH
ckpuHuHr B Poccuiickoit ®epepanuu  He mpoBoAHWTCS). Bo3MokHa mpeHaradbHas
JTUArHOCTHKA B CEMbIX, TJI€ €CTh OOJIbHBIE C YCTAHOBJICHHBIM IMarHO30M TOMOLIUCTUHYPHUH.
JleyeHnue — queroTepanus U MEIMKaMEHTO3Has Teparus, BKJII0Yas Tepanuio BUTaMuHOM Be.

Basicno, umo maadenyvt u 0emu 00WKOIbHO20 603pacma He O0IIHCHbL ONUMENbHO
noayuamo 001ee 300 mz nupudokcuna ¢ cymku 60 uzbexyncanue nodGounwvix IPpgexmos,
Hanpumep, ObIXAMEAbHbLIX PACCMPOUCME, KOmMOpble UCUe3aiom nocie NpeKpauieHus
npuema nUpuOOKcuHa.

BaxxHO CBOEBpEeMEHHO 3aMETUTh HEOIAromnoily4ue B COCTOSIHUM peOeHka u
0o0paTHUThCS K Bpayy.

IIpy HeoOXOAMMOCTH MPOBEAEHUS XUPYPTrHUYECKOTO BMEIIATEIbCTBA 00s3aTEIbHO
MPOKOHCYJIBTUPOBATECSA C JIEYAllUM BpayoM, IPOBECTU MCCIEAOBAHUE HA TOMOLIMCTUH
(roMOLIMCTENH) KPOBHU, MPENNPUHATH MEPbI IPOPUIAKTUKNA TPOMOO30B, YKa3aHHbIE B TAHHBIX

PCKOMCHAAUAX.
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I[Mpunoxenue I'. PacuiudpoBka npumMevanuii
...’k — JIeKapCTBEHHBI} Ipenapar, BXoaamui B [lepeueHb KU3HEHHO HEOOXOIUMBIX U
BOXHEHMIINX JIEKaPCTBEHHBIX IpPEnaparoB Uisi MEAMLIMHCKOro npuMeHeHus Ha 2016 roxg
(Pacmopsixenue [paBurensctBa PO ot 26.12.2015 N 2724-p)
..BK — JIEKapCTBEHHBIM mpemapar, Bxoxdmui B IlepedyeHp JeKapCTBEHHBIX
IpenapaToB A MEJULIMHCKOTO IPUMEHEHHs, B TOM YUCIIE JIEKAPCTBEHHBIX MIPENaparoB 1Jis
MEIMIUHCKOTO TNPUMEHEHHs, Ha3HayaeMbIX [0 PEIICHHIO BpaueOHBIX KOMHUCCHH

MenuuuHCKuX opranuzanuii (Pacnopsixenue IpaButensctBa PO ot 26.12.2015 N 2724-p)
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