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TepMuHBI U onIpeaeJeHus
(DCpMeHTHa}I 3aMCCTUTCIIbHAA TEpalluad — JICHCHHE, 3aKIYarolieeCss BO BBCIACHHU
npenapara (peKoMOWMHAHTHOTO (epMeHTa) NaIlMeHTaM C HACJEJICTBEHHBIM HapylIeHHUEM
MeTaboIr3Ma.
JInzocomMnbie 6OHC3HI/I HAKOIUICHHUA — TIpylla HaCJICACTBCHHBIX MOHOI'CHHBIX

3a00JIeBaHUH, CBSI3aHHBIX C HAPYIIEHUEM (PYHKIMH JTU30COM



1. KpaTkast unpopmanus 1o 3a00,1eBAHUI0 WU COCTOSIHUIO

1.1 Omnpeneaenne 3a00J1eBaHUS WJIH COCTOSHHS (rpynnbl 3a00J€eBAHUHA  WJIH

COCTOSTHM )

Bonesnp ®abpu (bD), unu 601e3ub AHepcona-Padbpu — HaclieACTBEHHOE 3a00IeBaHHeE,

OTHOCSIIIeeCs K TPYIIE IM30COMHBIX OonesHnel Hakoruienus (JIBH), o0ycrnoBieHHOe CHIKEHUEM
WIM TIOJHBIM OTCYTCTBHEM AaKTUBHOCTH (epMeHTa o-rajakro3unaasbl. Jlepuuur depmenta
OPUBOJIUT K HAKOIUICHHIO TIHMKO(OCGHOIMIUAOB B JIM30COMaX KIETOK Pa3IUYHBIX OPraHoB,
BKJIIOYAs cepile, MOYKH, HEPBHYIO CHUCTEMY M OHIOTEIHH cOCyAoB. 3a00jeBaHHE HOCUT
MPOTPECCUPYIOIINM MYJIBTUCUCTEMHBIM XapaKTep, XapaKTEepU3yeTCs CHIKCHHEM KadecTBa U
MPOJOKUTEIFHOCTH KHU3HU. be3 COOTBETCTBYIOIIErO JICUEHHUsI CMEpPTEIbHBIA HCXOM, Kak
MpaBWJIO, HAcTymaeT Ha 4-5-M  JeCATHIETHH  JKU3HM OT  CEpJEYHO-COCYAMCTHIX,
11epeOPOBACKYIISIPHBIX OCIOKHEHHUI WK TIOYeYHON HeqoctaTouHocTH [1,4,73].

1.2 DTHoJIOTHS ¥ IATOreHe3 32001eBaAHUS MJIH COCTOSHUS (TPYNIIbI 32001€BAHNH WIH

COCTOSTHM )

[TpuumHoit Bo3HMKHOBeHUsSI b® sBIIsiroTCS maToreHHble BapuaHThl B TeHe GLA, KoTOpbIit

koaupyet ¢epmeHt o-ramakro3uaasy (GLA; EC 3.2.1.22). I'en GLA kapTupoBaH Ha JJTMHHOM
ieye xpomocombl Xq22.1, umeer pazMep okoJio 12 Teicay map HyKJIEOTHIOB U COCTOUT U3 7
HK30HOB.

K nacrosmemy Bpemenu uaentudunuponano 1110 BapuantoB B rene GLA, B Tom uncie
6oee 1000 maToreHHbIX BApUAHTOB, U3MEHSIOIMX CBOMCTBA M CTAOMJIBHOCTD O-T'aJaKTO3Ua3bl
[1,4]. BOABIIMHCTBO MyTAaIHil SBISIOTCS YHUKATBHBIMU TSI Kaxkoi cembu. b® Hacnemxyercs mo
X-ClEIMJICHHOMY THITY.

IlepBruynbIM OHMOXUMHUYecKHM AedekToMm rpu b sBnsercss HeAOCTaTOUHOCTh (pepMeHTa
0-TaJIaKTO3MJ1a3bl, KOTOPBIN OTUIETUIAET TEPMUHAIBHBINA OCTATOK (i-TAJAKTO3bI OJINTOCAXapUIHON
LHeNu HEeWTpaldbHBIX MIHKochuHronunuaoB. HenocraTouHocTh (¢epMeHTa MNPUBOAUT K
HAKOIUICHHIO B JIM30COMAaxX Pa3jIMUYHBIX KJIETOK (SHAOTEIHAIbHBIE M TJIQJAKOMBIIIEUHbIE KIETKU
COCYJIOB, SIUTENMAIbHBIE KIETKH OOJBIIMHCTBA OPraHOB, IIEHTPAJbHOW HEPBHOH CHCTEMBI,
cepia) IIMKOCHUHTOJIUITHIOB.

1.3 Onuaemuosiorus 3a00/1eBaHUA MM _COCTOSAHHMSA (TPynnbl 3200J1¢BAHMNA _WJIH

COCTOSIHM )

b® otHOCHUTCA K pPECAKHUM 3a0oneBanusgM. Yactora Oo0Je3HU B Pa3JIMYHBIX CTpaHaAX

BapbupyeT B mMpokux npenenax (ot 1 va 117 000 go 1 va 476 000 5xuBBIX HOBOPOXKAEHHBIX) [1].

YacToTa HOBEIX CJIy4dacB BCD, OLICHCHHAs Ha BBI60pKaX HOBOPOXACHHBIX MAJIBYMKOB, COCTaBHJIa



B Utamuu 1:3100 [2], a va TaiiBane 1:2400 [3]. BeposiTHO, OoJiee paclipoCTpaHEHHBIM SIBJISIETCS
JIETKO€, aTUMMYHOE TeueHne b ¢ npu3zHakamMu mopaxeHus: OJTHOr0 OpraHa.

[Ipu npoBeneHUH CKPUHUHTA TPYII BBHICOKOTO PUCKA Y MYXYUH U KEHIIMH C PaHHUM
uHcynsToM nonsg b® cocraBuna 4,2% u 2,15%, COOTBETCTBEHHO, C TUIEPTPOdUEH JIeBOTO
Kenynouka HesicHoro npoucxoxiaenus — 0,9-3,9% u 1,1-11,8%, ¢ TepMUHAIBHON TOYEYHOM
HenocratouHocThio — 0,33% u 0,10% [1,18,36,72,74,75,82].

1.4 Oco0eHHOCTH KOJIHPOBAHUS 3200J1eBAHUS WJIM COCTOSTHUA (TPVYIILI 3200J1€BaAHUI

HJIN  COCTOSIHMII) mo MeRIVHAPOAHOM CTATHCTHYECKOH KJaccupukamuu 00Je3Hed U

po0JIeM, CBS3aHHBIX CO 3I0POBLEM

E75.2 — [lpyrue chunronunumossl (6one3np Oadpu)

1.5 Kaaccudukanus 3a00j1eBaHUs WJIH COCTOSIHUA (TPynnbl 3a00J1€BAHUN WU

COCTOSTHM )

B® otnocutcs k JIBH, moarpymnne cunronumnuao3os. C KIMHUYECKON TOUKH 3PEHUS

BeIIEISIOT ABe (hopMbl BD — kimaccuueckyro (1e010T B JH000M BO3pacte, MyJIbTHCHCTEMHOE
NOpaXEHHE) U HEKJIACCUUYECKYIO (IT03JHEE HA4ajI0, U30JIMPOBAHHOE OPAKEHUE OJJTHOM CUCTEMBbI
OpraHOB: FOJIOBHOTO MO3ra, cepAla i novek) [1,4].

1.6 Kiimundyeckasi KApTHHA 3200J1e¢BAHNS MM COCTOSAHUSA (IPynnbl 3a00J1eBaHNi NN

COCTOSHU I

Knunnueckue nposisnenust npu b® mMoryT 6bITh upe3BbIUaiiHO pa3HOOOPa3HBIMU KaK Yy JIMIL
MY’KCKOI'O, TaK U KEHCKOT'O T0JIa JaKe y WICHOB OJHOM CEMbHU. BBIpaXKEHHOCTh KIMHUYECKHUX
nposiBiieHuit b® B pazHom Bo3pacte npuseneHa B [Ipunoxkenun A3.1 [1,4].

Buemnue oco6enHocTn MyXXYnHBI ¢ TEeMH3UTOTHBIMU BapuaHTamu B TeHe GLA dacto
MMEIOT XapaKTEpHBIM BHEITHUW BHJ, HANOMHUHAIOMMKA OOJBHBIX C aKpoOMerajiuen —
BBICTYyMalOLIMe HAAOpPOBHBIE JAYyr'MW U JIOOHbIe OyIphl, BBICTYNAIOIIAs HWKHAS YEJIOCTb,
yBeJIMYEHHBIE TyOBbI, 3alaBIlas NepeHOCHUIIa.

KoxHble mnposiBjeHMs AHIMOKEpAaTOMBl NPEJACTABIECHbl YETKO OTpaHUYEHHBIMH
namnyJjaMu KpacHOT0, TEMHO-KPacHOr 0, 00p0BOT0, JIMJIOBOTO MJIM CHHE-YEPHOTO I[BETa pa3MEPOM
0,2-1,0 cM, 00pa3yrOMMHUCS U3 CKOIJICHUH OTAETbHBIX KPOBEHOCHBIX COCYIOB B BEPXHUX CIIOSX
JEPMbI, W YTOJIIIEHUEM DJIUJAEPMHCA B BHUJE IOBEPXHOCTHOIO rumnepkeparo3a. Ouaru Ha
HAYyaJbHOM CTaJuM IUIOCKUE, 0oJjiee CBETJIOro I[BeTa M Jierdye mojanarorcs cxkaruio. C TeueHuem
BPEMEHHM OHU TEMHEIOT, CTAHOBSTCS TBEP)KE U Clierka MPUIOAHATHI HaJl MOBEPXHOCTHIO KOXU.
OOBIYHO OHU PACIIONIOKEHBI CHMMETPHYHO B [TAXOBOW 00J1aCTH, Ha ATOJUIIAX, Oeapax U B 001acTu
IyTIKa, Ha JIAJOHSIX. ENMMHNYHbBIE aHTHOKEPAaTOMBI MOTYT BHEIIHE HAIOMMHATH capkoMy Kanomwy,

IMUOTCHHYIO I'PaHyJICMY, HI/IFMeHTI/IpOBaHHHﬁ 0a3aJIbHOKJICTOYHBIM U IMIOCKOKICTOYHBII paKk u B



HEKOTOPBIX CIIy4asX MEIAaHOMY. AHTHMOKEpPaTOMbI HPOSIBISIIOTCA B JETCTBE M IOCTEIIEHHO C
roJlaMy yYBEJIMYMBAIOTCS B KOJIMUECTBE U B pazMepax. MoryT BO3HUKHYTh TaK)K€ aHTHOIKTa31U B
CJIM3UCTON TOJIOCTH PTa U KOHBIOHKTUBE. 3BecTHBI ciiyyan b® 6e3 aHrnokepaTom.

Ilepudepuyeckasi HepBHasi cuctema [lopaxeHue nepudepruvIecKol HEPBHOW CHCTEMBI
npu b® OTHOCUTCSA K TOHKO-BOJIOKOHHOHW mojuHedpomnaruu. Y mnamueHToB ¢ bd B 60-80%
cilydaeB HaOIIOZAeTCsl XpOHUUYECKasi BRIpaKEHHAsI, H3HYPSIOIIas HelipornaTuieckast 00Jb B BHJIE
TPEX THUIIOB XPOHUYECKUX OOJEBBIX CHHAPOMOB: OOJIE3HEHHAs >Krydas TIOJIMHEHpomaTus,
aKporapecTe3uu u 0oJyieBbie kpu3bl Paldpu.

Jliia GoNle3HEHHOH Kryueill moJuHeHponaTHu TUIIUYHBI TaKUE KaNoObl, KaK JJIUTeNbHas
Krydass CHUMMETpUYHas O0Jib B JUCTAIbHBIX OTAENaX KOHEYHOCTEeH (KHUCTH, CTOIBI) C
uppanuanyeidl B MpPOKCUMAlIbHBIC OTAETBI, CTPENSIoNIas MpoH3aromas 00ib, 001b, MOZOOHAS
AIEKTPUUYECKOMY pa3psiay, a TAaKKe alIoIuHUs — OO0JIb B OTBET Ha HEOOJIEBOM CTUMYJI, OHa MOYKET
OBITh Kak TaKTWIBHOM, TO ecThb O0OJhb Ha NPUKOCHOBEHHE KHCTOYKOW, BaTKOH, Tak U
TEMIEPATypHO — TMpPU TEPMUUYECKOM BO3JCHCTBUM, IIPU IOBBIILIEHUU TEMIIEPATypbl
OKpY’KalolIel Cpeibl, ¥ THIIEPIIaTHs — Ype3MepHasi 00yieBasi peakius Ha 00JIeBOI CTUMYII.

Jlns  akpomapecTe3ud THUIIMYHBI CIHOHTAHHBIE HENPUATHBIE OIIYUIEHUS [0 THUITY
MOKAJIbIBAaHUSI UTOJIKaMHU, IIOJI3aHUSI MypalleK B KUCTAX U cronax. HekoTopble malueHThl Takxke
OTMEUAIOT JICJCHSIIYI0 0OJb B 00J1aCTH J1aJIOHEH Ha MOpO3e.

bonesble kpuszsl @abpu YacTo BO3HUKAIOT NPU TEPEMEHE MOTrOoJbl, JUXOPAJKE,
¢bu3nueckoil Harpyske, CTpecce U Mocie MpueMa ajkorois. ITH 3MU30/bl MOTYT BO3HUKHYTh Y
i 00oero moja W HauyaThesl yke ¢ AByx JieT. [Ipu kpuze dabpu 6omp npuobperaer Gosee
MYUUTENbHBIA XapakTep, MOXKET HPPagUUpOBaTh U3 JUCTAJIBHBIX OTJEIOB KOHEYHOCTEH B
POKCUMAJIbHBIE, JUIMTCA OT HECKOJbKHUX CEKyHJ 10 HECKOJbKHUX HEAeNb M HE CHUMAETCs
HapKOTHUYECKUMH aHajbreTukamMu. YacTo 60Jb COMPOBOXKAAETCS MOBBIILIEHHEM TeMIIepaTyphl 10
bedpunbHbIX nudp [35].

Tounslii Mexanu3M Heilponarnueckoil 6omu npu b® ocraercst 10 KOHIA HE U3YUYEHHBIM.
[Tpenmonaraercs, 4To 60Jb SBISETCS PE3YIbTATOM CTPYKTYPHBIX OBPEXKACHUN TOHKUX HEPBHBIX
BOJIOKOH B pe3yJbTaTe HAaKOIUICHUs ITT00OTPHAO3WILEpaMUa B aKCOHaX HEPBOB, TaHTIHUSIX
3aJHUX KOPEUIKOB M B Vasa Nervorum (iar. cocyasl HEpBOB). JTo 00JIeBO BapuaHT
MOJIMHEHPONaTHUH TOHKUX BOJIOKOH, Nepudepuyeckas Heliponatuyeckas 00ib. Takke U3BECTHO O
Kanpiudukanun Tanamyca npu b® (ueHTpanpHas Helpornartuyeckas 00J1b MPU MOBPEKICHUU
Tajgamyca).

Hapymenue morooraesnenuss Y nauueHToB ¢ bd yacTto BCTpedaeTcss CHUXKEHUE WIIH

ITIOJIHOC OTCYTCTBUC MOTOOTACICHUA. Ot HU3MCHCHUA CBs3aHbI C HaKOIINICHUEM



1000TpHAO3UIIIIEpaMuU/ia B MTOTOBBIX JKejle3aX U B CTEHKaX KpPOBOCHAOXKAIOMIMX HUX COCYNOB, a
TaKkkK€ C T[OpPaKEHHUEM BETeTaTUBHBIX HEPBHBIX BOJOKOH (BEreTaTUBHBIA  BapHaHT
NOJMHEHPONATUH TOHKUX BOJIOKOH). B penkux ciydasx HaOII01aeTcs TUIIEPTUAPO3.

HenTpasbHas HepBHasi cucTeMa b M0ox)HO OTHECTH K 00JIE3HH MAJIBIX COCYIOB (MaJIbIX
aptepuil u aprepuon). Y nanueHToB ¢ b® BBICOK PUCK pa3BUTHUS TPAH3UTOPHBIX UIIEMHUYECKHX
aTaK ¥ UIIEMUYECKUX/TEMOPPAarHueCKUX HHCYJIBTOB YK€ B MOJIOJOM Bo3pacte. YacToTa HHCYIbTa
cocraBmsieT 6,9% y myxxuuH U 4,3% y ®KeHIIUH. Y OOIBITMHCTBA OOJILHBIX HHCYJIBT Pa3BUBACTCS
B Bo3pacte ot 20 1o 50 jet, B TOM YHuclie y KaXA0ro MIATOro U3 3THX OOJBHBIX — B BO3pacTe 10
30 net. 'emopparnueckuii HHCYJIbT y MY>KYMH BCTPEYACTCS Yallle, YeM Y )KCHIIHUH. Y 2/3 00IbHBIX
WHCYJIBT SIBJISIETCS CIEACTBUEM ATUITMYHOIO T€UEHUs OOJIE3HU C M30JUPOBAHHBIM MOPAXKEHUEM
cocy10B rojoBHOro mMo3ra. B 50% b® neGrotupyer ¢ Mo3roBoro mHcynbTa. Benencrsue 3toro
b® crnenyer nono3peBarh y Bcex OONBHBIX C pAHHUM Pa3BUTHEM MHCYJIBTA JIaXe MPU OTCYTCTBUU
OUEBUIHBIX MpUYMH U (akTopoB pucka. Kpome TOro, BeCiencTBUE XPOHMUYECKOH HIIEMUU
TOJIOBHOI'O MO3ra MOYKET pa3BUBATbCS COCYAMCTas JEMEHLMS, JJIsI KOTOPOM XapaKTEpHO
CHIDKEHHUE TIaMATH U MOoBeJieHYeckue Hapymenus [1,4,7,35].

Ilopaxenune movek IlepBriM mpu3HakoM Hedponatuu npu bO gBIsETCS NPOTEUHYPUS,
BBISIBJIIOIIASCS Yallle B MOAPOCTKOBOM U B3POCJIOM BO3pPACTE, PEXKE — B NEPBOM JIECATHIIETUU
#u3HU. C BO3pacToM NPOTEUHYPHUSI IOCTENIEHHO HAPACTAET U MOKET TIOCTUTaTh HEPPOTUUECKOTO
YPOBHS, XOTs pa3BEepHYTHII HEPPOTHUECKHIl CHUHApPOM OOBIYHO HE pa3BuBaerca. Hepenko
OTMEYAIOTCSl KaHalblleBble HapyweHus. [IpoTemHypuss HE CONPOBOXKAAECTCS HN3MEHEHHUSIMU
MOueBOTO ocajnka. I[lo3aHee HauMHAETCsS TMOCTENEHHOE CHIDKEHUE (YHKIIMH TOYEK, KOTOpOoe
IPUBOJIUT K Pa3BUTHUIO TEPMUHAIBHON CTaAuM XpoHuueckoi Oone3nu nouek (XBII 5 cragum).
[Tocnenusist MokeT OBITH OAHOM M3 MPUYMH CMEPTH TanMeHToB ¢ bd, XoTs 3amecTuTenbHas
MOYeYHAsl Tepanusi WU TPAHCIIAHTAIUS MTOYEeK MO3BOJSIOT MPOAIUTH )KU3Hb TAKUM OOJBHBIM. Y
MalMeHTOB C Hekiaccuueckod b® BO3MOXKHO TOpaKEHHWE TIOYEK, MPOSBIISIOIIEEC
napaneibBUKaIbHBIMU KUCTamH [ 1,4].

Ilopaxenune cepaua IlopaxeHue cepauna OTHOCAT K YHUCIY pPACHPOCTPAHEHHBIX M
MPOTHOCTUYECKH HEOJIaronpusTHIX mnposiBieHnit b®. MmenHo 3a0oneBaHus cepiia CTOST Ha
MEPBOM MECTe Cpelu MPUYUH cMepTu y nanueHToB ¢ b® (34% cpean myxuuH u 57% cpenu
KEHIIMH). XapaKTepHbIM MMPU3HAKOM mopaxeHus cepana npu bd spisercs runeptpodust 1€BOT0O
KETyJI0uKa, KOTOpast MOKET ObITh BhIsIBICHA ¢ moMoIsio JKI', sxokapanorpaguu u MarHuTHO-
PE30HAHCHOM ToMOrpadu.

YTonmieHne  CTEHOK  cepAlla  Hemb3s  OOBSCHUTH  TOJNBKO  OTJIOKEHHEM

I‘J'II/IKOC(I)I/IHFOJ'II/IHI/IJIOB B MHUOIIUTaX U HpOBOIISIH.[CfI TKaHH, TaK KaK UX J0JIA COCTAaBJIACT MCHEC 3%



oT o0mIeir Macchl Muokapaa. COOTBETCTBEHHO, 00Jiee BaKHOE 3HAYCHUE MMEIOT THIEPTPOQus
MuouTOB u (ubpo3. IT'mmeprpodust u Pubpo3 MuoKapAaa YACTO COMPOBONKAAIOTCS
JMACTOTMYECKON TUCYHKIMEH JIeBOTo Keirynouka. Jist oneHkn GyHKIMU cepala MPUMEHSIOT
TKaHEBYIO Jomnmuiepaxokapauorpaduio  (mommuiep-OxoKI'). Hapymenus auacTonmdeckoi
GYHKIIUM MOTYT MPHUBECTH K PAa3BUTHIO CEPACYHOM HEAOCTAaTOYHOCTH. [Ipu3Haku 3acTOWHOM
CEpJICYHON HEJOCTaTOYHOCTU BBIABIAIOTCA Y 11% My)uuH u 6% xeHmuH ¢ b®. Ilo nanHbIM
poccuiickoro wuccinefoBanusi Ha BbIOOpke 200 manueHTOB ¢ Oone3Hbto Pabpu mpuU3HAKU
3aCTOMHON cepaeyHOl HenocTarouHocT Habmomamuck y 1,5% nHa ¢one QubOpmmisuun
npencepauid. Yacto pa3BUBAIOTCS MpeACEpAHbIE M JKEITyAOYKOBBIE apUTMHM W HapyIIEHUs
npoBoguMocTH. MHpapkT Muokapaa ObLT TUAarHOCTUPOBAH TOJNBKO y 2% mamueHToB. Tem He
MeHee, cTeHoKapaus Haobmomanack y 13-20% mnanuentoB ¢ b® u wame npu HaIWyuu
runeptpoduu aeBoro xemynouka. 3smMenenus kinanaHoB cepaua npu b® BcTpevaroTcs yacTo, HO
OOBIYHO HE UMEIOT KJIMHHYECKOTo 3HadyeHHus. MoxkeT ObIThb MOHOCHMIITOMHOE TEUeHUE
3a00J€BaHUs C MOPAXKEHUEM TOJIBKO cepana (Hekiaccuueckas bd) [1,4,13].

IMopa:xenune mumbarnyeckoii cucrembl Pa3Butne muMpeneMsl CBI3aHO ¢ HAKOTLICHHEM
[JIMKOJIUIHUIOB B CTEHKaX JITUM(aTUuuecKux cocynoB. Y 60apHbIX b® nmumdenema mposBisercs B
MOJPOCTKOBOM MJIM B3POCIOM BO3pacTe M MPU OTCYTCTBHH HEOOXOAMMOIO JICUYEHHUS MOXKET
NPUBOJNUTH K BBIPAKCHHBIM TPOGUUYECKUM H3MEHEHHSM C W3BS3BICHHSAMU KOXXHOTO TOKPOBa
HUKHUX KOHEUYHOCTEW U OCTIOKHATHCS POKHUCTHIM BOCIAJICHUEM U CEIICUCOM.

Odranbmonornyeckue Hapymenuss TunuaaeM cuMntomMoM b® sBiseTcs noMyTHEHHE
poroBuIlbl B BujIe 3aBUTKOB (70-90% 6ombHbIX) [1,14,15]. IIpumepHo B 5% ciiydaeB BCTpeyaroTcst
3a/iHAs CyOKarncyisipHas KarapakTa U MOpaxeHHe COCYJI0B CETYaTKH.

H3meHeHns1 cO CTOPOHBI OPraHOB CJIyXa M BeCTUOYJISAPHOrO anmapara Y MaiueHToB C
b® MmokeT 0oTMeYaTbCsl CHUKEHHUE CITyXa, IIIyM B YIIaX, TOJIOBOKPYKEHHE.

OcobennocTH KIMHUYecKoil kKapTuHbl B® y nereii [lepBrie KIMHNYECKHE IPOSIBICHUS
b® yame Bcero BO3HUKAIOT B MOJPOCTKOBOM U FOHOIIECKOM BO3pAacTe, XOTsS MHOI/IA MPU3HAKU
3a00JIeBaHUs MOTYT JeOrTHpoBaTh U B 2-4 rona [1,4,5,83]. CHavama cuMnTOMBI 3a00JIeBaHUs
UMEIOT Hecnenuu(uyeckuil XxapaxkTep, YTO 3HAYUTENBbHO 3aTPYJHSET W 3aMeIIsieT MOCTaHOBKY
JMarHo3a. 9TO MOXXeT ObITh 00Jb, AMCKOMGOPT B KMBOTE, HEO(POPMIICHHBIH CTYIN, CyXOCTb
KOXKHBIX TOKPOBOB, IIJIOXasi IEPEHOCHMOCTb JKapbl, HHOI/IAa NPUBOJAIIAS K Pa3BUTHIO
JUTOTUMUYECKUX, OOMOPOYHBIX COCTOSIHUM, AMU30IMYecKue 00 B cTonax Wi KucTsax. Eciu
6011 B pyKax JeOIOTHPYIOT B BO3pacTe MeHee 3 JieT, TO Bepu(uuupoBaTh UX ObIBaeT KpaiiHe
CJIOKHO, T.K. BHEIIHE 3MU307 OONM BBINIAJUT KaK HCTEPHKA, IICUXOMOTOPHOE BO30YKICHHE.

KocBeHHBIM IMPU3HAKOM ABJIACTCA TO, YTO pe6eHOK YCIIOKanuBacTCs B HpOXJ’I&I[HOfI BOJIC (GaCCCﬁH),
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UCTIBITBIBAET O0JICTYeHUE, KOTAa JOKUTCA Ha XOJOJHYIO NOBEPXHOCTh (Hampumep, KaQeabHbli
o). B nanpHelimeM >kano0bl Ha 00JIM B KOHEYHOCTSX CTAHOBATCS 00Jiee YaCThIMH U IIOCTCIICHHO
npuodperaroT TunuuHble st bO npossieHus.

I"acTposHTeposiornyeckue MposiBICHUs O0JE€3HM MOryT OBITh OJHUM M3 IEpPBbIX
CHUMIITOMOB 3a00JIeBaHUSl B JETCKOM M IOHOIIECKOM BO3pacTe€ W BO3HMKAaTh Ha IE€PBOM
JECATUICTUU KU3HM, OJHAKO, B CHJIY CBOCH Majoi CHenu(PUIHOCTH SIBISIOTCS KOCBEHHBIMU
mapkepamu b® B coyeranuu ¢ apyrumu Oosiee THMMYHBIME cumnTomamu. HambGomnee uacto
HaOJII0AI0TC CXBATKOOOpa3Hble OOJIM B JKMBOTE, B3YTHE >KUBOTA, HEYCTOWYMBBIA CTYII,
TOILLIHOTA, PBOTA, CHU)KEHHUE aIIIeTUTa U Je(PULNT Beca.

Crienuduueckoe «MyTOBUYATOE» MOMYTHEHHE POTOBUIIHI (TaK Ha3bIBaeMast K BUXPEBUIHASD)
KepaToraTus Wix cornea verticillata) — gacTbliif CHMIITOM B AETCKOM ¥ IOJJPOCTKOBOM MOMYJISIIHA
nanueHToB ¢ b®. Ero MmoxxHo o0Hapy uTh B Bo3pacte 4-5 net. Takas cneunduyHoCTh Jenaer
BO3MO>KHBIM IIPEAIIONIOKUTH HaMure b® Ha panHel craguu. Takne N3MEHEHNs, KaK [IOMyTHEHUE
XpycCTalHKa B BUJE paaladbHON 3aHEH CyOKamncCyIIpHON KaTapakThl — «KaTapakTel Dadbpu» u
JIBYCTOPOHHEH IEpEIHEN KallCyJSIPHOM M IOAKAICYJIAPHOM KaTapakThl 4Yalle BCTPEYAOTCH Y
B3pOCIbIX OOJIbHBIX.

Tunuynbie koxHble nposiBieHUss bd — aHrnokepaTtoMsl, Takke MOTYT HaOJIIOJATbCA Y
IIALEHTOB YK€ B JIETCKOM Bo3pacTe. [IepBble 2JIeMEHTHI 4acTO MOSBISAIOTCSA B MOAPOCTKOBOM
BO3pacTe, Kak MpaBuilo, ObIBAIOT €AUHUYHBIMU U MOTYT UMETh HETUITUYHYIO JIOKaJIN3aluio (yIiy,
IpylHas KJeTKa), Ha CIM3UCTBIX IOJIOCTH PTa, MO3TOMY UX OOHApYKEHHE BO3MOXKHO TOCIHE
TLIATEIBHOIO OCMOTpA.

[Topakenne mouek Takx)e 4acTo NeOIOTHPYET B JIETCKOM Bo3pacTe (B 3-5 neT), 0JHaKo,
KJIMHUYECKH OHO HUKAK HE MpOsBIsAETCS. BBISBUTH €ro BO3MOXXHO TOJBKO J1IAOOPaTOPHBIMU
METOaMu (CyTOYHasi SKCKpeuus Oenka/anb0yMuHa ¢ Moyoit). [lepBbIM MpU3HAKOM MOpPaKEHUS
MIOYEK, YacTO HMEIOUIEM MeCTO y JETeM W MOAPOCTKOB, crpajaromux bd, sasasercs
anu3oauYecKas anbOyMuHypusi (9KCkperusi anbOymuHa ¢ modoi ot 30 mo 300 mr/24 4). B
JanbHeNIeM anbOyMUHYPHs CTAHOBUTCS IIOCTOSIHHOM, €€ ypOoBeHb yBennunBaercs. Kak npasuio,
OoJtee TsHKE0e MopakeHUe MOYeK IS AeTel ¥ OJPOCTKOB HE XapaKTepHO, OHO MOSIBIISIETCS Yallle
Ha TPETHEM JECATUIETUH KU3HU.

CuMOTOMBI TIOPaXEHUS CEPIECYHO-COCYAMCTOW cucTeMbl npu b®P B mOIpPOCTKOBOM
BO3pacTe BechbMa CIIOKHBI JUIsl TUarHoCTUKHU. YeTko nuddepeHupoBats paHHue nposiienus bd
OT BO3PACTHBIX BET€TaTUBHBIX HAPYIIEHUH B OOJBIINHCTBE CIIy4aeB HEBO3MOXKHO.

Jpyrumu KpailHe peAKUMHU HEBPOJOTMYECKUMU IposiBiIeHUussMU bd y nerei, ABIsA0OTCS

LICpC6pOBaCKyJ1${pHLIC HApyHmICHUs, COIIPOBOXAAOIMUCCA IMOBBIIICHHBIM PHCKOM PA3BUTHUA
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uHCynbTa. VIMEIOTCA nuTepaTypHble AAHHBIE O MAlMEHTaX € NPEXOASAIIMMHU HapyLIEHUSMU
MO3TOBOT0 KpoBooOpatienus ¢ 12 ner [5].

Hapymennst cinyxa OTHOCATCS K TUNUYHBIM mposiBieHusM b®d. K Oonee paHHuM
CUMIITOMAaM, BOSHUKAIOIIUM B JIETCKOM U IIOJJPOCTKOBOM BO3pPACTE, OTHOCSTCS IIyM (3BOH) B yIIax
(0gHO- WM ABYXCTOPOHHUN) W TOJIOBOKPYKEHHE, K KOTOPHIM C BO3PAacTOM IPUCOCTUHSIETCS

HEHPOCEHCOPHAs TYyTOyXOCTb.

2. I[l/laI‘HOCTI/IKa 3200/1eBaHUs MJIH COCTOSTHUS (I‘pyl’[l’lbl 3200J1eBaHU WJIN
COCTOHHHi’i), MEANIUHCKHUE TIOKa3aHUA U MIPOTUBOIIOKA3aHUA K IPUMECHECHHUIO

METOA0B JTHMATHOCTHKH

Huaenoz 5@ ycmanasnusaemces Ha OCHOBAHUU COBOKYNHOCMU HCAN00, AHAMHECMUYECKUX
U KIUHUYECKUX OAHMBIX, pe3VIbmamos aabopamopHo20 UCCre008anus (OUOXUMULECKO2O U
MONEKYNAPHO-2eHEMUYECKUX UCCIe008AHULL).

3anogo3pute b® mpomie Npu HaIMYMM KJIACCMYECKOIO BapHaHTa — CHUCTEMHOTO
3a00JIeBaHUS C MOPaKEHUEM MOYEK, CEPALIA, KOXKH, HEPBHON CUCTEMBI, JKEIYJOYHO-KUILIEYHOTIO
TpaKTa, opraHa 3penus [ 71]. OnHako, mopaxeHue cepaua Win Mo4eK MOXKET ObITh €IMHCTBEHHBIM
nposiBieHueM b®. V Takux manuMeHTOB OTCYTCTBYIOT KakHe-ITMOO CHMOTOMBI 3a00JeBaHUS B
JETCKOM Bo3pacTe. JluarHocTMpoBaTh aTUNM4YHBIE BapuaHTbl b® MOXHO TONBKO IyTEM
cKkpuHuHra rpynn pucka. IIpennmonarare b® cremyer y BceX MalMEHTOB ¢ rumeprpodueit
MHOKap/1a JIEBOT'O KeTy104YKa HEICHOTO POUCX0XKIEHUS U MHCYJIbTOM, Pa3BUBIIEMCS B MOJIOIOM
Bo3pacre (10 40 ner).

Huppepenyuanvnas ouacnocmuxa aneuokepamom. BhIIBIEHNE aHTHOKEPATOM SIBIISETCS
BOKHBIM JIMATHOCTUYECKUM «KJItouom» mpu bd. Bo BpeMs Kpu30B, CONMPOBOKAAIOIIUXCS
JNXOPAJKONH W OOJSIMHU, aHTMOKEPAaTOMBbl MOTYT OBITh HMPHUHSATHI 33 NMETEXUAJIBHYIO ChINb, YTO
IPUBOJIUT K YCTAHOBJICHHIO OMIMOOYHOrO JUarHo3a MeHUHruTa. J{uddepeHunanbHbii 1uarios
ClIelyeT TaKKe IPOBOAUTH C HACIEACTBEHHOM I'€MOPparuyeckoi TeJleaHrnodKTasueil Penmro-
Ocnepa-Bebepa, ¢ anrnokeparomoit doppaiica, anruokeparomoir Mubennm u orpaHu4eHHON
HeBU(OPMHON aHTHOKEPATOMON TYJIOBHILIA.

AHTHOKEpaTOMbI TAaKXKe BCTPEYAIOTCS U MPH JIPYTHX JIM30COMHBIX 0OJIE3HIX HAKOIUICHUS:
6one3nu lunanepa, Gpyko3unose, raHrIMoO3uA03€, ACMAPTATIIIIOKO3AMUHYPHH U CHATHJIO3€.

bonesou cunopom. bonesoit cunapom npu b® yacro conpopoxkaaercsa cyodeOpriibHON
TEMIIEpaTypod M MOBBIIIEHHBIM mokazareseM COD, 4TO 4acTo NMPUBOAUT K YCTAHOBJIECHHUIO
JIO)KHBIX» JMAarHO30B: PEBMATOMJHOIO apTPUTA, PEBMATHYECKON JIMXOPAIKHU, apTPUTOB,

APUTPOMENAITUH, CUHAPOMA PelHo.
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Toueunas namonocus. Ilpyu U301UpOBaHHOM MOPAKEHUU TTOYEK MOYEBOM CHHJIPOM MOXKET
OMMOOYHO HHTEPIPETUPOBATHCA KAaK HM30JMPOBAHHAS TMPOTEUHYPHS, MAJIOCHMIITOMHBIN
[JIOMEPYJIOHE(PPUT WITH MHTEPCTUIMATIbHBIN Hehput [76].

Cepoeuno-cocyoucmasn cucmema. Habmonarorcs runepTpodus JIEBOrO KEIyAoukKa,
apUTMUA

Ogmanvmonozcuyeckue Hapyutenus. C IOMOIIBIO IIEIEBOM JIAMITbI BBISBIISIOT IOMYTHEHUE
POTOBUIIBI B BU/I€ 3aBUTKOB.

Kenyoouno-kuueynviti mpaxm. JKeayIO4HO-KHIIEYHbIE CUMITOMBI mpu b®D uMerT
CXOZICTBO C CHHJIPOMOM pa3/Ipak€HHOTO KUIIeuHuKa, 601e3Hb0 KpoHa.

Huddepenunanpubiii quaraos b® npexacrasnen B [Ipunoxenun A3.2.

2.1 ’Kaa00bLI 1 aHAMHE3

Cnexmp 603M0diCHbIX d#canod y nayuenmog ¢ B®D mooicem 6vimv 6ecoma wupoxum u
3asucum om ¢hopmuvl 3ab601e6aHusn (Klaccuyeckol Uiy HeKIACCU4eckol), nona nayuenma (y
JHceHuun 3abonesanue 00bIYHO npomekaem 6 0Oojlee Ne2Kol u cmepmou gopme), 8o3pacma
Manupecmayuu 601e3HU U UHOUBUOYATLHBIX 0CODEHHOCMel medeHUst 3a001e6aHUSL.

Kanobwvl u anamHecmuyeckue cooblmusi:

®  OomALOUjeHHbIL CceMelHbll aHamHe3 (001U 8 KOHeYHOCMSX, PAaHHUe UHCYIbMbl,
unghapxmol, XxpoHuuecxkas noveunas Heoocmamournocms (XIIH) 6 cemve);

®  YMOMIAEMOCb,

® OJenpeccus;

®  QHIUOKEpamoMa «HUdNCe NOACAY. HA A200uUyax, NOSCHUYe, NOJ0BbIX OP2aAHAX, HA
HUMICHUX KOHEYHOCMSX,

®  CHUdICEHUe CYXA, UWYM 8 YUAX,

®  20/1080KPYIICEHUS;

® cummempuunvie OOIU 8 KUCMAX U CMONAX (My4umenbHoe Yy8cmeo NOKAIblI8aAHUs
UM  NON3AHUA MYPAWeEK 68 KOHEYHOCMAX, Oonvbuie 8 KUCMAX U CHMOnax
(akponapacmesuu);

®  n08blUlEeHUEe YYECMBUMENLHOCIU C IOKANU3aYUel 8 001acmu Cmon u Kucmetl,

® Ooau 6 cycmasax KoneuHocmell, 6e0pax u 201eHsx;

® Oonesvle Kpuszbl (Mo  Xxapakmepwoe omaudue om  Opyeux  001e8bix
NOJUHEUPONnamutl MOHKUX 8010KOH 8 noib3y bD);

® 0onu 6 xcusome;

®  JIUXOPAOKA HEACHO2O 2eHe3d,

® njaoxXas nepeHoCcumocmo xonooa u aHcapol,
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®  2UNO- UU AHSUOPO3,

®  XpoHuyeckas ouapesi,

®  nepeHeceHHbI UHCYTIbI/UHCYIbIbL,

®  NPUBHAKU NOPAdICEHUSI NOYEK (NPOMeEUHYPUs, NOBbIUUEHUE YPOBHS Cbl8OPOMOUHO20
KpeamuHuHa),

®  NPUBHAKU NOPAICEHUSL CEPOEUHO-COCYOUCMOT cucmembl (boau 8 cepoye, nepebou,
usmernenus na KI');

® Kamapakma,

®  NOMYymHeHUe PO2OBUYbL.

JKanobwl u anamnes makace onucansl 8 pazoeie « KIUHULeCKask KApMmuHay.

2.2 duzukajabHoe 00cae10BaAHHE

Buipasicennocmo knunuyeckux nposenenuii b® 6 paznom sozpacme modicem 6apbuposamo,
npu GUUKATLHOM OCMOMPe MO2YM NPOABIAMbCA cledyrouue npusHaku bd:
® 2pybOvle uepmul AUYa;
®  aHeUOKepamoMyl (6HYMPEHHs NOBEPXHOCb Dedep, KUCMU, HCUBOM, CAUZUCTIbLE
POMOBOU NOIOCU),
®  NPUBHAKU YBeUudeHUs cepoya,

®  NPUSHAKU NePeHecenHO20 UHCYIbMA (napesvl, HapyuleHus peyu).
Iloopobno Oanmvie usuxanrbHo20 00CIE008aHUA ONUCAHbL 6 pa3oeie «KIUHUYecKas

Kapmuhay.

2.3 JIaGopaTopHbIe JTHATHOCTHYECKHE HCCIe10BAHUS

JMarHocTuka y JIMI MYKCKOI'0 1oJia

e Pexomenayercs ompeleicHHEe aKTUBHOCTH JIM30COMHOTO (hepMeHTa aib(a-raakTo3uaa3sl B
MATHAX BBICYHICHHOW KPOBH METOJIOM TaHAEMHOW MAacC-CIIEKTPOMETPUU  (KOMILIEKC
UCCIICIOBAaHUIA N7l JMArHOCTUKH Oone3Hu @abpu) BceM MalMEeHTaM MY>KCKOro TMojia C
KIIMHUYECKUMU TIpu3HakaMu 0ose3nn Padbpu ¢ 1ebo MOATBEpKACHUS Auarnosa [16, 26, 28, 29,
37].

YpoBeHb y0eauTEIbHOCTH peKoMeHAanuii — B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB 3)
KoMMeHTapuM: y Myosrcuun CHUMCEHHAsA aKMUBHOCMb 0-2AllaKMO3U0A3bl AGNAEMCsi 00CMAMOYHO
ungpopmamuenvim npusnakom B [17]. Ilpasuna 3abopa 6uomamepuana 01 npogedeHus

uccnedo8anull 8 NAMHAX 8bICYULEHHOU Kpo8u npusederul 8 Ilpunoscenuu A3.6.
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o PexomMeHayeTcsi U3MEpEeHHE KOHIICHTPAIIUH JIN30COMAIBLHOTO II1000TPHA03WICPUHTO3MHA (JTH30-
['63) ™MerogoM TaHAEMHOH Macc-CHEKTPOMETPHH C BbBICOKO3()(PEKTUBHOM KHUIKOCTHOM
xpomatorpadueii (BOXKX/MC) (koMmIuieke UCCIeNOBaHUMA Ui AUATHOCTUKH Oonesnu Dabpwu)
JUIAM  MYXKCKOTO T0oJla € KIMHUYECKUMH Tpu3Hakamu Oosne3nu @Pabpu B KadecTBe
JOTIOTHUTEIBHOTO 3Tana OMOXUMHUYECKOW TUArHOCTHKH, JIULAM MY>KCKOTO T1oja ¢ O0JIe3HBIO
®abpu, Haxomsmmmcs Ha ¢depMmerTtozamectutenbHol Tepammu  (P3T) ans  oneHku
3P PEKTUBHOCTH, a TAKXKE JTUIIAM MYXKCKOTo moJja, He noydatormm O3T [10, 30, 38].

YpoBeHb yoeauTeIbHOCTH peKoMeHaalun — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB 3)

KommeHnTapuu: xoauuecmeennoe onpeodeneHue auzonobompuaozuicghuneosuna (nuzo-163)
A6IAEMCS NOOMBEPAHCOAIOWUM UCCTIe008aHUeM 01 OuacHocmuku Oonesnu Dabpu, makoice
ucnonvsyemcs Ol paspewieHusi mpyoHvlX OUASHOCMuYecKux caydaes. Bmopoe eadcnoe
npumenerue 1u30-1'63 — smo MoHUMoOpuUH2 cOCMOsIHUA U 3P pekmusHocmu mepanuu NAYUeHmMos
¢ bonesnvro @aobpu. Iloxkazano, umo npu adexsammuou O3T konuuecmso cybcmpama 6 niazme
Kposu ymeHvuiaemcs. Ilosmomy yenecoobpaszno coenams KOIUYECMEEHHOE ONpeoeieHue TU30-
163 uacmovio MOHUMOpUHeA COCMOANHUA NAyUenmos ¢ bone3nvlo Pabpu, KaKk HAX0OAUWUXCA HA
namozeHemuueckou mepanuu, max u sxcusywux oez @3T. Oouaxo, credyem yuumol@ams, 4mo
oadce y nayuenmos, nonyyarowux 3T, yposenv smozo memaboruma npakmuiecku HUK020d He
docmueaem HOpMANbHLIX 3HaueHul. Illpasuna 3abopa Ouomamepuana O0as npoeeodeHus

uccnedo8anull 8 NAMHAX 8bICYULEHHOU Kpo8u npusederul 8 Ilpunoscenuu A3.6.

o Pexomenayercs ompenenenue mytauuid B reHe GLA B KpoBH METOJIOM CEKBEHHPOBAHUS IO
Cenrepy (KOMIUIEKC HCCIICAOBAaHUM Il JUArHOCTHKU Oone3nn Dabpu) BceM NammeHTam
MYKCKOTO TIOJla ¢ KIMHWYECKMMH Tpu3HaKamMu Ooyiesan Dabpu ¢ IeNbI0 MOATBEPIKICHUS
JMarHo3a Ha MOJIEKYJIIpHO-TeHeTHYecKoM ypoBHe [1,17,26,28,29,84].

YpoBeHb yOequTEJIbHOCTH pekOMeHAauuii — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB 3).
Kommentapum: onpeoenenue mymayuii 6 eene GLA memooom cexeenuposanusa no Cenzepy
NOKA3AHO 8CeM MYWCUHUHAM CO CHUNCEHHOU AKMUBHOCMbIO (PepMeHma 0-2anaKxmo3uoassl u/uiu
nosvluteHuviM  ypoenem auzo-163. [lupoxoe pacnpocmpanenue anneneii ncegdodepuyuma
APUBOOAWUX K CHUIMCEHHOU AKMUBHOCMU 0-2ANAKMO3UOA3bl 8 CYXOM NAMHE KPO8U U UH020A
NOHUMNCEHHOU 6 JIeUKOYUmax u niazme Kpogu, obOyciasiusaem o00s3amenvHoe 6KI0YeHUue
MONEKYIAPHO-2eHEMUYEeCK020 ananuza 6 Jaabopamophyto ouacnocmuxy b®. Onpedenenue
Hocumenbcmea cemetinozo sapuanma 6 cene GLA memooom cexsenuposanus no Ceneepy oenaem
B03MOJNCHLIM  00CNIe008aHUe POOCMBEHHUKO8 NpoOanoa, a makice npogedeHue 8 cembe
NPEHAMAnbHOU U NPeUMNIGHMAYUOHHOU  2eHemuueckou  ouacHocmuku. Bonvuwuncmeo

Hymeomubnblx 3AMEH Yy nayuermoe ¢ bD mozcym ObIMb BbIAGIEHBL C NnOMOWbIO CEK6ECHUPOBAHUA
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no CeHeepy 6cex 3K30H08 U NPULE2AWUX K HUM YYACMKO8 UHMPOHO8, OOHAKO 8 PeOKUX CLYYasxX
paspewaroueli CHOCOOHOCMU IMO20 Memooa Modxcem Oblmb HedoCmamoyHo. B makom cryuae
o0l noucka Opyeux cememuyeckux eapuanmog 6 2cene GLA pexomendyemcs npumeHeHue
OONONHUMENbHLIX — MOJIKVIAPHO-2CHEMUYECKUX — MemOo008  UCCIeO08AHUS, — MAKUX — KAK
MYTbmMuniekcHas aueazozasucumas amnauguxayus npoo (MLPA) ons noucka npomsdicenHvix
Oeneyuti/Oynaukayuti, aubo 6blCOKONpPouzsooumenvHoe ceksenuposanue (NGS) onsa noucka

NAmMo2eHHbIX 8apUAHMO8 8 Hempancaupyemvix oonacmsax cena GLA.
J{MarHocTHKAa y JIHUII 5KEHCKOI'0 10J1a

Pexomenayercs u3mMepeHre KOHIIEHTPALUU JIM30COMATILHOTO TII000TPHa03UIC(UHTO31HA (JTH30-
['63) ™MeTogoM TaHIEMHOH Macc-CIEKTPOMETPHH C BBICOKO3()()EKTUBHONM KUIKOCTHOU
xpomatorpadueii (BOXX/MC) (KOMITIEKC UCCIeIOBAHUN IS AMATHOCTUKH Oose3Hn Pabpu) B
KayecTBe MEPBUYHOTO dTara OMOXMMHYECKON TUArHOCTHKH Yy JIMI KEHCKOTO I0Jia B KauecTBE
MOJITBEPXKJIAIOIIECH TUAarHOCTUKU y JKEHIIHUH, a TaKXkKe ISl MOHUTOPUHTA COCTOSHUS TAI[IEHTOB
*eHckoro nosa ¢ b®, nomyuaromux ¢pepmenrozamectuTenbhuyto tepanuto (P3T), a Takxke He
noayyarormux O3T [10, 30, 38].

YpoBeHb yOeqUTEJIbHOCTH PeKOMeHAauuu — B (YpOBeHb 10CTOBEPHOCTH 10KA3aTENbCTB 3).
KomMeHnTapuu: xonuuecmeennoe onpeoeieHue IU3021000MpUao3uic@OuUHeo3UHa no380asaem
ev1a61amb BD y orcenwyun, umo none3no 01 ymouHeHus ux KIUHU4ecko20 cmamyca, a maxaice s
paspeuwieHusi mpyonvix ouazHocmuyeckux ciayiaes. Bmopoe eascnoe npumenenue auzo-I1603—
9MO MOHUMOPUHZ COCMOAHUA U IPdexmusnocmu mepanuu nayueHmos ¢ 6onesnvio Dadpu.
Ilokazano, umo npu adexeamuoti @3T konuuecmso cyocmpama 6 niazme Kpo8U YMeHbULACHICAL.
Iloosmomy yenecoobpazno coenamv KoaudecmeenHoe onpedeieHue auzo-163 yacmovio
MOHUMOpUH2A ~ COCMOSIHUA — nayuenmog ¢ 6onesnvio Dabpu, Kak HAXOOAWUXCS HA
namozeHemuueckou mepanuu, max u sxcusywux oez @3T. Oouaxo, credyem yuumol@ams, 4mo
Oadce y nayuenmos, nonyyarowux 3T, yposenv smozo memaboruma npakmuiecku HUK020a He
docmueaem HOpMANbHbIX 3HaueHul. Illpasuna 3abopa Ouomamepuana O0as npoeeodeHUs

uccned08anull 8 NAMHAX 8bICYULEHHOU Kpo8u npusederul 8 Ilpunoscenuu A3.6.

Pexomenayercsi ornpeneneHre aKTUBHOCTH JTU30COMHOTO (epMeHTa anb(a-TamakTo3uaasbl B
MATHAX BBICYHICHHOW KPOBH METOJOM TaHAEMHOW MAacC-CIIEKTPOMETPUU  (KOMILIEKC
WCCJICIOBAHUM Il UAarHOCTHKW Oone3nn @@abpu) BceM MalMEHTaM >KEHCKOro Toja C
KIIMHUYECKUMU TIpu3HaKkaMu 0osie3nn Padbpu ¢ 1esbio MoATBEp K AeHus nuarnosa [16, 26, 28, 29,
37].

YpoBeHb y0eauTEeIbHOCTH peKoMeHAanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJLCTB 3)
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Kommenrapun: ¥V mpemu swcenwun ¢ 5@ akmusnocms anbha-earaxmoszudazvl modxcem Obimsy 6
Hopme [17], nosmomy npu onpedeneHuu AKMUBHOCMU (epMEHmMa IHCEHWUHAM MO HYHCHO
yuumsieams. Ilpasuna 3abopa Ouomamepuana O0as NPOGeOeHUsT UCCAeO08AHUL 8 NAMHAX

8bICYULEHHOU Kposu npusedersl 6 [Ipunoscenuu A3.6.

Pexomenayercs omnpenenenue Mmytanuii B reHe GLA B KpoBH METOAOM CEKBEHHPOBAHHS IO
Cenrepy (KOMIUIEKC HWCCIICIOBAaHHWMA Ui JUArHOCTUKH OosiesHn @Pabpu) BceM MalMeHTaM
JKEHCKOTO T0JIa ¢ KIIMHUYECKUMH Tpu3HakamMu Oone3nn Pabpu B KadecTBE MEPBUYHOTO 3Taria
CKpUHHUHTA HapsAIy ¢ U3MEPEHUEM KOHIIEHTPAIUH JTU30COMaIbHOTO INI000TPUa03UICHUHTIO3MHA
(u30-I'63) m ompeneneHreM aKTHBHOCTH JIM30COMHOTO ¢epMeHTa alibda-raJakTo3uaa3bl ¢
IEJTBIO TTOITBEPIKICHUS THarHO3a Ha MOJICKYJISIpHO-TeHeTHUecKoM ypoBHe [1,17,26,28,29,84].

YpoBeHb yoequTeJbHOCTH pekoMeHaauuii — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB 3)
KommenTapuu: onpeoenrenue mymayuii 8 cene GLA memooom cexeenuposanusi no Ceneepy
NOKA3AHO 8CeM TUYAM HCEHCKO20 NOA C KIUHUYeCKUMU npusHakamu bonesnu Pabpu, umerowumu
HOPMANbHYIO  AKMUBHOCMb  (hepmenma u/unu  HOpmMaivHulll ypogenv auzo-103. [llupokoe
pacnpocmpanenue aineiei nceg0odepuyuma npueoOAWUX K CHUNCEHHOU aKMUBHOCMU O~
2anaKmo3uodassl 8 CyXom namue Kposu U UHO020a NOHUNCEHHOU 6 NelKoyumax u niame Kposu,
obycnasnueaem  0bsa3amenbHOe  BKIIOUEHUE  MOJIEK)ISIPHO-2EHEMUYEeCKo20 — aHaIu3a 8
nabopamopuyto ouacnocmuxy bB®. Onpedenenue nHocumenbcmea cemeltiHo2o 8apuanma 6 2eHe
GLA memooom cexsenuposarnus no Ceneepy oenaem 603MOICHLIM 00C1e008aHUe POOCMBEHHUKOB
npobanda, a makxdce NposedeHue NPeHAMmAlbHOU U NPeUMNIAHMAYUOHHOU 2eHemUYecKol
ouasHocmuxu. bonvuwuncmeo HyKieomuonsix 3amer y nayueHmos ¢ b® moeym 6vimov vissieHvl
¢ nomowvio cexkeenuposanusi no Ceneepy 6cex 9K30HO8 U NPUNE2AIOWUX K HUM YUACMKO8
UHMPOHOB, OOHAKO 8 PeOKUX CIYUAsAX paspeuaiowell CnocoOHOCmU 21020 Memooa Moxcen Oblmb
HedocmamoyHo. B maxom cnyyae ons noucka opyeux ecenemuueckux eapuanmog cena GLA
PeKOMeHOyemcss  npumMeHenue  OONOTHUMENbHbIX — MOJEKYNISAPHO-2EHEMUYECKUX — Memo0o08
Uccned08anus, MaKux Kax MyibmunjieKcHas aueazozasucumas amniuguxayus npodo (MLPA) ona
NOUCKA NPOMANCEHHBIX OeNeyuti/OyniuKayul, 1ubo 6blCOKONPOU3B0OUMENbHOE CEKBEHUPOBAHUE

(NGS), 02152 noucka namozennvix sapuanmos ¢ Hempanciupyemwvix ooracmsx eena GLA.

PexoMeHnayercsi  ucClieloBaHME  YPOBHSA — JTU30C(OPUHTOIMINIOB  (JIM30CchUHTOMHUENTUHA,
an3ochuHromuenuna-509, nau3orao0oTpuazsmiICUHro3nHa M TeKcauJIc(UHTO3MHA) B MSATHAX
BBICYIIEHHOM KPOBU METO/IOM BBICOKOI()(PEKTUBHON KUIKOCTHOW Xpomarorpaduu TaHIEeMHON

MacCC-CIICKTPOMETPHUHN BCEM IMMAUCHTAM C YCTAHOBJICHHBIM JHAIHO30M 0oJIe3HH ®a6p1/1 nepen
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HayayioM Tepanmuk W Ha QoHe depmenTtozamecturenbHoii Tepamuu (DP3T) ¢ 1emnsio
Ouoxumuueckoro koHTposs jeuenus [ 10, 30, 31, 38].

YpoBeHb yOeAUTEIbHOCTH peKoMeHaannu — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB 3)

KomMmeHTapum: konuuecmeennoe onpeodeieHue au3021000mpuao3uicQhuHeo3uHa no3eosem
8bISABIAIMb HEe MOJbKO MYNHCUUH, HO U JCeHWUH ¢ 6one3nblo Dabpu, umo noie3Ho 0Jis YMmoyHeHus
KAUHUYECKO20 CMAMYCca JHCeHUWUH-2emepo3ueom, d makdce O paspeulenus mpyOHbIX
ouazHocmuyeckux cayiaes. Bmopoe easicnoe npumenenue nuzo-163 — 3mo MOHUMOPUHE
cocmosnus u 3¢pgekmusnocmu mepanuu nayueHmos ¢ oonesuvto Pabpu. Iloxazano, umo npu
adexsamuou PD3T koauuecmeo cyocmpama 6 niazme Kpoeu ymeHvuiaemcs. Ilosmomy
yenecoobpasno coeiamv KOAUUeCmeeHHoe onpeoeneHue au30-103 uacmvio MoHumopuHea
coCmosAnUs nayueHmos ¢ 6one3nvio Pabpu, Kak HAX00AUWUXC HA NATNO2EHEMUYEeCKOU mepanuu,
maxk u scugywux ez @3T. Oonaxo, credyem yuumoléams, 4mo 0axice y NAYUeHmos, NowyUaruux
@D3T yposennv, 2mo2o memadboIuma npaKmuiecky HUKo20d He 00Cmu2aem HOpMAibHblX 3HAYEHU,
8 MOM YUCTIe Y HCEHWUH MOHCeMm He HAOII00ambCa CYUecmeenHo20 cHudceHus auso-1603 na gone
@3T. Ilpasuna 3abopa buomamepuana 0isi NPOBEOEHUs. UCCEO08AHUL 8 NAMHAX BbICYULEHHOU
Kposu npusederul 8 Ilpunosicenuu A3.6.

Pexomenayercsi mpoBeficHHE OOIIEro (KIMHMYECKOTO) aHalii3a KPOBU BCEM MAIMEHTaM C
KJIMHUYECKMMH TIpU3HaKaMu 0oJie3Hu @abpu B mporiecce MOCTAHOBKHU JIMAarH03a C LENIbI0 OIICHKH
OCHOBHBIX MMapaMeTPOB KPOBETBOPEHHUS, OIICHKU MOPAXKEHUS CEPACYHO-COCYTUCTON CHUCTEMBI U
BBISIBIICHHS BO3MOKHBIX MH(EKIIMOHHBIX mporieccos [9, 11, 13, 26-29, 58-60, 64].

YpoBeHb yoenuteqbHOCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KommenTapum: nposedenue obweco (Kiunuuecko2o) anaiuza Kpogu 6Kuodaem ucciedosanue
VPOBHSL 00We20 2eMO02100una, SPUmpoyuUmos, IeUKOYumos, mpomooyumos 6 Kposu, OYeHKd
2eMAmMoOKpUma, UCCie008anue CKOPOCMU 0Ce0aHusi 3PUmpoyumos, ouggpepeHyuposantbolil
noocuem JeuKoyumos (IeUKoyumapHas popmyna).

Pexomenayercsi poBeeHUE aHAM3a KPOBH OMOXMMHYECKOTO OOIIETepaneBTUYECKOro (BCeM
MarUeHTaM ¢ KIMHUYECKUMU MpU3Hakamu 0oje3nn dabpu B mporiecce MOCTAaHOBKU JIMArHO3a €
IIeTIbIO OIICHKU COCTOSIHUSI BHYTpeHHHX opranos [9, 11, 13, 26-29, 58-60, 64].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH I0KA3aTeILCTB — D)

KomMmeHnTapum: npogedenue ananuza Kpoeu OUOXUMUYECKO20 00Wemepanesmuieckoeo
sKIIOYaem onpeodenenue AKMUBHOCMU acnapmamamuHompaucgepasul,
ANAHUHAMUHOMPAHChepasvl,  1aKmamoecuopo2enassvl,  WelouHol  ochamasvl, eamma-
2MOMaMUIMpancghepasvl 8 KpoGu, UCCIe08aHue YpoeHs obwe2o oOunupyouna, ounupyouHa

CBA3AHHO20 (KOH'biOZupOGdHHOZO), xXojecmepura, xojecmepura JaunonpomeurHos 8bICOKOU
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niomrocmu, xonecmepuna aunonpomeurHos HU3KOU njionHocmu, mpuz;zuueput)og, aﬂb6yMuHa,

2/IIOKO3bl, KpeamuHuHa, 06W€20 66]11('61, Hampus, Kauius, 061/1/;620 Kanvyus 6 Kpoeu.

Pexomenayercsi uccienoBanue ypoBHs TPONOHUHOB |, T B KpoBU ManueHTaM C KIMHUYECKOU
KapTuHOM Gone3nn Pabpu ¢ LENblo BBIABICHUS mopaxkenus cepama [9, 11, 13, 26-29, 58-60].
YpoBenb yoeauTeabHOCTH pekoMeHnaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEIbCTB 5).
KoMMeHTapuu: y nayuenmog ¢  8bIpadiCeHHOU eunepmpoueil  1e6020  dHcery0ouKa

06Hapy9fcu6aem0ﬂ noevluieHue mponoHUHOS.

Pexomennyercs wuccienoBanus ypoBHsS N-TepMuHaIBHOTO (parMeHTa HATPUHYPETHUYECKOTO
nponentuaa Mmo3roBoro (NT-proBNP) B kpoBu marueHTaM ¢ KIMHHUYECKOW KapTHHOW OO0JIe3HU
®dabpu ¢ 1esbio OIEHKH cepIeuHoi HepocTarounoctu [9, 11, 13, 26-29, 58-60].

YpoBeHb yoenuteqibHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH 10Ka3aTEIbCTB 5)

Pexomenayercsi mpoBelieHHEe OOMmEro (KIMHHYECKOr0) aHalW3a MOYHM BCEM IallMEHTaM C
KJIMHHYECKHUMHM IIpU3HaKaMu 0oie3Hn Mabpu ¢ HeNbio BBISBIEHUS MMOpaXKeHus moyek [26, 28, 29,
39, 58, 61, 64].

YpoBeHb yoenuTeibHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB 5)

PexoMenayercsi onpeziesieHHe KOJIMYeCcTBa OeKa B CyTOYHON MOYe/HCCIIeIOBaHUE allbOyMHHA B
CYTOYHOW MOYe, UCCIICOBAaHUE YPOBHS albOyMHHA, O0IIEro Oeiika M KpeaTHHHHA B KPOBHU C
OTpeIeIEHUEM CKOPOCTH KITyOOUKOBOH (PHIBTpAIMH 10 YPOBHIO KpEaTHHUHA KPOBH PACUCTHBIM
MeTooM(pCK®D), wuccrnenoBanue anbO0yMUH-KPEATUHUHOBOTO COOTHOIIEHUS B Moue (U/Win
COOTHOIIICHUSI O€JIOK/KpEaTMHUH MOYH: OIpEJe/ICHHEe KOJMUYecTBa Oelika B CYTOYHOH Mode,
UCCrIeIOBaHMEe YPOBHS KpEeaTHHHHA B MOYE) BCEM MAIMEHTaM ¢ KJIMHUYECKON KapTHHOW OO0JIe3HH
®abpu ¢ 1eIbI0 BRIABICHUS ATONIOTUHU Tovek [26, 28, 29, 39, 58, 61, 64].

YpoBeHb yoenuTeabHOCTH pekoMeHaauuii — B (ypoBeHb 10CTOBEPHOCTH 10KA3ATENbCTB 2)
KommeHnTapuii: onpedenenue ckopocmu KiyOoukogou uibmpayuu no ypoeHio KpeamuHuHda
Kkposu pacuemuvim memooom (pCK®) cnedyem nposooums no ¢opmyne CKD-EPI na ocrose
VPOBHS KDeamuHUHa 8 KPOosU, U, 8 OMOelbHbIX cyuasx, Ha ochose yucmamuna C (Mccnedosanue
yucmamuna C 6 kposu) [91,92,93]. llpu nanuuuu noxazanuii mocym Ovlmb NPOBEOCHbL:

Uccne008aHue yposHs MOYEeSUHbL 8 KPOBU U UCCLe008AHUE YPOBHS MOYe8ol Kuciombl 6 Kposu [91].

2.4 UucTpyMeHTAJbHBIE THATHOCTHYECKHE MCCIeI0BAHNSA
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Pexomenayercst mpoBefeHUE YIbTPa3BYKOBOI'O HCCIEAOBAaHHS OPraHOB OpIONIHOW MOJOCTH
(KOMILJIEKCHOT0) BCEM MAallMeHTaM C KIMHUYECKUMH Mpu3Hakamu Oosiesuun Palbpu B mpolecce
MOCTAaHOBKH JIMarHO3a C [EJIbI0 OIEHKU COCTOSIHHS BHYTPECHHUX OpraHoB [64].
YpoBeHb yoeauTeabHOCTH pekoMeHnaanuii — C (YpoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB 5)
Pexomenayercst yibTpa3ByKOBOE HUCCIIEIOBAHNE NTOUYEK U BEPXHUX MOUYEBBIBOAIINX ITyTEH BCEM
NanueHTaM C  KIMHUYeCKUMH —Tpu3HakamMu  OonesHnm @abpu ¢ 1ENbI0  BBISBICHUS
napaneiibBUKaIbHBIX KUCT [62-64,68].
YpoBeHb yoeauTebHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB 5)
PexoMeHnayercsi TpoBeneHUE DIEKTPOHEHPOMHUOrpadUU CTUMYISILIMOHHON OJHOTO HEpBa
NanueHTaM ¢ KIMHUYECKUMU Npu3Hakamu 0ose3nu dabpu B mpoiiecce NOCTAHOBKU JHWArHO3a €
1EJIbI0 TUAarHOCTUKY TOJIMHEWponaTiu npu oone3nu ®@abpu [61, 63, 65].
YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH /10KA3aTeIbCTB 5)
Kommenrtapuu: Ilo pesynemamam cmumynayuonnou OHMI y Oemeii u noopocmkos
OMKJIOHEHUl, KAK NPasuo, He Ovleaem.
Pexomenayercesi mpoBefieHUE dJIeKTpo3HIedanorpagur ¢ BUACOMOHHUTOPHHIOM IAIIMEHTaM C
KIMHUYECKUMH Tpu3HakaMu Oose3nun dabpu B mpoliecce MOCTAHOBKU JAMAarHo3a € IENbI0
JUarHOCTHUKH dITHJICTICHH [65, 66].
YpoBenb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH /10KA3aTeIbCTB 5)
KommenTapuu: Onunencus y nayuenmog ¢ b® e6o3Huxkaem yauje 6ce20 KAK OCI0NCHEHUE
uUHCyILMA.
Pexomenayercst mnpoBedeHUE MPULEIbHON pPEHTreHorpaduu OpraHoB TIPYJHOW KIIETKU
MalKUeHTaM ¢ KJIMHUYECKUMHU TIpU3HakaMu 0ose3nu Pabpu B mpoliecce MOCTAaHOBKU JUArHo3a ¢
HEJTBI0 OIEHKH COCTOSTHUSI OPTaHOB TPYAHOU KiIeTkH [61, 67].
YpoBeHns yoeauTeabHOCTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH A0KA3aTeIbCTB 5)
PexomMeH10BaHO TPOBEACHHUE HCCIEAOBAHUS HECTIPOBOLIMPOBAHHBIX JBIXaTEIbHBIX 00BEMOB U
MOTOKOB (CIIUPOMETPHUSI) MAIUEHTaM C KIIMHUYECKUMU Mpu3HakaMu Oone3nu dabpu B mporecce
MOCTAaHOBKH JIMarHO3a C LEJIbI0 OI[CHKH COCTOSIHUSI OPOHXO0JIET0YHOM cuctembl [61,67,94].
YpoBenb yoeaurTeabHoCcTH pekoMeHnaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB 5)
KommenTapuu: npogodsm, uawe 6ceco, cnupomempuio, npu  HeoOX00UMocmu —
OpPOHXONPOBOKAYUOHHBIL Mecm € NeKAPCMEEHHbIM Npenapamom Oisi OYeHKU O0Opamumocmu
OpPOHXUANBLHOU 0OCMPYKYUU.

Haxkonnenue enuxocguneonunuoos onucano 6 nHesmMoyumax, OOKAI08UOHBIX KIEMKAX, 8
OPOHXUANLHOM PEeCHUMYAMOM dNUMeNnuu, 8 21A0KOMbIULEYHbIX KIemKax OPOHX08 U 8 1e20YHbIX

cocyc)ax npu buoncuu neckozo. Takoice ommedero, 4mo 06Cmpme1/l8Hbl€ HApyweHusl 6eHmuiayuu
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¥y nayuenmos ¢ bonesnvio @abpu ecmpeuaromes wauge, yem 6 oowei nonyiayuu [94]. Tem ne
MeHee, 00blUKA, CYXOU Kaueb U OPOHXOCNA3M, Habaroaemvle y nayuenmos ¢ boaesnvio Pabpu,
yacmo HecneyupuuHvl, NOCKOILKY OHU MAKHCe MOZYM ObiMb 6bI36AHbI NOPANCEHUEM Cepoyd U
mpebyiom oupgepenyuanrvrou ouazrnocmuxu [95].

Hccnedosanue mooicem npogooumucs 6 npoyecce OUHAMULECKO20 HAONI00eHUs 8 COOMEEemCmaeuu
C KIUHUYEeCKOU cumyayuetl.

PexoMeHI0BaHO DPACCMOTPETh MPOBEACHHE KOMIBIOTEPHOH TOMOTpauu OpraHOB TIPYAHOMN
MOJIOCTH  (KOMITBIOTEPHOM TOMOTpaduu TPYAHOH KIETKH) MAlUEeHTaM C KIMHUYECKUMU
npusHakamMu OoJie3Hun Daldpu Mpu MOMO3PEHUH HAa WHTEPCTULHAIBHOE MOPaXKCHUE JIETKUX C
IENBI0 JIMarHOCTHKH W3MEHEHHUU CO CTOPOHBI JICTKUX W JIaIbHEUIIEr0 KOHTPOJSI COCTOSIHHUS
Jero4Hoi Tkanu [94].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB 5)

KomMmeHnTapum: unmepcmuyuanivhvle nopasxpcenus aeckux npu oonesnu Pabpu ecmpeuaiomcs
PeOKO, KYRUPYIOMCS HA (hoHe Namo2eHemu4eckol mepanuu.

PexoMeH10BaHO TPOBEJCHUE MAarHUTHO-PE30HAHCHON TOMOrpaduu TrOJOBHOTO MO3ra BCEM
MaIMeHTaM ¢ KIIMHUYECKUMH NIpU3HakaMu Oojie3Hr @abpu B mpoliecce MOCTaHOBKU JTUarHo3a ¢
IIEJIBIO BBISIBIICHHS MTOPa)KEHUST OEJIOT0 BEIIECTBA TOJIOBHOI'O MO3ra, MIIEMHUYECKUX 04aros [26-
29, 40, 61].

YpoBeHb yoequTeJbHOCTH pekoMeHaauuii — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB 3)

KomMmeHTapuii: 603M001cHO npogedenue MacHUMHO-Pe30HAHCHOU MOMOSPADUU 20I06HO20 MO32A
¢ xommpacmuposanuem. Ilpu npogedenuu MPT 20106H020 MO32a 603MONCHO NpUMEHEHUEe
KOMOUHUPOBAHHO20 DHOOMPAXEATbHO2O HAPKO3A, MOMANbHOU BHYMPUBEHHOU aHecme3ul,
npo6oonukosoll anecmesuu. Ipu MPT 201061020 M032a Y nayueHmos mMo2ym oOHAPYHCUBAMbCSL
umeMu4ecKutl UHCyIbm, MUKPOKPOBOUNUSHUSL U BHYMPUMO3208ble 2eMAMOMbL, USMEHEHUsI Den020
sewecmea (nelKoapeos) u cepoeo sewecmed (Karbyu@ukayus 3a0He20 maiamyca), a maxice
cocyoucmole  MATbHOpMAYUY,  NPEUMYUIECMBEHHO  NPEeOCMABIeHHble  OONUXOIKMAZUAMU
sepmebpodazunaApHol apmepuu. Omu UMEHeHUsi He ABIAIMC B8blCOKOCNeYUDUUHbIMU O
bonesnu Dabpu, mocym ecmpeuamvpcs y nayueHmos c opyeou namonozue. B psoe cnyuaes
B03MOJICHO NpOGedeHUe KOMNbIOMEPHOL MOMOZPAPUU 20T08HO20 MO32d.

Pexomenayercsi perucrpanusi  3JICKTPOKAPAMOTPAMMBI, TIPOBEACHHE dXOKapauorpadum,
XOJITCPOBCKOTO MOHHUTOPHUPOBAHUS CEPACYHOIO PHTMA W CYTOYHOTO MOHHTOPHPOBAHHS
apTepHAILHOTO JIaBJICHUS BCEM TAIlMCHTaM C KIWHUYECKHUMH MpU3Hakamu Oojie3Hn Dabpu B

IMpOHECCC MOCTAHOBKU AUATrHO3a C LEJIbIO OLCHKU COCTOSHUA CCpI[G‘-IHO-COC}’I[PICTOﬁ CUCTCMBI [9,

11, 13, 26-29, 59].

21



YpoBenb yoeauTeabHOCTH pekoMeHnaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB 5)
KomMmeHTapum: xapakxmepHvim npusHakxom nopadicenus cepoya npu oonesnu dabpu sasnsemcs
eunepmpoqhust 1e6020 Hceryo0ouKa, KOmopas moxcem ovims gvisagiena ¢ nomowwvto KT, Oxo-KI”
u MPT. Jl[na oyenku ¢hynkyuu cepoya npumeHsom mKAHes8yo OONNiepIXoKapouospapuio
(oonnnep-OxoKT).

PexoMeH10BaHO TTPOBEICHUE MarHUTHO-PE30HAHCHON TOMOTrpaduu cepana U MarucTpalbHBIX
COCYJIOB BCEM IMALMEHTaM C KIMHUYECKUMU Ipu3HaKaMu 6ose3an @abpu B rporiecce mocTaHOBKU
JIMarHo3a C IeJIbI0 OICHKH KapAHoJIOTHYecKux u3mMenenuii [9, 11, 13, 26-29, 41, 59, 70].
YpoBeHb yoeauTeILHOCTH peKOMeHIauii — A (YPOBEHb 10CTOBEPHOCTH JI0KA3aTeJILCTB 1)
KomMmenTapuu: npu neobdxooumocmu npooosim MacHumHoO-pe30HaAHCHAs momozpaguio cepoya
¢ KOHmpacmuposanuem. BosmooicHo npumenenue momanvbHOU 6HYMPUBEHHOU aHecmesul,
KOMOUHUPOBAHHO20 UHATIAYUOHHO2O HAPKO3d. XaApaKmepHbiM NPUHAKOM NOPAXCEeHUs cepoyd
npu 6onesnu Dabpu sAeisemcs cunepmpodus 1e6o20 Hceayo0ouKd, KOmopas Modcem Obimb
sviagnena c nomowwro IKI', Ixo-KI" u MPT. /{na oyenku ¢hynkyuu cepoya npumeHson mxanegyio
donnnepaxokapouozpaguro (donnnep-IxoKIT).

PexoMeH10BaHO NIPOBEICHUE TOHAILHOW ayTMOMETPUH (IIOPOTOBOI) /TOHAIBHON ayAHOMETPHH
B CBOOOJHOM 3BYKOBOM IIOJIE/pEUEBON ayJAMOMETPHH/UTPOBON ayIHOMETPUN/PETUCTPAIHH
CTallMOHApHBIX CIIYXOBbIX BBbI3BaHHBIX MoTeHUHaNoB (ASSR Tect) BceM manueHTam ¢
KIIMHUYECKUMH Tpu3Hakamu 6ose3nu @abpu crapiie 5 JeT B mpolecce MOCTaHOBKU IUarHo3a C
1IeJIbI0 PAHHETO BBISBIICHUS HapyIIeHH# ciyxa [26-29, 61].

YpoBenb yoeaurebHoCTH pekoMeHaauuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 5)
KommenTapuu:  npogoodumcsa  Koucyrsmayus — 8paya-cypoono2a-omopuHoiapuHeon02a.
Ty2oyxocms pasHoll cmeneHu 6bIpAN’CEHHOCMU XApakmepHa O0as O0aHHo2o 3abonesanus. OHa
Modicem ObIMb KOHOYKMUBHOU, CEHCOHEe8PANbHOU UM HOCUMb CMewanHblll xapakmep. Pannee
8blsGIeHUe MY20YXOCMU NO380AAem YIYYUUMb KAYeCcmeo OJICUSHU NAyUueHmos, obecneyums
B03MONCHOCb 0OWEHUS U 0OVUEHUs. 3a cuem e4eHUs KOHOYKMUBHO20 KOMNOHEHMA My20yXoCmu
WU CLYXONPOME3UPOSAHUS NPU CEHCOHe8PAbHOM cHudicenuu cayxa [96].

. PexomMeHn10BaHO paccCMOTPETH MallMEHTaM C KIIMHUYECKUMHU Mpr3HaKaMu 0onesnu ®adpu
IpoBeeHUE 330(aroracTpoayOJCHOCKONIUU H/MIN KOJOHOCKONMUHM ¢ OHOICHEW MHUIIeBoAa
OHJIOCKOITUYECKUM JOCTYIIOM W/WIM OWOICHHU JKEIyIKa DHIOCKOMUYECKUM JIOCTYIOM /WK
OMOICHUU JBEHAALATUIIEPCTHON KHUIIKK YHIOCKOMMYECKUM TOCTYHOMH/MIM OHONCHU TOHKOU
KHUIIKA SHAOCKONUYECKUM JIOCTYIIOM W/MiU OHONCUU OOOOYHOM KHUIIKH 3HIOCKOINUYECKUM
JOCTYTIOM,  TPIKU3HEHHOE  MaTOJIOr0-aHaTOMUYECKOe  MCCIEeJOBaHHE  OMONCHIHOTO

(OHepaHI/IOHHOFO) Marepuaia MATOM KaTCropuu CJIOXHOCTU 0e3 MNPUMCHCHUA ACKAJIbIUHAIIUU C

22



nenpto auddepeHnnansHoil nuarHocTuku (mpu Oonesnun Pabpu B psAne ciiydaeB MOXKHO
O0OHapYXUTh HAKOIICHHUE JUIMHUIOB B IIUTOIIa3ME HEHPOHOB KHUINICYHHUKA) W/ MU aHTHOTPaPHUIO
OpIOIIHOTO OT/EIIa A0PTHI M €€ BETBEH C IeIbI0 0OHAPYKEHUS XapaKTePHBIX it Oonesnu Dadbpu
U3MEHEHHH COCYIOB /MM MAaHOMETPHIO ITHUIIEBOA JJISl BRISIBJIICHUS ITATOJIOTHH THILEBOIA U/WITH
BOJIOPOJIHBIM JIBIXaTEeIbHBIA TECT C JIAKTYJO030H WJIM TIIOKO30M Ui OIEHKH H30BITOYHOTO
0aKTepHUaTHLHOTO POCTA B KHUIEYHHUKE W/WIH KOMPOJIOTHUECKOE UCCIICIOBAHUE TPU CHUMIITOMAX
MmasibabcopOrmu. [97].

YpoBenb yoenuteabHoCcTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB 5)

KommenTapum: B nacmosiwee 8pems Hem YemKux peKoMeHOayutl no Uccie008aHusM COCIMOSHUSA
JHCenyO00yHO-Kuueuno2o mpakma npu 6onesnu @abpu. Bvlibop uccredosanus u ux Koauuecmso
Onpeoensaiomes  KIUHUYeCKoU cumyayuel, 603MONMCHO NpPOB8eOeHUe UHbIX UCCAe008aAHUL
Huggepenyuanovuyro ouacHocmuky npogoosim ¢ CUHOPOMOM pa30pANCEHHO20 KUULeYHUKA,
OUBEPMUKYIAMHOU OOJIE3HbI0, PAKOM MOLCMOU KUWKU, ANNEHOUYUMOM, YeauaxKuell, 2acmpumon,
eacmpoazogazeanvivim peghurokcom, 6onesnvio Yunnia, MumoxoHOpPUdaibHoOU namoozuetl,
MPAHCMUPEMUHOBOU CEMEUHOU AMUIOUOHOU NOUHEUPOnamuel.

Bonvuwuncmeo nposisnenutl co cmopomwl HcenyO0UHO-KUUWEUHO20 MPAKMA HUGETUPYemcsl Ha poHe

namozenemu4eckol mepanuu.

2.5 Unble JAUATHOCTHYECCKHME UCCIICA0OBAHUSA

Pexomenayercsi mpueM (OCMOTp, KOHCYJIbTAIIUs) Bpaya-TeHeTHKA IEPBHYHBIN BCEM MallMCHTaM
C KIMHUYECKUMH TNpH3HaKaMu OonesHn PaOpu ¢ 1menpio mpoBeAeHHs Iu(depeHnnanbHo-
JIMATHOCTUYECKOTO TOWCKa CPeAd JPYTMX HACJIEJACTBEHHBIX OOJIE3HEH W  OMpeeIeHusI
ONTHMAJIBHOTO 00beMa TeHEeTUIEeCKUX UccienoBanmii [26-29, 62, 63].

YpoBens yoeaureabHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 5)

Pexomenayercss mpueMm (OCMOTp, KOHCYyNbTallusl) Bpaua-TiedaTpa WU Bpauda-TepaneBTa
MEPBUYHBI BCEM IMAalMEHTaM C KIMHUYSCKUMHU Tpu3HakamMu OoyiesHn @Dabpu c 1enbio
JUATHOCTHKH CONYTCTBYIOIICH TEPareBTUICCKOW TIATOJIOTHH, OIICHKH OOIIEero COCTOSHUS
3JI0POBbSI U OTIPEJICIICHUS TAKTUKHU JajbHelIel Tepanuu [26-29, 63].

YpoBensb yoeaureabHOCTH pekoMeHaauuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB 5)
KomMmeHnTapuii: mak oice 603M0XCHO npogedeHue npuema (0cMompa, KOHCYIbmMayuu) epava

obwell npakmuxu (cemeliHo2o 8pava,).

Pexomenayercss npuem (OCMOTp, KOHCYJIbTAlMs) Bpada-o()TalbMOJIOTAa IEPBUYHBIN BCeM

nanueHTaMm ¢ KIMHUYCCKUMU THPU3HAKAMU OoJe3Hu d)a6pH C IOCJIbHO AHMAarHoCTUKU
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COIYTCTBYIOIIEH MMaTOJOTHEH OPraHOB 3PCHHMS U ONpEACICHHS TAKTHKH JalbHeHIeH Tepanuu [1,
15, 26-29, 42, 61-63].

YpoBeHb y0equTeJIbHOCTH pekoMeHaanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB 3)
KommeHnTapuu: nposoosm oOuomuxpockonuio nepeoneco omoena 2na3a U 21d3Ho20 OHd,
onpeodeneHue deghexkmos nogepxHocmu po2osuysl (npooa ¢ kpacumenem). C nomowvto wenesoi
JIAMNblL BbIAGNAION NOMYMHEHUe pPocosuybl 8 uoe 3a8umkos. CxoOHvle U3MeHeHUs pPOo208UYbL
HaO0OamMes npu ynompeoieHuu 1eKkapcme u3 epynnvl XJI0pOXUHO8 uiu amuooapona. Ilpu
00CN1e008anUU 2NIA3H020 OHA 3AYACMYI0 HADII00Aemcs 3a0HAs CYOKANCYI[APHAs Kamapakma u

nopasicenue cocyéoe cemuamku, 4mo moarcem npueecnmu K msiorcenou nomepe 3perusl.

Pexomenayercsi npueM (OCMOTp, KOHCYJBTAIlMs) Bpada-raCTPO’HTEPOJIOra IEPBHUYHBIHN
HandeHTaM ¢ KIMHAYECKMMH Tpu3HakamMud OonesHn  Pabpu ¢ [ENbI0  JHATHOCTHKH
COMYTCTBYIOIIECH TaCTPOIHTEPOIOTHUECKONW MATOJOTHM M ONpPEAEICHHs TaKTUKH JalbHEHIen
Tepanuu [26-29, 63].

YpoBeHb yoenuTeibHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH 10Ka3aTEIbCTB 5)

Pexkomenayercsi  mpueM  (OCMOTp,  KOHCYJbTAllMs)  Bpada-KapIuoJiora/Bpada-IeTCKOro
KapIroJIora IIEPBUYHbIA BCEM IALMEHTAM ¢ KIMHHYECKUMHU IPU3HaKaMu 0oae3Hu Dabpu ¢ LEIbIo
JIMATHOCTHKH  COIYTCTBYIOIICH KapJHOJIOTHYECKOW IATOJOIMH W OINpEAECIICHHS TaKTHKH
nanpHeimei repanuu [9, 11, 13, 26-29, 61-63].

YpoBenb yoeauteabHOCTH pekoMeHaauuii — C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB 5)

Pexomenayercs npuem (0OCMOTp, KOHCYJIbTAIIH ) Bpauya-HEBPOJIOTra IEPBUYHBIN BCEM MallUeHTaM
C KIMHUYECKUMH Tpu3HakamMu Oone3Hn Pabpu C 1eNbl0 JUArHOCTHKU COIMYTCTBYIOIIEH
HEBPOJIOTUYECKOM MMaTOJOTHH U ONPEICIICHIS TAKTUKHU JajbHeen Tepanun [26-29, 61-63].

YpoBenb yoeaurejbHoCTH pekoMeHaauuii — C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB 5)

Pexomenayercs puem (0OCMOTp, KOHCYIIBTAIHS ) Bpaya-Hepoiora mepBUYHBINA BCEM MAllHEHTaM
C KIMHUYECKUMH TMpu3Hakamu Oonesnn Dabpu ¢ 1eNbl0 AUATHOCTUKHM TMATOJOTHH OPraHoB
MOYEBBIJICTUTENHON CUCTEMBI, OTHOcsmIecs Kk b®, u omnpeneneHus TaKTUKH JadbHEWUIIEH
tepanuu [26,28,29, 39, 62].

YpoBennb yoeaureJbHOCTH pekoMenaanmnii — C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB 5)

Pexomenayercsi npriemM (OCMOTp, KOHCYJIbTAllMs ) Bpaua-IICUXUaTpa NEPBUYHBIN BCEM MAllUEHTaM
C KIMHUYECKUMH Tpu3HaKaMu 0osie3Hu Dabpu C Menbio ONpeeICHHs IICHXUYECKOT0 3J0POBBS

NalMeHTa U ONPEe/IeTICHNs] HeOOXOIMMOCTH Ha3HaueHus Tepanuu [78].
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YpoBenb yoeauTeabHOCTH pekoMeHnaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB 5)

Pexomenayercs mpueM (TeCTUPOBAHUE, KOHCYJIBTAIMS) METUIIUHCKOTO TICUXO0JIOTa TIEPBUYHBIN
ManUeHTaM ¢ KIMHUYECKUMU Mpu3Hakamu O0osne3nun dabpu B mporiecce MOCTAaHOBKU JIMArHO3a €
1IEeJIbI0 OKa3aHUsI KIIMHUKO-TICUXO0JIOTHYeckoi momomu [1, 27, 55, 63].

YpoBenb yoeauteabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEeJIbCTB 5)

3. Jleuenne, BKJIOYASI MeIUKAMEHTO3HYIO U HEMEIUKAMEHTO3HYIO Tepanum,
AHETOTEpPANuIo, 00e300,IMBaHUe, MEIUIMHCKHE IOKA3AHNUS U

NMPOTUBOINOKA3aHUA K IPUMECHCHUIO METOA0B JICUCHHUSA

Il namozcenemuueckoeo neuenus bB® paspabomana gepmenmuas 3amecmumenbHasl
mepanus, HO 6CeM NAYUEHMAM NApaLleibHO NPOBOOUMCS CUMNMOMAMUYECKoe jledeHue
OCHOBHBIX OCN0JICHeHUll 3a00nesanusi. Bedenue nayuenmos ¢ 6onesnvio @abpu npeononazaem
MYTbMUOUCYUNTUHADHBITL NOOX00 C 003AMeNbHbIM  YYacmueM 6paid-Hespono2d, 6payd-
ceHemuka, 8paua-KapouoL02a/8paia-0encKozo Kapouonoeaa, spaua-arecmesuono2a-
peanumamonoza, epava-mepanesma/spava-neouampa/spaia oodwel Npakmuku (cemeunozo
epaua),  epaua-we@ponoca, - 8pAYA-NYILMOHON02A,  BPAUA-2ACMPOIHMEPONO2d,  8PAYd-
Gusuomepanesma u paveli Opyeux CneyYuaibHOCMel, UMEIOUUX ONbIM 8 1e4eHUU 21020 PeOKO20
3ab01e6aHuA.

3.1 I1aToreHernuyeckoe JeueHue

Pexomenayercsi mpuemM (OCMOTp, KOHCYJIbTAIlHsI) Bpada-TeHeTHKa (WM JPYTroro CIEUAINCTa,
MMEIOUIET0 ONBIT JICYEHHs MalueHTOB ¢ Oone3Hbio ®aldpu) mepBUYHBIM U MOBTOPHBIM (Tipu
HE00XOIMMOCTH) BCEM MalueHTaM ¢ 0oje3Hb10 @abpu ¢ 1enblo Ha3HaYeHUs TaTOreHETUYECKOTo
JeueHMs U KOHTPOJIst ero a3 dexTuBHOCTH U Ge3omacHocTH [44, 46, 48, 62, 63].

YpoBenb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB 5).
KommeHnTapuu: nasnauenue u KOppeKmuposKy NAMO2EHEeMUYecKo20 Ne4eHusl oCyujecmensiem

epad.

Pexomenayercss  Ha3HauYeHUE/KOPPEKTUPOBKAa  (EPMEHTHON  3aMECTUTENBHON  Tepanuu
npemapatamu A16AB04 arancunazoit 6eta** mmu A16AB03 arancunasoit ansda™* manuerTam ¢
YCTaHOBJICHHBIM JUarHo3oM Oone3nb @abpu (BceM mMmalmMeHTaM MYKCKOTO TI0Ja TIOCie
BepU(pUKALMK JMarHo3a JabopaTOpHBIMH METOJAaMU C LENbI0 JOCTHKEHHsS HaumOOoJbIIen
3¢ (HEeKTUBHOCTH TEparuu; JTUIAM KEHCKOro moja ¢ Oone3Hpio Pabpu, UMEIONIUM TPHU3HAKU
MIPOTPECCUPYIOLIETO MOPAKESHHSI OPTaHOB-MUIIICHEW, TPUBOASAIINX K CHUKEHHUIO KaUueCTBA KU3HU:
Kpu3bl @abpu 1/UiK pe3ucTEeHTHAs K CTaHAapTHON Tepanuy peluIMBUPYIONIas MM XpOHUYECKast
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HelporiaTudeckass 00k B KHCTAX M CTONAX W/WIM TEPCUCTHPYIOIMAS MPOTECHHYPHUS W/WIN
CHIDKEHHE CKOPOCTH KiIIyO00oukoBO# ¢uubTpanun <80 mu/mun/1,73 M2 w/umu nopakeHue cepaua
W/WIIM HapyIIEHUS MO3TOBOT'O KPOBOOOpAICHHS /MU WIIEMHUYECKHE W3MEHEHHS TOJIOBHOTO
MO3Ta, BBISBICHHBIC TPU MAarHUTHO-PE30HAHCHOW TOMOTrpauu TOJIOBHOTO MO3Ta) C IEINbI0
3aMe/UICHHUST TIPOTPECCHUPOBaHUs 3a00JIEBaHUS, CHUKCHHS MacChl ceplia ¥ yMEHBIICHUS
HAKOILICHHUS u30-1 63 B TOYKAX , ¥ YIy4dlllcHUs KadecTBa sxu3uu [44, 46, 48, 69, 77].

YpoBeHb yoenuTeIbHOCTH peKOMeHAauuii — A (YpoBeHb JOCTOBEPHOCTH /10Ka3aTeIbCTB 1)

KommenrTapum: xasnauenue u koppexmuposxky DP3T ocywecmensem epau. Bo epems nepsoco
86e0eHsl npenapama pepmeHmHoU 3aMeCmumenbHoOU mepanuu yeiecooopaseHn npuem (0cmomp,
KOHCYIbMayus) 6paia-aHecmesuono2a-peanumamonoea nepeudnvii. Kpumepuu nasnavenus @3T
npusedenvl 8 npunoxcenuu A3.3. B Poccuiickoti @edepayuu 3apecucmpuposaro 2 npenapama ous
@3T B®: a-eanakmosuodasa azancudasa amv@a™* u aeanrcuoasa 6ema™**. Aeancudasza anvga u
azanrcudaza bOema ObLIU  3APESUCIPUPOBAHbI 6 MUpe HA  OCHOBAHUU  Pe3VIbMAamos
PAHOOMUSUPOBAHHBIX, NAAYEOO-KOHMPOIUPYEMBIX UCCIe008AHUL, 8 KOMOPbIX 3AMeCUmenlbHas
mepanus yMeHbulaia 8blpaANCeHHOCMb Hetponamu4eckoli 00U, 8bi3b18a1a peepecc 2unepmpoghuu
J1€6020 JHCeNy0ouKa U CMadUIU3ayuIo QYHKYUU NOYeK, 3a0epicusand pazeumue No4edHou u
CepOeyYHO-COCYOUCMOLl  HEeOOCMAMOYHOCMU No  cpasHenuro ¢ naayedo. Ilo  OanHbim
CUCMEMAMU3UPOBAHHO20 0030pa aumepamypbl, dPHeKmusHoCms 3amecmumenbHol mepanuu
uzyyanrace no Kpauneni mepe 6 48 npocnekmueHvlx UCCIEO08AHUAX (KOHMPOIUPYEMbIX ULU
Habnooamenvuvix). B 22 uz nux npumensnu Aeancuoasy arvgha™*, 6 22 — acancuoaszy bema**, a
6 4 uccnedoganusax 6viiu 0600UeHbl pe3yibmamsl npuMereHuss oboux npenapamos [19-22]. B
yenom, pe3yibmamvl dMUX UCCAe008AHULL NOOmMeepounu onazonpusmusii 3¢ppexm DP3T Ha
@yHKYuIO cepoya u nouex, HeUponamuyeckyio 60ab U Kauecmseo HCU3HU NAYUEHMO8, YyiuleHue
cyxa u 6ecmubyiapHou yHKYUU.

B nacmosiwee epemsi uccnedosanuil, 6 KOMOPLHIX 6 X00e NPAMbIX CPAGHEHUl ObLIU Obl
noyueHvl ybeoumenvHvle O00KA3AMeNbCmea npeumyujecmea (Ui Oomcymcmeus maxKoewlx)
npumeHeHust 00H020 u3 pepmenmos, nem [50]. Aeancuoazy anvgha™* 6600am 6HympuseHno 6 0oze
0,2 me/xe 00un pas 6 0e nedenu, azancudazy bema** — snympueento 6 0oze 1,0 me/xe ooun pas
6 0se Hedenu. IloOpobHO npucomosieHue pacmeopos OJisk 66e0eHUs ONUCAHO 8 UHCMPYKYUU K
npenapamam. Ilepgvie 66edeHUss NPenapamos OOIHCHbL NPOBOOUMBCS 8 YCI0BUAX CMAYUOHAPA.
Oba npenapama He cooepicam KOHCEPBAHMO8 U NOONEeHCAM HeMeONeHHOM)Y BBeOeHUI0 NOC/e
APUSOMOGIEHUSL PACMBOPA 01 UHPY3ULL.

Hem ocnoeanuii 0nsa cmenvl mepanuu 6 ciyyae, eciu nayueHm ONUMeNbHOe 6peMs

CMabunu3uUpo8an Ha npenapame, OMMeYaAemcs NOAOHCUMENbHBIN dppexm om npoeooumol
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mepanuy, a npoguib 6OezonacHocmu ocmaémca Komgopmuvim. Cmena mepanuu y
CMAadUIU3UPOBAHHO20 NAYUEHMA C XPOHUHECKUM NPOSPECCUPVIOWUM 3a001e8aHUEM MOdCem
npeocmasames pucku Oiisi e20 300posvbs. B ciyuae Henepenocumocmu (pazsumuu cepbe3Hbix
HedlcenamenbHblX NOOOUHBIX PeaKyull), 03MOACEH NePexo0 ¢ 0OHO20 NPenapama Ha Opy2ou.

Ilepexniouenue ¢ 00HO20 npenapama HA OpPY2Ol BO3MONCHO MONbLKO 6 Clyyde
B03HUKHOBEHUSI ~ HEKOHMPOIUPYEMbIX  Cepbe3HbIX  Hedcenamenvuvlx — saenenuti  (HA),
NOBMOPAIOWUXCS. HECMOMPS. HA AOeK8AMHYI0 npemeoukayuio nepeo un@ysuei. Pewenue o
nepesode  OQ0JIHCHO NPUHUMAMBCS  MOIbKO HO  3aKNIOYEHUI0  8pa4ebH020  KOHCUTUYMA
Deodepanvroco yemwmpa. Ilayuenm unu e2o 3aKoHHble npedcmagument OO0NNHCHbL OblMb
NPOUHGDOPMUPOBAHbLI O NpUYUHE 3aMeHbl npenapama u OdaabHeuuleli MaKmuxKe 6eoeHus.
Heobxo0umo nabniooenue 3a nayueHmom 6 ciyuae cmeHvl mepanuu 0Jisi OYeHKu 3 pexmusnocmu
u bezonacHocmu jeyeHus.

Beeoenue D3T mooicem npogooumuvcs 6 YCio8usx KpyeloCYMOYHO20 cmayuoHapa (8
cnyuae HAmudus UH@Y3UOHHLIX DearKyull, OCIONCHEHHO20 meueHus Oone3HU), 6 CMmayuoHape
OHegHOo20 npebvisanus uiu amoyramopno 1 pas 6 2 nedenu. Credyem obpawame HUMAaHUe HA
cobnrooenue UHMepPBanNos Mexcoy UH@Y3uUAMU U HeOONYCMUMOCMb Nepepbléos 8 mepanuu, m.K.
HapyuweHue pexcuma JedeHus CONpPo8ONCOAemcs NOMEHYUATbHbIM PUCKOM  YXYOUleHUs]
COCMOosIHUA nayuenma u npocpeccupoganus cumnmomos b®. Bce nayuenmvr ¢ BD 0ondscHul
npoxXooums KOHMPOAbHble 00C1e008aHUsl (MOHUMOPUH2) C Yelblo OYeHKU 3¢hghekmusnocmu
JleyeHus.

Ilobounvie a¢pghexmur.  Ilepenocumocmv  D3T  obviuno  xopowas. OcnogHbIMU
HedcenamenbHbiMu  dpghekmamu mozym Ovimb peakyuu Ha 6edeHue npenapama (03HOO,
JUXOPAOKA, MOWHOMA, MAXUKAPOUs, 3y0, MUaius, OOIU 8 KOHEYHOCMSAX, 20JI08HAsl O0Ib, O0b 8
2pyou), 8 OCHOBHOM JlecKue UU YMEPEHHO BbIPANCEHHDBLE.

B cayuae passumus msadgcenvix peaxyuili NOBbIUEHHOU YY8CMBUMENbHOCU  UIU
aHagunakmuyeckux peaxyuii. HeoOX00UMO HeMeOleHHO NpeKpamumos UH@Y3U0 U Havamo
mepanuio ¢ cOON0OeHUeM COBPEMEHHbIX CMAHOAPMO8 OKA3AHUS HEOMIONCHOU MeOUYUHCKOU
HOMOUU.

Haubonee wacmovimu nobounvimu  s¢pgpexkmamu, ceazauwvivu ¢ DP3T, Ovuiu
nOCMUHY3uOHHble peakyuu. Borbuuncmeo uz Hux ObLIU 1ecKUMU UYL YMEPEHHBIMU, He SNATUCH
NPUYUHOL NPEeKpaujeHuss mepanuy U ucie3aiu npu nociedyrowux 6gedenusx. Ymobuvl céecmu K
MUHUMYMY UX MANCECMb, MOJNCHO YMeHbums cropocmsb 6sedenus DP3T u nposecmu
npemeouxayuro AHMUSUCTMAMUHHBIMU npenapamamu, HecmepouOHbIMU

npomueoeocnailuniejlbHbIMu npenapamamu u/unu Kopmukocmepoudamu. D3T HEeJlb3A
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ucnoaiv3zoeams 00H06p€M€HHO C XJI0POXUHOM, amuodaponom, OEH30XUHOHOM UNTU CeHMAaAMUYyUHOM,

NOCKOJNIbKY 9mu eeujecmed nomeHyuailbHo uH2u6upy;0m AKmueHocmbs 6Hympumemqu0ﬁ o-GAL

A

He pexomenayetcsi nmanueHTam ¢ 6one3npro @adpu nposenenue O3T B crneayromux ciaydasx:
OepeMEeHHOCTh U MEpPHOJ KOPMIICHUS TPYy/Abl0; MPUCYTCTBHE APYroro OMACHOTO MJS KHU3HU
3a00JIeBaHUs, TIPU KOTOPOM MPOTHO3 Bpsn N Oyaer ymydmien ¢ nomomibio D3T; Hammume
CEpbE3HBIX OCJIOKHEHUI 00JIe3HU (HAIIpUMED, TSXKEINbII UHCYJIBT, PEAHUMALIMOHHBIC TAllUEHTHI)
C LIENIbI0 MPEAYNPEKACHUS Pa3BUTHS TSDKEIBIX HEKENAaTeIbHBIX PEeaKUUid U MpeloTBPALCHUS
YXYIICHUSI COCTOSTHUS MalueHToB [48].

YpoBensb yoeauTeabHocTH pekoMeHaannu — C (ypoBeHb J0CTOBEPHOCTH A0Ka3aTeIbCTB 5)
KommenTapuu: xpumepuu ommenvt @31 npusedenst 6 npunoxcenue A3.4. Ixcnepmol cuumarom,
YUMo OMMeHAMb JleyeHue y nayuenmos ¢ msgcenol noveunou Hedocmamoyrnocmoto (CK® <45
mn/mun/1,73 m2 ¢ koppexyuei no eospacmy (> 40 nem: —1 mn/mun/1,73 m2/200)) ne cnedyem.
Ananoeuuno, me creoyem OommeHAMb JleyeHue y NayueHmos Ha Ouanuze, 0axce eciu OHuU He
n00X00am OJisl MPAHCHAGHMAYUYU NOYKU, U Y NAYUEHINO8 CO CHUNCEHUEM KOCHUMUBHBIX QYHKYULL
aobou smuonoeuu. Hauano u npooonscenue @D3T y maxkux nayueHmos O0NHCHO

Paccmampusamscs 8 UHOUBUOYAIbHOM NOpsOKe.

3.2 CuMnroMaTuyecKkas Tepanus

Ilo cumnmomamuuecxkou mepanuu bBD nem paHOOMUBUPOBAHHBIX KOHMPOIUPYEMBIX
uccnedosanuil. B nybnuxayusx npueedenvl pekomeHoayuu, KOmopwle ompaxicarom 3KCHepmHoe
MHeHUe CReyuantucmos U3 pasHblx CMpaH i ONbIm jledeHusi pasHblx Ko2opm NayueHmos 6 pasHuix
knunukax. Ilpumenenue 6onvwuHcmea npenapamos O Mepanuu Heuponamuyeckou 0Ooau
(epynnvr NO3AF npouzeoonvie xapboxcamuoda: kapoamazenun™*, epynnei NO3 AX Opyeue
NPOmMuUoOdINUIENMUYecKue npenapamsi: npe2abanun**) ons oemeui u 83pocivix, NPOBOOUMCS «8HE
UHCIMPYKYUU», NOIMOMY He NpeoCcmasienvl 8 sude mesuca-pekomernoayuu. Oonaxo, npenapamaol
Mo2ym bblmb HA3HAYEeHbl nayueHmam no peweruio epavedonou komuccuu [35, 51]. V nayuenmos
C XPOHUYECKOU Hetuponamuieckoli 60abio U aKponapecmesusmu ciedyem no G03MOICHOCHU
ycmpanums (akmopul, npogoyupyiowue nosigieHue 001U, Hanpumep, Oonvuiue ghusuyecKkue

Haepy3Ku, SMOI/;uOHaﬂbeZIZ cmpecce, USMEHEeHUe memnepamypbl.

Pexomenayercss mnpueMm (OCMOTp, KOHCYyJbTallusl) Bpaua-liedaTpa WM Bpada-TepaneBTa

MIEPBUYHBIN ¥ TOBTOPHBIN (IIPH HEOOXOAMMOCTH) MarueHTaM ¢ 0one3npto ®adpu, mpu HaTUYIUN
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MIOKa3aHu, C IEJbI0 Ha3HAYEHHUSI CHMITTOMATHYECKOTO JICYCHHUS U KOHTPOJIS €ro 3G HEeKTHBHOCTH
u Oe3omacHoctu [26-29, 63].

YpoBeHb yoeauTeabHocTH pekoMenaanuii — C (ypoBeHb T10CTOBEPHOCTH A0KA3aTEJIbCTB 5)
KoMMeHTapHii: mak dice 603MOJNCHO npogedeHue npuema (0CMOmMpa, KOHCYIbMAayul) epayd

obwetl npakxmuxu (cemelnozo epava,).

Pexomenayercs ripueM (0OCMOTp, KOHCYJIbTAllMs) Bpaya-KapAHOI0ra NEPBUYHBIN U MOBTOPHBIN
(mpu HEoOXOUMOCTH) BCEM MalMeHTaM ¢ 0os1e3Hbt0 @adpu, Mpu HATUMYUHN TTOKa3aHUH, C IEIBI0
HAa3HAYCHHUS] CUMIITOMATHYECKOTO JICYCHUSI M KOHTPOJIS ero 3G (HeKTHBHOCTH U Oe3omacHocTH [9,
11, 26-29, 61-63].

YpoBeHb yoenuteibHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTEIbCTB 5)

Pexomenayercss mnpuem (0CMOTp, KOHCYJbTalMsl) Bpaya-raCTPOIHTEPOJIOra IMEPBUYHBIA U
MOBTOPHBIA (TP HEOOXOAMMOCTH) BCEM marueHTaM ¢ Ooje3Hpto Pabpu, Tpu HATMYUHU
MOKAa3aHUH, C [eNIbI0 Ha3HAUCHUSI CHMIITOMATHYECKOIO JICUCHHUS U KOHTPOJIs ero 3G (HEeKTUBHOCTU
u Oe3omacHoctu [26-29, 63].

YpoBeHb yoenuteqbHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH 10Ka3aTEIbCTB 5)

Pexomenayercest npueM (OCMOTp, KOHCYJbTAIUsl) Bpaua-HEBPOJIOra MEPBUYHBIA M MOBTOPHBIN
(mpu HeoOXOIUMOCTH) BCeM MalMeHTam ¢ 6os1e3upt0 @adpu, npu HAMUYUHN TTOKa3aHUH, C IeNbI0
HA3HAYCHHUS CUMIITOMATHYECKOTO JICUCHHUS U KOHTPOJIS €ro 3 HEKTHBHOCTH U Oe30MacHOCTH [26-
29, 61-63].

YpoBensb yoeaureabHOCTH pekoMeHaanuii — C (YpOBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB 5)

Pexomenayercsi npuem (OCMOTp, KOHCYJbTalLUsA) Bpada-Hedposiora MepBUYHBIA U MOBTOPHBIN
(mpu HEOOXOJMMOCTH) BCEM TAIlUeHTaM ¢ 0osie3Hbi0 Dabpu, NPy HATWYNHU TIOKa3aHHH, C LIENbI0
Ha3HAa4YeHUs] HEPPONPOTEKTUBHOW TEparud U CHUMITOMATHYECKOrO JIEYEHHS, KOHTPOJS €ro
s¢dexruBHOCTH U Ge3omacHocTH [26,28,29, 39, 62].

YpoBensb yoeaureabHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 5)

PexomMeHnayeTcsi mpoBeeHNE 3aMECTUTEIHFHOM TTOYEYHOW TEpAlud METOJOM TeMOualn3a Wiu
MEePUTOHEATBHOTO JHalii3a TalnueHTaMm c OoJe3Hplo @®abpu B ciydae pa3BUTHSA Y HHX
TEPMUHAILHOW TTOYCUHOU HETIOCTATOYHOCTH C IIEJIbIO JICUSHUS TAHHOTO COCTOSHUS [26-29, 52].

YpoBennb yoeaureabHoCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH /10KA3aTeJIbCTB 4).
Pexomenayercsi mnpuem (OCMOTpP, KOHCYJbTaIlMs) Bpada-oPTaIbMOJIOTa TEPBUYHBIA U

MOBTOPHBIA (MPU HEOOXOAMMOCTH) BCeM mMamueHTaMm ¢ Oone3Hpto Dabpu, mpu HATUYUU

29



HOKa3aHHiA, C IeIbI0 Ha3HAYEHUST CHMIITOMAaTHYECKOTO JIEYEHUS K KOHTPOJIS €ro 3G PEeKTHBHOCTH
u Oe3omacuoctu [1, 15, 26-29, 42, 61-63].

YpoBennb yoeaurebHOCTH pekoMeHaauuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEJILCTB 5)

Pexomenayercsi nipuemM (0CMOTp, KOHCYJIbTAIMs) Bpaya-IICUXUATPA TIEPBUYHBIA TEPBUYHBIA H
MOBTOPHBIN ManueHTaM ¢ OoJe3Hpto Pabpu Npu HAJIWMYUKM TOKA3aHWW C IEJIbI0 HA3HAYCHUS
CHUMIITOMAaTHYECKOT'0 JICUCHHUSI ¥ KOHTPOJIs ero 3G GeKTUBHOCTH U Oe3onacHocTu [78].

YpoBens yoenutejibHocTH pekoMeHaanuii — C (ypoBeHb T0CTOBEPHOCTH /10KA3ATEJILCTB 5)
KommenTapuii: Xporuueckas uetiponamuueckas 6oav, xapakmepuas 0as 6onesnu Pabpu,
MOdHCem npueooUmMs K ONUMENbHOMY CHUNCEHUIO (DOHA HACMPOEHUsl, Oenpeccui, Omcymcmeuro
MOMUBAYUU K JeUeHUI0, HAPYWEHUAM CHA; NOIMOMY AHMUOENPeCccanmyl U MpaHKGUIU3AmMopbl
Mo2ym Oblmb Noe3HbL 8 Kayecmee CUMANIMOMAMUYECKOl mepanuu.

PexoMeHI0BaHO TPH HAIMYHUU TIPOSIBICHUA TOPAXKCHHS KEITYJOYHO-KUIICYHOTO TPaKTa, HE
KyIUpYIOIMUXcs Ha (OHE MAaTOTCHETHYCCKOW TEeparuu, PacCMOTPETh Ha3HAYCHUE JHETHI C
MOHMKCHHBIM COJIepXKaHHEeM (EPMEHTHPYEMBIX OJIUT0-IU-MOHOCAXaPHU/IOB U MOJIHUOJIOB C IEIIBIO
YMEHBIICHUS TPOSBICHUN OTPULIATEILHOTO BIMSHUS JH30-1'03 Ha KUIICYHHK W MUKPOOHOTY
KUIICYHUKA U YJIYUIICHUS KauecTBa XHU3HH MaIUeHTOB ¢ 0ose3npro ®adpu [98].

YpoBeHb yoenutesibHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB 5)

HpI/I HGO6XO,[[I/IMOCTI/I IMPOBOJATCA KOHCYJIbTAMU APYIUX CIHCHUAIMCTOB IIO ITOKA3AHUAM JJIA
Ha3Ha4YCHHUA CUMIITOMATUYCCKOI'O JICHCHHUA.

3.3 Xupyprudeckoe Je4eHue

Pexomenayercsi nmpoBeseHue (Ipu OTCYTCTBMM NPOTHUBONOKA3aHUIl) TpaHCIJIAHTALMM MOYKU
nanveHTam ¢ Oone3Hpto ®abpu B ciaydyae pa3BUTUS Y HHUX TEPMUHAJIBHOW MOYEYHOMH
HEJIOCTATOYHOCTH C LEJIBIO JICUCHHS JAHHOTO COCTOSIHUS [26-29, 52].

YpoBenb yoeaurebHOCTH pekoMeHaauuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 4)
Kommenrapun: mpancnaianmayusi novex nayuenmam c¢ B® npu pazeumuu mepmunanvHou
NOYeYHOU  HeOOCMAMOYHOCMU — NPOBOOUMCS 6  COOMBEMCMEUU  C  MemoOUdecKUMU
pexomenoayuamu « Tpancnianmayus nouxuy ID: MP34 (http://cr.rosminzdrav.ru/).
PexoMeHayeTcsi WMIUIAHTANNS OJHOKAMEPHOTO/IBYXKAMEPHOTO AIIEKTPOKAPIUOCTUMYJISITOPA
WIA  WMIUIQHTalUusl  OJHOKAaMEpPHOTO/IByXKaMEepHOTO  KapauoBepTepa  IeduOpHLIsITOpa
nanueHTaM ¢ Oose3Hplo @abpu (Mpu HEOOXOAMMOCTH) € HAPYHICHUSIMH IPOBOJUMOCTH,
OpaauapuTMueil, KemyJOYKOBOM TaxUKapAue B COOTBETCTBUM C  pPa3pabOTaHHBIMU

KIIMHUYCCKUMHU PEKOMCHAAIUAMU C LICJIbIO JICUCHU A JAHHOM IMaTOJOTUHN [53]
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YpoBenb yoeauTeabHOCTH pekoMeHnaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB 4)
KommenTapuu: /lannoe neuenue nayuenmam c¢ bD nposooumcsa 6 coomeemcmeuu c
KIUHUYECKUMU — peKoMeHoayusmu  «bpaduapummuu u  HapyweHus  npo8OOUMOCHUY,
«Kenyoouxosvie napywenus pumma. Kemyoouxoevie maxuxapouu u 6He3aNHAs cepoeuHdas

cmepniov ).

o PexomeHayercsi yaaneHHe aHTHOKEPaTOM C IOMOINBIO aprOHOBOTO Jiaepa MalHUeHTaM C
6ose3nbio @abpu, Mpu KeJlaHUH MalKUeHTa, ¢ KOCMETUUECKOU LeNbio [54].

YpoBenb yoeauteabHOCcTH pekoMenaanun — C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB 5)

4. MenuuMHCKAasl peaduaIuTalMs U CAHATOPHO-KYPOPTHOE JieueHue,
MeJIMIUHCKUE MOKA3aHUA U MPOTHBONOKA3AHUSA K PUMEHEHUI0 METOA0B
peadWIMTAIIMM, B TOM YHCJI€ OCHOBAHHBIX HA MCIOJIb30BAHUM NPUPOIHBIX
Je4eOHbIX GaKTOpPOB.

e Pexomenayercs npueM (TECTHPOBAHUE, KOHCYJITAIMS) MEIUIIMHCKOTO TICUXOJI0Ta TEPBUYHBIN
¥ TIOBTOPHBIN (IIPY HEOOXOAMMOCTH) MAIlUEHTaM ¢ 00se3Hbi0 Pabpu, HMEIOMUM BhIPAKCHHBIN
00JIeBOM CHHIAPOM U CKJIOHHOCTb K TICHXOAMOIIMOHAJILHBIM PACCTPOUCTBAM C IIEJIbIO OKa3aHUs
KJIMHUKO-TICUXOJIOTHYecKor nmomoiu [ 1, 27, 55, 63].

YpoBens yoeaqureabHOCTH pekoMenaanuii — C (YpoOBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 5)

5. IIpodpunakTuka u AUCIaHCEPHOE HADIK/IeHH e, MeAUIUHCKUE IOKA3aHUS U

NMPOTHBOIIOKA3aHUA K IPUMCHCHHIO METO/10B IlpO(l)I/IJIaKTI/IKI/I

Jlucnancepnoe  nabnwooenue  nayueHmos ¢ 00NE3HBIO @Dabpu  npeononazaem
MYTMUOUCYUNTUHAPHBINL NOOX00 ¢  0053aMeNbHbIM  YUacmuemM 6pavd-Hesponozd, 6payd-
2eHemuKa, 8PAUA-KapOU0102a/6paia-0emcKo2o Kapouonoea, 8paua-anecmesuosoca-
peanHumamonoza, 6pava-mepanesma/spava-neduampa/spaia oodwel NpaKmuKu (Cemeunozo
epaua), epaua-Hepponoea, 6pPAYA-NYILMOHON02A,  BPAYA-CYPOON02A-OMOPUHONAPUHLO0I02d,
8pava-2acmposnmeponoa, 6pava-guzuomepanesma u pavel Opy2ux CcneyuaibHocmell,
UMewux Onvlm 6 JeYeHUuUu 3Mmo20 peokoz2o 3aboneéanus. [lucnancepHomy Haba0OEHUIO
noozexcam nayueHmsi ¢ bonesnvio Pabpu xak noayuarowue namozeHemuueckoe aeyerue P37,
MAax u nayuenmol, Komopbvie no pazuvim npuuuram ve nonyuarom 3T (ne docmuenu kpumepues
ona uauana D3T, ne noomeepounu ce0é€ coenacue Ha JjeyeHue), ¢ Yeuvlo C80e8PEMEHHO20
KOHMPOIS COCMOsIHUSL 300p08bsl U Koppekyuu mepaneemuyeckoti makmuxu [99]. Ilpumepnoiii

niaun obcredosanusi nayuenmos ¢ b® npuseden 6 Ilpunoscenuu A3.5, Ho 6 cpoxu u 06vém
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uccne0o8anull 1e4aujum 8pavom mMo2ym Ovims 6HeceHbl KOPPEeKMuUgbl ¢ yyemom ocobeHHocmeti
meyeHus 3a001e6aHuUsl Y KOHKPEmHo20 NAyuenma.

Pexomenayercss manueHtam ¢ Oone3Hpto Dabpu peKOMEHIOBAHO MPOBEICHUE BaKIIMHAIIUU
NOPOTHB TpHUIINA, I[HEBMOKOKKOBOH WMH(MEKIMU C LeIbl0 NPOPUIAKTHKH HMH(EKIMOHHBIX
OCJIOKHEHU/CHIKEHUSI TSDKECTH UX TIPOSIBIICHHH [85].

YpoBenb yoeauTeabHOCTH pekoMenaanun — C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbLCTB 5)
Kommenmapuu: K@ mne saensemcia npomugonokazaHuem K HNPOBEOCHUIO 6AKYUHAYUU C
ucnonvsoeanuem eakyur awbdoeo muna [86,87], a maxoce 0Ona  eaxyunayuu npomus
KoponasupycHoti ungpexyuu Hosoco muna (COVID-19), 6 coomeéemcmeuu ¢ uHcmpykyusimu K
npenapamam [88,89]. Ilnanosyio ummynuszayuro nayuenmy ¢ 6oaesuvio @abpu npoeoosm 6
coomeemcmeuy ¢ HAYUOHATbHbIM KaleHOapeM Npo@uiaKkmuyeckux npusuU8oK 6 nepuoo
CMadUILHO20 COCMOSIHUSL OCHOBHO20 3a00Ne8anus Ha (pone noddepacusaioujeco aevenus [90].
Hmmynusayus nayuenmog neped u nocie MpaucniaHmMayuu NOYKU NPOBOOUMCS CO2NACHO
00UenPUHAMbIM NPUHYUNAM.

Pexomenayerces priem (OCMOTp, KOHCYJIbTAIM ) Bpada-TreHETHKA IEPBUYHBII U TOBTOPHBIHN (TIpU
HEOOXOIUMOCTH )/IUCIIAHCEPHBI  MpUeM (OCMOTp, KOHCYJbTAaI[Mii) Bpaua-TeHETHKa BCEM
nanueHTaMm ¢ Oone3Hpro ®adpu ¢ TOATBEPKICHHBIM JHATHO30M HW/WIH WX OQHUIIUATBHBIM
MPEIICTABUTENSIM, C IEIbI0 Pa3bICHCHUH TEHETHYECKOrO PUCKA, OOCYKICHHUS BO3MOMXHOCTEH
MpEeHaTaIbHOW M MPEUMIUIAHTAIIMOHHOW JMAarHOCTUKU B Ce€Mbe, KOHTPOJS 3(P(HEKTUBHOCTH U
0e30MacHOCTH MaToreHeTu4eckoi Tepanuu [28, 56, 62, 63].

YpoBeHb yoeauTeabHOCTH pekoMeHaannu — C (YPOBeHb JOCTOBEPHOCTH A0KA3aTeIbCTB 4)
KomMmeHnTapuu: cemusucommusie Mys#cuunsl UMeiom eOUHCMEEHHYI0 NOPAHCEHHYIO X-XPOMOCOMY,
umo onpedensem Kiaccuveckuti geromun oonesnu. OHu nepeoarom 3my XPOMOCOMY MOIbKO
ceoumM 0oyepsam, HO He CbiHo8bAM. Taxum obpazom douyepu 6orvubix BD omyos umerom o0oHy
HOPMANbHYIO U 0OHY 0e@eKmHYI0 XpOMOCOMY, M.e. AIAIMCs cemeposucomamu. B omauyuu om
opyeux X-cyennennvlx 3a601esanuti 66110 NOKA3AHO, YMO Y YACMU 2eMePO3USOMHBIX HCEHWUH C
mymayueti eena GLA pazeusaromcs msicenvle nposgsienus b®, mpebyowue mMeOUuyuHckou
nomowu u emewiamenvcmea. Mexanuzm, nocpeocmeom KOmMopozo y 2emepo3ucoOmubiX HCeHUJUH
PA38UBAIONCSL HCUBHEYSPOAHCAIOUSUE CUMNINOMDYIL, U38ECMEH He 00 KOHYA. Y 60NbUUHCMEA U3 HUX
umeemcs noumu HOPMANbHBIU YPOBEHb YUPKYIUpYowe20 gepmenma 3a cyem mo2o, 4mo
CYYAUHbI NpoYyecc UHAKmMusayuu X-xpomocomol (atoHu3ayus) npugooum Kk 00pa3o8anuio Kax
oepuyummnbvlx, max u HOPMAIbHBIX KIEMOK.

Yuumvisas mun Hacneoosamusi Oannozco 3abonesamus (X-cyeniewmnwviil) O0as  KANCOOU

nocneoyroujei bepemeHHoCmu:
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— ¥ JHICEHUUHBI-HOCUMETbHUYbBL PUCK POJICOeHUsi DOIbHO20 manvuuka cocmasnsem 50%, puck
pooicoenus desouku-nocumenvruysl — 50%;
— Y MYHCUUHBI-HOCUMETISL MYMAYUU PUCK POXHCOeHUs 0e8ouKu-HocumenvHuysbl mymayuu — 100%.
B cemvsx, ede ecmb nayuenmsl ¢ YCMAHOGIEHHOU Mymayuel, Cyujecmeyem 603MONCHOCHIb
npo6edeHUss  NPeUMNIAHMAYUOHHOU U  NpeHamaibHou  OuacHocmuku.  Ilpenamanvhas
OUACHOCTNUKA BO3MOJICHA NYMeM U3MePeHUs aKMU8HOCMU 0-2alaKmo3u0asvl 8 KiemKkax 60pCUuH
Xopuona, a makodce memooamu npaAmou unu xocsennou JHK-ouacnocmuxu Ons cemeu ¢
UBBECMHBIM 2EHOMUNOM.
Pexomenayercsi npoBeieHHEe 00IIEro (KIMHUYECKOT0) aHalu3a KPOBH MalMeHTaM ¢ 0OJIE3HBIO
®abpu B mpolecce JAMCIAHCEPHOTO HAOIIOACHUS C IEJIbE0 OLICGHKA OCHOBHBIX ITapaMeTPOB
KPOBETBOPEHHS U BBISBIICHUS BO3MOKHBIX HHPEKIIMOHHBIX Tporieccos [9, 11, 13, 26-29, 58-60,
64].
YpoBensb yoenutejibHocTH pekoMenaanuii — C (YypoBeHb JOCTOBEPHOCTH 10KA3ATEJILCTB 5)
KommenTapwuii: vacmoma — no noxazanusm. Ilposedenue obweco (KiuHuweckozo) amaiusa
KpOBU GKIIOYAEM UCCAeO08AHUE YPOBHS 00We20 2eMO2N0OUHA, IPUMPOYUMOS, JIeUKOYUMO8,
mpomMoOoOyumo8 8 Kpo8U, OYEHKA 2eMaAmoKpuma, Uccie008anue CKOpOCmuU 0CeOaHus
IPUMPOYUMO8, OUphepeHyupo8anuslii NOOCYem JeUKoOYUmos (etKoyumapHas Gopmyia).
PexoMeHnayercsi TpOBEICHUE aHalM3a KPOBH OWOXUMHYECKOTO OOIIETEPArieBTUYECKOTO
naiueHTaMm ¢ 6onesHpto ®abpu B mpoliecce MUCHAHCEPHOTO HAOMIOACHUS C ILENbI0 OICHKU
COCTOsIHMS BHYTpeHHUX opraHos [9, 11, 13, 26-29, 58-60, 64].
YpoBensb yoenuTelbHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3ATEJILCTB 5)
Kommenrtapuii: yvacmoma — no nokasaumusm. Ilposedenue amanusa Kpou OUOXUMUYECKO2O
00Wemepanesmu4ecko2o GKI04aen onpeoeiieHue akmueHOCmMu acnapmamamuHompanchepasw,
ANAHUHAMUHOMPAHChepasvl,  1aKkmamoe2uopo2enassvl,  wenouHou  gocghamasvl, ecamma-
2NOMAMUTMPAnChepaszvl 6 Kposu, UCCIe008anue YPoGHs 00weco OumupyouHa, Ccesa3aHHO20
ounupyouna, c80600H020 OUNUPYOUHA, XOJleCmePuHa, XOaecCmepuHa aIunonpomeuHos 6blCoKoU
NIOMHOCMU, XOLeCmepuHa TUNONPOmMeuHo08 HU3KOU NIOMHOCMU, MPUSTUYEPUOOS8, MOUEBUHD,
MOUe8oU KUCIOmbl, AlbOYMUHA, 2NI0KO3bl, KpeamuHuna, oowez2o beika, Hampus, Kaius, oouje2o
Kanbyus, UOHUSUPOBAHHO20 KATIbYUsL 8 KPOBU.
Pexomenayercst onpejesieHue KOJIMYecTBa Oelka B CYyTOYHON MoYe/HCCiieIoBaHue allbOYMHUHA B
CyTOYHOHN MoOue, UCCJIeIOBAaHNE YPOBHS albOyMHHa, 00IIero Oejka W KpeaTHHHWHA B KPOBU C
oTIpe/IeNIEHUEM CKOPOCTH KIyOOUKOBOH (DMIIBTpPAITH TI0 YPOBHIO KPeaTHHHHA KPOBH PAaCYCTHBIM
metogoMm (pCK®D), uccrnenoBanue ambOyMUH-KPEAaTHHMHOBOTO COOTHOIICHHS B Moue (W/Hiu

COOTHOIICHUA 66HOK/eraTI/IHI/IH MOYH: OIPECACICHUC KOJINYCCTBA Ocnka B CYTO‘-IHOI\/'I MOUEC,
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HCCJIeIOBaHNE YPOBHsI KpEaTHHWHA B MOY€) BCEM ManueHTam ¢ 0ose3npro ®abpu B mporecce
JCTIaHCepHOTO HaOII0IeH!s He peke 1 pa3a B 6 MECSIIEB C LIENbIO OLIEHKN AUHAMHUKHI COCTOSHHS
nouexk [26, 28, 29, 39, 58, 61, 64, 91, 92, 93].

YpoBeHb yOeauTebHOCTH pekoMeHaanuii — B (YypoBeHb 10CTOBEPHOCTH J0KA3ATEJIbCTB 2)
KommenTapuii: onpedenenue ckopocmu KiyOoukogou ¢huibmpayuu no yposHiO KpeamuHuHa
kposu pacuemuvim memooom (pCK®D) credyem nposooumsv no ¢opmyne CKD-EPI na ocrose
VDOBHSA KpeamuHUHa 8 KposuU, U, 8 0moebHbiX cayuasx, Ha ochose yucmamuna C (Mccredosanue
yucmamuna C 6 kposu) [91,92,93].Ilpu nanuuuu noxazanuti moeym O0bimMb NPOBEOCHbL:
UCCIe008aHUe YPOBHS MOYEBUHBL 8 KPOBU U UCCTIe008AHUe VPOBHS MOUEBOU KUCIOMbL 8 KPOBU
[91].Zccreoosanus neobxooumo nposodums nayueHmam ¢ nOOMEEPIHCOCHHbIM MOJCKVIAPHO-
2eHeMUYeCKUMU Memooamu OuacHo3om 6oaesnu @Pabpu, 6 mom uucie, 6ecCUMNMOMHbIM

Hocumessim, 6blA6/IEHHbIM nNpu cemelHom CKPUHUHCZE.

Pexomenayercs nposesieHue o01IEro (KJIMHUYECKOr0) aHajau3a MOYM MallMeHTaM ¢ OO0JIE3HbIO
®dabpu B mporiecce TUCIaHCEPHOTO HAOIIOICHHMS C LIEIbI0 OLCHKH MMOpakeHus mouek [26, 28, 29,
39, 58, 61, 64].

YpoBeHb yoequTeIbHOCTH pekoMeHaanuii C (ypoBeHb JIOCTOBEPHOCTH 10KA3aTeJILCTB — 5)

KOMMeHTapHﬁ: yacmomda — no NOKA3aHUusM.

Pexomenyercsi cciieioBanne ypoBHs TponoHuHOB |, T B KpoBH maruentam ¢ 6ose3ubpto @abpu,
NPy HAJIWYWMU TOKa3aHW, B TMPOIECCe IUCIAHCEPHOTO HAOIIOMEHUS, C IEIbI0 BBIABICHHS
nopaxxenus cepana [9, 11, 26-29, 58-60].

YpoBennb yoeautesbHocTH pekomenaamuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEJILCTB 5)
KommenTapum: y nayuenmog ¢  GvlpasceHHou eunepmpoueli  1e8020  JHceny0ouKa

obHapycusaemcs nosviuienue mpononuros. Yacmoma ne peosice 1 paza 6 200

Pexomenayercss  uccienoBaHust  ypoBHS — N-TepMHMHanpHOro  ()parMeHTa  MO3TOBOIO
HaTpuilyperudeckoro npomnentuna (NT-proBNP) B kpoBu nanuentam ¢ 6one3npto ®adbpu, npu
HAJIMYMY MTOKa3aHWM, B MpoIecce AUCIIAHCEPHOTo HAOMIOCHHUS, C 1eJIbI0 BBISBICHUS CepACYHON
HepoctaTouHoctu [9, 11, 26-29, 58-60].

YpoBenb yoeaureabHocTu pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH 10Ka3aTeJbCTB 5)

KommenTapuu: yvacmoma ne pesxce 1 paza 6 200

PexoMeHngoBaHO peructpanuda SJICKTPOKApAUOTpaMMbl, IMMPOBCACHUC 3X01<ap;[1/10rpa¢)1/11/1,
XOJTCPOBCKOI'0O MOHHUTOPHUPOBAHHUA CCPACUHOTO PpUTMA W CYTOUHOI'O MOHHUTOPHUPOBAHUSA

apTepHaJIbHOTO JIaBJICHHsI BCeM MalnueHtaM ¢ OonesHpio dabpu B mpoliecce IHMCIAHCEPHOTO
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HaOmozieHUsT He pexe | paza B 12 MecsIeB ¢ 1eIbI0 OLICHKH JUHAMUKH COCTOSHUS CEpPICYHO-
cocynuctoi cucremsl [9, 11, 26-29, 59].

YpoBeHb yoeauTeabHOCTH pekoMeHnaanuii — C (YpoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB 5)
KomMeHnTapuu: xapakmepHvim npusHakom nopasicenus cepoya npu oonesnu Pabpu sasensiemcs
aunepmpoghus 1e6020 dHcenyoouka, KOmopas moxcem dvimv visenena ¢ nomowvio IKI, IOxo-KI”
U MACHUMHO-PE30HAHCHOU MOMOZpaghuu.

PexoMeH10BaHO TIPOBEICHUE MATHUTHO-PE30HAHCHOW TOMOTpaduu Ceplilla ¥ MaruCTPalbHBIX
COCY/IOB BceM MaiueHTam ¢ 0one3npio @adpu B mpoiiecce AUCIIAHCEPHOTO HAOIIOICHUS HE PekKe
1 pa3a B 12 Mecs1ieB ¢ LEIbIO OICHKH KapanOJIOrnYecKux u3Mmenenwuii [9, 11, 26-29, 41, 59].
YpoBeHb yOeAUTEJIBbHOCTH PeKOMeHAAUMH — A (YPOBEHb 10CTOBEPHOCTH /I0KA3aTeJIbCTB 1)
KommenTapum: npu Heobxooumocmu nposoosim MacHUumHo-pe30HAHCHAs momozpaguio cepoya
¢ KOHmpacmuposanuem. Bo3mooicHo npumenenue momanvbHOU 6HYMPUBEHHOU aHecmesul,
KOMOUHUPOBAHHO20 UHATIAYUOHHO2O0 HAPKO3d. XaApakmepHviM NPUSHAKOM NOPAadCeHus cepoyd
npu 6onesnu Pabpu saeisemcsa eunepmpopus 1e8o2o AHceryOouUKda, KOMOpds Modicenm Oblmb
sviagnena c nomowwto IKI', Ixo-KI" u MPT. /{na oyenku ¢hynkyuu cepoya npumeHson mxanegyio
donnnepaxokapouozpaguio (Oonniep-IxoKT).

PexoMeH10BaHO TIPOBEJCHWEC MAarHUTHO-PE30HAHCHOW TOMOTpauu TOJOBHOTO MO3Ta BCEM
nanueHtam ¢ oosiesupto @abpu B mpoliecce qucnaHcepHoro HabmoaeHus He pexe 1 paza B 12
MECSIIEB B cIy4ae, eCiM U3MEeHeHHUs Obutn BhisiBiieHbI 10 Hadaina @3T unu 1 pa3z B 36 Mecsies,
€CII U3MEHEeHUs1 ObUTH BhIsIBICHBI Mocie Hayana O3T ¢ 1ebio BRISIBICHUS MOPayKeHUs: 0eIoro
BEIIIeCTBA FOJIOBHOI'O MO3ra, HIIeMUYecKux odaros [26-29, 40, 61].

YpoBeHb yoeauTeJbHOCTH pekoMeHaauuii — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB 3)
KomMmenTapuii: 603m001cHO nposedeniie MazHUMHO-pe30HAHCHOU MOMO2PApuL 20J108HO20 MO32d
€ KOHMpACMUposanuem, a maxice NPUMeHeHue KOMOUHUPOBAHHO20 IHOOMPAXedAbHO20 HAPKO3d,
MOMANbHOU BHYMPUBEHHOU aHecme3uu, npo8ooHukogoll anecmeszuu. Ilpu MPT 2onoenozo mosea
Y nayuenmos Mo2ym OOHAPYHCUBAMBCA UMMEMUYECKU UHCYIbM, MUKPOKPOBOUSTUAHUA U
BHYMPUMO3208ble 2eMAMOMbl, USMEHEeHUs 0en020 eeujecmea (1eiuKoapeos) u cepoco eeujecmea
(kanvyugurayua  3a0meco  manamyca), a  makxce — cocyoucmeie — MAlbHOpMaAyuu,
APeUMyujecCmeeHHo npeoCmasieHHble 00IUX0IKMAZUAMU 8epmedpobasunapHou apmepuu. Imu
U3SMeHeHUs. He ABNAIMCS 8blcOKOCneyuuunviMu 0 6one3nu Dadbpu, mMocym 6cmpeuamvcs y
nayuenmos ¢ Opyeou namonocueli. B psade crnyuaes 803MONCHO NnpogedeHue KOMNbIOmMepHoU

mOMozpaqbuu 20JIOBHO20 MO032d.
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e PexoMeHI0BaHO TPOBECHNE TOHAILHON ayJIMOMETPHHM BCEM MamMeHTaMm ¢ OoJie3Hbio Padbpu
cTapuie 5 JeT B mpoliecce AUCIaHcepHoro HabmoaeHus He pexe 1 pa3a B 3 roja ¢ 1eNbio paHHETro
BBISIBJICHUS HapyIIeHUH ciryxa [26-29, 61].

YpoBennb yoeaurebHOCTH pekoMeHaauuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB 5)

e Pexomenayercsi MpoBeleHHE YJIbTPAa3BYKOBOI'O MCCIEAOBAaHUS OPTraHOB OpPIOMIHON IMOJOCTU
(KOMILIEKCHOTO) ManueHTaM ¢ Ooisie3Hpro @abpu B mpoliecce AUCIAHCEPHOTO HAOIIOACHHUS C
1eJIbI0 MOHUTOPHUHTA COCTOSIHUSL BHYTPEHHUX OpraHoB [64].

YpoBeHnb yoenuteabHocTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 0KA3aTeJIbCTB 5)
KommenTapmii: vacmoma — no nokazanusm.

. Pexomenayetest yIbTpa3ByKOBOE HCCIICIOBAHUE TIOYCK MAI[MCHTaM ¢ 00je3Hbi0 Dabpu B
MIPOIIECCe TMCIIAHCEPHOTO HAOIIOACHHUS C 1IEJIbI0 CBOEBPEMEHHOTO BBISIBJICHUS TTATOJIOTHH TTOYEK,
B TOM YHCJIC TIaparneibBUKaIbHbIX KUCT [62-64,68].

YpoBens yoenuteabHocTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJILCTB 5)
KommenTapmii: uacmoma — no noxkazanusm.

e PexomeHayeTcsi TpOBEICHHE TMPHIEIBHON pPEHTreHOorpaduu OpraHoOB TPYTHOW KIETKH
naiueHTam ¢ 6onesnpto ®abpu B mpoliecce MUCHAHCEPHOTO HAOMIOACHUS C IIENbI0 OICHKU
COCTOSIHUSI OPTaHOB I'pyIHOM KieTku [61, 67].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH 10KA3aTeIbCTB 5)

KOMMCHTapHﬁ: yacmoma — no noKasarusim.

o Pexomenayercss npuem (OCMOTp, KOHCYNbTallusl) Bpaua-TiedaTpa WU Bpada-TepaneBTa
MIEPBUYHBIN ¥ TIOBTOPHBIN W/WJIH JIUCIIAHCEPHBIN TpreM (OCMOTp, KOHCYIIBTAIIHS ) Bpadya-reuaTpa
WJIM Bpaua-TepareBTa maueHTam ¢ 6ose3npio @adbpu B mpoliecce AUCTAaHCEPHOTO HAOIIOICHUS
HEe pexke | paza B 6 MecsleB C IENbI0 CBOEBPEMEHHOW JAMAarHOCTUKH COIYTCTBYIOIIEH
TEpaneBTUYECKON MaTOJOTUH, OLIEHKH OOIIEer0 COCTOSHUS 3I0POBbs, OINpENeTCHHS TaKTUKU
JanmbHEHIIeH Tepanuy 1 oleHKH ee 3¢ deKTHBHOCTH U Oe3omacHocTu [26-29, 63].

YpoBenb yoeaureabHOCTH pekoMeHaauuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 5)
KommenTapuii: maxowce modxcem 6vimo npogeden npuem (ocmomp, KOHCy1bmayus) epava oowei
NPaAKmuKu (cemetino2o 8paia) nepeuyHblll U NOBMOPHLI U/UIU OUCNAHCEPHBIL npuem (0cMomp,

KOHCYIbmayus) 6pada oowel npakmuku (cemetinoeo epaia,.

o Pexomenayercss mnpuem  (OCMOTp, KOHCYJbTallMsl)  Bpauda-KapAHOJora/Bpaya-IeTCKOro
Kap/iMoJiora MepBUYHbIM U MOBTOPHBII/ANCIAHCEPHBIN MpUeM (OCMOTp, KOHCYJIbTAIMs) Bpaya-
KapJuoJiora/Bpaya-aeTcKoro KapJauojora BCeM MaiueHTtaMm c Oone3npto Pabpu B mporecce

JUCIIaHCEpHOTo Ha0II0IeHus He peke 1 pa3a B 6 MECSIIEB C LENIbI0 CBOEBPEMEHHOMN TMarHOCTUKU
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CONYTCTBYIOIIEH KapAHOJOTMYECKON MaTOJIOTUH, ONPEACICHUS TAKTUKHU JATbHEUIIeH Tepanuu 1
oteHku ee 3¢ dextuBHOCTH M Oe3omacHocTH [9, 11, 26-29, 61-63].

YpoBenb yoeaurebHOCTH pekoMeHaauuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 5)

Pexomenayercsi mpueM (OCMOTp, KOHCYJbTallMsi) Bpada-o(TajibMoJIora TMEepBUYHBIA U
HOBTOPHBIH/IMCIIAHCEPHBIA  TIpUeM  (OCMOTpP, KOHCYJIbTallMs) Bpava-o(TalbMOIora BCeM
nanueHTam ¢ 6one3npro @abpu B mpoliecce qUCaHCepHOro Hado1eHus He pexe 1 pa3a B 3 roga
C IEJIbI0 CBOCBPEMCHHON THArHOCTUKU COIYTCTBYIOIICH O(TaIbMOIOTHYSCKON IMaTOJOTHH,
OIpEe/ICTICHUS TAKTHKH JalbHEHIIeH Tepanuu U olleHKH ee 3G GeKTUBHOCTH U Oe3omacHocTH [1,
15, 26-29, 42, 61-63].

YpoBeHb yoenuteqbHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB 5)

Pexomenayercsa mpueM (OCMOTp, KOHCYJNbTalMs) Bpada-Heppoyiora TEPBUYHBIA U
HOBTOPHBIN/MCTIaHCEPHBIN MTpUeM (0CMOTp, KOHCYJIbTallMs) Bpaya-Hedposora BCeM MalueHTaM
¢ 60ne3Hbt0 abpu B npolecce TUCIAHCEPHOro HAOMI0IeH s He pexe 1 pa3a B 6 MecsLEeB ¢ LeNblo
CBOEBPEMEHHOH JMAarHOCTUKH COIYTCTBYIOIIEH IaTOJIOTMU IOYEK, ONPEIENIEHUS TaKTHKU
nanbHeHIei Tepanuu u oneHku ee 3 hekTuBHOCTH U Oe3omacHocTH [26, 28, 29, 39, 62].

YpoBensb yoeaurebHOCTH pekoMeHaauuii — C (YpOBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB 5)

Pexomenayercss mpuem (OCMOTp, KOHCYJbTAIMs) Bpaya-racTpOIHTEpOJiora MEepBUYHBIM U
MNOBTOPHBIA (MpH HEOOXOIMMOCTH )/AMCTIAHCEPHBIN MpHEM (OCMOTp, KOHCYJIbTallusl) Bpayda-
racTPOIHTEPOJIOTa MaIeHTaM ¢ 6ose3Hbp0 @adpu, NPy HATMYNH MTOKa3aHHA, C IIEThI0 KOHTPOJIS
COCTOSIHUSI, CBOEBPEMEHHOIN JMAarHOCTHUKU W JICUEHHsS] TacTPOIHTEPOIOTMYECKOM MaTOJIOTHH,
KOHTPOJISA 3)(HEKTHBHOCTH U OE30MMACHOCTH CHMITTOMATHYECKOTO JieueHus [26-29, 63].

YpoBenb yoeauteabHOCTH pekoMeHaauuii — C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB 5)

Pexomenayercst npueM (OCMOTp, KOHCYJIbTalUsl) Bpaua-HEBPOJIOra MEPBUYHBIA M MOBTOPHBIN
(mpy  HEOOXOAMMOCTH )/TUCTIAHCEPHBIM TpuUeM (OCMOTp, KOHCYJbTallUs) Bpada-HEBpOJIOra
nanueHtam ¢ OonesHbro ®abpu, Mpu HATUYMU TOKA3aHUM, C LENbI0 KOHTPOJIS COCTOSIHMA,
CBOEBPEMEHHOI  TUAarHOCTHUKM M  JIEUEHUS  HEBPOJIOTMYECKOM  MAaTOJIOrMM, KOHTPOJIS
3 PEeKTUBHOCTH U OE30MACHOCTH CUMIITTOMATHYECKOTO JieueHust [26-29, 61-63].

YpoBennb yoeaureJbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB 5)
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6. Opranusanus oka3aHusi MeIUIUHCKOH MOMOIIH

HaHI/IeHTaM ¢ 00JIE3HBIO CDa6pH, B 3aBUCHUMOCTH OT HCO6XOI[I/IMOCTI/I, MOJKET OBITh OKa3aHa

MCIUIMHCKAasA IIOMOIIIb JII000r0 BH 4, YCJIOBUA, (l)OpMBI, NpEeaAYCMOTPECHHEBIX 3aKOHOAATCIIECTBOM

Poccuiickoit @enepanuu.

IToka3anusa AJ14 NJIAaHOBOM rOCNUTAJIU3ALUN B MEIUIUHCKYI0 OpraHu3alnuio.

[IpoBeneHne NUAarHOCTUKU U JICUEHUs, TpeOyromMe KpyrioCyTOYHOTO MEIUIIUHCKOTO
HaOII0ICHUS;

Cocrosnue, TpeOyloliee AaKTHUBHOTO JIEYEHHS] M KPYIVIOCYTOYHOIO MEIUIIMHCKOTO
HaOII0ICHUS;

Cocrosnue, TpeOyroliee MPOBeIeHUSI BHICOKOTEXHOJIOTHYHBIX METOJOB JeueHus (B TOM
Yyclie TpPaHCIUIAaHTAlMsI OPTraHOB, HUMIUIAHTALlMS BOJUTENs pUTMA, KapAHOBepTepa-
nedubpuiaropa);

OtcytcTBUe Bo3MokHOCTH oOecriedeHust D3 T B aMOyIaTOPHBIX U CTAIMOHAP 3aMEIIAF0IINX
YCIIOBUSIX;

HeoO6xomuMocTh mNpoBEAEHUS Pa3IMUHBIX BUIOB OSKCHEPTU3 WM OOCJIECIOBaHUS B
MEAMIIMHCKOW OpraHM3allMd TpU HEBO3MOXKHOCTH MPOBENCHUS HX B aMOyJATOPHBIX
YCIIOBUSX, TPEOYIOIMUX JHUHAMUYECKOrO HaOmOAeHUsS (B TOM Yuciae OQOpMIICHHE

3aKItoYeHHs (heaepabHOTO KOHCHIIYMA).

IToka3zanus K 3KCTpeHHOﬁ rocnuTaau3almu B MEAUIMUHCKYIO OpTraHu3aluio:

Octpble 3a0oneBaHMsl, OOOCTpEHHs XPOHHUYECKHUX OOJe3HEH, OTpaBlieHHs] U TpPaBMBI,
COCTOSIHUSA, TPEOYIOLe MHTEHCUBHOM TEpANuK U NEPEBO/Ia B p€aHUMALIMOHHbIE OTACICHUS
WIN OT/AEJCHUs MHTEHCUBHOH Tepanuu (B TOM 4Mcie NOOOYHBIE PEAKIMU, TPOUCXOASIIEe
WIM BO BpeMs MHQY3UM WM B TedyeHue naHA npoeneHus uHpysuun O3T u apyrue
YTPOKAIOLIUE JKU3HU OCTPBhIE COCTOSHHUS), a TaKKe KPYIVIOCYTOYHOIO MEAMIIMHCKOIO

Ha6J'IIOI[CHI/II/I " IPOBCACHUA CIICHHUAIIBHBIX BUIOB O6CJ'I€)IOB8.HI/I$I n JICUCHUA.

IToka3aHus K BbINIMCKE MAIIMEHTA U3 MeTULINHCKOMN OpraHusamnvm:

OTtcyTCcTBUE YIrpO3bl )KU3HU NALMEHTA;

OTtcyTcTBUE YTPO3bI Pa3BUTHS OCIOXKHEHHUH, TPEOYIOMNX HEOTIOKHOTO JICUECHUS;
Crabunuszanus COCTOSIHUS W OCHOBHBIX  KJIMHHMKO-JIa0OpAaTOPHBIX — IOKazaTesei
MATOJIOIMYECKOT0 MpoIiecca o OCHOBHOMY 3a00JIeBaHHIO;

OtcyTcTBHE HEOOXOOUMOCTH B  IOCTOSITHHOM Bpaue€OHOM U KPYIVIOCYTOYHOM
MEIULUHCKOM HaOII0I€HUH 110 OCHOBHOMY 3a00JI€BaHHIO;

HeoOxonumocTy nepeBoja nayeHTa B Ipyryro OOJbHUIYY WIH YUPEXKISHHE COLUATbHOTO

o0ecreueHus
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7. JonmosHuTebHast nHpopManus (B TOM 4Yucjiae (aKkTopbl, BJUSAIOIINE HA

HCX0/1 3200J1eBaHMsI WJIH COCTOSTHHSA)

o PexoMeHayercsi IpOBEIECHHE CEMEMHOIO CKPUHMHIA JUI POJCTBEHHMKOB ITalMEHTOB ¢ bd
(mpoBeneHNE TE€HETMUYECKUX HCCIENOBaHMUM) ¢ Lenplo auarHoctuku bd Ha paHHel craguu
6ose3nu [28].

YpoBeHb yoeauTeIbHOCTH peKoMeHaauun — B (YpoBeHb I0CTOBEPHOCTH A0KA3aTEIbCTB 4)

o Pexomenayercsi IpoBeieHUs] CKPUHUHTA I'PYII BBICOKOTO pUCKa (paHHME MHCYJIbTHI, I0YEYHAs
HE/I0CTaTOYHOCTh, TUIIEPTPOPUIECKast KapJHOMHUOIIATH) C IIeTbI0 BBISBICHUS MAleHToB ¢ bD
[7, 12, 18,76].

YpoBeHb yOequTEJIbHOCTH peKOMeHAauuu — B (YypoBeHb 10CTOBEPHOCTH 10KA3aTeNbCTB 4)
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KpuTtepumn onieHKu KayecTBa NEPBUYHON MeIMKO-CAHUTAPHOI MOMOIIU

Ne

Kpurtepuu xayecrBa

OIIeHKa BbIINOJTHCHUA

Breimonnen npuem (ocMOTp, KOHCYJbTallMsl) Bpada-meAuarpa
WIM Bpadya-TepaneBTa NEPBUYHbII

Ja/aet

Beimonnen npuem (0CMOTp, KOHCYJbTallUsl) Bpada-reHETHKa
IIEPBUYHBIN

Ha/uer

BrimosiHeHo omnpeseneHne akTHBHOCTH JIM30COMHOTO (pepMeHTa
anb(a-raJakTo3u1a3bl B MATHAX BBICYLIIEHHONW KPOBH METOJIOM
TaH/IEMHOU MacC-CIIEKTPOMETPHUH (KOMIUIEKC HCCIIEIOBAHUH ISt
auarHocTuku Oonesnn @abpu) BceM MAMEHTaM MY)KCKOTO U
YKEHCKOT'0 T10JIa C KIMHUYECKUMH TTpu3Hakamu Oosiesnn ®adpu
IpU TMarHOCTHKE

Ha/uer

Brimonaeno UCCIICIOBaHHE YPOBHS
JIN30TI000TpUA3UICHUHTO3UHA B MSATHAX BBICYIIEHHOM KPOBU
METOIOM BBICOKOA()()EKTUBHOW KUAKOCTHOH XpoMaTorpadpuu
TaHJAEMHON Macc-CIIEKTPOMETPHH (MalueHTaM KEHCKOTO 1oJja ¢
KJIIMHUYECKUMU Mpu3HakaMmu 0ose3nu @adpu) npu AMarHoCTUKE
u nanee 1p/6 mec

Ha/uer

Bremonneno ompenenenne myrtanmuii B reHe GLA B kpoBu
(KOMIUICKC WCCAEAOBAaHUMN I TUAarHOCTUKU Oosie3Hu Dadbpwu)
METOJIOM CEKBEHHpOBaHUs 10 CeHrepy

Ha/uer

Bemmonneno mpoBeneHue oOmiero (KIMHHYECKOTO) aHalmM3a
MOUM IIPU YCTAHOBJIEHUM JMarHo3a u jaiee He pexe 1 paza B 6
MecsIIeB

Ja/aet

BrimonHeHo onpeseneHne KoanyecTBa Oenka B CyTOYHOM Moue,
U HUCCIIeZIOBaHME YpOBHsA ainbOymuHa, oOmiero Oenka U
KpeaTHHUHA B KPOBH C ONPEICICHUEM CKOPOCTH KIyOOUKOBOM
GWIbTpalul 1O YPOBHIO KpeaTMHHWHA KpPOBH pPAacYETHBIM
meTooM(pCK®D), wuccnenoBanue anbO0yMHH-KpPEaTHHUHOBOIO
COOTHOIIEHUSI B MO4Y€ (M/MJIM COOTHOUICHHS OENOK/KpeaTHHUH
MOYH: OTpE/eICHNEe KOJIMYecTBa OelKka B CYTOYHOH Moue,
UCCIIeIOBaHME YPOBHS KpeaTMHHUHA B MOY€) MPH YCTAaHOBJICHUHU
JMarHosa u jaiee He pexe 1p/6 mec

Ha/uer

Brimonneno Ha3Ha4YEeHHE/KOPPEKTHPOBKA (dbepMeHTHOI
3aMecTUTeNbHOM Tepanuu npenaparamu A16AB04 arancuaszoit
oera** nmmm A16AB03 arancupasoii anbda** naumeHtam c
YCTAHOBJIEHHBIM JMarHo3oM 6one3nbp Pabpu (BceM manueHTam
MY’KCKOTO TI0JIa TIOC)Ie BepU(UKAIIUH JUArHO32a JTA00PaTOPHBIMHU
METO/IaMH C LENbI0 JOCTH)KEHUSI HanOobe 3¢ (eKTUBHOCTH
Tepanuu; JIUIaM KeHCKOTO 1oJja ¢ 6oJie3Hbi0 Padpu, UMEIOIINM
NPU3HAKU TPOTPECCUPYIONIETO MOPaKEHUSI OPraHOB-MUIICHEH,
NPUBOSAIINX K CHIDKCHHIO KauecTBa >KM3HH: Kpu3bl Dabpum
W/WIIM PE3UCTEHTHAsI K CTaHAAPTHOM TEpanuy peluIuBUPYIOIast
WIA XpOHUYECKash HeWponaTudyeckas 00Jb B KHUCTSIX M CTOIAX
W/WIM  TIePCUCTHPYIOIIAsi NPOTEUHYPUS W/WINM  CHU)KEHUE
CKOpocTH KiTy00ouKkoBo# punbTparuu <80 mi/mun/1,73 M2 u/nnum
NopakeHHe  cepiana  W/WIM ~ HapylIeHHus  MO3TOBOTO
KPOBOOOpAIIIEHUsI W/UIM WIIEMHUYECKHE M3MEHEHUs] TOJOBHOTO

Ha/uer
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Kpurepun kavyectBa

OneHka BLINOJHEHUA

MO3ra, BBIABICHHBIC IPU MAarHUTHO-PE30HAHCHOHN ToMorpaduu
rOJIOBHOT'O MO3ra)

Kpurtepuu oneHku kayecTBa cnenuajn3upoBAHHOM MeTMIMHCKON MOMOIIH

Ne

Kpurtepuu kayecrBa

OIIeHKa BbIINOJTHCHUA

Brimonnen mpuem (0CMOTp, KOHCYJIbTallMsl) Bpaya-neauaTpa
WM Bpaya-TepaneBTa MePBUYHbIN

Ja/aet

Bemmonneno mnpoBezneHue oOmero (KIMHHYECKOTO) aHaHM3a
MOUM NIPU YCTAHOBJIEHUM JHMarHo3a u jajee He pexe 1 paza B 6
MecsIIeB

Ha/uer

BrimonHeHo omnpeeneHue KondecTBa OenKka B CyTOYHOU MOYe,
U HCCIelOBaHWE YPOBHA anbOymMHuHa, oOmiero Oenka u
KpEaTHHWHA B KPOBH C OMNPEICIICHUEM CKOPOCTH KITyOOUKOBOM
GWIbTpallu 10 YPOBHIO KpEaTHHWHA KpPOBH PAaCYCTHBIM
meTooM(pCK®D), wmccnenoBanne albOyMHH-KPEATHHUHOBOTO
COOTHONICHHUSI B Moue (M/WUIM COOTHOIICHUS OEIOK/KpeaTHHUH
MOYH: OIpeAeTCHHEe KOJIMYecTBa Oelka B CyTOYHOW Moue,
UCCIIC/IOBAaHHE YPOBHS KpEaTMHUWHA B MOYE) IPH YCTAHOBJICHUU
JIMarHo3a u jiajnee He pexe 1p/6 mec

Ja/aet

BeinonHeHo perucrpanus 3JIeKTpoKapIuorpaMMbl, IPOBEACHUE
’XoKapauorpadpum, XOJTEPOBCKOTO MOHHUTOPHUPOBAHUS
CEepIEYHOr0  pUTMAa U  CYTOYHOTO  MOHUTOPUPOBAHUSA
ApTCPHUAIBHOI0 OaBJICHUA BCCM IMMAllUCHTAM C KIMHHUYCCKUMU
npu3HakaMu 6ose3nu Padpu B polecce MOCTaHOBKH IMarHo3a
U JlaJiee B Ipoliecce qUcnaHcepHoro HabmoaeHus He pexe 1 p/12
Mec

Ja/aet

Brimonneno Ha3HA4YCHHUE/KOPPEKTHPOBKA dbepmMeHTHOM
3aMecTUTeNbHOM Tepanuu npenaparamu A16AB04 arancuaszoit
oera** nmmm A16AB03 arancupasoii anbda** naumeHtam c
YCTAHOBJIEHHBIM JMarHo3oM 6ose3nbp Pabpu (BceM marueHTaMm
MY’KCKOTO TI0JIa TIOCJIe BepU(UKAIIUH JUArHO32a JTA00PaTOPHBIMHU
METO/aMH C LENbI0 JOCTH)KEHUSI HanOonble 3¢(eKTUBHOCTH
Tepanuu; JUIaM KEeHCKOro noJia ¢ 6one3Hpro Pabpu, UMEIOINUM
NPU3HAKU TPOTPECCHPYIONIETO MOPaKEHUSI OPraHOB-MUIICHEH,
NPUBOJSAIINX K CHIDKEHHIO KadecTBa JKM3HM: Kpu3bl Dabpum
W/WIIM PE3UCTEHTHAsI K CTaHAAPTHOM TEpanuy peluIuBUPYIOIIast
WIA XpOHUYECKash HeWpomaTudyeckas 00Jb B KHUCTSIX M CTOIAX
W/WIM  TIePCUCTHPYIOINAs MPOTEHHYpUST W/WIM CHUXKEHUE
CKOpocTH KiTy00oukoBo# punbrparuu <80 mi/mun/1,73 M2 u/nnm
NopakeHHMe  cepAana  W/WiIM ~ HapylIeHUsT  MO3TOBOTO
KPOBOOOPAIIICHUST W/MIM WUIIEMUYECKAE M3MEHEHHUS! TOJIOBHOTO
MO3ra, BBIABJICHHbIE IPU MAarHUTHO-PE30HAHCHOM TOMorpaduu
TOJIOBHOTO MO3Ta)

Ha/uer
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Ipuaoxenue Al. CocraB paGoyeii rpynnsl 1o paspadorke u

MepecMOTPY KJINHUYECKHX PEKOMEHIALM I
AnuucumoBa Hura BagmmMoBHa — K.M.H., 3aBeIyIOllas OTIEJIOM OpraHHU3aLUU
MenuuHckon nomomy @I'BHY «Meauko-reHeTH4eCKil HayYHbId HEHTP UM. aKaJEMHUKa
H. I1. BoukoBay, 4ieH Acconuanuy MeIUIIMHCKHUX TeHETHKOB
bapanoB Aunekcanap AJjekcanapoBuud — akagemMuk PAH, mnpodeccop, aA.M.H.,
noueTHeld mnpe3uneHT Coro3a neaumarpoB Poccum, coBeTHuk pykooautens HUN
neauatpuu u oxpansl 310poBbs Aereid HKI Ne2 (LIKb PAH) ®TBHY «PHIX umM. akan.
b.B. IlerpoBckoro», npodeccop kadeapsl meauaTpuu 1 aeTckoi peBmaroioruu PI'AOY
«lIepBpiit MIMY wum. U.M. CeuenoBa» MunzapaBa Poccun (CedeHOBCKHIA
YHUBEPCUTET), TJIABHBIM BHEIITATHBIN CIEIIUANNCT neauatp Munsapasa Poccun
Bamaxkman3e Hato J:kym0epoBHa — 1.M.H., 3aBeAYIONIAsl OTIACIOM PEAKUX OOJE3HEH
HUU nenuatpun u oxpansl 370poBbs geteit HUM nennatpun u oxXpaHsl 3I0pPOBbS IE€TEN
HKI[ Ne2 ®T'BHY «PHIIX wum. akaa. b.B. IlerpoBckoro», wien Coro3a mneauaTtpoB
Poccun, npodeccop kadenpsr GpakyabTeTCKON MeaHATPHH MEAUATPUUECKOTO (haKyIbTeTa
OI'AOY BO «PHUMY um. H.U. ITuporosa» Munznpasa Poccuu
BumneBa Ejgena AuekcanapoBHa - 1.M.H.,, npodeccop PAH, 3amecrurens
pyxoBoautens HUU nenuatpuu u oxpausl 310poBbs aereit HKI[ No2 (LIKb PAH) ®I'BHY
«PHIX um. akaa. b.B.IlerpoBckoro», MunoOpHayku 1o Hay4Hou pabote, mpodeccop
kadenpsl (¢akynbTeTcKONM menuarpuu mneauarpudeckoro ¢akyiabrera PI'BOY BO
«PHUMY nm. H.W. [Iuporosa» Munszapasa Poccun, wien Corosa neguatpos Poccun
Boaruna Csersnana SIkoBjaeBHa — 1.M.H., npodeccop kadeapsr PI'BOY BO
«Ka3zaHckuil rocy1apCTBEHHBIN MEAUIIMHCKAN yHUBEepcuTeT» Mun3apasa Poccun
Kupos Hrops BuragsbeBu4u — JI.M.H.,, BEAyLUIMHd HAY4YHBI COTPYIHUK OTAENA
3a0oneBaHMi MHOKapaa U cepaeuHoi HepocratouHoctu GI'BY «HMMUL kapauonoruu
umenu akagemuka E.M.Ya3oBa» Munznpasa Poccun, npodeccop kadeapbl kapJuoa0ruu
OI'bOY AITO PMAHITIO Munznpasa Poccun
Kypxosa Haraiusa BsuyecisiaBoBHa - K.M.H., BeIylIMil HayudHbld coTpyaHuk HWUU
neauatpun U oxpansl 310poBbi Aered HKI[ Ne2 ®I'BHY «PHIX wum. axaz.
b.B.IlerpoBckoroy», unen Coro3a neaunatpoB Poccuu, uinen Acconuanuu MEIUIUHCKUX
TE€HETUKOB
3axaposa Exarepmna IOpseBHa — J.M.H., 3aBeayrwomas JjadopaTopuei
HacJIeICTBEHHBIX Oone3Heit oomena ®I'BHY "Menuko-reHeTuuecKuii Hay4HBIH [IEHTP UM.

akagemuka H.I1. boukoBa", uiaen Poccuiickoro oo01ecTsa MeJUIMHCKHAX TEHETUKOB, WIEH
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14.

15.

16.

17.

18.

€BPOTIECHCKOro 00IIecTBa MO HM3YyYCHUIO HACJICICTBEHHBIX OOJIE3HEH OOMEHa BEIIECTB
(SSIEM)

3axapoBa Esiena BukTopoBHa — K.M.H., 3aBe/ytomas oraeneHueM Hedpomoruu Ne 24,
Bpad-Hedposor ['BY3 I'Kb um. C.I1. borkuna JI3M

Konnmmuckas Cpersiana BacuiibeBHa — K.M.H., 10LUEHT MccaeaoBaresbckoro eHTpa
Yuusepcurera JlaBans (r. KBeOek, Kanana), unen EBponeiickoil akageMuu HEBpPOJIOTHH,
ynieH Paboueit rpynmsl o 6om EBporneiickoii akaeMun HEBpOJIOTHH, 4ieH EBporeiickoii
Cetn no 6osie3nu ['enrunrrona, wieH Ilpesunnnyma HanmonansHoro CoBera SKCIEpTOB
no opdanHbiM 3a0osieBaHUAM, wieH Poccuiickoro o6uiecTtBa Mo HEPBHO-MBIIIECYHBIM
3a00JI€eBaHUAM

Koctuk Muxaun MuxaiiinoBuuy — a.M.H.,, npodeccop kadeapsl TroCHUTAIBHON
neauatpun ®I'bOY BO Cankr-IletepOyprckuii rocyqapCcTBEHHBIN MeIuaTpUYeCKuil
MeaunuHckuii yausepcurer M3 Poccun, Cankt-IlerepOypr

Ky3enkoBa Jlronmuiaa MuxaidiioBHa — J1.M.H., ipodeccop, HauaabHUK IIEHTPa JETCKOU
IICUXOHEBPOJIOTUH, 3aBEeAyIOLIasi OTACIEHUEM IICUXOHEBPOJIOTMH U NICUXOCOMAaTUYECKON
natosiorud ®I'AY "HayuHblil MEAUUIMHCKUI HCCIIEI0BATENbCKUM LEHTP 340POBbS AeTei"
Munzapasa Poccumn

KyueB Cepreii UBanoBnu — axkagemux PAH, n.m.H., qupekrop ®T'BHY "Menuko-
reHeTUYEeCKUN HayuHbIN 1eHTp uM. akanemuka H.I1.boukosa ", TIpe3suaeHT Accorumanuu
MEAUIIMHCKUX TeHeTUKOB (AMI)

Jlapuonosa  Bajgentnna  Huabmamyna —  aMH., ODIBHY  "HuctuTyT
HKCTIEPUMEHTAILHON MEeTUIIMHBI", WwiieH Poccuiickoro o61ecTBa METUITMHCKUX TEHETHKOB
MakcumoBa IOuaus BaaagumupoBHa — 1.M.H., mpodeccop, 3aB. Kadempoii
menuuuHckor renetuku u ouonorun GI'bBOY BO «HoBocubupckuii rocyjapcTBEeHHBIH
MEIUIMHCKUI yHHBepcuTeT» MuHn3apaBa Poccun, 3aB. MEIUKO-TEHETUUECKUM OTAEIIOM
I'BY3 HCO "I'KB Ne 1", unen Acconuanuy MEIUIUHCKUX reHeTUKoB (AMI')
MuxaiisioBa Cpersiana BurtanbeBHa — 1.M.H., 3aBenytomas otaeneHuem DOI'BY
«Poccuiickas Jlerckas Knuandeckas bonpuumay M3 PO

Moncees Cepreii BajleHTHHOBHY — J.M.H., 3aBeIyIOLINI Kadeapol BHYTPEHHHUX,
npodeccuoHanbHBIX OoJie3Hert u peemaronoruu GI'AOY BO Ilepsriit MI'MY um. U.M.
Ceuenona (CeueHoBckuil ynusepcurer) M3 PO

MsicaukoB Poman IlerpoBMY — K.M.H., B.H.C. OTJ€ja KJIMHUYECKOW KapAUOJIOTHH,
PYKOBOJUTENb KIMHUKM cepiaedHor HexocrarouHoctn PI'bY "HMULL Tepanun u

npodunaktuyeckor MeaunuHbl" Munsapasa Poccun
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21.
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23.

24,

25.

26.

Hama3zoBa-bapanoBa Jleitia CeiimypoBna — akan. PAH, mpodeccop, A.M.H.,
npesuneHt Coro3a neauarpoB Poccun; mact-npesuneHt EPA/UNEPSA; pykoBoaurensb
HUM nemmarpum wu oxpansl 3a0poBbs jgereit HKIL[ Ne2 ®I'BHY «PHIX
uM. akan. b.B.IletpoBckoroy», 3aBenmyromas kadenpoir GakyJIbTETCKOW TEAMATPUN
neauatpudeckoro axymnprera PI'BOY BO «PHUMY um. H.U. ITuporoBay Munznpasa
Poccum, riaBHBIN BHEMITATHBIA JETCKUH CIIEIHUATKCT MO MPOPHIAKTHYECKON METUITUHE
Mun3znpasa Poccun

IHamkoB Asiekcanap BaagumMupoBu4 — K.M.H., 3aB. OTJAEJIOM OTOPUHOJIAPUHTOJIOTUH U
cypnosiorun HUW nenuarpuu u oxpansl 310poBbs aeteit HKI Ne2 (HKb PAH) ®I'BHY
«PHIIX nm. akan. b.B.IlerpoBckoro»

IMoaksernoBa Tarbsina BaagumMupoBHa — K.M.H., C.H.C. JIaDOpaTOpUU HEPBHBIX
Oonesneit y nereit ®I'AY "HayuHblif MEAUIIMHCKHUI HCCIIEI0BATENIBCKHII LIEHTP 340POBbS
nereit" Munznpasa Poccuu

IIymkoB AJiekcanap AJiekceeBMY — K.0.H., BEAyLIMH HayuyHbIl COTPYIHUK
naboparopun MeauuuHcKoil renomuku ®I'AY "HMMUL] 3nopoBes nereit" MuHn3npasa
Poccun, unen acconuanuy MeIUIIUHCKUX reHeTHKOB (AMI')

CaBoctbsinoB Kupuaa BukropoBuuy — 1.0.H., HayaabHUK MeIUKO-T€HETUYECKOTO
LIEHTpa, 3aBelytoui Jadbopatopueit MeauunHckoil renomukun GT'AY "HMULL 3nopoBbst
neteit" Munzapasa Poccun, npodeccop kadeapsl neaguaTpuu ¥ 00IMIECTBEHHOTO 3/T0POBbsI
OI'AY "HMUII 3nopoBss nereir" Munzapasa Poccun, wieH acconmanuyu MEAUIIMHCKAX
reHeTukoB (AMI)

Cauiory6 I'animna HukonaeBHa — K.M.H., JIOIIEHT, 3aBeaytonias kadeapoil BHyTPEHHUX
oonesneit PI'BY «C3OMMUIL] numenu B. A. Anmazoa»y M3 PO

CeaumssnoBa Jlnamsa PoOeproBHa — K.M.H.,, 3aB. OTIOelIOM CTaHIApPTHU3ALUU U
M3Yy4Y€eHUs OCHOB JloKa3aTenbHol meauiael HUW nenuatpuu n oxpaHsl 310pOBbs JeTel
HKII Ne2 ®T'BHY «PHIIX um. akaa. b.B.IlerpoBckoro», noueHT kadenpsl neaAuaTpuu 1
nerckort pesmarosnioruun GI'AOY «Ilepseii MI'MY um. U.M. CeuenoBa» MuH3apaBa
Poccun (CeueHoBckuii YHuBepcHUTET), MOIEHT Kadeapbl (GaxyIbTETCKON MeauaTpuu
nenuatpudeckoro ¢akynsrera PI'BOY BO «PHUMY um. H.M. IMuporosa» Munzapasa
Poccun, unen Coroza neauarpos Poccun

Cemsiukuna Ajiia HukonaeBHa — J.M.H., I.H.C. OTJIEJE€HUS KIMHUYECKON T€HETHKHU
OI'bY «Mockosckuit HUM nenuarpun u nerckoit xupypruu Munsapasa Poccuny, diieH

Acconmanuu MEeIUIMHCKUX TeHeTUKoB (AMI)
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29.

30.

31.

32.

33.

Cvupnosa Ouibra SIkoBjieBHa — Bpay-T€HETUK, CTAPIINN HayYHBIH COTPYIHUK OTAENa
CTaHJIAPTHU3aLMM U HW3YyYECHHUS OCHOB JoOKazarenbHOM memuumHbl HUW nenmarpun u
oxpanbl 310poBbs aereit HKIL] No2 ®I'BHY «PHIX um. akaa. b.B.IlerpoBckoroy, uiex
Coro3a neguatpoB Poccun, unen Accounanvv MEIUIIMHCKUX T€HETUKOB

Coxkos10B AJtekceil AJIbOepTOBHY — JI.M.H., podeccop Kadeapsl BHyTPEHHUX O0se3Hen
u Hedpponorun ['BOY BIIO «CeBepo-3anannblii rocy1apcTBEHHBIH MEIULIMHCKUIMA
yHusepcuter uM. M.M. MeunukoBa», C.H.C., HAa4aJbHHUK OTAcJIeHHUs KiMHHUYECKOro
[lenTpa sKCTpaKOpIOPATBHOMN JETOKCUKAILIMU BOEHHO-MEIUITMHCKON akaJeMUH, BETy U
HAYYHBIH COTPYAHHK, PYKOBOJUTEIb TPYIIBI IO U3YYEHUIO penkux Ooneznerr HayuHo-
HCCJIEIOBATEIbCKOTO MHCTUTYTa 3KcnepuMeHTanbHOM MmeauuuHbsl C30 PAMH, unen
Cankr-IlerepOyprckoro oOmiectBa MenuuUMHCKONM reHeTuku, llpencenarens Cosera
sKcrepToB HarmoHanpHOM accolManuu opraHnu3anuii 00JbHBIX PEAKUME 3a00I€BaHUSIMU
«l'enetukay, unen Meaununckoro Cosera JkcmeptoB CEE GN (Lentpanbhoil u
Bocrouno-EBponetickoii I'enernueckoii Cern)

Cy60oTun Amutpuii MuxaiinoBuuy — Bpau-renetuk ®I'BHY «Menuko-reHeTnueckuit
HayuHbld LIeHTp uM. akaaemuka H. II. boukoBa», umeH Accouuanuv MEAMIIMHCKHUX
TE€HETUKOB

CypxoB Anjapeii HukosnaeBu4 — 1.M.H., 3aBeAYIOIINI OTACICHUEM TraCTPOIHTEPOTIOTUN
U1l IeTel cTauroHapa ISl JeTel, 3aBEAYIOUIMH OTIEJIOM HAYYHBIX OCHOB JIE€TCKOMU
racTpO’HTEPOJIOrUH, TeNaToyoruu U Metabonuueckux HapymeHuit HUU neauarpun u
oxpanbl 310poBbs gereit HKI[ Ne2 (IIKb PAH) ®I'BHY «PHIX wum. axkan.
b.B.IlerpoBckoroy, mpodeccop kadeapsl HakyIbTeTCKON NeAUaTPUN MEAUATPUUECKOTO
¢akynbrera PI'AOY BO PHUMY um. H.U. ITuporosa Munsapasa Poccuu

Tomuimna Hartaabsa ApkaabeBHa — J.M.H., Inpodeccop, 3aBemyrouias kadenpoii
Hedposoruu B DI'bY BO MI'MCY um. A.U. EBnokumoBa

Yaanosa Ouabra BacuabeBHa — k.M.H., OOO «Meauko-reHeTHYECKU IIEHTP
«I"enom»», npencenarens Huxeropoackoro otaenenuss POMI, pykoBoaurens Llentpa
MeauuuHckod reHetukn PI'BOY BO «IIMMVY» MunsnpaBa Poccum, r. HuxHuit
Hosropon

®enoceenko Mapuna BaaauciaaBoBHa — K.M.H., 3aBelylollasl OTAEIOM pPa3pabOTKU
HAYYHBIX MOJIX0JJ0B K MUMMYHHU3AllUH MAIIUEHTOB C OTKJIOHEHUSIMU B COCTOSTHUH 370POBbSI
U XPOHHUYECKHMHU OOJNE3HSIMHU, BEAYIIMH HAY4HbBIH COTpyIHUK, Bpaud-neguarp HUU

neauatpuu U oxpansl 370poBbs nereil HKI[ Ne2 ®I'BHY «PHIIX um.b.B.IlerpoBckoroy,
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no1eHT Kadenpsl GakynbTeTCKON neanarpuu neauaTpudeckoro gakynsrera ®I'EOY BO
«PHUMY um. H.W. [Muporosa» Munszapasa Poccuun, wien Coro3a neguatpos Poccun

34. ®omun Buktop BukropoBuu — un.-kopp PAH, n1.M.H., IpOpeKkTOp MO KIMHUYECKOMH
paboTe U JIONMOJHHUTEIBHOMY TNpOo(EeCcCCHOHATLHOMY OO0pa30BaHUIO, 3aBEAYIOIIHMA

kadeapoirt dakynpreTrckoit Tepanmuu Nel ®I'AOY BO Ilepeiii MI'MY um. U.M.

CeuenoBa (CeueHoBckuil ynusepcurer) M3 PO

35. Xapsaan Mapusi CepreeBHa — K.M.H., B.H.C. OTJeJla HAPYIICHUH CEPACYHOTO pUTMA U
npooaumoctd ®I'BY "HMMUI] Tepanuu u npoduiakTHUECKOM MEIUITMHBI" MHUH3/IpaBa

Poccun.

ABTOpBI TIOATBEPXKIAIOT OTCYTCTBUE (PUHAHCOBOM MOICPKKH/KOH(PIMKTa HHTEPECOB, KOTOPHIH
HE00X0uMO 0OHAPOI0BATh.
IIpuioxkenue A2. MetomoJiorusi pa3padoTKu KIMHUYECKNX
peKoMeHaa it

Hact (03300005 ( PEKOMCHAAIINH npeaHa3Ha4CHbl  JJIA IMPUMCHCHUA MCEOUIIMHCKUMHAU
OpraHMU3aLUAMH U YUPEKICHUAMU (eepaIbHbIX, TEPPUTOPUATIBHBIX U MyHULIUIIAIBHBIX OPTaHOB
YHOpaBJICHUA 3APaBOOXPAHCHUCM, CHUCTEM 0043aTeNbHOr0 U IIO6pOBOJII)HOFO MCEOAUIIMHCKOT' O
CTpaxOBaHUA, APYT'UMH MCIUTTUHCKUMHA OpTraHU3alUsAMHU PA3JIMYHBIX OPTaHU3allMOHHO-IIPABOBBIX
(bOpM ACATCIIBHOCTH, HaHpaBHeHHOﬁ Ha OKa3aHHue MCHHHHHCKOﬁ IIOMOIIIH. Kimnnueckune
PEKOMEHIAlUK CO3JaHbl HA OCHOBAHWM CHUCTEMAaTHUYeCKOro o03opa autepaTypsl 1992-2022 r.
Medline (Pubmed version), Embase (Dialog version) u Cochrane Library databases, ¢
HCIIOJIb30BAHUEM CO3JaHHBIX ITPOTOKOJIOB I10 JICUCHUTO b®:

Biegstraaten M. et al. Recommendations for initiation and cessation of enzyme
replacement therapy in patients with Fabry disease: the European Fabry Working Group consensus
document// Orphanet J Rare Dis. 2015. Ne10. P.36;

Ramaswami U., Whybra C., Parini R. et al. FOS European Investigators. Clinical
manifestations of Fabry disease in children: data from the Fabry Outcome Survey// Acta Paediatr.
2006.V. 95. Nel. P. 86-92;

El Dib R., Gomaa H., Ortiz A., Politei J., Kapoor A., Barreto F. Enzyme replacement
therapy for Anderson-Fabry disease: A complementary overview of a Cochrane publication
through a linear regression and a pooled analysis of proportions from cohort studies// PLoS ONE.
2017. V.12. Ne3. P. e0173358;

AlegraT., Vairo F., de Souza M.V., Krug B.C., Schwartz I.VV. Enzyme replacement therapy
for Fabry disease: A systematic review and meta-analysis// Genet Mol Biol. 2012. V. 35. P. 947-
54,
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Spada M., Baron R., Elliott P.M. et al. The effect of enzyme replacement therapy on clinical
outcomes in paediatric patients with Fabry disease - A systematic literature review by a European
panel of experts. Mol Genet Metab. 2019. V.126. Ne3. P.212-23;

Germain D.P., Elliott P.M., Falissard B. et al. The effect of enzyme replacement therapy
on clinical outcomes in male patients with Fabry disease: A systematic literature review by a
European panel of experts// Mol Genet Metab Rep. 2019.V.19. P.100454;

Germain D.P., Arad M., Burlina A. et al. The effect of enzyme replacement therapy on
clinical outcomes in female patients with Fabry disease - A systematic literature review by a
European panel of experts// Mol Genet Metab. 2018. V.126. Ne3. P.224-35 .

[Ikanel OLEHKH YpOBHEH IOCTOBEPHOCTH joka3zareiabcTB (Y/Jl) u oneHku ypoBHEH

yoemurtenbHOCTH pekomenaanuii (YYP) npusenens: B Tadimnax 1-3.

IleseBasi ayIUTOPHA JAHHBIX KJIMHHYECKHX PEKOMEHIAIMMA:

Bpauu o6meit BpaueOHOH MpaKTHUKH (CEMEHHbIE Bpayn),
Bpauu-neguarpsr;

Bpauu-tepanenTsi;

Bpauu-reneruku;

Bpauu-nabopatopHbie reHeTHUKH;

Bpauu-uedpomnoru;

Bpauu-kapauonory;

BpaqH ACTCKUC-KapAUOJIOTU;

© o N o gk~ wDdhPE

Bpauu-nespouiory;

[EY
o

. Bpauu-ractposnreposnoru;

-
-

. Bpa‘lI/I'SHI[OCKOHI/ICTLI;

=
N

. Bpaun-penrtrenonoru;

=
w

. Bpauu-ngepmarosenepoiiory;

H
o

. Bpaun-ogransmonory;

=
(6]

. Bpauu ¢pyHKIIMOHANBHOM TMarHOCTUKY;

=
»

. Bpaun-ncuxuarpsr,

[EY
\l

. MeaumnmHCcK1e TICUXO0JIO0TH;

[EY
oo

. Ctynentsl mequunHcKkux BY30B;
19. Obyuaromyecs B OpAUHATYpe U HHTEPHATYpE
Ipunoxkenne 1. Illkana oneHku ypoBHEW MOCTOBEpPHOCTH AokazaTenbcTB (Y /) ans

MCETOA0B JUAarHOCTUKH (,[[I/IaFHOCTI/I‘-IeCKI/IX BMCI_HaTCJ'IBCTB)
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YA Pacmiugposka

1 Cucrematudeckrne 0030pbI UCCICOBAHHN ¢ KOHTPOJIEM pedepeHCHBIM METOIOM HITU
CUCTEeMAaTU4YeCKUN 0030p paHIOMHU3UPOBAHHBIX KIMHUYECKUX HCCIEIOBAaHUN ¢
IMPUMCHCHUCM MCTAa-aHAJIM3a

2 OTnenbHBIE WCCIIENOBAaHUS C KOHTPOJEM pedepeHCHBIM METOJOM WM OTAENbHBIC
PaHJIOMU3HPOBAHHBIE KIMHUYECKUE WCCICAOBAHUS W CUCTEMAaTUYECKHUE O030pbI
UCCIeIOBaHUM  mr00oro  au3ailHa, 3a  HMCKIIOYEHHUEM  PaHIOMU3HPOBAHHBIX
KIIMHUYECKUX UCCIICIOBAHMM, C IPUMEHEHUEM METa-aHaIn3a

3 UccnenoBanuss 0e3 mocienoBaTeNIbHOTO KOHTPOJIA pPePEepeHCHBIM METOAOM WM
HUCCIICA0BAHUA C pe(bepeHCHBIM METOAOM, HE€ MABJIAOINIHUMCA HE3aBUCUMBIM OT
UCCIIEyeMOro METO0/1a UM HEPAHIOMU3UPOBAHHBIE CPABHUTENIBHBIE UCCIIEIOBAHMUS, B
TOM YHMCJIC KOTOPTHBIC UCCICIOBAHUA

4 HecpaBHuTtenpHbIe HCCIeI0OBaHUS, OTUCAHUE KIIMHUYECKOTO CIyYasi

5 Nwmeercs i 000CHOBaHHE MEXaHU3Ma JICHCTBHSI I MHEHHE YKCIIEPTOB

IIpunosxkenne 2. Illkana oueHku ypoBHEW TOCTOBEepHOCTH AokazatenbcTB (Y /) s

MCTOAOB

NpOPUIAKTAKK, JICYCHUS | peadmnuTanuu  (MpoPUIAKTHYECKUX, JICUYCOHBIX,

peadbuIUTAIMOHHBIX BMEIIATEIbCTB)

YA Pacuingposka

1 | Cucremaruyeckuii 0030p PKU ¢ npumeneHneM MeTa-aHauu3a

2 | OrnensHbie PKU u cucrematnueckue 0030pbl HMCCIEIOBaHUM JTH000r0 aM3aiiHa, 3a
uckiouennem PKH, ¢ mpumenenneM Mera-aHanusa

3 | HepannomMusupoBaHHblE  CpPaBHUTEJIbHBIE  HCCIEAOBAaHUS, B T.4. KOIOPTHBIE
UCCIICJOBAHHUS

4 | HecpaBHUTENbHBIE UCCIEIOBAHNUS, ONIMCAHUE KIIMHUUYECKOTO CITydasi UJIM CEPUHU CITy4yaeB,
VCCIICIOBAHMS «CIIY4al-KOHTPOIIb

5 | Umeercs numib 000CHOBaHME MeXaHHM3Ma JIEHCTBMs BMeELIATeNbCTBA (JIOKIMHUYECKHE
MCCJIEIOBAHMsI) WJIM MHEHHUE IKCIEPTOB

IIpunosxkenne 3. [llkana oneHku ypoBHeW yOeautenbHocTu pekomeHaauuid (YVYP) mis

METOJI0B

npoUIaKTUKY, JTUArHOCTHKH, JIeYeHUs U peaduwnurauuu (mpouaakTHYECKUX,

JTUAarHOCTUYECKUX, JICUEOHBIX, PEaOMIINTAIIMOHHBIX BMEIIATEIHCTB)

YYP Pacmugposka

A

CunpHas pekoMeHJalus (Bce paccMaTpuBaeMble KpUTEpUH 3PGHEKTUBHOCTH
(ucxofpl) SBISIOTCA Ba)XHBIMH, BCE MCCIEJOBAHUS MMEIOT BBICOKOE WIIH
YAOBJIETBOPUTEIIBHOE  METOAOJOTMYECKOe  KayecTBO, MX  BBIBOJBI IO
MHTEPECYIONIMM HUCX0JIaM SIBJISIFOTCS] COTTIACOBAHHBIMHM)

B VYcnoBHas pekoMeHaalus (He Bce paccMaTpuBaeMble KpuTepun 3h(PpeKTUBHOCTH
(Mcxofpl) SIBIISIIOTCS BaXKHBIMM, HE BCE MCCJIEOBAHUS HMEIOT BBICOKOE WIIH
Y/IOBJIETBOPUTEIFHOE METOJIOJOTHUECKOE KaueCTBO W/WIIM WX BBIBOIBI 10
MHTEPECYIONIMM HUCX0JIaM HE SIBJISIFOTCS COTVIACOBAHHBIMU )

C Crnabas pexomeHaanus (OTCyTCTBHE JOKA3aTEIbCTB HAJUISKAIIETO KauecTBa (Bce

paccMaTpruBaACMbIC KPUTCPUU B(b(i)CKTI/IBHOCTI/I (I/ICXOI(LI) SABJIAIOTCSA HECBAXXHBIMH,
BCC HCCICIOBaHUA UMCIOT HU3KOEC MECTOAOJIOTMYCCKOC KAa4ECTBO M UX BBIBO/JBI 11O
HHTCPCCYIOIIUM HMCXO0AaM HEC ABJISAIOTCA COFJ'IaCOBaHHHMI/I)

Iopsiaok 00HOBIEeHNS KINHUYECKHX PEKOMEH/Ialuii.
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MexaHu3smM  OOHOBJIEHMS  KIMHUYECKHMX  PEKOMEHJAlUi  IpeaycMaTpuBaeT  HX
CHUCTEMAaTHUYECKYIO aKTyalIM3alli0 — HE PEKE YeM OJIMH pa3 B TPU Iofia, a TaKkKe MPHU MOSBICHUU
HOBBIX JIaHHBIX C TMO3MIMH JO0KA3aTeIbHON MEIUIMHBI MO BOMPOCAM JIMATHOCTUKH, JICUCHHS,
npoQUIaKTUKA U peaOuIuTalud KOHKPETHBIX 3a00JieBaHUM, HAIUYMM OOOCHOBAaHHBIX

JIOTIOJTHEeHHU/3aMeyaHui K paHee yTBepkAEHHBIM KP, Ho He yare 1 pa3a B 6 mecsIieB.
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Ipuiaoxenue A3. CipaBouHble MAaTEepPHAJIbl, BKJIKYAsl COOTBETCTBHE
MOKA3aHUI K NPUMEHEHUIO U MPOTHBONOKA3AHMA, CIIOCO0OB MPUMEHEHHUA 1
103 JIEKAPCTBEHHBIX MPENapaToB, MHCTPYKUMHU MO MPUMEHEHUI0

JIEKApPCTBEHHOT0 Mpenapara

. Ilpuka3z MunznpaBa Poccun ot 21 ampens 2022 r. Ne 2741 «OO0 yTBepKIACHUH TOPSIKA
OKa3aHUs MEAMIIMHCKOW MOMOIIM MalMeHTaM C BPOKICHHBIMU U (WUJIM) HACJIEICTBEHHBIMU
3a00JI€BaHUAMU»

. Kinuanueckue pexomenganmu  «l'uneprpodpuueckass kapaumomuonatus» [D:  KP283,
(http://cr.rosminzdrav.ru/)

. Meromuueckoe pykoBoacTBo «TpanciuranTtamus moukm» ID: MP34 (http://cr.rosminzdrav.ru/)

. Ilpukaz MunznpaBa Poccun (MunucrepctBo 3apaBooxpanenus P®) ot 24 nos6ps 2021 r.
Nel094n  «O6 ytBepxkaenuu I[lopsiaka HazHaueHUS JEKApCTBEHHBIX MpenaparoB, (opm
penenTypHbIX OJAaHKOB Ha JICKApCTBEHHBIE mpemapatbl, [lopsaka opopMieHHs yKa3aHHBIX
OJlaHKOB, MX yd4eTa M XpaHeHus, (GopMm OIAHKOB pEUENTOB, COJCpPXKAIIUX Ha3HAYCHUE
HapKOTUYECKUX CPEACTB WJIM IICUXOTPONHBIX BellecTB, llopsaka HMX M3rOTOBIEHHUS,
pacmpezienieHusi, perucTpaiuy, ydera u xpaHeHus, a Ttakxke [IpaBun odopmienus O61aHKOB
PELenTOoB, B TOM YKCIE B (hOPME FIMEKTPOHHBIX TOKYMEHTOB)

. MexnayHaponHas kinaccudukanusi 00Je3HEH, TpaBM U COCTOSHHM, BIMSIONIMX HA 310POBHE
(MKB — 10);

. Ipuxkaz M3 P® or 20 nexabps 2012r. Ne 1183 «OO0 yTBepKIE€HUHM HOMEHKIATYpPbI
JOJDKHOCTEH METUIIMHCKUAX paOOTHUKOB M (papManieBTUIEeCKUX paOOTHUKOBY.

. Ipuxaz M3 P® ot 23 utonsg 2010 r. No 541n. Enunbiii kBanu(pUKalMOHHBINA CIPABOYHUK
JOJKHOCTEH PYKOBOAMTENEH, CIEUUAIMCTOB U CiyKamwux, paszaen KaanudukanuoHHble
XapaKTePUCTUKH TOJDKHOCTEH paOOTHUKOB B cepe 3ApaBOOXpaHEHUS.

. @enepanbHbiil 3aK0H OT 25.12.2018 Ne 489 489-D3 «O BHeceHUM M3MEHEHUH B cTaThio 40
®enepanbHoro 3akoHa "OO o00s3aTeIbHOM MEIUIIMHCKOM CTpaxoBaHuMM B Poccuiickoi
Oenepanun" u depepanbHblil 3akoH "OO0 OCHOBaX OXpaHbI 3/I0pOBbs TpakaaH B Poccuiickoit
®denepanun" 1Mo BOMpOcaM KIMHUYECKUX PEKOMEH AT,

. IIpuxa3z Munzapasa Poccuu Ne 1031 ot 28.02.2019 r. «O0 yTBep:KI€HUU MOPsIIKa U CPOKOB
pa3paboTKN KIMHUYECKHX PEKOMEHIAlMH, UX MepecMOTpa, TUIIOBON (OPMbI KIMHUYECKHUX
pexkoMeHAauuid U TpeOOBaHUMM K MX CTPYKType, COCTaBy M Hay4yHOHl OOOCHOBAaHHOCTH,
BKJIIOYaeMOW B KJIMHUYECKHE PEKOMEHIAIUN HH(OpMALIUN.

10.  Ilpuka3 Mun3zapasa Poccun ot 13.10.2017 Ne 804n "OO yTBEp:KIE€HUH HOMEHKJIATYPbI
MEIUIIUHCKUX YCIIyT .
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Ipuiaoxenue A3.1. BoipameHHOCTh KJIMHUYECKUX NposiBjieHnil b® B

pa3HOM BO3pacTe

Hern

IHoapocTku

Bspocibie

Axkponapecre3uu

AkponapecTe3uu

AkponapecTte3uu

boab B KOHEUHOCTAX

boab B KOHEUHOCTAX

boab B KOHEUHOCTAX

[TopaxxeHust poroBUIIbI

IlopaxxeHust Xxpycrajuka U
POTOBUIIBI

IlopaxxeHust Xxpycrajiuka u
POTOBUIIBI

Jluxopanka JIuxopaaka JIuxopaaka

TemoBas u  xosonmomas | TerutoBas u xosomoBas | TeroBas M XO0OJOBas
HENIEPEHOCUMOCTh HEIIEPEHOCUMOCTD HEIIEPEHOCUMOCTD
IIcuxocouuanbHble IIcuxocounanpHele IIcuxocounanbHele
HU3MEHEHUs WU3MEHEHUs VU3MEHEHUs

CHuxeHnue ciayxa [Iporennypus [Iporennypus

XGHY,I[O‘IHO-KI/IHIC‘IHHG
CHMIITOMBI

XCHY,HO‘IHO'KHH.IC‘IHBI@
CHMIITOMBI

AHFI/IOKepaTOMLI

AHFI/IOKepaTOMLI

YTomiigseMocThb

YTomiigeMocTh

CHmxeHue ciyxa

IToueunas HETOCTATOUYHOCTD

CepaedHasi HEIOCTaTOYHOCTh

WNHcynbT

CHuxeHue ciyxa M ULIyM B
yIax

Jlnmpenema

Hpufnelwmue:y MHCEHUIUH C ED cumnmomur NpOA6IAIONICA NO32UCE U 6BIPANCEHHOCNTb UX PA3TTUYHA.
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Ipuaoxenue A3.2. [IudpepeHnuanbHas THArHOCTUKA 00J1e3HU Dadpu

Tun HapymeHust

Jnaruo3s

AHTIMOKEepaTHOMBI

[lerexuanbHas Cblllb, HACIEACTBEHHAS FreMOpparnieckast
tenaHrudKTazus Penaro-Ocinepa-Bebepa, anrmokeparoma
doppaiica, anrnokeparoma Mubeu, orpaHuYeHHAS
HeBU(OpMHAsI aHTHOKepaToMa TyJIoBuIla, 6os1e3ub Lunmiepa,
(byKo31103, TAHTIINO3U103, ACHAPTATTIIIOKO3aMUHYPUS U
CHAJIUJI03.

bonesoyt cunapom

Juabetnyeckast U ajIkoroyibHas 0oJieBas oJIMHelponarus,
nop¢upuitHas MOJIMHEHPONIATHs. PEBMAaTOUTHBIN apTPUT,
peBMaTHYECKast IMXOPAIKa, SPUTPOMETIANITHS, CHHApoMa PeitHo

IToueunas natonorus

W3onupoBanHas NpoTeUHYpPHUsI, MaTOCUMIITOMHBII
rJIOMepyJIoHePUT, UHTEPCTUIIMAIBHBIN HEPpUT

Cepneuno-cocyaucras
cucreMa

KaanOMer aJlusd, apuUTMHUA HECICHOI'O I'CHE3a

OdranpMonIorndecKme
HapYIICHUS

JlexapcTBeHHBIE O()TaTBbMOIIATHH (TIPU TIPUMEHEHUH XJIOPOXUHOB,
aMHOJIapOHa)

Kenry1ouHO-KUIIEYHBIA
TPAaKT.

CuHapoM pa3apakeHHOTo KUlIeuHuKa, 6o1e3Hb Kpona
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IMpunoxenue A3.3. Kpurepun Haznauenust ®3T

bes IToueunpie* | Cepmeunsie* | [ITHC* Boms* KKT*
MPU3HAKO
B u
CHUMIITOM
OB
Krnaccuueckast HeboT B | -MHUKpoaib - TUIIEPTPO - 11IbB -Helpona - KK
B®, Mmyx4anHBI Bo3pacte | OymmHypus | ¢us (Kmacc THYECKas CHMITTOMBI
16 neT u (Kmacc 1) MHOKapaa 2B) 6oms (Kmace | (Kmace 2A,
cTapuie -IPOTEUH (MTC >12 -THA / 2A) eciu
(Kmacc ypus (Knace | mm) 6e3 (uam | WHCYNIBT | - Helipona Pa3BUIINCH B
2B) 1) c (Kmacc THYECKAs BO3pacTe 10
- CHIDKEHHE | MHUHHUMAaJbH 2A) 00JIb, Jaxe 16 net; Knacc
¢byHKIMHU BIMU - moteps | mpH 2B, ecnu
mouek (CK® | mposiBiernst | ciyxac YCJIOBUU Pa3BWIKCH B
60-90) MH) Gubpo3a | KOPPEKIH | IMOITHOTO BO3pacTe
(Kmacc I) (Kimacc 1) el o KOHTpOJIs ee | ctapiie 16
- MoYeyHas | - MPU3HAKH BO3pacTy | OONeyTomnsto | Jer)
HEZOCTaTO4 | HapYIICHUS (Kmace mMe (He
HocTh (CK® | cepnmeunoro 2B) BJIUSIET HA
45-60) pUTMAa eKEHEBHY
(Kmacc 2B) | (Kmacc I) 10
aKTHUBHOCTB )
(Kiacc 2B)
Hexaccnueckas - MUKpPOQJIb | - THIIEPTPO - [IbB - Helipona -KK
b®, my>xurHbBI OymuHypus | dus (Kmace THYeCKas CUMITOMBI
(Kmacc 1) MHOKapa 2B) 6omp (Knace | (Kmacc 2A,
-IPOTEUH (MTC >12 -THA/ 2A) eciu
ypus (Kimace | mm) 6e3 (i | MHCYNBT | - Helipora Pa3BHIIUCH B
1) ¢ munumans | (Kmace THYECKas BO3pacTe 10
- CHIDKEHHE | HBIMHU 2A) 0011b, TaXxe 16 met; Knacc
¢byHKUNN NpOSIBIIEHUST | - OTepsl | Ipu 2B, eciin
nouek (CK® | mu) ¢ubposza | ciyxac YCIIOBUH Pa3BHIIUCH B
60-90) (Kimacc 1) KOPPEKIIM | TOJHOTO BO3pacTe
(Kmacc 2A) | - npusHaKu el o KOHTpOJIs ee | crapie 16
- [I0YeYHasl | HapyIIeHHs BO3pacTy | OONEyTOJsIO | JIET)
HEJIOCTaTOY | CePACYHOTO (Kmacc MU (HE
HocTh (CK® | purma 2B) BJIUSIET HA
45-60) (Kimace 1) €KETHEBHY
(Kmacc 2B) 10
AKTUBHOCTBD)
(Knacc 2B)
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Krnaccuueckast - MUKpPOQJIb | - THIIEPTPO - [IBB - Helipona - KK
B®, xeHTIIHBI OymuHypus | Qus (Kmacc THYECKas CHMITTOMBI
(Knacc 2B) | muokapaa 2B) 6onp (Knace | (Kmacc 2A,
-IPOTEUH (MTC >12 -THA / 2A) eciu
ypust (Knace | mm) 6e3 (i | WHCYIBT | - Helipoma Pa3BIIINCH B
2B) c (Kmacc THYECKas BO3pacTe 10
- CHIDKEHHE | MHUHHMAJIBH 2A) 00JIb, Jaxe 16 net; Knacc
(hyHKIIIN BIMH -TmoTeps | IpH 2B, ecimm
mouek (CK® | mposiBernst | ciyxac YCIIOBUH Pa3BIIINCH B
60-90) MH) GuOpo3a | KOppPEKIH | MOITHOTO BO3pacTe
(Knacc 2A (Kmacc I) el mo KOHTpoJIg ee | crapiie 16
- TIOYeTHAs - IPU3HAKHU BOo3pacty | OoneyToisifo | JeT)
HEZOCTaTOd | HApYIICHUS (Kmacc IUMU (HE
HocTh (CK® | cepneunoro 2B) BIIUSIET Ha
45-60) pHTMA ©)KETHCBHY
(Kmacc 2B) | (Kmacc I) 10
AKTUBHOCTBH)
(Kiacc 2B)
Hexknaccuueckas - MUKpPOQJIb | - THIIEPTPO - IIbB - Heilpona - KK
Bb®, xeHIIHBI OymuHypus | pus (Kimace THYeCKas CUMITOMBI
(Knacc 2B) | Mmuokapaa 2B) 6ompb (Knace | (Kmacc 2A,
-TIPOTEHH (MTC >12 -THA/ 2A) ecu
ypust (Knace | mm) 6e3 (M | WHCYIBT | - Helipoma Pa3BUIIKCH B
2B) c (Kmacce THYECKAs BO3pacTe 10
- CHIDKEHHE | MUHHUMAJIbH 2A) 0011b, Taxe 16 met; Knacc
byHKITIN BIMU -noteps | Opu 2B, ecnu
nouek (CK® | mposiBienuss | ciyxac YCIIOBUU pa3BWIKCH B
60-90) MH) GuOpo3a | KOpPEKIU | MOITHOTO BO3pacTe
(Kmacc 2B) | (Kmacc 1) et o KOHTpoug ee | crapmie 16
- MoYeyHasl | - MPU3HAKH BO3pacTy | OONEYTOJSIFO | JIeT)
HEJOCTaTOY | HAPYILUICHMS (Kmacc mMe (He
HOCTh (CK® | cepmeunoro 2B) BIIMSICT Ha
45-60) puT™Ma eXeHEBHY
(Kmacc 2B) | (Kmacc 1) 10
AKTUBHOCTBD)
(Kimacc 2B)

IMoxa3anus k ®3T [26,79,80]:

IToueunsbie (Tpedyercs 1 00/1b1I0I KpUTEPHIi UM 2 BTOPOCTENEHHbBIX)

OCHOBHBIE KpUTEPUU:

» Hedpomnarus ®adpu co camkennoir CKD 2

» Croiikas mpoTenHypHs >500 Mr/cyT/1,73 M 2 mocIie HCKITFOUeH s APYTHX IPHYHH

* [TaTonmorust BEICOKOTO pUCKa MPU OMOTICHH MOYKH (TJIOMEPYJISIPHBIN CKJIEpO3, KaHAIbIIeBast aTpodus,

COCYAMCTHIN PUOPO3 WK CKIEPO3) — TOIHKO MY>KUHUHBI

BropocrenenHbie KpuTepum:
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* ['uneppunprparus

* Usonupoannas nporennypus 300 mr/cyt/1,73 M ? 1 BbIle HOPMBI I BO3PACTA U MOJIA U
CoXpaHsitolasca He MeHee | roja rmocie UCKIYeHUs! IPYTUX TPUIUH

¢ luchyHKIUS TOYEUHBIX KaHAJbIEB

* ['uneproHus NpoI0JHKUTENLHOCTBIO HE MeHee 1 roja

* [TaTo0THsI BEICOKOTO pUCKa MPH OMOIICHH MTOYKH (TJIIOMEPYJIOCKIEpO3, KaHaJIbIeBast aTpodus,

COCYAMCTHIN GUOPO3 WK CKIEPO3) MPU HATUMINH MOKA3aHUI — TOJIBKO KEHIIUHBI
Cepaeunblii (TpedyeTcsi 2 KpUTEpHs)

* LVWT >12 MM y Myx4uH 1 >11 MM y XKEHIINUH

* UMMUJIX na 2-mepHoii sxokapaunorpaduu Ha 20% BbIlIe BO3PaCTHON HOPMBI

+ Veenuuenre MMOK He MeHee ueM Ha 5 I/M 2 B TOJ TIpH 3 U3MEPEHHUSAX B TeueHHe KaK MUHUMYM 1 roza
* lnacronuueckas auchynkims JOK npu aAByxMepHO# + 10IIepoBCKoOi 3XoKapanorpaduu

(crenenb 2 nin 3 B COOTBETCTBUH C PEKOMEHIAIUSAMI AMEPUKAHCKOTO 00IIecTBa 3XOKapAHOTpaduu
W/WIIM HaJTM9Me aHOMAJIMi B OTCIICKMBAHUH aKyCTUYECKHX MapKEPOB)

* [ToTepst okpy>kKHOTrO rpajgueHTa nedopManuy OT OCHOBaHUA 10 BepXymku JDK

* YBenuueHue pazmepa JeBoro npeacepans Ha 2-MepHoi sXokapauorpapuu;

napacTepHajibHast poekus no aauHHoi ocu JDK >40 MM; nHaekc oobema JeBoro

npencepaus >34 mMia/m 2

* Hapymienus putMa u NpoBOAMMOCTHU: aTPUOBEHTPUKYIISIpHast 0J10Ka1a, yKkopoueHue nuteppana PR,
0y10Kaja 1eBOi HOXKKH MyuKa [ 'nca, jkemy10uKoBas WK NpeAcepAHast TaXHapUTMUsl, CHHYCOBast
Opanukapaus (6e3 NpuMEHEeHHs IPenapaToB C OTPULIATEIHLHON XPOHOTPOIIHON aKTUBHOCTBIO) MIIH
JIpyrue NpUIUHbI

* YMepeHHas Ui TsDKeJask perypruTanus IiaBHOroO MM MUTPAJIbHOIO KilanaHa

« JI'D muokapaa JOK na MPT cepana

* [ToBbimienue ypoBHs NT-proBNP Bellie BepxHei rpaHuLibl HOPMBI U1 BO3pacTa U 110J1a

WJIM TTOBBIILIEHUE YPOBHSI BHICOKOUYBCTBUTEIBHOTO TPOIIOHMHA (3aMEeCTUTEIbHBIN TTOKa3aTenb pudposa)

OoJsiee yeM B JiBa pa3a IPEBBIIIAET BEPXHIOK TPAHUILY HOPMBI
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HespoJsioruyeckuii (tpedyercst 1 kpurepuii)

® HpC,I[BI,I[YH_[I/Iﬁ HUHCYJIBT WJIM TPAH3UTOPHAA HIICMUYCCKAA aTaKa
e CuitbHas HCﬁpOHaTquCKaH 6OJ'IB, YCTOﬁqHBaﬂ K JCYCHHUIO
* BHe3amnaas OOHOCTOPOHHSAA IMMOTEPS CliyXa, KOorjga NCKIIFOYCHBI APYTUC BO3ZMOXKHBIC IPUYNHBI.

® OCTpaSI HMICMHNYCCKasa HeﬁpOHaTHSI 3PUTCIBHOIO HEPBA, KOT'JIa UCKJIFOUCHBI IPYTHUC BO3MOKHLBIC ITIPUYNHBI.

Keny104HO-KUILIEYHbIE CHMIITOMbI

* 3HAYNTEIHHBIC KETYA0UHO-KUIIEIHBIE CHMIITOMBI, HE PEArnPYIOIIUE HA IPYTUe BUIBI JICUCHUS B TCUCHHE
KaK MUHEMYM 6 MECSIIEB WIIH CBSI3aHHBIE C 3aJI€PIKKON POCTA MIIH 3HAYUTEIBHBIM CHIDKEHHEM KauecTBa
xu3au [81].

a  Jlnsa CK® <60 mn/mun/1,73 m 2, XBII 3—5 cTenenu: He MeHee 2 COTNIACOBAHHBIX OIEHOK MK u3Mepennii CK® B TeyeHne kKak MHHUMYM 3 MECAIIEB; TIpH
CK® 60-90 ma/mun/1,73 m 2, XBI1 2 cTenenu: He MeHee 3 KOHKOPIAHTHBIX OleHOK Win m3Mepenuit CK® ue menee 6 Mec ¢ HakaoHOM kpuBoit CK® Gonbie
Bo3pacTHON HOpMbl; 1iis pCK® >135 m/mun/1,73 m 2 : cuuxenne CK® Ha 15% unn Haksion kpusoit CK® Bbiile BO3pacTHOI HOPMBI, H3MEPEHHOI
MeToaMu saepHoi Meauiuubl. PacuetrHas CK® B 3TOM OTHOIICHUH HE SIBJISETCS TOYHOM U MIO3TOMY HE MOXKET ObITh UCIIOJIb30BaHA.

Coxpamennst: XbI1 — xpornueckas 6o1e3nb nodek; P3T — depmenrozamecturensHas tepamus; CK® — ckopocTs kiry604koBoi (HHIbTpanyy;
LGE — no3auee ycunenue ragonuaneM; MPT — marautHo-pe3oHancHas Tomorpadust; NT-proBNP — N-koH1eBo# parMeHT mporopmMoHa
HATPUIAYPETHYECKOrO MenTuIa rojoBHoro Mosra; pCK® — pacuerHas ckopocTs Ki1y60ukoBoit ¢huinbrpanun; GL-3 —

rioboTtpuao3uinepamu; mm30-GL-3, rnodorpuaosunchunrozun; JDK — nessiii sxenynouek; LVM — Macca s1eBoro ey iouka;

NMMIJIXK — unpekc maccsl JieBoro xenynouka; LVWT— TommumHa CTeHKH JIEBOTo KeyJo4Ka
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Hpuaoxenue A3.4. Kpurepuun ormennt ©3T

Kpurepun ormMeHbI YpoBennb
y0eauTeJIbHOCTH U
JAOCTOBEPHOCTH
peKOMeH 1Al
[Tponyck narmenToM™> 50% undyzuit 1
[TocTosTHHBIC KU3HEYTPOKAIOIINE WIIH TSKEIbIE CBS3aHHBIC C 1
uH(py3uel peakluu, HE pearupyroniye Ha MOpo(UIaKTUKY,
HanpuMep aHapUIAKCHs
Kenanue nanueHTa 1
TepMmuHanpHas cragusi OOJNE3HU TMOYEK, O€3 BO3MOKHOCTH 2A
nepecajkid TOYKH, B COUETAHUU C TSDKEJIOW CcepiedHoi
HegocraToyHOCThIO (IV kmacc no NYHA)
TepmunanbHast b® unu nHbie COMyTCTBYIOLIUE 3a00JI€BaHUS IPU 2B
OXKUJAeMOM POJOKUTEIHLHOCTH )XKU3HU MeHee | rona
Tsokenblli KOTHUTUBHBIA JSUINAT 000 3THOJIOTHI 2B
OrcyTcTBHME OTBETa B TeYeHHE | TOJa, €CiIu €IUHCTBEHHBIM 2B
nokazanueM k @O3T sBnsercs Helpomarudeckas 0o0b, MPU
YCIIOBUU MaKCUMaJIbHOTO 00beMa MOAIEPKUBAIOLIEH Tepanuu™
Kpurtepun nporuBonoka3zanuii k Hayaaxy O3T YpoBeHnsb
y0eauTeJTbHOCTH U
JAO0CTOBEPHOCTH
peKOMeHIAIUH
Tsokenoe 3a00yieBaHMe CepIIia C pacpoCTpaHEHHBIM (HUOPO30M, 1
€CIIM TTOpaKEHHE Cep/ilia SBISETCS €AMHCTBEHHBIM IMOKa3aHHEM
K ©3T
TepMmuHanbpHas cTagusi OONEe3HU TMOYEeK, O0e3 BO3MOXKHOCTHU 2A
MEepEeCcaJKu TOYKH, B COYECTAHUU C TSKEION CEepACHHOMN
HegocratoyHocThiO (IV kimace mo NYHA)
TepmunanbsHast b® nnu nHeie conmyTcTBYIOLIME 3a00JI€BaHUS IPU 2B
OKUJaeMOH POAOKUTEIHHOCTH )KU3HU MeHee | rona
Tsixenplii KOTHUTUBHBIN JeUIINT JTI000M 3THOJIOTHHU 2B
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Ipunoxenue A3.5. MoHMTOPHPOBAHUE MAIMEHTOB € 00J1e3HBI0 Padpu

Hcxonno
I/Iccnez[yeMLIﬁ ImoKas3aTeib (I/I 10 Hayaja Kaxapre | Kaxcbie Kaxnpie
nposeneHus O3T) 6mec | 12 mec 36 mec
PKanoObl, anamHe3, npoBefeHne (PU3NKaIbHOTO + +1
o0cenoBaHusA
OO0mme 1aHHbBIE

[IpoBeneHNE TE€HETUYECKOTO TECTUPOBAHUS M| +
CEMEIHOr0 CKpUHUHTA
OrnpeneneHue AKTUBHOCTH dbepmenra, +
JIHK-nuarnocruka
MonuTtopuHr  au30-I63 'y  TAIUEHTOB, + +
nonydaronux O3T

ITouku
MouyeBrHA B CBIBOPOTKE KPOBHU + +
KpeaTuHUH B CBIBOPOTKE KPOBH + +
MoueBasi KUCJI0Ta B CBIBOPOTKE KPOBU + +
Pacuernas CK® + +
[{ucratun C B KpOBI/IZ + +
ATBOYMUHYPUS/TIPOTEUHYPUS (mokasarenp
MOJDKEH OBITh BBIPAKEH KaK OTHOIICHUE K + +
KpEeaTHHHHY B  MOY€ WJIM  IPOBOJUTCS
MCCIIeIOBaHNE MOYH, COOpaHHO# 3a 24 yaca)
Y3U nouek + +

Cepaue
DK + +2
Oxokapauorpadus + +2
X 0JITEpOBCKOE MOHUTOPUPOBAHUE + +2
MPT cepana c T1-kapTupoBanuem + +
NT-proBNP?, ypoBensr TpomonmroB I, T
(BEICOKOUYBCTBHTENEHBIH TPOIOHHUH)?

HepsHas cucrema (nepedpoBacKy/JIsipHasi CHCTEMA)
MP-Tomorpadus ToTOBHOTO MO3Ta + +2
Ouenka 0onu (BU3yallbHO-aHAJIOTOBAs IIIKAJa) + +
OLIEHKH 00JIn)
I'acTpouHTeCTMHAIBbHAS CHCTEMA

30(aroracTpoayoA€HOCKOMIHS u/unu
KOJIOHOCKOTIHS (J17151 OTIpeieNIEHUs TOBPEKICHUS]
WM BOCTAJICHUS CIU3UCTOM OOOJIOYKH) W +
OHOTICHS KMINEUHNKA? (71 BHIABICHUS HATIMYHS
otioxeHuid Gb3 B HelfpoHaX BOPCHHOK)

I'naza
VccitetoBaHme mesIeBOi JTAMITOMH? | +

Koxa
OrieHKa aHTHOKEPaToOM, CTaHAAPTU3MPOBAHHBIE + +
dororpaduu

Jlpyrue uccijie10BaHuA
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TonanbHas ayuoMeTpus
TOHAJIbHAs  ayJUOMETpUs

ayIMOMETPUsl/pErucTparus

recT) (crapiie S JeT)

BBYKOBOM IIOJIe/peueBas ayauOMETPHUs/UTPOBas

CIIYXOBBIX BbI3BaHHBIX MoTeHIMaaoB (ASSR|

(moporogast)
B CBOOOIHOM

CTallMOHAPHBIX]

42

[Ipumeuanue:

1 kaxkplii BU3HUT
2

- Jauie I10 IoKa3aHusAM
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IMpunoxenue A3.6. 3a60p OmomaTepuasia 1jisi MPpoOBeAeHUS THATHOCTUKH

B NSITHAX BHICYIIEHHOH KPOBH

KpoBs coOupaercss Ha CTaHIAPTHBIA TeECT-
OJIaHK, KOTOPBIM MPUMEHSETCS JUIsl CKPUHUHTA
HOBOpOXAEHHbIX B Poccuiickoit ®Denepaunu
WM QAHAJOTUYHBIM JJI1 TIOJNYy4YEeHHS] CYXOro
MATHA KPOBHU.

KpoBp Moxer ObITh, Kak

KanwuisipHas (M3 manblia, MATKH), TaK U

BeHO3Has. BeHo3Has KpoBb cobOupaercsi B
IPOOUPKY, AKKYpaTHO NEPEMELLINBAETCS U 3aTEM
OBICTPO C TIOMOIIBIO MHUIETKH HAHOCUTCS Ha
TecT-01aHK — 10 25-50 MKJI KpOBU Ha KXKIYIO
BbIIeTICHHYI0 00nactb. HeoOxomumo Xoporio
MPOMUTATh BBIACICHHYIO 00JacTh Ha (PUIbTpe
(puc. 1). IIpeamodyrurensHO COOUPATH OOPA3ITHI
nociue easl yepe3 40 munyT — 1 yac. Bo3moxkHO
TaK)Ke OCYIIECTBUTH 3a00p KPOBH U HATOLIAK.

Ha Ttecr-Oitanke 00s3aTeIbHO IOJKHBI OBITH
yeTko ykazanel @O, keM 1 0TKya HalpaBJIeH
NAIUEHT, 1aTa POXKICHUS U TeJIe(OH Jieyallero
Bpaua (pUCYHOK 2).

O06pa3zer] Cyxoro nsTHa KpOBU BKJIAJbIBACTCS B
YUCTBIA KOHBEPT, JINOO B uMcCThIM ¢aiin. Tect-

OJIaHK HE JIOJDKEH CONPHUKAcCAThCs C TPS3HOU

MOBEPXHOCTRIO M ¢ oOpaslamMud  JIpyrux
nanueHToB. HeoOxomuMo  NpUTIOKUTH K
obpazmam nH(pOpMUPOBAHHBIE corjacus

nalueHTa WM €ro 3aKOHHBIX Hpe)ICTaBI/ITeHeﬁ

Ha NPOBCACHUC Ha60paT0pHBIX HCCIIeI0BaHUM

XX NEN

He maesirmcs, afinscmy nnonurmand moman Ha wonmoanesm, 6o AMewaie)
*  Kanau AonxHel NONHOCTLIO MPONUTATL KPYXKM C 06paTHO CTOPOHBI
*  He kacaiitecb 061acTi, NponnTaHHO KPOBbIO

Pucynok 1. OGpa3zern npaBuibHOTO

HaHECCHMS KPOBU Ha TeCT-OJIaHK

L4 4 7N
DIVI®IIS
\I\I\I‘\ /,

203 & 2023-10
XpaxuTs npu +2 - +25 C*

000002Q/W001

6 0010608

DUNO Naymenra

Dara powgeHus [lara 83ATUA KPOBW Non
®UO Bpava

nny / ropoa / Aapec

E-mail epaya
TenedoH spava

Tecr
DOaﬁpu D Nomne Dl’ome D Mmnci DLyso~Gl 1 DLyso—GL—S

D CemeWHbli CKPUHKHT. MyTaumm:

Pucynox 2. Ob6pazer trect-61anka
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AJNTropuTM JeiicTBU MeIMIMHCKOI0 MEPCOHAJIA NPU B3ITUH 00Pa310B KPOBH

®  BBIMBITH PYKH (TUTHEHUYECKHUI1 YPOBEHbB), HAJIETh MEPUYaTKH;

e  BBIMBITH PYKH MalMeHTa (MATKY peOeHKa, B Cilydae eciii KpOBb OepeTcs U3 MATKH);

e MpoTepeTh 001aCTh MPOKAJIbIBAaHUS CTEPUIIbHON candeTkoid, cmoueHHOM 70% crupTom,
MPOMOKHYTh CYXOW CTEpPHJIbHOW cal(eTkol; MPOKOJIOTh CTEPUIBHBIM  OJHOPA30BBIM
CKapu(pUKaTOpOM;

®  CHSATH NIEPBYIO KAIUIIO KPOBU CTEPUIIbHBIM CyXUM TaMIIOHOM;

®  MATKO HaJaBUTh JUIsl IOJYYEHHUs BTOPOU KaIlJll KPOBH;

® MPWIOKHUTH NEPIECHIUKYISIPHO TECT-OJaHK K Karjie KPOBU M IMPOMUTATh €ro KPOBBIO
HAaCKBO3b;

®  aHAJOTMYHBIM 00pa30M HAaHECTH Ha TecT-OnmaHK 6-8 Kamelb, BUI MSATEH KPOBU JIOJKEH
OBITh OJIMHAKOBBIM C 00EUX CTOPOH.

®  BBICYIIUTh TECT-OJIAHK B TOPHU3OHTAJIHLHOM IIOJIOXKEHMHM Ha YHCTOH OO0E€3KUPEHHOI
MOBEPXHOCTU HE MeHee 4 4 0e3 MpUMEHEHUs TEIIOBOM O00pabOTKH M MONaJaHUs MPSMBIX
COJIHEUHBIX JTy4ei;

®  YMaKoBaTh TECT-OJAHKH B YHCTBHIA KOHBEPT TaKMM OOpa3oM, 4TOOBI MSATHA KPOBU HE
CONPUKACAIIHCH.

Oco6enHocTu Npu UH(PY3MOHHON Tepanuu

HexoTtopsie manueHTsl MOTYT TOJIy4aTh HH(QY3UOHHYIO TEpAIuIo, IepeInBaHuE KOMITOHEHTOB
KpOBH, YTO MOXXET OKa3aThb BIUSHUE HA pPe3ysbTarThl TecToB. Hampumep, mpu nepenuBaHud
I1a3Mbl  KPOBH MOTYT OBITh TIONYY€HBI JIOKHOOTPHUIATENBHBIE PE3yNbTAaThl, TaK Kak
onpenensieMble (GepMEHTHI HAXOASTCS B TIa3Me U B KJIETKaX KpoBU. PekoMeH1yeTcs OCcyIecTBUTh
3a60p kpoBu s GepmerTtHoi u JIHK-nuarnoctuku ne 9 panee yem uepes 6-7 nHeu mocie
nepeuBaHus M1a3Mbl KpoBU U uepe3 7-10 qHel nocie nepenrBaHusl KOMIIOHEHTOB KPOBU

He nomyckaercs 3a60p KpoBH

e  cpa3zy 1ocie MpoBeIeHUs NallMeHTy HHPY3MOHHOM Tepanuy;

e  Cpa3dy Mocje 3aMEHHOI0 MepeIBaHUs KPOBH.

XpaHeHHne U TPAHCIIOPTHPOBKA OMoMaTepuaJia

OO0pa3ipl BEICYIICHHBIX MATEH KPOBH MOXHO XPaHUTh B OOBIYHOM Kamepe XOJIOIUIbHHUKA TPU
+4 C no ornpaBku. Cpok XpaHEHU 10 MOMEHTa OTIPABKU HE JOJKEH MPEBBINIATh 7 nHEH. Ecnu
XpaHUTh JI0JIblIIE U TpU OoJiee BBICOKOI TeMIlepaTtype, TO aKTUBHOCTh (hepMEHTa JaKe B HOpMeE

MOKCT CHHUIXATBCA, YTO MMPUBCIACT K JIOKHOIIOJIOKUTCIILHBIM PE3YJIbTATaM.
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Ipunoxenue b. Anropurmsl aeiicTBUIl Bpadya

Mpu3Hakn B y nauneHTa nam 6O y
POACTBEHHUKOB

NabopaTopHana gMarHocTmka

Oundd.amarHoctuka c

apyrumm
3aboneBaHuAMMU

[OunarHos
noATBEPKAEH?

UmetoTtca
NoKasaHuA K
P3T?

MOHUTOPUHT
COCTOAHMA NauMeHTa

®3T

Tepanusa
abdeKkTnBHA?
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Ipunoxenue B. Uudopmanusa 11 naumeHra

bonesnp ®abpu (bP) wim OGonesnp AHaepcona-dabpu — peaKoe HacaeACTBEHHOE
3a00s1eBaHNe, KOTOPOE OTHOCUTCS K JIM30COMHBIM 0O0JIE3HSM HAKOIUIEHUS.

Kiaunnyeckue nposiBjieHus.

IIpu OGone3nn @Pabpu CTpajalOT NPAKTUYECKH BCE CHUCTEMbI OpPraHoB. Y MHOTHX
HaOmronaroTess HelponaTuyeckass 00ib (Kryuue OOJIM B KHUCTSAX M CTONAX, YCUIMBAIOILUECS B
KapKylo Ioroay, npu (GU3HYECKOW Harpy3ke), KOXKHBIC MPOSIBICHUS (aHTMOKEPaTOMBI),
HapyIlIeHHE MOTOOTAEICHUs (TUMO-, aHTUPO3), TOpaKEHHE Nepruepuyeckoil u HEHTPAIbHON
HEPBHOH CHUCTEMBI (MHCYJBT), IOYEK, CEpJla, OpraHa 3peHMs (BUXPEBUAHAsS KepaTomaTHs),
eIy IOYHO-KUIIEYHOT'O TPaKTa.

IIpu xnaccuueckoil opme 3a0oseBaHue HauumHaeTcs B 4-12 jer M xapakrTepusyercs
NEPUOTNICCKUMHU OOJSIMH TMPEUMYIIECTBEHHO B KHCTSAX M CTONAX, HHOT/Ia 0OJIb JTIOKAIH3YyeTCs B
KUBOTE€ M NPUCTYIBI HANOMHUHAIOT ANICHIUIWT. bBOJM yCHIMBAIOTCS TpPU TOBBIICHUH
TeMIepaTypbl Teia, (U3MYECKMX Harpys3kax, B JKapKyl0 M XOJIOAHYIO moroay. boiau moryt
IpoTeKaTh 1o TUILY Kpru30B. C Bo3pacToM 00JIeBbI€ KPU3bl OOBIYHO YMEHBILIAKOTCS.

OnHUM H3 SPKUX CUMIITOMOB SIBJISIFOTCS QHTHOKEPATOMBI, KOTOPHIE €CTh MPAKTHYECKH Y
BceX nmaruenToB. [1o pasmepy 3To HebobIHe, ¢ OYITaBOYHYIO TOJIOBKY, 00pa30BaHUS — KPACHOTO
Wi 0arpoBOro IBETa, IUIOCKUE WM TPHUIIOAHATHIE HAJ[ TOBEPXHOCTHIO KOXKH. Yarie Bcero
HOSBIISIOTCS. @HTMOKEPAaTOMbl B HMXKHEHW YacTH JKMBOTA, PACHpPOCTPAHAACH HA JIPYIMe yYacTKH
tena. OHU HE TNPHUYMHSIOT 0CO00ro OecrnokoicTBa — TOJNBKO €CIM HE 3aTparuBaroT BCIO
MOBEPXHOCTH Tea.

[Mopaxxenue mouek npu bD HaGMIOMAETCS MPAKTHUECKH Y BCEX MY)KUYHMH M Y MHOTHX
XKeHIMH nocie 40 jer, YTo NPUBOJUT K MOYEYHOH HEeJT0CTaTOYHOCTH U TpeOyeT MpoBeleHHE
reMoiuann3a.

Y MHOTHX MAaIIeHTOB C BO3PAaCTOM Pa3BUBACTCS THIEPTPOQHs MHOKapHa, KaTapakTa u
HapyLIeHHE CiIyXa.

IIpuynnsbl 60e3Hu Padpu.

Bonesnp oOycnoBnena MmyrtanusiMa B reHe GLA, koTopelii komupyer ¢epMeHT -
ranmakto3uaasy (A-I'AJI ). DToT ¢pepMeHT yJacTBYET B PEaKIIUIX PACHIEIUICHUS OCOOBIX JKUPOB —
TIIMKOC(UHTOJMIAIOB. B pe3ynbraTe HEZOCTATOYHOCTH (EepMEHTa MPOMCXOIUT HAKOIUICHHE
[JIMKOC(HUHTOJIMITUOB B PA3IUUHBIX OpraHax M TKaHSX.

I'en GLA pacnonokeH Ha X-XpoMocoMe U 3a00jeBaHHEe MMeeT X-CUEIUIEHHBIH THII

HacsenoBanusl. Ho B OTIMYMY OT MHOTHX JIpYTHX X-CLEIUIEHHBIX PELeCCUBHBIX 3a00seBanui, 60-
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70% KEHIMH — TEeTEPO3UTOTHBIX HOCHUTEIBHUL UMEIOT KIMHUYECKHE NPOSBICHMS, NPUYEM
WHOT/Ia TAKKE e TSHKETIbIe, KaK U 'y OOJIbHBIX MYKUHH.

Honroe Bpemsi cuuTanoch, uto b® oueHs peakoe 3aboyieBaHME, HO CKPUHUHTOBOE
uccienoBanre B MTamuu Mokas3ano YIUBHUTEIBLHO BBICOKYHO 4acToTy 3Toi Oomyesnm: 1:3100
HOBOPOXJICHHBIX MaJIbYMKOB UMEIH HHU3KYIO akTUBHOCTH A-I'AJI A m mytamuu B rene GLA.
[TosTOMY BO3MOKHO, UTO MHOTHE CITy4aH 3a00JI€BaHUs TaK U OCTAIOTCS HE TUAarHOCTUPOBAHHBIMH.

UtoOsI BeIsiBUTH B®, BO MHOTHX cTpaHax, B TOM uuciie B Poccuu, o0caeayoT NaiueHToB
13 OTAEJICHUIN reMOoAuaIn3a, HEBPOJOTUUECKUX U KAPAUOJIIOTMYECKUX CTAllMOHAPOB.

Kak ycraHaBIMBaKOT AUATHO3.

Bpaun Ha OCHOBaHMM KJIMHMYECKMX CHMIITOMOB MOTYT 3alof03puUTh O0JIe3Hb. 3aTeM
POBOJIATCS Ta00pATOPHBIE TECTH M MHCTPYMEHTAILHOE UCCIIEIOBAaHHE.

TouHblll TUarHO3 MOXKHO YCTaHOBUTH, U3MEPUB aKTHUBHOCTh (DEPMEHTA, WU OMpEACIUB
KOHIEHTpaluIo Ju3ochuHronunuaa -mu3o-1 63 B kpoBu. s 3Toro gocratoyHo codbparb KpoBb
Ha KapTOuKy-(QWIbTp W3 Tajblla WIM W3 BEHBL. Takue KapTOUYKH €CTh B JIFOOOW MEIUKO-
T€HETUYECKON KOHCYJIBTAIIMH U B TIOJTUKINHUKE.

TouHbI 1UarHo3 BaXXeH U1l MEJUKO-T€HETUYECKOTO KOHCYJIbTUPOBAHUS, IPEHATATIbHOM
JTUArHOCTHKY 3a00JI€BaHMs, YCTAHOBIECHUS HOCUTENILCTBA.

Jleuenmne.

Hna B® paspaboran 3)PeKTUBHBIA METOA JiedeHHs] — (PEepMEHTHO-3aMECTUTENIbHAS
teparnust (O3T), mosToMy paHHSS TUATHOCTHKA 3a00JIeBaHUS UMEET OOJbIIOE MPaKTUYECKOe
3HaueHue. K coxxanenuro, 4acTh Ciy4aeB TUArHOCTUPYETCS Ha MO3THUX CTAAUSIX OOJNIE3HH, YTO HE
JTA€T BO3MOXKHOCTH MOMYYUTh 3HAYUTENbHBINA 3P ekt O3T. Onnako, Ha 1000 cTaguu 001e3HU
Havyayio O3T mo3BosisgeT 3aMeITUTh MIPOTPECCUPOBAHUE M CMITUUTh KIIMHUYECKHE CHUMIITOMBI.

Poub cemby M manueHTa.

Ha npumepe B® M0xkHO MOKa3aTh BaKHOCTh COCTABICHUS POAOCIOBHOM M 00CIIEIOBaHUS
poncTBeHHUKOB. CunTaercs, 4yTo, yCTAaHOBUB JUArHo3 y OJIHOTO MalMeHTa, Ipu 00cIea0BaHun
POJCTBEHHUKOB MOKHO HAWTH €111e 5 O0JIbHBIX HA Pa3HBIX CTAAUSIX O0JE3HU — OT MPAKTHUUECKH
0eCCUMNITOMHOM /10 TSXKENOM.

[MTaruenTs ¢ BO MoryT moMo4b CBOMM POAHBIM, TPOCTO COOOIIUB UM O HEOOXOIUMOCTH
NPOUTH nuarHocTuky. Ecnu nuarHo3 OyJeT yCTaHOBJEH paHO — J0 Hadaja HeoOpaTUMBIX
M3MEHEHUH BHYTPEHHUX OpPraHoB, JiedeHue OyAeT ropa3no sddextuHee. Jlewamui Bpay uin
Bpau-TeHETHK HE HMEEeT MpaBa pasriialiaTh MEAWIMHCKYI0 HH(OpMAIMI0, TOITOMY Cyabbda

POAHBIX — HCJIMKOM B PYKaX CaMHUX MMAIUCHTOB.
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Ponnbie OpaThsi U cecTpbl, BCE POACTBEHHUKH 10 MaTEPUHCKON JIMHUU — IO, TETH U
JBOIOPOJHBIC OpaThsi M CECTPHl JOJKHBI OBITH MPOMH(DOPMHUPOBAHBI O HEOOXOIUMOCTH
TECTUPOBaHUS. B ceMbsix OOJE3Hb MOXET TMPOSIBISITHCS TO-pasHOMY. Y MYXKYHH YacCThIM
ocioxHeHueM nociie 40 et ABiseTcs moyeyHas HeAOCTaTo4HocTh. Ho B paHHeM Bo3pacte
OCHOBHas kanoba — 3TO aKpoIapacTe3uu, aHTHOKepaToMbl. JKeHIIMH MOryT 0eCIIOKOUTH 00N,
a MoYeYHasi HEJJOCTaTOYHOCTh BCTPEUYAETCS PEKE U MOXKET Pa3BUBATHCSA B IMO3JHEM BO3PACTE.
[IpoBenieHrE MOJIEKYJISIPHO-TEHETUYECKOTO AHAJIN3d, HAIPABJICHHOTO HA BBISIBIICHUE CEMEWHOU
myTtanuu reHa GLA noka3aHo cieayonM poICTBEHHUKAM MallueHTa:

Joist mpodanaa MYKCKOIO 1M0J1a:
MaTh

Jo4epu

OpaThs U cecTphl

CBOJIHBIE OpaThsi U CECTPHI IO MaTepU
JIe]l ITI0 MAaTEpUHCKON JIMHUH
6aly1IKa Mo MaTepUHCKON JTMHUA
JIETH JoYepen

OpaThs U cecTpbl MaTepu

© ©® N o g b~ w D

nouepu OpaTbeB

[EEN
o

. IETH CecTep

[EEN
[EEN

. A049epH TNICMAHHUKOB

[EEN
N

. ACTH IIJICMAHHUIL

[EEN
w

. IBOIOPO/IHBIE OpaThsi U CECTPhI 10 MATEPUHCKOM JIMHUN

[EEN
SN

. J0YepU BHYKOB (IIPaBHYUYKH) MO JIUHUM Jouepeit

[EEN
o1

. IETH BHYY€eK (IpaBHYKH U MPAaBHYUYKH) 110 TUHUU JA0Uepen

Jiis1 mpo6anaa AKeHCKOro moJja:

Matb

oTell

JIETH

6aly1IKa Mo MaTepUHCKOM JTMHUU

JIeyIIKa 10 MaTEPUHCKON JTMHUHU

06abymIka 1Mo OTIOBCKOM JIMHUH

JIeAyLIKa 10 OTIIOBCKOM JIMHUU

6paTL$I " CCCTPhI

© © N o g k~ w DN PE

CBOJHBIC 6paTB$I " CCCTPHBI IO MaTCpHHCKOﬁ JIMHUHN
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10.
11.
12.
13.
14.
15.
16.
17.
18.
19.
20.
21.

CBOJIHBIE CECTPBI 110 OTLIOBCKOM JIMHUU
BHYKH U BHYYKH

OpaThs U cecTpbl MaTepu

OpaTbsi U CECTphI OTLA

Jlodepu OpaTbeB

JIETH CecTep

JI0YepU BHYKOB (IIPaBHYYKH)

JETH BHYYeK (MPaBHYKHU U MPABHYYKH )

JBOIOPOJHBIE OpaThsi U CECTPHI MO JIUHUU MaTepH

JIBOIOPOJIHBIE OpaThsi U CECTPHI 11O JTMHUU OTLA

A04YCpHU IJIICMAHHUKOB

JCTH IIICMAHHHNIL

72



Hpuaoxkenue I'1-I'N. llIkanabl oneHKH, BONPOCHUKHU U IPyrue
OLICHOYHbIC HHCTPYMEHTbI COCTOSIHUA MALMEHTA, IPUBEICHHbIC B

KIIMHUYICCKHUX PEKOMECHAAUAX

He npumenumo.
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