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1. Kparkas undgopmanus 1o 3a00/1¢BAaHHI0 WIH COCTOSTHHIO

1.1 Omnpenesaenue 3a00jJeBaHUS] MJIN  COCTOSHHS (rpynnnl 3a00J1eBaHUH  WJIH

COCTOSIHMA)

bonesnr ®adpu (bD), mim 60ne3up AHnepcona-dadpu — HaACIEICTBEHHOE 3a00JIeBaHUE,

OTHOCAIIEECs K TPYIIe JIM30COMHBIX Oone3ner Hakomenus (JIBH), oOycnoBieHHoe CHIKEHHEM
WIM TIOJIHBIM OTCYTCTBHEM AaKTHUBHOCTH (epMeHTa o-ranakro3unasbl. Jlepuuur depmenta
OpHUBOAUT K HAKOIUICHUIO FJII/IKO(i)OC(I)OJII/IHI/I,Z[OB B JIM30COMAX KIJICTOK PAa3JIMYHbIX OPraHOB,
BKJIfOYasi cepjle, IMOYKH, HEPBHYIO CHCTEMY M SHIOTENHHM cocyaoB. 3aboseBaHHEe HOCUT
MPOTPECCUPYIOMINI MYJIBTUCUCTEMHBIM XapaKTep, XapaKTepU3yeTCsl CHIKEHHEM KauecTBa W
MPOJOJKUTEILHOCTH KHU3HU. be3 COOTBETCTBYIOIIEro JI€UEHHUS CMEpPTENbHBbIH HCXOM, Kak
MpaBWJIO, HacTymaeT Ha 4-5-M  [ecATHIETHH JKU3HHM OT  CEPACYHO-COCYIHUCTHIX,
11epeOpOBACKYIIIPHBIX OCIOKHCHHUI WIIM TTOYEUHOM HegocTtarounoctu [1,4,73].

1.2 TH0JI0TrHS ¥ IATOreHe3 32001eBAHNS MJIH COCTOSIHNS (TPYNIIbI 3200J1€BAHUH WU

COCTOSIHM)

ITpuunno#t Bo3HUKHOBEHUs1 bD sBist0TCA matoreHHble BapuanThl B reHe GLA, koTopslit

koaupyer gepmeHT o-ramakro3umasy (GLA; EC 3.2.1.22). I'en GLA kaptupoBaH Ha JJIMHHOM
ieue XxpomocoMmsl Xq22.1, nMeeT pasmep okosno 12 TeiCcsSY map HyKIEOTHUAOB M COCTOUT U3 7
9K30HOB.

K nacrosimemy Bpemenn uaentuduuuponano 1110 BapuantoB B rene GLA, B Tom uncie
6onee 1000 maToreHHBIX BapUAHTOB, U3MEHSIOMINX CBOWCTBA U CTAOMIIBHOCTD (L-TaJIaKTO3U 1a3bl
[1,4]. BonpmIMHCTBO MyTalUil SBJIIOTCS YHUKAJIBHBIMU U1 Kaxa0u ceMbl. b® Hacnexyercs no
X-CIEIMJICHHOMY THITY.

[lepBuunbiM OuoxumudeckuM nedekrom npu bD sBisieTcss HeQOCTaTOYHOCTh (hepMeHTa
0-TaJIaKTO3M/1a3bl, KOTOPHIN OTIIEIIISIET TEPMUHATBHBIN OCTATOK O-TAIAKTO3bI OJUTOCAXaPHUIHON
Henu HEeHUTpaldbHBIX HMKochuHronunuaoB. HegoctarouHocTs (QepMeHTa HPUBOIUT K
HaKOIUICHUIO B JIM30COMAaX PA3IMYHBIX KIETOK (IHIOTENUAIbHBIE U TJIAJKOMBIIICUYHbIE KIETKU
COCY/IOB, SMUTENHAJIbHbIE KJIETKH OOJBIIMHCTBA OPraHoB, IEHTPaIbHOW HEPBHOM CHCTEMBI,
cep/ra) TIMKOC(HUHTOTUITUIOB.

1.3 Dnuaemuosiorusi 3a00JeBAHUS WM _COCTOSHUS (Ipynnbl 3200J€BAHUH MU

COCTOSIHMA)

b® otHocuTCs K peakuMm 3aboneBaHusM. Yactora Oo0JIe3HM B pa3iWyHBIX CTpaHax

BapbupyeT B mMpokux npenenax (ot 1 va 117 000 o 1 na 476 000 »uBBIX HOBOPOXKIEHHBIX) [1].

YacToTa HOBBIX CJIy4dacB Bq), OLICHCHHAs Ha BBI60pKaX HOBOPOXACHHBIX MAaJIbBYMKOB, COCTaBHJIa



B Utamuu 1:3100 [2], a Ha TaitBane 1:2400 [3]. BeposiTHO, O0s1€e pacpOCTpaHEHHBIM SIBJISETCS
Jerkoe, atunuyHoe Teuenue b® ¢ nprusHakaMu MopakeHusi OJJHOTO OpraHa.

[Ipu mpoBeneHNM CKPUHUHTA TPYII BBICOKOTO PUCKA Y MY)KUMH M JKCHIIUH C PaHHUM
uHcynbToM Joiisi b® cocraBuna 4,2% wu 2,15%, COOTBETCTBEHHO, C THUIEPTPOPUEH IIEBOTO
xKenmyaouka HesicHoro npoucxoxiaenus — 0,9-3,9% u 1,1-11,8%, ¢ TepMUHAIIBHONW TTOYEUHOM
negocratouHocThio — 0,33% u 0,10% [1,18,36,72,74,75,82].

1.4 Oco0eHHOCTH KOJAMPOBAHUSH 3200J1eBAHUA WM COCTOSHUSA (IPYNILI 3200J1eBaAHUM

HJIN  COCTOSIHMIT) mo MeKIVHAPOIHOH CTATHCTHYECKON KJaaccuduranuu 00Je3Hed u

NpoodJIeM, CBA3aHHbIX CO 3I0POBLEM

E75.2 — [Ipyrue chunronunuaossl (6ose3np ®adpn)

1.5 Kaaccudukanusi 3a00/jeBaHUS MU _COCTOSIHUA (TPyNnbl_3a00J€BAHUH _WJIH

COCTOSIHMA)

b® ortnocutcs k JIBH, moarpynmne chunromumino3oB. C KIMHUYECKOW TOYKUA 3PECHHS

BbIIEISIOT ABe popmbl BD — kmaccuueckyro (1e0r0T B JH000M BO3pacte, MyJIbTHCHCTEMHOE
MOpaXEHHUE) M HEKJIACCUUECKYIO (IT03JHEE HA4ajI0, U30JIMPOBAHHOE MTOPAKEHUE OJHOM CUCTEMBI
OpraHoOB: FOJIOBHOTO MO3TI'a, cepALa Uiy noyex) [1,4].

1.6 Knunnyeckasi KApTHHA 3200/1€BAHNA WJIH COCTOSIHMS (TPYyINbI 3200J1eBAHNH WJIN

COCTOSIHUH

Knunnueckue npossnerust mpu b® MoryT ObITh Upe3BbIYaitHO pa3HOOOPA3HBIMH KaK Y JIUI]
MY’KCKOT'O, TaK ¥ >KEHCKOIO II0JIa JJa)K€ Y WIECHOB OJHOM CeMbU. BBIpaK€HHOCTh KIIMHUYECKUX
nposieneHuii b® B pazHom Bo3pacte npuseneHa B [lpunoxenun A3.1 [1,4].

BHemHne ocobeHHOCTH My)XUuHBI ¢ T€MU3UTOTHBIMU BapuaHTamu B reHe GLA wacrto
HMEIOT XapaKTepHBbIA BHEUIHUWA BHUJ, HANOMHUHAIOMMUNA OOJBHBIX C AaKpoMerajimen —
BBICTYNAIOLIME HAAOpOBHBIE Jyrd U JIOOHbIE OYyrphl, BBICTYNAIOIIAs HWKHAS 4YEJIOCTb,
yBEJIMYEHHBIC TYObI, 3aMaBIlas NepeHOCHUIIa.

KoxxHble mnposiBJeHMA AHIMOKEPaTOMBbl MPEACTABICHbl YETKO OrPaHUYCHHBIMU
nanyjaaMu KpacHOT0, TEMHO-KPacHOT 0, 00pI0BOT0, JIMJIOBOT'O MJIM CHHE-UYEPHOTO IIBETa pa3MepoM
0,2-1,0 cM, 00pa3yromuUMHUCs U3 CKOTUICHUH OTIEIBHBIX KPOBEHOCHBIX COCY/IOB B BEPXHUX CIIOSX
JEpPMBl, W YTOJNILEHUEM DSIUIEPMUCA B BHUJE IOBEPXHOCTHOrO runepkeparoza. Ouaru Ha
HavyaJbHOM CcTaguM MIIOCKue, OoJjiee CBETJIOTO I[BETa U JIerde MmojagaroTcs cxkaruto. C TeyeHnem
BPEMEHM OHM TEMHEIOT, CTAHOBSATCS TBEP)KE U CJETKa IPUIIOAHSTH HaJ MOBEPXHOCTHIO KOXKH.
OOBIYHO OHU PacMOI0KEHbI CHMMETPHYHO B TaX0BOM 001acTH, Ha SIr0AMLIax, Oe/ipax U B 00JaCTH
IIyTKa, HA JaJ0HAX. ENMHNYHBIE aHTHOKEPATOMBI MOTYT BHEILIHE HAIIOMUHATh capkoMy Karmomn,

MHUOTEHHYIO TPaHyJieMy, TUTMEHTUPOBAHHBINA 023 IbHOKJIETOYHBIA U TIJIOCKOKJIETOYHBIN paK U B



HEKOTOPBIX CIIy4asiX MEIaHOMY. AHTHOKEPAaTOMbI MPOSBISIOTCS B JETCTBE M MOCTENEHHO C
roJlaMH yBEJIMYHUBAIOTCS B KOJIMYECTBE U B pazMepax. MoryT BOSHUKHYTh TaKXKE aHTMOJKTAa3UH B
CIIM3UCTOM TIOJIOCTH PTa U KOHBIOHKTUBE. V3BecTHBI ciiydyan b 6e3 anrnokeparom.

Iepudepuyeckas HepBHasi cuctema [lopaxxenne nepudepuyeckoil HEpBHON CUCTEMBI
npu b® OTHOCHUTCS K TOHKO-BOJOKOHHOW TosiMHeWponatuu. Y mamueHToB ¢ b® B 60-80%
clly4aeB HaOMIOJaeTCsl XpOHUYECKasl BRIPAKCHHAs, H3HYPSIOIIAsl Heliporatnyeckas 007b B BUJE
TpeX THUIOB XPOHUYECKUX OOJIEBBIX CHHIPOMOB: OOJ€3HEHHas Krydas MOJUHeHponarus,
akponapecte3uu u 6onessie Kpussl Dadpu.

Jlnst 607IE3HEHHOMN KTyded MOJTMHEHPONaTuh TUITUYHBI TaKUE JKaJlOObl, KaK JUTHUTEIIbHAS
Krydass CHUMMETpHYHAasi OO B JUCTAIBHBIX OT/AETaX KOHEYHOCTEH (KUCTH, CTOMBI) C
uppaguanyeil B IpOKCHMalbHbIE OTAENbI, CTpelsomas mpoH3aromas 00k, 00ib, M0100HAs
ANEKTPUUYECKOMY pa3psiy, a TAKXKe aJIOJUHUS — OO0JIb B OTBET Ha HEOOJIEBOI CTUMYJI, OHA MOXKET
ObITh KaK TaKTWIBHOM, TO €CTh O0Jb Ha TNPUKOCHOBEHHE KHUCTOYKOW, BATKOM, TaK H
TEMIIEpaTypHOH — TIpU TEPMHUYECKOM BO3JACHCTBHM, IPU MOBBILIEHUU TEMIEPATYpPhI
OKpY’KaroIIel Cpebl, U TUIIEpIIaTHs — Ype3MepHasi 0oyieBasi peakius Ha O0JIEeBOI CTUMYIT.

Jns  akpomapecTe3Md THUIIMYHBI CIHOHTAHHBIE HENPUATHBIE OIIYUIEHUS 10 THUILY
MOKAJILIBAHUS UTOJIKAMH, TIOJI3aHUSI MypalleK B KACTAX U cTonax. HekoTopble marMeHThl TakKe
OTMEYAroT JISJICHAIIYI0 00JIb B 00JIaCTH JIaJJOHEH Ha MOPO3e.

Bonesbie kpus3pl @®abpu YacTO BO3HUKAIOT NpPU TEPEMEHE IOTOMbl, JIMXOPAJKe,
(u3nuecKoil Harpy3Ke, CTpecce H Mociie MpreMa alKoroyia. TU 3MHU30/1bI MOTYT BOSHUKHYTH Y
a1, 00oero moyia U HadaThCs yxe ¢ aByx Jjer. [Ipu kpuze ®abpu 6omp npuobperaer Oonee
MYYHTENIbHBIA XapakTep, MOXKET HPPaJAUUpPOBATh M3 JUCTAIBHBIX OTAEJIOB KOHEYHOCTEH B
MPOKCUMAJIbHBIE, UIUTCS OT HECKOJbKUX CEKYH][ J0 HECKOJIbKUX Heleldb M HE CHUMAaeTCs
HAapKOTUYECKUMU aHaIbreTukaMu. Yacto 060Jib COMPOBOXKAAETCS MOBBIILICHUEM TEMIIEPATYPbI 10
¢bedpunpabIx udp [35].

TouHbIil MeXaHU3M HelponaTudeckoi 6o pu bd octaeTcs 10 KOHIIA HE N3YUYEHHBIM.
[Ipennonaraercs, 4To OOMb SIBISIETCS PE3yIbTATOM CTPYKTYPHBIX TOBPEXKACHUNM TOHKUX HEPBHBIX
BOJIOKOH B pe3yJIbTaTe€ HAKOIUIEHUS TJI00OTpHUAaO3UIIEpaMua B aKCOHaX HEpPBOB, T'aHIJIMIX
3aJHUX KOpEIIKOB M B Vasa Nervorum (yar. cocynsl HEpBOB). OJTo 00JIeBOW BapuaHT
MOJINHENWPOIIaTUN TOHKUX BOJIOKOH, Nepudepuyeckas Heliponaruyeckas 00ib. Tak:ke H3BECTHO O
Kanpiupukanuu tanamyca npu b® (ueHTpanbHas Helipomatuyeckas O0Jib MPU MOBPEXKICHUU
Tajamyca).

Hapymenune morooraeneHuss Y nauueHToB ¢ b® yacTo BCTpedaercsi CHUKEHUE WIIU

IIOJIHOC OTCYTCTBUC IOTOOTACIICHN . Ot U3MCHCHUA CBs3aHbI C HaKOIIJICHUEM



rI10060TpHUao3uilepaMuia B MOTOBBIX JKele3aX U B CTEHKaX KPOBOCHA0XKAIOIIUX UX COCYNIOB, a
TAaKXE C IOPAXEHMEM BETE€TaTUBHBIX HEPBHBIX BOJOKOH (BEreTaTUBHBI  BapHaHT
MOJINHEWPOIIaTUN TOHKUX BOJIOKOH). B penkux ciydasx HaOIr0AaeTcsi TUIIePrHIPO3.

LenTpanbHasi HepBHasi cucTeMa b® MOXXHO OTHECTH K OOJIE3HH MaJIbIX COCYI0B (MaJIbIX
apTepuid U aprepuoit). Y manueHToB ¢ b® BBICOK pUCK pa3BUTHS TPAH3UTOPHBIX MIIEMUUYECKHUX
aTaK ¥ UIIEMHYECKUX/TEMOPPAarueCKUX HHCYIIBTOB YK€ B MOJIOZOM Bo3pacte. HacToTa MHCYIbTa
coctaBisieT 6,9% y myxuuH U 4,3% y xeHIuH. Y O0JIBIIMHCTBA OOJBHBIX HHCYJIBT Pa3BUBACTCS
B Bo3pacte oT 20 10 50 yer, B TOM YHCIe Y KaXA0T0 MATOro U3 3TUX OOJBHBIX — B BO3pacTe 10
30 nret. 'emopparudeckuii MHCYJIbT Y MY»XYHH BCTPEYACTCA Yallle, YeM Y )KCHIIUH. Y 2/3 601bHBIX
UHCYJBT SBISETCS CIEACTBUEM aTUIIMYHOTO TEUEHHUs OOJIE3HU C M30JUPOBAHHBIM MOpPAKEHUEM
cocyzoB roioBHoro mo3ra. B 50% b® nebrotupyer ¢ Mmo3roBoro mHcynbTa. Benencrsue sToro
B® cnenyer mogo3peBarsb y BceX OOJIbHBIX ¢ pAaHHUM Pa3BUTHEM MHCYJIbTA AaXKe IPU OTCYTCTBUU
OUEBUJHBIX NpPUYMH U (akTopoB pucka. Kpome TOro, BCieACTBHE XPOHUYECKOW HIIEMHH
TOJIOBHOTO MO3ra MOXET pa3BUBAaTbCs COCYIUCTas JAEMEHLHUsA, I KOTOPOM XapaKTepHO
CHW)KEHUE TIaMsTHU U TTOBeJieHYecKue Hapymenus [ 1,4,7,35].

Iopaxenue nmovek I[lepBriM mpu3HakoMm Heponatuu npu bD sBuseTcs npoTeunypus,
BBISBJISIFOIIASICS Yallle B IIOJPOCTKOBOM U B3POCIIOM BO3pPACTE, peKe — B IEPBOM JIECATUIIETUN
xu3HU. C BO3pacToM MPOTEHHYPHUS TOCTETIEHHO HApacTaeT U MOXKET JOCTUTaTh He(PPOTUUECKOTO
YPOBHSI, XOTSl DPa3BEpHYTHIH HEPPOTHUECKUI CHHAPOM OOBIYHO HE pa3BuBaercsi. Hepenko
OTMEUaIOTCsl KaHallblieBble HapyuieHus. [IpoTenHypus HE CONpPOBOXKAAECTCA H3MEHEHUSIMHU
MoueBoro ocajka. [lo3gHee HauyMHAETCS TOCTENEHHOE CHIDKEHHE (YHKIIMHM MOYEK, KOTOpOe
MPUBOJUT K PAa3BUTHIO TEPMHUHAIBHOW CTaauK XpoHUYecKour Oose3Hu movek (XbBII 5 cragum).
[ocnenusiss MOXeT OBITH OJHOW W3 MPUYMH CMEPTH NanueHToB ¢ b®d, xoTs 3amectutTenbHas
MoYeyHasi Tepanusi Wiv TPaHCIUTAHTAlKs TTOYEK MO3BOJISIOT MPOUIUTh KU3Hb TAKUM OOJIbHBIM. Y
MALMEHTOB C HEKJIaccuueckod bd BO3MOXKHO TMOpaXEHUE II0YEK, MPOSBIIAIOMIEECS
raparneyibBUKaIbHBIMU KucTamu [ 1,4].

Ilopaxenune cepauna IlopaxkeHue cepala OTHOCAT K YHUCIY PpacHpOCTPAHEHHBIX H
MIPOTHOCTUYECKH HEOIaronpusaTHeIX nposiieHuid b®. VmenHo 3aboneBaHust cepiua CTOAT Ha
MIEPBOM MECTE€ CpelH MPUYMH cMepTu y mauueHToB ¢ b® (34% cpenu myxuun u 57% cpeau
KEHILMH). XapaKTepHbIM MIPU3HAKOM nopaxkeHus cepaua npu bd sensercs runeprpodus 1eBoro
KEIyI04Ka, KOTOpas MOKET OBITh BhIsABIIEHA ¢ moMolnbio JKI', sxokapanorpaduu 1 MarHuTHO-
pe30HaHCHOM TOMOTpaduu.

VYTonmeHne ~ CTEHOK  cepAla  Heab3sd  OOBSICHUTh  TOJNBKO  OTJIOXKEHHEM

FJ'II/IKOC(l)I/IHFOJ'II/IHI/II[OB B MHUOIIUTAaxX 1 HpOBO}I?[HIeﬁ TKaHH, TaK KaK UX O0JId COCTAaBJIACT MCHEC 3%



oT oOmieit Maccel Muokapaa. COOTBETCTBEHHO, 0oJiee Ba)KHOE 3HAUYEHHE UMEIOT TUNEepTpodus
MuouutoB u (pudpo3. I'mmeptpoduss u GuOpo3 MHOKAapAa YaCTO COMPOBONKIAIOTCS
JMACTOIMYECKOM TuchyHKIMEHN JIeBOro kenynouka. Jlyisg oueHkn QyHKIMU cep/ia NPUMEHSIOT
TKaHEeBYI0 Jomnmuiepaxokapauorpaduro  (mommuep-OxoKI'). Hapymenuss auacToiamueckon
(YHKIIMM MOTYT TIPUBECTH K PA3BUTHUIO CEPACUYHOM HEAOCTATOYHOCTH. [Ipu3Haku 3acTOWHOU
CEpAEYHON HENOCTAaTOYHOCTH BBIABIAIOTCA ¥ 11% My)kuuH u 6% xeHumuH ¢ b®. [lo naHHBIM
poccuiickoro wuccienoBanus Ha BbiOopke 200 mamnueHToB ¢ OonesHbio dalbpu mpusHaku
3aCTOWHONM ceplleuHO HeaocTaroyHocTd Habmomanuck y 1,5% nHa ¢one ¢(ubpummsuun
npeacepaui. YacTto pa3BUBAIOTCS NPEICEPAHBIE U KEITYJOYKOBBIE APUTMUHU W HAPYLICHUS
npoBoauMocTH. MH}papkT MuoKapaa OblI IUarHOCTUPOBAH TOJNBKO y 2% ManueHToB. Tem He
MeHee, cTeHoKapaus Habmomanacek y 13-20% marmuentoB ¢ b® u wame npu HAIAYUU
runepTpoduu eBoro xemyaouka. MizMeHenus kiamnanoB cepaia npu b® BerpeyaroTcs 4acto, HO
OOBIYHO HE HUMEIOT KIMHUYECKOro 3HadeHus. MokeT ObITb MOHOCHMIITOMHOE TEUeHUE
3a00NeBaHus C MOpakeHHUEM TOJIBKO cepala (Heknaccuueckas bd) [1,4,13].

Iopaxenue iuMpaTnyeckoi cucremsl Pa3BuTre muM@eneMpl CBSI3aHO ¢ HAKOIUIEHUEM
TJIMKOJIMIUIOB B CTEHKaX JTUM(aTuyecKux cocy1oB. Y 6onbpHbIX bO numdenema npossusercs B
MIOJIPOCTKOBOM WJIM B3pPOCJIOM BO3pAacTe€ U NpPU OTCYTCTBUM HEOOXOAMMOIO JIEYEHUS MOXKET
MIPUBOJIUTH K BBIPQKEHHBIM TPOPUUECKUM H3MEHEHUSM C U3BA3BICHUSIMH KOKHOTO MOKpOBa
HUKHUX KOHEYHOCTEN U OCIIOKHATHCS POKUCTHIM BOCTIAJIEHUEM U CETICUCOM.

O¢ranbmosornyeckue HapymeHusi TunuuasiM cumntomoMm b® sBisieTcss mOMyTHEHUE
poroBuilsl B Bue 3aBUTKOB (70-90% GonbHbIX) [1,14,15]. [IpumepHo B 5% citydaeB BCTpedaroTCst
3a[Hss CyOKarcyispHas KaTapakTa U MOpaKeHHe COCYI0B CETYATKH.

H3MeHeHNs1 CO CTOPOHBI OPraHOB CJIyXa M BeCTHOYJIAPHOIO annapara Y HaliyeHTOB C
B® moxkeT oTMeuaTbCsl CHUKEHHE CyXa, IIIyM B yIIaX, TOJIOBOKPYKEHHE.

OcobenHocTH KIMHHYecKO0il kapTuHbl B® y nereii [lepBbie KIMHUYECKHUE TPOSBIICHUS
B® wyanie Bcero BO3HUKAIOT B MOAPOCTKOBOM M FOHOLIECKOM BO3pAacTe, XOTS MHOT/A MPU3HAKU
3a0oneBaHus MOTYT AeOroTupoBath U B 2-4 rona [1,4,5,83]. CHavyana cuMnTOMBI 3a00JIeBaHUS
MMEIOT HecHelU(pUUECKU XapaKTep, YTO 3HAUYUTEIbHO 3aTPYIHSET U 3aMeIJIIeT MOCTaHOBKY
JMarHo3a. DTO MOXET ObITh 00I5ib, AUCKOM(MOPT B KHUBOTE, HEODOPMIICHHBIH CTYI, CYXOCTh
KOXHBIX ITOKPOBOB, IIOXas IMEPEHOCUMOCTh JKapbl, WHOTJa MPHUBOJALIAs K Pa3BUTHUIO
JUIMOTUMUYECKUX, OOMOPOUYHBIX COCTOSIHMM, 3MM30AMYEeCKHe 00 B cTomax Wi KucTax. Eciu
0onu B pyKax NeOIOTHPYIOT B BO3pacTe MeHee 3 JieT, TO Bepu(dUIMpoBaTh UX OBIBAECT KpaiiHe
CJIO’)KHO, T.K. BHEIIHE 3MH307 OOJM BBIMIAAUT KAaK HCTEPUKA, ICUXOMOTOPHOE BO30YXKICHUE.

KocBeHHbIM Ipu3HAKOM SBIISETCS TO, UTO peOCHOK YCIIOKauBa€eTCs B MPOXJIaHOM Boje (baccelin),
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UCHBITBIBAET 00JIErYeHne, KOrAa JOXKHUTCA Ha XOJOIHYIO NMOBEPXHOCTh (Hampumep, KadeabHbIi
o). B ganbHeleM xao0bl Ha 00JIM B KOHCYHOCTSIX CTAHOBSATCS 00JICC YaCTBIMH U ITOCTCIICHHO
npuobpetaroT TunuuHbie 111 b nposBnenus.

lacTposHTeponornyeckue MpOSBICHUS OOJE3HHM MOTYT OBITh OJHHUM U3 IEPBBIX
CUMIITOMOB 3a00JIeBaHMsI B JETCKOM M IOHOLIECKOM BO3pacTeé M BO3HUKATh Ha MEPBOM
JECATUICTHH JKU3HU, OJHAKO, B CHJIy CBOEH Mayloil Crienu(UYHOCTU SIBISIOTCS KOCBEHHBIMHU
Mapkepamu b® B couetaHuu c ApyruMu OoJjiee TUNUYHBIMU cuMnTomamu. HamGonee wacrto
HAOJIOMAIOTCS CXBATKOOOpa3Hble OOMM B JKUBOTE, B3AyTHE >KMBOTA, HEYCTOWYMBBIN CTYyII,
TOILIHOTA, PBOTA, CHI)KEHUE alllIeTUTa U Je(PULIUT Beca.

Crenuguueckoe «MyTOBYaTOE» MOMYTHEHUE POTOBUIIBI (TaK Ha3bIBaeMast «BUXPEBUIHAS
KepaTomnaTtus uim cornea verticillata) — yacTelif cCMUMITOM B JETCKON M TOJIPOCTKOBOM MOIYJISIIUU
naiuenToB ¢ b®. Ero moxHo 00HapyxuTh B Bo3zpacTte 4-5 ner. Takas cneun(puyHoOCTb Jenaer
BO3MOXHBIM NPEANoa0kuTh Hanuuue b® Ha panneil craguu. Takue n3MeHEeHUs!, Kak IOMYTHEHHE
XpyCTallKa B BUJE PaJUaIbHOMN 3a/lHeH CyOKarcyJIsspHOM KaTapakThl — «KaTapakTel ®abpu» u
JIBYCTOPOHHEH INepeIHEN KalCyJIpHOM M IOAKAICYJISIPHOM KaTapakThl 4Yalle BCTPEYAIOTCH y
B3pOCIBIX OOJIBHBIX.

Tunuunble KoXxHbIE MposBieHUss bd — aHrnokepaToMsbl, Takke MOTYT HaOIIOJaThCs Y
MAIMEHTOB YK€ B JETCKOM Bo3pacte. IlepBbie 27€MEHTHI 4acTo MOSBIAIOTCA B IMOAPOCTKOBOM
BO3pACTe, KaK MPaBUIIO, OBIBAIOT €AMHUYHBIMU U MOTYT HMETh HETHITMYHYIO JIOKAIN3ALUIO (YIIH,
rpynHas KJeTKa), Ha CJIM3MCTBIX HOJOCTH PTa, MOITOMY MX OOHapy)KeHHE BO3MOXHO IOCIe
TIIATEIBHOTO OCMOTDA.

IlopaskeHue mouek Takxke 4acTo AeOIOTHPYET B JAETCKOM Bo3pacTe (B 3-5 jieT), oJHaKo,
KIIMHUYECKHM OHO HUKAaK HE MpOsBIAETCA. BBIIBUTH €ro BO3MOXHO TOJBKO JIaOOpaTOPHBIMU
MeToAaMH (CyTOYHas dKCKpenus Oenka/anpOymMuHa ¢ Mo4oid). [lepBbIM pU3HAKOM MOpaKEHUS
IOYEK, YacTO HMMEIIIEM MECTO Yy JETe M NOAPOCTKOB, crpamaroumx bd, saBisercs
AMU30IMYecKas aTbOyMUHYpHsl (SKCKpernusi anb0ymuHa ¢ mMouoit oT 30 mo 300 mr/24 q4). B
JanbHelIeM aTbOyMUHYpHsl CTAHOBUTCS TOCTOSIHHOM, €€ ypoBeHb yBennuuBaercs. Kak npasuio,
0os1ee TsKen0e MopaKeHUe MoYeK JUIsl AeTel U MOAPOCTKOB HE XapaKTEPHO, OHO MOSBIISETCS Yyallle
Ha TPEThEM JIECATUIETUN KU3HU.

CuMNOTOMBI MOpaXEHUsI CEepACYHO-COCYAUCTOW cucTeMbl npu b®P B moapocTKoBOM
BO3pacTe BeChMa CJI0XKHBI U151 AMarHOCTUKU. UeTko nuddepeHpoBars paHHue nposiienus bd
OT BO3PACTHBIX BET€TaTUBHBIX HAPYIIEHUH B OOJBIINHCTBE CIy4yaeB HEBO3MOKHO.

JpyruMu KpailHe peJKUMH HEBpPOJIOTMYECKUMU INposiBaeHUussMA bd y nerei, ABiIsAr0OTCS

1epeOpOBaCKyISIpHbIC HAPYIICHUS, COMPOBOXKIAIOIINECS TOBBIIMICHHBIM PHUCKOM Pa3BUTHS
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uHCcynbTa. VIMeroTcs NuTepaTypHble JaHHBIE O MAIMEHTaX € MPEeXOJAIIMMH HapyHIeHUSIMU
MO3TOBOT0 KpoBooOparienus ¢ 12 ner [5].

Hapymiennst cimyxa OTHOCSTCS K THUNWYHBIM mposiBieHusM b®d. K Oonee paHHHM
CUMIITOMaM, BO3HUKAIOIUM B IETCKOM U [10APOCTKOBOM BO3pACTe, OTHOCATCS LIYM (3BOH) B yIIaxX
(oHO- WUJU IBYXCTOPOHHMIA) M TOJIOBOKPYXEHHE, K KOTOPHIM C BO3PACTOM IPHUCOEIUHSIETCS

HEUPOCEHCOPHAs TYTOyXOCTb.

2. InarnocTuka 3a00/1eBaHNS UJIH COCTOSIHUSA (TPyNINbI 3200/1eBAHNIA HJIN
COCTOSIHUIA), MEIMIMHCKNE MOKA3AHUSA U NPOTHUBONOKA3aAHNA K IPUMEHEHHIO

METOJA0B JTUATHOCTUKHU

Juaenosz b® ycmanasnueaemcs Ha OCHOBAHUU COBOKYNHOCU JHCAN00O, AHAMHECMUYECKUX
U KIUHUYECKUX OAHHbLIX, pe3yIbmamos J1abopamopHoco UCCIe008anusi (OUOXUMUYECKO20 U
MOJNEKYNAPHO-2eHEMUUECKUX UCCTIe008AHULL).

3anono3pute b® mnpomie npu HaIMYMKM KIACCHMYECKONO BapUaHTa — CUCTEMHOIO
3a00JIeBaHuUs C MOPAKEHUEM TMOYEK, CEep/lla, KOKU, HEPBHOW CHUCTEMBI, JKETyJOYHO-KHILIEYHOTO
TpakTa, oprana 3penus [ /1]. OnHako, mopaxeHue cep/ia Uik NoUYeK MOXKET ObITh €TUHCTBEHHBIM
nposBieHneM b®. V Takux ManueHTOB OTCYTCTBYIOT KaKHe-TMOO CHMIITOMBI 3a00J€BaHUS B
JETCKOM BoO3pacTe. JlMarHoCTUpOBaTh ATUIIMYHBIE BapUaHTbl b® MOXKHO TOJIBKO IIyTEM
CKpuHHMHra rpynn pucka. IIpennonarate b® crnemyer y Bcex MauuMeHTOB ¢ rumneprpodueit
MHOKap/ia JIEBOT0 KETy104Ka HEICHOTO IPOUCXO0XKICHUS U NHCYJIBTOM, Pa3BUBLIEMCS B MOJIOZOM
Bo3pacte (10 40 er).

Huppepenyuanvnasn ouacnocmuka aneuokepamom. BhIsIBIEHUE aHTHOKEPATOM SBIISETCA
B&)XHBIM JIMATHOCTUYECKUM «KIrouom» Tipu bd. Bo Bpems Kpu30B, COMPOBONKIAIOIIMXCS
JAUXOpaKoil M OONSIMH, aHTMOKEPAaTOMBbI MOTYT OBITh NPHUHATHI 32 NETEXHAJIbHYIO ChIlb, YTO
MPUBOJIUT K YCTAHOBJIEHHIO OUIMOOYHOTO JuarHo3a MeHUHrura. JuddepeHunanbHblii JUarHos3
ClieyeT TakKe MPOBOAMTH C HACIEACTBEHHON TeMOpparuyeckoi TeleaHTHodKTazuei Penmro-
Ocnepa-Bebepa, ¢ anruokeparomoit doppaiica, aHruokepaToMod MuOemIm U OrpaHMuYeHHON
HeBU(OPMHON aHTHOKEPATOMOH TYJIOBUIIA.

AHTHOKEpaTOMBI TAK)X€ BCTPEYAIOTCS M IIPH JPYTUX JTU30COMHBIX OOJIE3HSX HAKOTUICHHUS:
6one3nu lunanepa, pyko3nmose, raHrIMO3UA03€, ACTIAPTATIIIIOKO3aMUHYPUU U CHATTI03E.

bonesoii cunopom. bonesoit cunapom npu b® gacto comnpoBoxgaercs: cyodeOpuapHON
TEeMIEpaTypoil M MOBBIIIEHHBIM TokazaTereM COD, 4TO 4acTO MPUBOAMUT K YCTAHOBJICHUIO
«JIO)KHBIX» JHMarHO30B: PEBMATOMJHOIO apTpPUTa, PEBMATHUUECKOM JIMXOpPAJKH, AapTPUTOB,

3pUTPOMENAITHH, CUHIpOMa PeliHo.
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Ioueunas namonozcus. Ilpu U30IUPOBaHHOM MOPAKEHUH TTOYEK MOUYEBON CUHIPOM MOXKET
OMOOYHO HHTEPIPETUPOBATHCA KAaK HM30JMPOBAHHAS MPOTEUHYPHUS, MAJIOCHMIITOMHBIN
TIIOMEPYIOHE(PPUT WM MHTEPCTUIMATBHBIN HedpuT [76].

Cepoeuno-cocyoucmasn cucmema. Habmopatorcss rumeprpodus JeBOro >KelyHouka,
apuUTMUs

Ogmanvmonocuueckue Hapyuienus. C TOMOIIBIO IIEIEBOI JIaMIIbI BBISIBIISIIOT TOMYTHEHUE
POTOBHIIBI B BUJIC 3aBUTKOB.

JKenyoouno-kuweunoiti mpakm. JKelyI04HO-KUIIECYHBIE CHUMMTOMBI Mpu b®d umeror
CXOJICTBO C CUHJIPOMOM pa3ipa>kEHHOr0 KUIlIeYHHKa, 6ose3nbo KpoHa.

Huddepenunansubiii nuarno3 b® npeacrasien B [punoxenun A3.2.

2.1 ’Kajao00bI 1 aHAMHE3

Cnexmp 603MOMNCHBIX d#canob y nayuenmog ¢ BD moxcem bvbimb 6ecoma WUPOKUM U
3asucum om @opmuvl 3a001e8aHUs (KI1ACCUYECKOU UMY HEKIACCUYEeCKOol), noia nayueuma (y
JHceHwuH 3abonesanue 00bIYHO npomexaem 6 Oojee Ne2KoU u cmepmot ¢opme), 6o3pacma
Manupecmayuu 601e3HU U UHOUBUOYATLHBIX 0CODEHHOCmell mevenusl 3a001e8aAHUSL.

JKanobwr u anammnecmuueckue cobvbimusi:

®  OMAOWeHHBIU CceMelHblll aHamHe3 (6oau 8 KOHeUHOCMAX, PAHHUe UHCYIbMbl,
unghapxkmol, xponuyeckas noveurnas Hedocmamounocms (XIIH) 6 cemve);

®  YMOMAAEMOCMb,

® Oenpeccus;

®  (HCUOKEPAMOMA «HUdCEe NOACAY: HA A200Uyax, NOsCHUYe, NOi06blX OP2aHaX, Hd
HUMNCHUX KOHEUHOCTSAX,

®  CHUDICEHUEe CLyXd, WYM 8 YULAX,

®  20/1080KPYIHCEHUsL,

® cumMmempuuHvle 60U 8 KUCMAX U CIMONAX (MYyYUumenbHoe 4y8CmE0 NOKANbI6AHUS
UMY NON3AHUA MYpauleKk 8 KOHEYHOCMSX, Oonvbuie 6 KUCMSIX U CMOnax
(axponapacmesuu);

®  n08blULEHUE YYBCMBUMETLHOCIIU C TOKAIU3aYUell 8 001acmu cmon u Kucmel,

® Oonu 6 cycmasax Koneunocmeu, 6e0pax u 201eHsx;

® Oonesvle Kpuswl (MO  XapakmepHoe omiauyue om  Opyeux  00/1e8bix
NOJUHEUPONnamutl MOHKUX 80JI0KOH 8 nob3y bD);

® 0Oonu 6 Kcusome;

®  JIUXOPAOKA HESACHO2O 2eHe3d,

® njaoxas neperHocumocmss xonooa u aHcapbul;
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®  2UNO- UTU AHSUOPO3;

®  XpoHuyeckas ouapes,

®  nepeHecenHblll UHCYIbM/UHCYIbINbL,

®  NPUBHAKU NOPAICEHUSI NOYEK (MPOMEUHYPUS, NOBBIUUEHUE YPOBHSL CblEOPOMOUHOO
KpeamuHuHa),

®  NPUBHAKU NOPAICEHUS CePOEYHO-COCYOUCMOLL cucmembl (boau 8 cepoye, nepebou,
usmenenus na IKT);

® Kamapakma,

®  NOMYmMHEHUe PO2osUYbI.

Kanobwi u anamnes maxowce onucanvl 8 pazoeie «KIUHUYECKas KapmuHay».

2.2 du3ukaJLHo0e 00CcIeI0BAHNE

Buipascennocms kiunuyeckux npossnenutl b® 6 paznom 6o3pacme modicem 8apbuposamy,
npu GUUKATLHOM OCMOMpPe MO2YM NPOABIAMbCA cledyioujue npusHaku bd:
® 2pybbie uepmul 1uYa;
®  AHUOKEepPaAMOMbL (6HYMPEHHS NOBEPXHOCIb bedep, KUCMU, HCUBOM, CIUZUCTIIbLE
POMOBOU NONOCMU);
®  NpU3HAKU Y8enuUUeHUs cepoyda,
®  NPUBHAKU NEePEeHEeCeHHO20 UHCYIbMA (Nape3vl, HapyuleHus pedu,).
Iloopobno Oamnnvle ¢husuxanbHo2o 00c1e008aHUs ONUCAHbL 8 pazoeie «KIUHUYECKas.

Kapmunay.

2.3 JIaGopaTopHbIe THATHOCTHYECKHE MCCAeT0BAHUS

JAuarsocTuka y JIMI MYKCKOT'0 1oJia

o Pexomenayercs omnpeneneHue aKTUBHOCTH JHU30COMHOTO (epMeHTa anb(a-rajakTo3uaasbl B
NATHAX BBICYIIEHHOW KPOBM METOJOM TaHJIEMHOM MacC-CIIEKTPOMETPUU  (KOMIUIEKC
UCCIIEZIOBAHUN JUIsl AuarHocTuku Ooniesun DalOpu) BceM MalMeHTaM MYKCKOro TMoja C
KIIMHUYECKUMH MPpU3HaKaMu 0ose3nu @abpw ¢ 1ennbio MOATBEepKIeHUs AuarHo3a [16, 26, 28, 29,
37].

YpoBeHb y0eIuTeJIbHOCTH peKoMeHAanuii — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB 3)
KomMeHTapuu: y MyorcuuH CHUMCEHHAS AKMUBHOCMb O-2ANIAKMO3UOA3bL ABTIAEMC sl 00CMAMOYHO
ungpopmamuenvim npusnakom b@ [17]. Ilpasuna 3abopa b6uomamepuana 01s npogedeHus:

uccne008anull 8 NAMHAX BbICYULEHHOU Kposu npugedenvl 8 Ilpunoscenuu A3.6.
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o Pexomenayercsi H3MEpEHHE KOHIIEHTPAIMH JIN30COMAIILHOTO TJI000TpHa03WIC(HUHTO3MHA (JTU30-
I'63) mMeTomoM TaHIEMHOH Macc-CHEKTPOMETPHH C BBICOKO3((PEKTUBHON KHUIKOCTHOM
xpomarorpadueit (BOKX/MC) (koMIUIeKC HCCIIeTOBaHUM ISl TUarHOCTHKUA OoJie3Hn Padpn)
JHMIIaM  MYXCKOTO I0jla C KJIMHUYECKUMH Tpu3Hakamu OonesHu @abpu B KauecTBe
JIOTIOJTHUTEIFHOTO dTana OMOXWMHUYECKOW TUArHOCTUKH, JIUIAM MY’)KCKOTO TIoja ¢ OOJIe3HBIO
®abpu, HaxomaummMmcs Ha (QepmenTo3amectutenbHoi  Tepanuu  (P3T) i oneHkH
3 PEKTUBHOCTH, a TAKKE JIMIIaM MYKCKOTo moa, He nmonyyaronm O3T [10, 30, 38].

YpoBeHb yoeauTebHOCTH pekoMeHAanuu — B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 3)

KommeHnTapuu: xoauuecmeennoe onpedeneHue auzo2nobompuaosuicuneosuna (nmuzo-163)
A61AeMCST NOOMBEPAHCOAIOWUM  UcCTedo8aHuem 01 ouazHocmuku 6onesnu Dabpu, makoice
ucnonvzyemcs Ol paspeuteHusi mpyouvlX OUACHOCMUYeCKUx cayuaes. Bmopoe eadicHoe
npumenenue 1uzo-I 63 — 3mo MOHUMOPUHE COCMOSIHUS U IPHeKMUsHOCMU MePanuy NAYUeHmos
¢ bonesnvio @aopu. Iloxazano, umo npu adexsamnou P33T Koruuecmso cyocmpama 6 niazme
Kposu ymenvuaemcsi. [losmomy yenecoobpaszno coenamev KOIUUECMBEEHHOE ONpedeieHue TU30-
163 yacmolo MOHUMOpUHeA COCMOAHUSA NAYUeHmMOo8 ¢ 6one3nblo Dabpu, KaK HAXOOAWUXCA HA
namoeenemuuecko mepanuu, max u sxcugyuux oez @3T. Oouarxo, credyem yuumolams, Ymo
oaoice y nayuenmos, noayuarowux @37, yposenv 3moeo memaboruma npaKmuyecky HUKo2oa He
docmueaem HOpMmanbHblx 3sHawenull. Ilpasuna 3abopa Ouomamepuana Onsi NPOBEOCHUs.

Ucce008anuUll 8 NAMHAX BbICYULEHHOU Kposu npugedensl 8 Ilpunoscenuu A3.6.

e Pexomenayercsi onpezaencHue myranuii B reHe GLA B KpOBH METOJOM CEKBEHUPOBAHHS I10
Cenrepy (KOMIUIEKC HCCIEIOBAaHHMMA sl JAMArHOCTHKH Oone3Hn Dabpu) BceM NanueHTaMm
MY)KCKOTO TI0jla C KIMHHYECKHMHU TNpu3HaKamu OoyiesHn Padpu ¢ IEIbl0 MOATBEPKICHHUS
JIMarHo3a Ha MOJICKYJIIPHO-TeHeTuYecKoM ypoBHe [1,17,26,28,29,84].

YpoBeHnb yoeauTeIbHOCTH peKkoMeHaanuii — B (YypoBeHb 10CTOBEPHOCTH J10KA3aTeJbCTB 3).
Kommenrtapum: onpeodenenue mymayuii 6 eene GLA memooom cexeenuposanus no CeHneepy
NOKA3AHO 8CeM MYNCUUHAM CO CHUICEHHOU AKMUBHOCMbIO (hepMeHma o0-2aiakmo3uodasvl u/uiu
nosviueHHviM  yposnem au3o-103. [llupoxoe pacnpocmparnenue anneneil ncegdodeduyuma
NPUBOOSUUX K CHUNCEHHOU AKMUBHOCMU O-2ANAKMO3UOA3bL 8 CYXOM HAMHe KPOBU U UHO20d
NOHUJICEHHOU 6 JIeUKOYUmax u niazme Kpogu, obyciasiusaem o00s13amenvHoe KIOYeHUe
MOJIeKVISAPHO-2eHeMU4ecKo20 anaiuza 6 Jnabopamopuyrlo ouacnocmuxy bBd. Onpedenenue
Hocumenbcmea cemelino2o sapuanma 6 cene GLA memooom cexsenuposanus no Ceneepy oenaem
BO3MONCHBIM  00CNe008aHUe POOCMBEHHUKO8 NpoOAHOA, a maKdice NpPoBeoeHue 6 Ccembe
NPEHamanibHOU U  NPEUMNIAHMAYUOHHOU — 2eHemuyeckou ouacHocmuku.  Bonvuuncmeo

Hymeomudﬁbzx 3dMEH Yy nayuenmos C b mozcym Oblmb 8bIAGIEHDL C NOMOUbIO CEKBEHUPOBAHUA
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no Ceneepy 6cex 3K30H08 U NPULELAIOWUX K HUM YUACMKOS8 UHMPOHOS, OOHAKO 8 PEOKUX CIYUASIX
paspewiaioweti CHOCOOHOCMU 2020 Memood Modicen Oblmb HedocmamouHo. B maxom ciyuae
051 noucka opyeux ecenemuueckux eapuanmos 6 cere GLA pexomendyemcsi npumeHnenue
OONOJHUMENbHBIX — MOJIeKVIAPHO-2eHEeMUYeCKUX — Memooo8  UCCIed08aHUsl, — MAaKux  Kax
MYIbMUNIEKCHAs aueazozasucumas amnauguxayus npoo (MLPA) ons noucka npomsiiceHHbIX
Oeneyuti/Oynauxkayuti, aub0 8vicokonpoussooumenvroe cekgenupogarnue (NGS) ora noucka

NAMO2eHHbIX 8APUAHMO8 8 HempaHcaupyemblx oonacmsx eena GLA.
JAMarsocTuka y Jiuil :KeHCKOr o 1moJia

PexoMeHayeTcst n3MepeHre KOHIIEHTPAIIMH JTU30COMATBHOTO II1000Tprao3mwichuHTro3uHa (JIH30-
'63) MeTomoM TaHAEMHOW MAacc-CIIEKTPOMETPUU C BBICOKOA((EKTUBHONW KHJIKOCTHOU
xpomarorpadueit (BOXX/MC) (koMIuIeKke UCCIIeIOBAaHUM I TUarHOCTUKN 0ose3nu @abpu) B
KauecTBe MEPBUYHOTO dTana OMOXMMHYECKOW AMATHOCTHKH Y JIMIl KEHCKOTO TMOoJia B KayecTBe
MTOATBEPIKTAIONICH TUArHOCTUKU Y KCHIIHMH, a TaKXKe JUII MOHUTOPHHTA COCTOSHUS TAIlICHTOB
xeHckoro nona ¢ b®, momydatomux epmenrozamectutensuyto tepanuio (O3T), a Takke He
nonyuaromux ®3T [10, 30, 38].

YpoBeHb yOeAuTeIbHOCTH peKOMeHAA MU — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB 3).
KomMmenTapuu: xoauuecmeennoe onpedenenue au3021000mMpuao3uic@huHeO3uUHa Nno360Jsem
8v161amb BD y orcenwyun, umo none3Ho 01 ymouHeHus ux KIUHU4ecko20 Cmamycd, a maxaice OJisl
paspeuiteHuss mpyouvix OUASHOCMUYECKUX cayuaes. Bmopoe eadxcnoe npumenenue auzo-1 63—
9MO MOHUMOPUHZ COCMOAHUS U IPdexmuenocmu mepanuu nayueHmos ¢ 6OonesHvio Dabpu.
Ilokazano, umo npu adexeamnoii @3T koruuecmso cyocmpama 8 niasme Kposu yMeHbUAemcs.
Ilosmomy yenecoobpazno coenamv KoauuecmeenHoe onpeoeieHue au30-163  yacmvio
MOHUMOpUH2A ~ COCMOSAHUA  nayuenmos ¢ bOonesnvio @Pabpu, Kax HAXOOAWUXCA HA
namoeenemuyeckou mepanuu, max u scusywux oes @3T. Oonaxo, credyem yuumoléams, 4mo
oaoice y nayuenmos, noayuarowux @37, yposenv smoeo memaboruma npaKmuyecku HUKo2oa He
docmueaem HOpManbHblx 3Hawenull. Ilpasuna 3abopa oOuomamepuana Onsi NPOBEOCHUs.

uccne008anull 8 NAMHAX 8bICYULEHHOU Kposu npugedensl 8 Ilpunoscenuu A3.6.

PexoMeHnayercsi omnpeneicHUE aKTUBHOCTU JM30COMHOTO ¢epMeHTa anb(da-ramakTo3uaa3bl B
MATHAX BBICYIIEHHOW KPOBU METOJOM TaHIEMHOW MAacC-CIEKTPOMETPUU  (KOMILIEKC
WCCIENOBAHUMN Il TUAarHOCTHKU Oone3nn @abpu) BceM MmamueHTaM >KEHCKOro Toja ¢
KIIMHUYECKUMHU Mpu3Hakamu 0one3nn @abpu ¢ 1enbio MoATBepKAeHHUS nuarnosa [ 16, 26, 28, 29,
37].

YpoBeHb y0enuTeIbHOCTH peKoMeHAaNuii — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB 3)
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KommenTapuu: V mpemu swcenwun ¢ B® akmusnocmo anbda-eanakmo3uoaszvl Moxcem Ovbims 8
Hopme [17], nosmomy npu onpedeneHuu aKmueHOCMU QepMEeHma HCeHWUHAM MO HYHCHO
yuumvieamo. Ilpasuna 3abopa 6Ouomamepuana 015 NPOBEOEHUS UCCIEO08AHUL 6 NAMHAX

8bICYULEHHOU Kpo8U npueedendvl 6 Ilpunoscenuu A3.6.

Pexomenayercsi onpesnenenne mytanuii B reHe GLA B KpoBH METOJOM CEKBEHHPOBAHHUS IO
Cenrepy (KOMIUIEKC WCCIEIOBAHMN il TUATHOCTUKUA OosiesHn Dabpu) BceM MalMeHTaM
KEHCKOTO T0JIa C KIMHUYECKMMHU Mpu3HakamMu 6one3nn Pabpu B KauecTBe MEPBUYHOIO dTama
CKPUHHMHTA HapsIy ¢ U3MEPEHHEM KOHIEHTPAIIUU JIM30COMATIBHOTO TI000TPHA03HICHUHTO3HHA
(m30-1'63) m ompeneneHreM aKTHBHOCTH JIM30COMHOTO (epMeHTa aib(a-TaJakTo3uaa3bl ¢
IIEJIBIO TTOJITBEPIKICHUS TUarHo3a Ha MOJICKYJISIpHO-TeHeTHUecKoM ypoBHe [1,17,26,28,29,84].
YpoBeHb yoeauTeIbHOCTH peKoMeHaanuii — B (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJLCTB 3)
KommenTapuu: onpedenenue mymayuii 6 cene GLA memooom cexeenuposanus no Ceneepy
NOKA3AHO 8CeM TUYAM HCEHCKO20 NOAA C KIUHUYeCKUMU npusHaxkamu oonesnu Dabpu, umerowumu
HOPMANLHYIO  AKMUBHOCMb  (hepMeHma  u/uii HOpManvhslll ypogens u30-103. I[llupokoe
pacnpocmparenue anieneti ncesoooepuyuma NPUEOOAUWUX K CHUNCEHHOU aKMUBHOCMU O
2a1aKmo3u0asvl 8 CYXom Namue KpogU U UHO20A NOHUNCEHHOU 8 NelKoyumax u niame Kpoeu,
obycnasnueaem  obazamenvHoe — BKIIOUEHUE  MONEKYIAPHO-2eHeMUUeCK020  AHAIU3A 8
nabopamopuyro ouacnocmuxy bB®. Onpedenenue nocumenbcmea cemelino2o 8apuanma 6 2eHe
GLA memooom cexsenuposanus no Ceneepy denaem 803MOHICHbIM 00C1e008aHIUe POOCMBEHHUKOS
npobanoa, a makdice nNpogedeHue NPeHaAMmaibHOU U NPeUMNIaHMAYUOHHOU 2eHemu4ecKol
ouaenocmuxu. bonvuwuncmeo nyxieomuonvix 3amen y nayuenmos ¢ @ mozym ovimu 6visignensi
¢ nomowpio cexeeHuposanusi no CeHeepy 6cex 3K30HO8 U Npulecalowux K HUM Y4acmKo8
UHMPOHO8, OOHAKO 8 PeOKUX CIYYAsAX pazpeuiaroujeti CHOCOOHOCIU IMO20 Memooa Moxcem Obims
HedocmamoyHo. B makom cnyuae 0na noucka opyeux ceHemuyeckux eapuanmos ceHa GLA
PEeKOMeHOYemcs. — npumeHeHue  OONOTHUMENbHbIX — MONEKYJIAPHO-2eHeMUYeCKUX — Memooo8
UCCe008anUsl, MAKUX KaKk MyIbmuniekCcHasa aueasosasucumas amniuguxayus npoo (MLPA) ons
NOUCKA NPOMANCEHHBIX OeNeyUll/OynauKkayuil, 1ubo 8blCOKONPOU3IBOOUMENbHOE CeKEEHUPOBAHUE

(NGS), ons noucka namozennvix sapuanmos 8 nempanciupyemwvix obnacmsx 2ena GLA.

Pexomenayercst  uCClieZIOBaHHE  ypPOBHS  JIM30CHUHTONUNUAOB  (TM30CchUHTOMHUETNHA,
mu3zochuaroMuenuHa-509, mm3orao00TpuasuiaChUHro3nHa W TEKCauJICHUHTO3WHA) B IISITHAX
BBICYIIICHHOW KPOBH METOJOM BBICOKOI(DPEKTUBHON KHUAKOCTHOU Xpomarorpaduu TaHIEMHOU

Macc-CIIEKTPOMETPUHN BCEM TMAllMeHTaM C yCTaHOBJIEHHBIM AuarHo3oM Oosne3nu Pabpu mepen
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HayanoM Tepanuu u Ha (GoHe (depmentozamectutensHoi Tepanuun (P3T) ¢  membio
Oonoxummuueckoro koutpois euenus [10, 30, 31, 38].

YpoBeHb yoeauTeIbHOCTH peKoMeHaanun — B (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB 3)

KomMmenTapuu: xoauuecmeennoe onpedenenue au3021000mMpuao3uichuUHeO3uUHa No360Ji1em
8bIABIAMb He MOIbKO MYAHCUUH, HO U HCeHUUH ¢ Oone3Hblo Dabpu, ymo none3Ho OJis YmoYHeHUs
KAUHUYECKO20 CMAmyca HCeHWUH-2emepo3ucom, a makxdce Ol  paspeulenus mpyoHbix
ouazHocmuyeckux ciaydaes. Bmopoe eadxxcnoe npumenenue auzo-163 — smo monumopume
cocmoanusa u d¢gexmusHocmu mepanuu nayuenmos c¢ 6onesuvio @abpu. Iloxkaszano, umo npu
aoexgamuou D3T konuuecmseo cyocmpama 6 niasme Kposu ymenvuiaemcs. Ilosmomy
yenecoobpasHo coenamv KoauuecmseeHHoe onpeodenenue au3o-1063 uacmvlo MoHUMoOpuHea
cocmosiHus nayuenmos ¢ 6one3nvto Pabpu, KAk HAX0OAWUXCA HA NAMO2EHEeMUYECKOol mepanuu,
max u srcusyupux 6e3 @3T. Oonako, credyem yyumvléamo, 4mo oaxce y nayueHmos, Noayuanuux
@D3T yposens, smo2o memaboruma npaKkmudecku HUK020a He 0ocmuzaem HOpMalbHblX 3HAYeHUL,
8 MOM YUCTIe ) HCEHUJUH MOIICEem He HAONI0O0aMbCsl CYWeCmeeHH020 CHUdcenus 1uzo-163 na ¢one
@D3T. Ilpasuna 3abopa buomamepuana 015 NPOGeOeHUs. UCCIeO08AHUL 8 NAMHAX BbICYULEHHOU
Kposu npusedensl 6 Ilpunoscenuu A3.6.

PexoMenayercsi mpoBefeHHE oOmero (KIMHMYECKOTO) aHallM3a KPOBM BCEM ITallMEHTaM C
KIIMHUYECKUMHU NpU3HakaMu 6ose3nu @abdpu B mpoliecce MOCTAaHOBKH IMArHO3a C LEIbI0 OLIEHKH
OCHOBHBIX MTapPaMETPOB KPOBETBOPEHUS, OIEHKH ITOPAXKECHUS CEPACUYHO-COCYAUCTON CUCTEMBI U
BBISIBJICHUS] BO3MOXKHBIX MH(EKIIMOHHBIX Tporieccos [9, 11, 13, 26-29, 58-60, 64].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KommenTapuu: nposedenue o0bwe2o (KiuHuuecko20) anaiuza Kposu GKuoyaen Uucciedo8aHue
VPOBHA 00We20 2eM02100UHa, IPUMPOYUMOS, NelUKOYUmos, mpomooyumos 8 Kposu, OyeHKd
2eMamoKpuma, UcCcie008anue CKOpOCMU O0CeOaHUs 3pumpoyumos, ouggepenyuposanmviii
noocuem JeuKoyumos (eukoyumapHas popmyia,).

Pexomenayercsi mpoBeieHHE aHANM3a KPOBU OMOXMMUYECKOTO OOIIETepaneBTUUYECKOrO (BCeM
MaIMeHTaM ¢ KIIMHIYECKUMH TIpU3HakaMu OoJe3Hr @abpu B mpoliecce MOCTaHOBKU JUarHo3a ¢
eTIbIO OLICHKU COCTOSIHUSI BHYTpeHHUX opraHos [9, 11, 13, 26-29, 58-60, 64].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KomMmeHnTapumu: nposedenue ananuza Kposu OUOXUMUYECKO20 0OUemepanesmuiecko2o
gKIIOYACM onpeoenenue aKmueHoCmu acnapmamamuHompaucgepasul,
ANAHUHAMUHOMPAHChepasvl,  1AKMamoe2uopoceHasvl,  WeloyHol  gochamasvl, eamma-
enomamurmpancgepaszvl 6 Kposu, ucciedo8anue YposHs obwe2o Ounupyouna, oOunupyouma

CBA3AHHO20 (KOHBIOSUPOBAHHO20), XONECMEPUHA, XOJleCMepuHa JUNnonpomeuHo8 6blCOKOU
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niomHocmu, xojliecmepuHa JunonpomeuHoes HU3ZKOU NnJ1OmMHOCHIU, mpueﬂuuepudoe, aﬂb6ymuHa,

2/NIIOKO3bl, KpeadmuHuHha, 061/(4620 66]17(61, Hampus, Kajius, 061(4620 Kalvyus 6 Kposu.

PexoMenayercsi viccie0BaHuEe YPOBHS TPOMOHUHOB |, T B KpOBH ManueHTaM ¢ KIMHHYECKON
KapTuHO# Oose3nu Dabpu ¢ 1eNbl0 BBIABICHUS mopaxkenus cepama [9, 11, 13, 26-29, 58-60].
YpoBenb yoeaurTeabHOCTH pekoMeHnaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB 5).
KommenTapuu: y nayuenmos ¢ 8vipajiceHHOU cunepmpouell 16020  HceayoouKa

06Hapyofcu6aemc,<z noevluierHue mponoHUHos.

Pexkomenayercs uccienoBanus ypoBHs N-TepMuHampHOro ¢parMeHTa HATPUHYPETHUECKOTO
nponenTtuaa Mmo3roBoro (NT-proBNP) B kpoBu manueHTaM ¢ KIMHHYECKOW KapTHHOM OO0JIe3HU
®dabpu ¢ 1enbro OIICHKH cepeuHoi HenocTatouHoctH [9, 11, 13, 26-29, 58-60].

YpoBenb yoeaurTeabHOCTH pekoMeHnaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB 5)

Pexkomenayercsi mpoBeleHHE OOMIETO (KIMHUYECKOTO) aHalM3a MOYHM BCEM TMAllMeHTaM C
KJIMHUYECKUMH ITpU3HaKaMu 0osie3nn ®abpu ¢ 1esbio BBIBICHUS TOpaKeHus mouek [26, 28, 29,
39, 58, 61, 64].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii — C (YpoBeHb 1I0CTOBEPHOCTH I0KA3aTEIbCTB 5)

PexoMeHayeTcst onpe/ieliCHHE KOJTMYecTBa OeKka B CyTOYHOM MOUe/UcClieIoBaHIE albOyMUHA B
CYyTOYHOM MOYe, MCCIECAOBAaHUE YPOBHSA albOyMuHa, oOIIero Oeilka U KpeaTMHUHA B KPOBH C
oTpeAieIeHUEM CKOPOCTH KIIyOOUKOBOM (PHIIBTpAIMH TT0 YPOBHIO KpeaTHHUHA KPOBH PACUETHBIM
MetooM(pCK®D), wuccienoBanue amL0yMUH-KPEaTHHUHOBOTO COOTHOIICHUS B Moue (W/WIIH
COOTHOILICHUS OCJIOK/KPEaTHHUH MOYH: ONpEICICHUE KOJMUYecTBa Oelika B CYTOYHOH Moue,
UCCIICIOBAHNE YPOBHS KpeaTHHHUHA B MOYE) BCEM MAIIMEHTaM C KIMHUYECKOH KapTHHON 00JIe3HU
®abpu ¢ 1enbio BBISBIEHUS aToIOTHu mouek [26, 28, 29, 39, 58, 61, 64].

YpoBeHb y0equTeJBLHOCTH peKoMeHAanuii — B (YypoBeHb 10CTOBEPHOCTH /I0KA3ATEJILCTB 2)
KommenTapmii: onpeoenenue ckopocmu kiybouxkoeou ¢hurbmpayuu no ypoeH KpeamuHuHd
Kposu pacuemuvim memooom (pCKD) credyem nposooums no gopmynre CKD-EPI na ocrnoge
VDOBHSL KDeAmMUHUHA 8 KPOBU, U, 8 OMOeNbHbIX cyuasx, Ha ocHose yucmamuna C (Mccredosanue
yucmamuna C 6 kposu) [91,92,93]. llpu nanuuuu nokazawuti mocym Oblmb NPOEEOCH»I:

UCCIe008aHUe YPOBHI MOUEBUHbBL 8 KDOBU U UCCAEO08AHUE YPOGHSL MOUYe80ll Kuciombl 6 Kposu [91].

2.4 UHCTPYMEHTAJbHbIE TNATHOCTHYECKHE HCCICIOBAHMSA
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Pexomenayercst mpoBefeHHE YIBTPAa3BYKOBOTO HCCIEAOBAaHUS OPraHOB OpPIOIIHOW MOJOCTH
(KOMIUZIEKCHOTO) BCEM MalMeHTaM C KIMHUYECKUMU Tpu3Hakamu OosiesHu dabpu B mporecce
MMOCTAHOBKH JIMAarHO3a C IeJIbI0 OIIEHKH COCTOSIHUS BHYTPEHHUX OpraHoB [64].
YpoBeHb yoenuTebHOCTH pekoMeHaanuii — C (YypoBeHb JOCTOBEPHOCTH 10KA3aTeIbCTB 5)
Pexkomenayercst yIbTpa3ByKOBOE HCCIIEIOBAHUE MMOYEK U BEPXHUX MOYEBBIBOSIINUX ITyTEH BCeM
MaryeHTaM ¢  KIMHWYSCKUMH Tpu3HakamMu  Oosiesanm  @®abpu  C  1ENbI0  BBISBICHUS
naparneibBUKaIbHBIX KUCT [62-64,68].
YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii — C (YypoBeHb TOCTOBEPHOCTH 10KA3aTeIbCTB 5)
Pexomenayercss MpoBeACHUE DIEKTPOHEHpOMUOTpadUN CTUMYISLUOHHOW OJHOTO HEpBa
MalMeHTaM ¢ KIMHUYSCKUMHU TTpu3HakamMu 0ose3nn @abpu B mpoliecce MOCTAaHOBKHU IMarHo3a ¢
LEJIbI0 IMArHOCTHKY MoJInHeponaTuu rnpu 6one3nu ®@adpu [61, 63, 65].
YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii — C (YypoBeHb TOCTOBEPHOCTH J0KA3aTeIbCTB 5)
Kommentapuu: [lo pesynomamam cmumynayuonnou IOHMI y Oemeii u noopocmros
OMKIIOHEeHUl, KaK npasuio, ne bvigaem.
Pexomenayercsi mpoBefeHHE dNeKTpodHIedanorpaguu ¢ BHACOMOHUTOPUHIOM TAallUEHTaM C
KIIMHAYECKUMHU Tpu3Hakamu Oonesnn Pabpu B mpoliecce MOCTAHOBKM JUArHo3a C IEJbIo
JUArHOCTUKU 3IUIENcuu [65, 66].
YpoBeHb yoenuTeJabHOCTH pekoMeHaanuii — C (YypoBeHb TOCTOBEPHOCTH J0KA3aTeIbCTB 5)
Kommenrapuu: Onunencusa y nayuenmos ¢ B® goznuxaem uawje 6ce2o Kak OCLONCHEHUE
uHcynoma.
Pexomenayercss TpOBENCHHE TMPUIETHHOW pEHTreHorpauu OpraHoB TPYIHOH KIETKH
MalMeHTaM ¢ KIMHUYECKUMHU TIpU3HakamMu 0ose3nu @abpu B mpoliecce MOCTaHOBKHU JIMarHo3a ¢
LIETIBIO0 OLIEHKHU COCTOSIHUS OPTraHoOB IPyIHOM KieTkH [61, 67].
YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii — C (YypoBeHb JOCTOBEPHOCTH 10KA3aTeIbCTB 5)
PexomMeH10BaHO TIPOBEICHUE HCCIEAOBAaHUS HECIIPOBOLIMPOBAHHBIX JIBIXaTEIBHBIX 00HEMOB U
IIOTOKOB (CIIMPOMETPHSI) MAllMEHTaM C KIIMHUYECKUMU Npu3HakaMu Oosiesnu dabpu B mpoiecce
MOCTAHOBKH JIMAarHO3a C IeJIbI0 OIIEHKH COCTOSHUS OpOHXO0JIerouHoi cuctemMsl [61,67,94].
YpoBenb yoeauteabHocTH pekoMeHaanmii — C (YypoBeHb JO0CTOBEPHOCTH JI0KA3aTeJbCTB 5)
Kommenrapuu: nposoodsm, uawe 6ceco, cnupomempuro, Npu  HeoOX0ouMocmu ——
OPOHXONPOBOKAYUOHHBIU Mecm ¢ NeKAPCMEEHHbIM Npenapamom OJisl OYeHKU 00pamumocmu
OpOHXUANLHOU 0OCMPYKYUU.

Haxkonnenue enuxocguneonunudoé onucano 8 nHesMoyumax, OOKaI08UOHbIX KIemKax, 8
OPOHXUANLHOM PeCHUMYAMOM SNUMeNUU, 8 21A0KOMbIUEUHbIX KIeMKAX OPOHX08 U 8 JIe2OUHbIX

cocydax npu ouoncuu neckozo. Takace ommevdeHo, 4mo 06cmpyl<mu6Hbze HApyUuleHusl 6eHmujiayuu
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V nayuenmos ¢ bonesnvio Pabpu ecmpeuaromes yawe, yem 6 oower nonynayuu [94]. Tem ne
MeHee, 00blUKA, CYXOU Kaulelb U OpOHXOCnasm, Habarooaemvle y nayuenmos ¢ bonesnvio Pabpu,
yacmo HecneyupuyHvl, NOCKOIbLKY OHU MAKICe MO2YN OblMb 6bI36AHbI NOPANCEHUEM Cepoya U
mpebyiom ouppepenyuanrvrou ouazrnocmuxu [95].

HUccnedosanue modrcem npogooumvcs 8 npoyecce OUHAMULECKO20 HAOIIOEeHUs. 8 COOMBEMCMEUU
C KIUHUYECKOU Cumyayue.

PexoMeH10BaHO pacCMOTPETh MPOBEJACHUE KOMIBIOTEPHOW TOMoOrpaduy OpraHOB TPYyIHON
MOJIOCTH (KOMITBIOTEPHOW TOMOTpaduu TpPYAHONW KIETKM) TMalUeHTaM C KIWHUYSCKUMU
npu3HakamMu Oosnie3Hn PaOpu TpU MOJO3PCHUU HA WHTEPCTHIMAIBHOE TOPAKEHHE JIETKHX C
[[EbI0 JIMarHOCTUKA W3MEHEHUH CO CTOPOHBI JIETKUX W JaTbHEHIIEro KOHTPOJS COCTOSHUS
jerouHoi Tkanu [94].

YpoBenb yoeauteabHocTH pekoMenaanmii — C (YypoBeHb JO0CTOBEPHOCTH /I0KA3aTeJbCTB 5)

KoMMeHTapuu: unmepcmuyuanvhvle nopaxcenus aeekux npu oonesnu Dabpu ecmpeyaromcs
PpeoKo, KVYRUPYIOMCs Ha (hoHe namo2eHemudeckou mepanuu.

PexoMeHI0BaHO TIPOBEJCHNWE MarHUTHO-PE30HAHCHOW TOMOTrpaduu TOJOBHOTO MO3ra BCEM
MaryeHTaM ¢ KIMHUYECKUMU Mpu3HakaMu Oosie3an @abpu B mporiecce MOCTAaHOBKHU JTUATHO3a C
ENIBIO BBISIBJICHHS TIOPAXKEHUSI OEI0r0 BEIIeCTBAa TOJOBHOTO MO3ra, HIIEMHUYECKHX odaros [26-
29, 40, 61].

YpoBeHb yoeauTeIbHOCTH peKoMeHaanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJLCTB 3)

KommMmenTapmii: 603mo0icho npogedenue MacHUMHO-pe30HAHCHOU MOMOSPAPUU 20I08HO20 MO32d
¢ xoumpacmuposanuem. Ilpu nposedenuu MPT 201061020 MO32a 603MOINCHO NpUMEHEHUe
KOMOUHUPOBAHHO20 IHOOMPAXEAIbHO20 HAPKO3d, MOMAIbHOU 8HYMPUBEHHOU aHecmesul,
npoeoonukoeou anecmesuu. Ipu MPT 20106H020 MO32a Yy nayueHmos mozym 0OHAPYHCUBAMbCSL
UMeMUYeCKULL UHCYIbM, MUKPOKPOBOUSTUAHUS U 6HYMPUMO3208ble 2eMAmoMbl, USMEHEeHUs1 0eN020
seujecmea (netikoapeos) u cepoco sewjecmsa (Karbyuguxkayus 3a0He20 maiamyca), a makice
cocyoucmole  ManbHoOpMayuy,  NPEeUMYUeCm8eHHO  NPEOCMABIeHHble  OOIUXOIKMAZUAMU
eepmebpoda3UNAPHOU apmepuu. Omu U3MEHeHUs He ABIAIOMCA B8blCOKOCHeYUDUUHbIMU O
oonesnu Dabpu, mocym ecmpedamvpcsi y nayueHmos ¢ Opyeoiu namonaocuell. B psoe cuyuaes
B03MOJICHO NPOBedeHUe KOMNBIOMEPHOL MOMOSPADUU 20T08HO20 MO32d.

Pexomenayercst peructpamus SJIEKTPOKapAUOTpaMMBI, TPOBEACHUE dXOKapauorpaduw,
XOJTEPOBCKOTO MOHUTOPUPOBAHUS CEPJICYHOTO PHUTMA W CYTOYHOTO MOHHUTOPHUPOBAHUS
apTEpUATBLHOTO JIABJICHUSI BCEM TAIlMEHTaM C KJIMHHYECKUMH Mpu3Hakamu OosiesHn Dadbpu B

MPOIIeCCe TTOCTAHOBKH JUATrHO3a C LEIbI0 OLIEHKH COCTOSHHS CePACYHO-COCY JUCTON CUCTEMBI [9,

11, 13, 26-29, 59].
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YpoBenb yoeaureabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB 5)
KomMmeHnTapuu: xapakxmepHuiym npusHakom nopaxjceHusi cepoya npu oonesnu Pabpu asisiemcs
eunepmpohusi 1e6020 Hcenyoouka, Komopas moxcem ovimsy vissnena ¢ nomowvio KT, IOxo-KI”
u MPT. /lna oyenku yHkyuu cepoya npumeHsAom mKaHesylo OONNIepIXOKapouocpagpuro
(Oonnnep-OxoKT).

PexomMeHI0BaHO MPOBEICHUE MAarHUTHO-PE30HAHCHOW TOMOTpaduu cep/ia U MarucTPaTbHBIX
COCY/IOB BCEM IMAlIMEHTaM C KIIMHUYECKUMU ITpu3HaKaMu 6ose3nu @adpu B mpoliecce NOCTaHOBKH
JIMarHo3a C 1eJIbI0 OICHKH KapAnOJIOTHYeCKUX u3Menenuii [9, 11, 13, 26-29, 41, 59, 70].
YpoBeHb yOeauTEeIbHOCTH PEKOMeHIAUil — A (YPOBEHb I0CTOBEPHOCTH I0KA3aTeIbCTB 1)
KommenTapuu: npu neobdxooumocmu npo8oosm MacHUMHO-PE30HAHCHASL momMozpaghuio cepoya
¢ KoHmpacmuposauuem. Bo3smodcHO npumeHenue MOMANbHOU HYMPUBEHHOU aHecmesul,
KOMOUHUPOBAHHO20 UHSANAYUOHHO2O HAPKO3A. XapakmepHuiM NPUSHAKOM NOPAdXCEHUs cepoyd
npu 6onesnu Dabpu sensemcs eunepmpous 1e6020 HcelyO0uKd, KOMopdas modicem Oblmb
svisgnena ¢ nomowwto IKI, Ixo-KI"u MPT. /{11 oyenku ¢hyHxkyuu cepoya npumensom mrkanesyro
donnnepaxokapouoepaghuro (oonniep-IxoKT').

PexoMeH10BaHO TIPOBE/IEHNE TOHATHLHON ayJHOMETPUH (IIOPOTOBOil) /TOHATBHOHN ayqHMOMETPHH
B CBOOOJHOM 3BYKOBOM IIOJIE/pPEUeBOM ayIMOMETPUU/UTPOBOM ayIUOMETPHH/PETUCTPAIIAH
CTallMOHAPHBIX CIIyXOBBIX BbI3BaHHBIX MoTeHIManoB (ASSR Tect) BceM mauumeHTam ¢
KIIMHUYECKUMU Tpru3HaKaMu Oone3nn dadpu crapiie S et B mporecce MOCTaHOBKH JUArHo3a ¢
LEJTBI0 PAHHETO BBISIBIICHHS HapylleHui ciyxa [26-29, 61].

YpoBenb yoeauTeabHOCTH pekoMeHnaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 5)
Kommenrapuu:  nposodumcs  KoHcynismayus — 8paua-cypooo2a-omopuHoIapuHeo102da.
Tyzoyxocms pasHou cmenenu 8vbIpaAN*CeHHOCMU XapakmepHa 07 0anHo2o 3abonesanus. Ona
Modicem Obimb KOHOYKMUBHOU, CEHCOHEe8PANbHOU Ul HOCUMb CMeuwanuslll xapakmep. Pannee
8blsGIeHUEe MY20YXOCMU NO360JAem YVIVUUUMb KAYecmeo OJHCUSHU NayueHmos, obecneyums
B03MOIACHOCMb 00UeHUsL U OOYUeHUs 3a CYem JleyeHUs KOHOYKMUBHO20 KOMNOHEHMA my20yXocmu
WU CTLYXONPOME3UPOBAHUS NPU CEHCOHEBPANIbHOM CHUdcenuu cayxa [96].

. PexkomMeHI10BaHO pacCMOTPETH MAIMEHTaM ¢ KITMHHYECKUMHU Mpru3HaKamu 6o1e3Hu Dadbpu
MpoBeJIeHHE H30(aroracTpoyoACHOCKONNHN H/WIK KOJOHOCKOMMM C OWOICHed NuIlIeBoja
9H/IOCKOITUYECKAM JOCTYIIOM H/WJIM OUOICHU IKENIyJIKa JHIOCKOMUYECKUM JOCTYIOM H/HIIH
OWoTCHM JBEHAIIATUIIEPCTHOW KHUIIKUA JHIOCKOMUYECKUM JTOCTYTIOMH/WIM OHOICUH TOHKOM
KHUIIKA SHIOCKOMUYECKUM JIOCTYIIOM W/MIU OHOINCHUU OOOJOYHON KHUIIKH JHIOCKOMUYECKUM
JIOCTYIIOM,  NPWXHU3HEHHOE  TATOJOr0-aHATOMUYECKOE  WCCIeJAOBaHWE  OWOTICHITHOTO

(OHCpaI_II/IOHHOFO) mMarcpuaia OATOMU KaTCTOPHHU CIOKHOCTHU 0e3 IMPUMCHCHUA ACKAJIbIIUHAIIUU C
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nenpio auddepeHuanbHoil  uarHocTuk (mpu Oonesnn ®abpu B pszle CIydaeB MOXKHO
00HAPYKUTh HAKOIUICHHE JIMMHIOB B IIUTOIIa3Me HEHPOHOB KHINICYHHUKA) W/UIU aHTHOTpaduio
OPIOIIHOTO OT/IENIa A0PTHI M €€ BETBEH C IeNIbI0 OOHAPYKEHUS XapaKTepHbIX s 0one3nn dadpu
W3MEHEHUI COCYIOB M/WJIM MAaHOMETPHIO MMUIICBO/IA JUTSI BBHISIBJICHHSI TATOJIOTUM TMHINEBO/IA V/UIIN
BOJIOPOJHBIA JIBIXaTEIbHBIM TECT C JIAKTYJIO30M WU TIIOKO30M JUISI OIEHKH H30BITOYHOTO
0aKTepUAITBHOTO POCTa B KUIICYHUKE H/WIIM KOMPOJIOTHYECKOE MCCIEIOBAHUE TPU CHUMIITOMAX
MastbabcopOrmu. [97].

YpoBensb yoeauteabHocTH pekoMenaanmii — C (YypoBeHb JOCTOBEPHOCTH I0KA3aTeJbCTB 5)

KommenTapuu: B nacmosiuee pems nem 4emxux pekomMeHOayuti no Uccie008aHusIM COCMOAHUSL
JHCeNYOOUHO-KUUeuHo2o mpakma npu oonesnu DPadbpu. Bvibop uccredosanus u ux KOIUYecmeo
onpeoenstomcs:  KIUHUYECKOU Ccumyayuel, 603MONMCHO NpOG8eOeHUe UHbIX UCCIe008aHUL
Huppepenyuanvnyro ouaznocmuxy npogoosam ¢ CUHOPOMOM PA30PANCEHHO20 KUULEUHUKA,
OUBEpMUKYIAMHOL OONE3HbI0, PAKOM MOLCMOU KUWKU, ANNEeHOUYUMOM, YeTUaKuel, 2acmpumom,
2acmpodzoghazeanvuvim  pedriokcom, OonesHvlo Yunnia, MumoxoHOPUAIbHOU namoao2uetl,
MPAHCMUPEMUHOBOU CEMEUHOU AMUIOUOHOU NOJUHEUPOnamuel.

Bonvuwuncmeo nposenenuti co cmopomsi d4cey00YHO-KUUEYHO20 MPAKma HUGeaupyemcs Ha pore

namozeHemu4ecKkotl mepanuu.

2.5 Nnble AUATHOCTHYECCKHUEC UCCIICTIOBAHUSA

Pexomenayercsi mprieM (OCMOTP, KOHCYJIbTAIlHsI) Bpaya-reHETHKA IEPBUYHBIA BCEM MaIlMEHTaM
C KJIMHUYECKUMH Tpu3Hakamu Ooje3Hun Pabpu ¢ 1enbio mpoBeaeHus anddepeHInaibHo-
JMAarHOCTHYECKOIO0 IIOMCKA CpPeAM JPYTHX HACIEACTBEHHBIX OOJE€3HEH U OIpeaciCHHUs
ONTHMAJILHOr0 00beMa reHeTHUYECKHUX HCCIIeoBanmit [26-29, 62, 63].

YpoBenb yoeaurTeabHoOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB 5)

Pexomenayercsi mnpuem (OCMOTp, KOHCYJbTallMs) Bpauda-meauaTpa WIM Bpada-TepaneBTa
MEpPBUYHBI BCEM MallMEHTaM C KJIMHUYECKUMHU TMpu3HakaMu OoniesHun @aldpu ¢ 1enbio
JMArHOCTHKHU COIYTCTBYIOIICH TEpPANeBTUYECKON IMAaTOJIOTHH, OLEHKH OOIIEr0 COCTOSIHHS
3I0POBbsSI U OTIPE/ICIICHHUS TAKTUKHU JaibHeiIei Tepanun [26-29, 63].

YpoBensb yoeauteabHocTH pekoMeHaanmii — C (YypoBeHb JOCTOBEPHOCTH /I0KA3aTeJbCTB 5)
Kommenrtapuii: mak oice 603mooicHo npogedenue npuema (ocmompa, KOHCYIbmMAayuu) epava

obweti npakmuku (cemelinozo epaia).

Pexomenayercss mpuem (OCMOTp, KOHCYJbTalMs) Bpaya-odTaibmojora MEPBUYHBIN BceM

nmanueHTaM ¢ KIMHUYCCKUMU TIPU3HAKAMU 0oJe3Hu <Da6p1/1 C IOCIbKO JHUAarHoCTUKuU
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COIYTCTBYIOIICH MATOJOTHEN OPraHOB 3PSHUS U ONpe/Ie/ICHHs TAKTUKHU TabHen e tepanun [1,
15, 26-29, 42, 61-63].

YpoBeHb yOeauTeJIbHOCTH pekoMeHaanuii — B (YypoBeHb 10CTOBEPHOCTH J0KA3aTEJAbCTB 3)
KomMmeHnTapuu: npogoosam OUOMUKPOCKONUIO nepeoHe20 omoend 2na3a U 2lasHo20 OHd,
onpeoenenue Oeghekmos nosepxHocmu po2osuywl (npooa ¢ kpacumenem). C nomowvro wenesou
JIaMnbl BbIAGIAION NOMYMHEHUEe po2osuyvl 6 eude 3a8umkos. CxoOHble UBMEHEeHUs PO208UYbL
HaoOI00amcs npu ynompeOieHuu 1eKkapcme u3 epynnvl Xa10poXuHos uiu amuodapouna. Ilpu
00C1e008aHUY 21A3H020 OHA 3AYACMYI0 HAOI00aemcs 3a0Hss CYOKANCYIApHAs Kamapakma u

nopasicenue cocy()oe cemuamiKu, 4mo moaitcen npueecmu K msioicenou nomepe 3perusl.

Pexomenayercss mpueM (OCMOTpP, KOHCYJIBTAllMs) Bpaya-raCTPOIHTEPOJIOra IEPBUYHBIIN
HaiUeHTaM C KIMHUYeCKMMH Tpu3Hakamu OonesHn Dabpu ¢ [Eembl0  JTHATHOCTHKH
COIYTCTBYIOIICH TaCTPOIHTEPOIIOTHUYCCKON MATOJIOTUH U OMPEACIICHUs] TAKTHKH JalbHEHIIeit
Tepanuu [26-29, 63].

YpoBensb yoeauteabHocTH pekoMenaannii — C (YypoBeHb JOCTOBEPHOCTH /I0KA3aTeJbCTB 5)

Pexkomenayercsi mpueM  (OCMOTp,  KOHCYJbTallMs)  Bpada-KapIuoJiora/Bpada-IeTCKOro
KapMoJIora epBUYHBIM BCEM MAllMEHTaM C KIMHHYECKMMU TPU3HaKaMu 60s1e3Hu Pabpu ¢ Hebio
JIMarHOCTUKH  COITYTCTBYIOIIEH KapIMOJIOTHYECKONM IaTOJOTHH W ONPEIEICHUs TaKTHKU
nanpHelmei tepanuu [9, 11, 13, 26-29, 61-63].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB 5)

PexoMenayercs mpreM (OCMOTp, KOHCYJIBTAIHS ) Bpaya-HEBPOJIOTa IIEPBUYHBIN BCEM HAIlMEHTAM
C KIMHUYECKMMH TMpU3HAaKamMu Oone3Hu @abpu C 1eNbl0 JAMAarHOCTUKH COIMyTCTBYIOMIEH
HEBPOJIOTHYECKOM MAaTOJOTMH U ONIPEACICHHS TaKTHKH JabHeimei repanuu [26-29, 61-63].

YpoBenb yoeauteabHocTH pekoMeHaanmii — C (ypoBeHb JOCTOBEPHOCTH /I0KA3aTeJbCTB 5)

PexoMenayertcst mpueM (0OCMOTp, KOHCYJIbTAIIHS ) Bpadya-Hedposiora IepBUYHBIN BCeM MallieHTaM
C KIMHUYECKUMHU TpHU3HakaMmu Oone3Hn Dabpu C 1EeNbi0 AMATHOCTUKH TMATOJIOTHH OPraHOB
MOYEBBIJICIUTEILHON CUCTEMBI, OTHOcAIecs kK b®, u ompeneneHUs TaKTUKW JajibHEHIIEH
tepanuu [26,28,29, 39, 62].

YpoBenb yoenuTeabHOCTH pekoMeHnaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB 5)

Pexomennyercs npuem (0CMOTp, KOHCYJIbTALlMA) Bpada-IICUXUaTpa IEpBUYHbBIN BCEM MAllUEHTaM
C KIMHUYECKUMU Mpu3Hakamu 0ose3Hn Daldpu ¢ 1eNblo ONpeaesieHns ICUXUYECKOTO 310POBbS

MaIMEeHTa U OTPE/ICIICHUsT HEOOX0JMMOCTH Ha3HaueHus Tepanuu [78].
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YpoBenb yoeaureabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB 5)

PexomeHnayercs npuem (TECTUPOBAHUE, KOHCYJIBTAIMS) MEIUIIMHCKOTO IICUX0JIOTa MIEPBUYHBIN
NaIyueHTaM ¢ KIMHUYeCKHUMH Mpu3HakaMu Oose3Hu Pabpu B mpoliiecce MOCTAaHOBKH JHArHo3a C
IIEeTbI0 OKa3aHUs KIMHUKO-TICHXO0JIorndeckou momor [1, 27, 55, 63].

YpoBenb yoeaurTeabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB 5)

3. JleyeHne, BKJIKOYAS MeIUKAMEHTO3HYI0 H HEMeIUKAMEHTO3HYI0 TepaIuM,
AMETOTepanuio, 00e300JIuBaHNe, MeIUIMHCKHE TOKA3AHUA U

MMPOTUBOIIOKA3AHUA K IPUMCHCHUIO ME€TO/10B JICHCHHUSA

Jna namocenemuueckoco nevenus bB®@ paspabomana pepmenmuas 3amecmumenvHasl
mepanus, HO 6ceM NAYUeHMam NapauiebHO NPOBOOUMC CUMNMOMAMUYecKoe JedeHue
OCHOBHBIX OCN0MCHeHUl 3a00nesanus. Bedenue nayuenmos c b6oneznvio @abpu npeononacaem
MYTMUOUCYUNTUHAPHBITL  NOOX00 C  00S3AMeNbHbIM  YYdACmuemM 6pavd-Hesponoad, epaya-
2eHemuKa, 8PAYA-KAPOUOI02A/8PAUA-0EM KO0 Kapouonoeza, 8paya-anecmesuono2a-
peanumamonoea, epaya-mepanesma/spava-neouampa/epaia oowel npakmuku  (cemetnozo
8pava),  epaya-Hegpponoea,  8pAYA-NYILMOHON02A,  6PAYUA-2ACMPOIHMEPONo2d,  8paia-
Quzuomepanesma u 8paueil Opyeux CneyuaibHOCme, UMEUUX ONblm 8 JeYeHUU IMO20 PeOKo2o
3a601e8aHUA.

3.1 IlaTorenern4yeckoe JeueHue

Pexomenayercs mpueM (OCMOTp, KOHCYJIBTAIIMS) Bpaya-reHETHKA (MM JPYTOTro CICIUAHCTA,
MMEIOIIETO ONBIT JICYCHUs] MalMeHTOB ¢ Oone3npto daldpu) mepBUUHBIA M MOBTOPHBIA (TIpH
HE0OX0IMMOCTH ) BCEM MalMeHTaM ¢ 0oie3Hbp0 DadpH ¢ 1enbI0 Ha3HAYSHHS TATOT€HETUIECKOTO
JIeYCHHS U KOHTPOIIs ero addexkruBHOCTH U Oe3omacHocTH [44, 46, 48, 62, 63].

YpoBenb yoeauteabHocTH pekoMeHaanmii — C (YypoBeHb J0CTOBEPHOCTH /I0KA3aTeJbCTB 5).
KomMeHTapuu: nasnauenue u KOppeKmupogKy NAMO2eHemuyecko2o e4eHus oCyujecmeisiem

epad.

PexoMeHnayercsi  Ha3HAUYCHUE/KOPPEKTUPOBKA  (DEPMEHTHOM  3aMECTUTENBHOW  Tepanmuu
npenapatamu A16AB04 arancunazoit 6era** unu A16AB03 arancuaasoit anbda™** namuentam ¢
YCTaHOBJICHHBIM JAMarHo3oM Oose3Hp @alOpu (BceM MalueHTaM MY)KCKOro Iojia Ioclie
Bepu(UKalMKM JUar€o3a JabOpaTOPHBIMM METOJAMH C LENbI0 JIOCTH)KEHUS HauOoJbIIen
3¢ (eKTUBHOCTH Tepanuu; JHULAM XEHCKOro moijia ¢ 6one3Hbto dabpu, UMEIOMUM MPU3HAKU
IPOTPECCUPYIOIIETO MOPAKEHUS OPraHOB-MUILICHEH, IPUBOAAIINX K CHUKEHUIO KaueCTBa )KU3HMU.
Kpu3bel ®abpu 1/niK pe3uCcTEHTHAS K CTAaHIAPTHON TEparuyl el INBHPYOIIAs UM XPOHUIECKast
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Heliporatndeckass 00JIb B KHCTAX W CTONAX W/MIW TEPCUCTUPYIOIAs MPOTESUHYPHS /WA
CHIDKEHHE CKOPOCTH KiTyOoukoBoi (uipTpanuu <80 mu/mun/1,73 M2 u/unu nopaxeHue cepama
W/WIA HapyIICHUsT MO3TOBOTO KPOBOOOpAIEHHS /WM WIIEMUYECKHE W3MEHEHHs TOJIOBHOTO
MO3Tra, BBIABICHHBIC IPU MarHUTHO-PE30HAHCHOH TOMOrpaduu TOJOBHOTO MO3ra) C IEINbI0
3aMe/JICHHsI TIPOTPECCHpPOBaHMs 3a00JICBaHMSI, CHWIKCHHS MacChl CepJila W YMEHBIICHUS
HaKOIUICHHUS iu30-1 63 B TIOUKAX , U YJIy4lleHHUs KadecTBa sxu3Hu [44, 46, 48, 69, 77].

YpoBeHb yoeauTeIbHOCTH peKoMeHAaluii — A (YPOBEHb JOCTOBEPHOCTH /I0KAa3aTeJbCTB 1)

Kommentapuu: nasnauenue u koppexmuposky @3T ocywecmensem épay. Bo epems nepeoco
86e0eHlsl npenapama pepmenmHou 3amecmumenbHol mepanuu yeiecooopaseHn npuem (0cmomp,
KOHCYIbMayus) 6paia-anecmesuonoea-peanumamonoea nepgudnsiii. Kpumepuu nasnauenus @3T
npusedervl 6 npunodxcenuu A3.3. B Poccutickoti @edepayuu 3apecucmpuposaro 2 npenapama ois
@D3T BD: a-eanaxkmosuoasa azancuoaza anvgha™* u azancuoasa bema**. Aeancuoaza anvgha u
azancudaza bOema ObLIU  3APESUCIPUPOBAHbI 8 MUpe HA  OCHOBAHUU  Pe3yIbMmamos
PAHOOMUBUPOBAHHBLX, NAAYEOO-KOHMPOIUPYEMBIX UCCTIe008AHUL, 6 KOMOPLIX 3AMeCmUMenbHAs.
mepanusi yMeHbUla1d 8blpaiCeHHOCMb HeUponamu4ecKkoll 00U, 8bI3b18A1A pecpecc 2unepmpoguu
J1€6020 JHCeNy0ouKa U CmaduIu3ayuio QYHKYuU noyex, 3a0eprcusand pazeumue No4edHol u
CepOeuHO-CcOCYOUCMOU  HeOOCMAamoyHoCmu Nno  cpasHenuro ¢ niayedo. Ilo  OauHvim
CUCMEMAMU3UPOBAHHO20 0030pa Tumepamypol, @OEKMueHOCMb 3aMeCMUMenbHOU mepanuu
usyuanracb no Kpauuet mepe 8 48 npocneKmusHulX UCCIe008AHUAX (KOHMPOIUPYEMbBIX UTU
Habmooamenvuvix). B 22 uz nux npumensnu Aeancuoasy anvgha™*, 6 22 — acancudaszy bema™**, a
8 4 uccnedosanusix Oviiu 000OWeHbL pe3yibmamsl npumenenuss oboux npenapamos [19-22]. B
yenom, pe3yibmamvl SMUX UCCAe008aHULl noomeepounu oOnazonpusmuvii d¢hpexm D3T na
@yHKyuIo cepoya u nouex, Heuponamudeckyro 00Ib U Kauecmeo HCUsHU NayueHmos, ViyyuieHue
CyxXa u 8ecmubOyIsapHol QyHKyuu.

B nacmoswee épems uccredosanuil, 8 KOMopvix 8 X00e NPAMbIX CPAGHeHUll Ovlau Obl
nonyueHvl ybeoumenvHvle O00KA3AMENbCMBA NpeumMywecmea (Ui omcymcmeusi makosblx)
npumeHenuss 00H020 u3 pepmenmos, Hem [50]. Aeancuoasy anvpa™** 6600am eHympueento 6 0oze
0,2 me/ke 00un pas 6 dse nedenu, azancuoazy bema** — enympugenno 6 0oze 1,0 me/xe ooun pas
6 06e nedenu. [1oopobno npucomosnenue pacmeopos OJis 86e0eHUs ONUCAHO 8 UHCIMPYKYUU K
npenapamam. Ilepsvie 8sedenus npenapamos 00AHCHbL NPOBOOUMBCS 8 YCIOBUAX CMAYUOHADA.
Oba npenapama He codepoicam KOHCEPEAHMO8 U NOONEeHCaAm HEeMEeONeHHOMY 88€0eHUI0 NoCie
npuUcOmMoBIeHUs pacmeopa OJis UHPY3UU.

Hem ocnoeanuii 0nsi cmenvl mepanuu 6 ciyuae, eciu RAYUeHm OIUMENbHOE 6PeMsl

cmabunu3uposan Ha npenapame, OMMeuaemcs NOJONCUMENbHbLL dPpekm om nposooumol
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mepanuy, a npoguib 6Oezonachocmu ocmaémcs  kKomgopmuvim. Cmena mepanuu Yy
CMAadUIUZUPOBAHHO20 NAYUEHMA € XPOHUYECKUM NPOSPECCUPVIOWUM 3a001e8aAHUEM MOHCEMm
npeocmasames pucku OJisi e20 300posvbi. B ciyuae nenepeHocumocmu (pazgumuu cepbesHblX
Hedice1amenbHblX NOOOUHBIX PeaKyuil), 603MONCEH Nepexo0 ¢ 00H020 NPenapama Ha Opy2oll.

Ilepexnouenue c¢ 00HO20 npenapama HaA OpPY2Ol BO3MONCHO MONILKO 6 Ccayuae
B03HUKHOBEHUSI ~ HEKOHMPOJIUPYEMbIX — CEpbe3HbiX  HedxceramenvHvlx  Aenenutl  (HA),
NOBMOPAIOWUXCA HECMOMPsl HA AO0eK8AmMHYI0 npemeouxkayuio neped ungysueil. Pewenue o
nepegooe  00NNHCHO NPUHUMAMBCA  MOJLKO N0 3AKIIOYEHUI0  8paA4eOH020  KOHCUNUYMA
@edepanvrozo yenmpa. Illayuenm unu e20 3aKOHHblE Npeocmasument OO0NNHCHbL OblMb
NPOUHDOPMUPOBAHBL O NPUYUHE 3aMeHbl npenapama u OdibHeuulell MaKkmuxKe 6e0eHUs.
Heobxooumo nabnooenue 3a nayueHmom 6 ciyuae cMeHvbl mepanuu 01s OyeHKU 3pdexmusHocmu
u bezonacHocmu jeyeHusl.

Bseoenue D3T mooicem npogooumuvcs 6 YClo8usx Kpy2loCyMOUYHO20 CmayuoHapa (8
cryyae HAMUYUSA UHQDYZUOHHBIX Pearyuil, OCIONCHEHHO20 meyeHus 0one3Hu), 8 cmayuoHape
OHesH020 npebvleanus uau amoyramopuo 1 pas 6 2 nedenu. Cnedyem odpawams HUMAHUE HA
cobnro0eHUe UHMep8anios Mexcoy UH@Y3uaMU U HeOONyCmMUMOCMb Nepepuleos 8 mepanuu, m.x.
HapyweHue pexcuma JieYeHusi CONPOBONCOAeMcs NOMEHYUATbHBIM —DUCKOM  YXYOULeHUs.
COCMOAHUSL nayueHma u npozpeccuposanus cumnmomos b®D. Bce nayuenmvr ¢ BD 0ondcHvl
npoxXooums KOHMPOIbHble 00C1e008aHU (MOHUMOPUHE) C Yelblo OYyeHKU 3¢hgekmusHocmu
JleYeHUs.

Ilobounvie spppexmor.  Ilepenocumocms  D3T  o0b6viyno  xopowas. OcCHOBHBIMU
HedicenamenbhHbiMu dpgpekmamu mo2ym Obimb peakyuu Ha 66edeHue npenapama (03100,
JUXOPAOKa, MOWHOMA, MAXUKApOUs, 3y0, Muaneus, 601U 6 KOHeYHOCMAX, 20J106HAs OOIb, OOIb &
2pyou), 8 OCHOBHOM Jle2Kue WU YMEPEHHO BbLPANCEHHDbLE.

B cnyuae passumus madgxcenvix peakyuil NOGbIUEHHOU 4Y8CMBUMENbHOCIU  UIU
anaghunaxmuyeckux peaxyuli HeoOX0OUMO HeMeOJleHHO NpeKpamums UH@Y3u u Havamo
mepanuio ¢ cOON0OeHUEM COBPEMEHHBIX CMAHOAPMO8 OKA3AHUSL HEOMIONCHOU MEOUYUHCKOU
NOMOWU.

Haubonee uacmvimu nobounvimu  asgpgpexmamu, ceazannvimu ¢ D37,  6vuiu
nocmuHg)y3uonnvle peaxyuu. bonouuHcmeo uz HUX ObLIU 1e2KUMU UTU YMEPEHHIMU, He ABIANUCH
NPUYUHOU NPEeKpAuyeHUss mepanuu U Ucue3aiu npu nociedyrowux esedenusx. Ymobdwvl ceecmu K
MUHUMYMY UX MANCECMb, MONCHO YMEHbWUms ckopocmv 6sedenuss DP3T u nposecmu
npemeouxkayuro AHMUSUCTAMUHHBLMU npenapamami, HecmepouoHbLMU

NpOMUBOBOCNANUMENbHBIMU — npenapamamu  uw/uiy  kopmuxkocmepoudamu. P3T  nenvsa
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UCNONb3068aMb 0OHOBPEMEHHO C XJIOPOXUHOM, AMUOOAPOHOM, OEH30XUHOHOM UNU 2EHMAMUYUHOM,
NOCKONILKY 9MU 6eujecmed NOMeHYuaIbHo UHSUOUpylom akmuernocme eHympukiemoynou a-GAL

A.

He pexomenayercs mamnueHTam ¢ 6osie3ubio @adpu nposenenue O3T B cienyromux ciydasx:
OepeMEHHOCTh U MEPHOJ] KOPMJIEHHUS TPYNbl0; MPUCYTCTBHE IPYroro OMAcHOTO JUIsSl JKU3HU
3a00NieBaHus, MPU KOTOPOM TIPOTHO3 BpsiA Ju OyneT yiydiieH ¢ momomsio @3T; Hamugue
CEpbE3HBIX OCIOKHEHUI 00Je3HU (HampUMep, TSKEINbIi HHCYIbT, peaHUMAIlMOHHbBIE MAIUEHTHI)
C HENbI0 MPEAYNPEKACHHS PA3BUTHSI THKEIBIX HEKENATEIbHBIX PEaKIUd U MPEIOTBPAIICHHS
YXYJILLIEHHUS] COCTOSIHUS MaueHToB [48].

YpoBensb yoeauteabHocTH pekoMenganun — C (YypoBeHb JOCTOBEPHOCTH /I0KA3aTeJbCTB 5)
KommenTapuu: kpumepuu ommenvt 3T npusedernvi 8 npunodicenue A3.4. Ixcnepmul cuumarom,
YUMo OMMeHsIMb JleyeHue y NayueHmos ¢ majicenol noveunou Heoocmamournocmoio (CK® <45
ma/mun/1,73 m2 ¢ xoppexyueti no eospacmy (> 40 nem: —1 ma/mun/1,73 m2/200)) ne credyem.
Ananoeuuno, e cinedyem omMmeHAMb JledeHue y NayueHmos8 Ha oudiuze, 0axce eciu OHU He
nooxoosm OJisl MPAHCNIAHMAYUU NOYKU, U )Y NAYUEHMO8 CO CHUMCEHUEM KOSHUMUBHBIX (QYHKYULL
mobou  smuonoeuu. Hauvano u npooonscenue @3T y makux nayueHmos OO0JIHCHO

paccmampusamscs 8 UHOUBUOYATIbHOM NOpsiOKe.

3.2 CuMnroMaTnyecKasi Tepanus

Ilo cumnmomamuuecxkou mepanuu BD Hem paHOOMUUPOBAHHLIX KOHMPOIUPYEMBIX
uccnedosanull. B nyoiuxkayusax npuseoeHvl pekomeHoayuu, Komopwvle Ompaxcaiom 3KCnepmuoe
MHeHUe CReyUarucmos8 U3 pa3HvlX CMpax U ONblm jleYeHus PA3HbIX KO2OPM NAYUEHMO8 8 PA3HbIX
KkiuHukax. I[lpumenenue Oonvwuncmea npenapamos OJis1 mepanuu Heuponamuyeckou 0o0au
(epynnvi NO3AF npouzsoonvle kapbokcamuoa: xapboamazenun™**, epynnot NO3 AX opyeue
npomugosnUIenmuiecKue npenapamsi: npe2adbanun**) ons oemeu u 83pocivix, NPOBOOUMCSL «6HE
UHCMPYKYUUY», NOIMOMY He NPpedCmasieHbl 8 gude mesuca-pekomenoayuu. Qonaxko, npenapamoi
Mo2ym Oblmb HA3HAYEHbL NayueHmam no peweruio epaveonou komuccuu [35, 51]. V nayuenmos
C XPOHUYECKOU Heuponamuieckol 0Oobio U aKponapecmesusmu ciedyem no 603MONCHOCMU
yempanums  paxmopbul, nposoyupylowue nosgieHue 0oy, Hanpumep, Ooavuiue ghusuyeckue

HA2cpy3KU, SMOL;uOHaﬂbeIZZ cmpecc, UBMEHERUe memnepanypbl.

PeKOMeHIlyeTCﬂ npuem (OCMOTp, KOHCYJ'ILTaI_[I/Iﬂ) Bpada-nicquarpa HWJIHW Bpada-TCparcBTa

TePBUYHBIN U TIOBTOPHBIN (TIpH HEOOXOAMMOCTH) MaIueHTaM ¢ 6ose3upr0 Padbpu, Tpu HATHIHHT
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MOKa3aHUMH, C 1eIbI0 Ha3HAUEHHUsI CUMIITOMATHYECKOTO JIEUEHHUSI M KOHTPOJIS ero 3¢ (HEeKTUBHOCTH
u Oe3omacHoctu [26-29, 63].

YpoBenb yoenutejJbHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH A0KA3aTEJbCTB 5)
Kommenrtapuii: mak oice 603mMooicho npogedenue npuema (ocmompa, KOHCYIbmMayuu) epaid

oowell npaKkmuku (cemetinoeo epaia).

Pexomenayercs nprueM (0CMOTp, KOHCYJIbTAllMsA) Bpaya-KapAU0JIora NEPBUYHBIN U TOBTOPHBIN
(Ipr HEOOXOIMMOCTH) BCEM TMalUEHTaM C 0oJie3Hb0 Dadpu, Mpu HATMYHK TTOKA3aHHH, C TETbI0
Ha3HAYCHUS] CUMIITOMATUYECKOTO JICYCHHUSI M KOHTPOIIs ero 3 (deKkTHBHOCTH U Oe3omacHocTH [9,
11, 26-29, 61-63].

YpoBensb yoeauteabHocTH pekoMenaanmii — C (YypoBeHb JOCTOBEPHOCTH /I0KA3aTeJbCTB 5)

Pexomenayercss mpuem (OCMOTp, KOHCYJbTAllMsl) Bpaya-racTpO’HTEPOJIOTa MEPBUYHBIA U
MOBTOPHBIA (TIpU HEOOXOAMMOCTH) BceM ManueHTam ¢ Oone3Hblo Dabpu, TpH HaIUYUU
MOKa3aHUH, C IEJIbI0 HA3HAYEHUSI CHMITTOMATHYECKOTO JICUCHUS U KOHTPOJIA ero 3 PEeKTUBHOCTH

u 6e3omacHocTH [26-29, 63].

YpoBenb yoeautebHocTH pekoMeHaanmii — C (YypoBeHb JOCTOBEPHOCTH /I0KA3aTeJbCTB 5)

PexoMenayercsi mpueM (OCMOTp, KOHCYJbTAIUs) Bpaya-HEBPOJIOra MEPBUYHBIN U MOBTOPHBIM
(npu HEOOXOIMMOCTH) BCEM MalMeHTaM ¢ 0osie3Hbto Paldpu, Npy HATUYMU [T0OKA3aHUH, C LEIbI0
Ha3HAUCHUS CHMITOMATHYECKOT'0 JICYCHHUS U KOHTPOJIS ero 3 (HeKTUBHOCTH U Oe3omacHoCTH [26-
29, 61-63].

YpoBensb yoeauteabHocTH pekoMenaanuii — C (YypoBeHb JOCTOBEPHOCTH /10KA3aTeJbCTB 5)

PexoMenayercsi mpueM (OCMOTp, KOHCYJIbTAIMs) Bpaya-HEPpOoIora NEpBUYHBII M TTOBTOPHBIN
(mpu HEOOXOIMMOCTH) BCEM MaleHTaM ¢ 6olie3nbio Dadpu, IpH HATMYUH [TOKA3aHUH, C 1IETbI0
Ha3zHaueHUs] HE(PPONPOTEKTUBHOM TEpamvy W CHMIITOMAaTHUYECKOTO JICYCHHS, KOHTPOJIA €ro
sbdexTruBHOCTH 1 Oe30macHocTu [26,28,29, 39, 62].

YpoBenb yoeauteabHocTH pekoMenaanmii — C (ypoBeHb JI0CTOBEPHOCTH /10KA3aTEJIbCTB 5)

PexoMeHayeTcsi MpoBecHNUE 3aMECTUTEIIBHON MMOYEYHON TE€palmuyd METOJOM IreMOAHalii3a WK
MEPUTOHEATHHOTO JHall3a MalueHTaM ¢ Oojne3npto dabpu B ciiydae pasBUTHI Y HHX
TEPMHUHAILHON MTOYCYHON HETOCTATOYHOCTH C IIEJIBIO JICUEHHUS TAaHHOTO COCTOsHUS [26-29, 52].

YpoBenb yoeauteabHocTH pekoMenaanmii — C (ypoBeHb J0CTOBEPHOCTH /I0KA3aTeJbCTB 4).
Pexomenayercsi mpuem (OCMOTp, KOHCYJbTAIlMs) Bpada-opTalbMOJIOTa TIEPBUYHBIA U

MOBTOPHBIA (TIpU HEOOXOAMMOCTH) BCeM TamueHTaMm ¢ Oonie3npto Dabpu, mpu HATUYUU
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HIOKA3aHMM, C IeJIbI0 HA3HAYEHUS CUMITOMATHUECKOTO JIEYEHUST K KOHTPOIIS €ro d(P(HEKTHBHOCTH
u Oe3omacuoctu [1, 15, 26-29, 42, 61-63].

YpoBenb yoeaqurTeabHoOCTH pekoMeHnaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB 5)

Pexomenayercs npuem (OCMOTp, KOHCYJIbTAlMsl) Bpada-IicUXuaTrpa MEpBUYHbBIN NEPBUYHBINA U
MOBTOPHBINM TareHTaMm ¢ 0oje3Hpto Pabpu NMpH HANMYUU TMOKA3aHUN C LEIbI0 Ha3HAuYeHUs
CHMIITOMAaTUYECKOTO JICUCHHUS U KOHTPOJIS ero AP PeKTuBHOCTH U Oe3omacHocTH [78].

YpoBenb yoenuteJbHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH A0KA3aTEJbCTB 5)
Kommenrapuii: Xpouuueckas Hetiponamuueckas 601b, xapakmepuas 0ns 6onesnu Dabpu,
Modicem npueooUums K ONUMENTbHOMY CHUNCEHUI0 (QOHA HACMPOeHUs, 0enpeccuu, Omcymcmeuro
MOMuUBAYUU K Ne4eHUI0, HapYWeHUsIM CHA; NOIMOMY AHMUOENPeccanmol U MpaHKeUIU3aAmopbl
Mo2ym Oblmb NOJIE3HbL 8 Kauecmae CUMNMOMAMUYecKol mepanuu.

PexoMeHI0BaHO TPH HAIWYMU TPOSIBICHUM MOPaXEHUS >KEITyAOYHO-KHILIEYHOTO TpPaKTa, He
Kynupylomuxcsi Ha (oHe NaTOreHeTUYeCcKOW Tepanuu, pacCMOTPETh Ha3HAuYeHUE NUEThl C
MTOHWKEHHBIM COJIepKaHueM (PepMEHTHPYEMBIX OJIHMT0-IU-MOHOCAXaPU/IOB U MOJUOJIOB C LIENbIO
YMEHbILIEHUS MPOSBICHUN OTPULATENILHOTO BIMSHUS J1M30-1'03 Ha KUIIEUYHUK U MUKPOOUOTY
KUIICYHUKA U YIYYIICHUS KauyecTBa KH3HH NalueHToB ¢ Oone3npro @adpu [98].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii — C (YpoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB 5)

HpI/I H€06XOI(I/IMOCTI/I IPOBOAATCA KOHCYJIbTAlUKU APYIrUX CIHCOHUAJIMCTOB I10 ITOKAa3aHHUAM [JIA
Ha3Ha4YCHUA CUMIITOMATUYCCKOI'O JICUCHMA.

3.3 Xupypruueckoe JeueHue

Pexomenayercst mpoBeneHue (MPU OTCYTCTBUM MPOTHUBOMOKA3aHMII) TPaHCIUIAHTALUK TOYKU
nanueHTam c¢ OoznesHplo Pabpu B cilydae pPa3BUTUS Yy HUX TEPMHUHAIBHOW MMOYEYHOU
HEIOCTATOYHOCTH C LEJIBIO JICUEHHUS JaHHOIO COCTOsHus [26-29, 52].

YpoBenb yoeautesbHocTH pekoMeHaanmii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJIbCTB 4)
KommenTapuu: mpancnianmayus nouex nayuenmam c¢ b® npu pazeumuu mepmuHanvHOU
NOYeyHOU  HeOOCMAmMOYHOCMU  NPOBOOUMCS 8  COOMBEMCMBUU  C  MemOOUdeCKUMU
pexomenoayusamu « Tpancnaanmayus noukuy ID: MP34 (http://cr.rosminzdrav.ru/).
PexomeHayeTcss MMIUIAHTAIMS OJHOKAMEPHOTO/IBYXKAMEPHOTO JJIEKTPOKAPAHOCTUMYJIISTOPA
WIM  WMIUIAaHTalMsl  OJHOKAaMEpPHOTO/IBYXKaMEpHOTro  KapauoBepTepa  aepuoOpuiisTopa
nanueHTam ¢ Oone3Hplo @abpu (mMpu HEOOXOAWMOCTH) C HAPYUICHUSMH IPOBOAMMOCTH,
OpaaMapuTMHeEH, IKEIyJOYKOBOM TaxuKapAue B COOTBETCTBUM C pa3pabOTaHHBIMU

KIIMHUYECKUMH PEKOMEHIALUSIMU C LIEJIbIO JISUEHUsl JTaHHOUM naTosoruu [S53].
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YpoBenb yoeaureabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB 4)
Kommenrtapuu: /lannoe neuenue nayuenmam c¢ BD nposooumcs 6 coomeemcmeuu c
KIUHUYeCKUMU  pekomeHOayusmu  «bpaduapummuu v Hapywenus  nposooumocmuy,
«Kenyooukosvie napywenus pumma. Kenyoouxosvie maxukapouu u 6He3anHdas cepoeyHasl

cmepnv ).

PexoMeHnayercsi ynaneHHe aHTHMOKEPATOM C IOMOUIBIO aprOHOBOTO Jia3epa NalMEHTaM C
6omne3npto Padpu, IPH KEJTAHUH MMAIMEeHTa, ¢ KOCMETHYECKOH 1embio [54].

YpoBensb yoeauteabHocTH pekoMenaanun — C (YypoBeHb JOCTOBEPHOCTH I0KA3aTeJbCTB 5)

4. MequuMHCKAas peadWIuTANNS U CAHATOPHO-KYPOPTHOE JIeYeHne,
MeJIMUINHCKHE MOKA3AHUS M NMPOTHUBONOKA3AHUS K IPUMEHEHHI0 METO/10B
peadHIUTAMH, B TOM YHCJIe OCHOBAHHBIX HA MCIOJIb30BAHUM NMPUPOIHBIX

JieueOHbIX PaKTOPOB.

Pexomenayercsi npuem (TECTUPOBAHUE, KOHCYIBTAIUS) MEAUIIMHCKOTO TICUXOJIOTa IEPBUYHBII
Y TIOBTOPHBIN (ITpH HEOOXOIMMOCTH) TallueHTaM ¢ 0osie3HbI0 Dadpu, UMEIOITUM BhIPAKEHHBIN
00J1eBOM CHHIPOM U CKJIOHHOCTH K MCHXOAMOILIMOHAIBHBIM PACCTPONCTBAM C LIETBI0 OKa3aHHS
KIIMHUKO-TICHXOJIOTHYecKoi oMoty [1, 27, 55, 63].

YpoBenb yoeaurTeabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB 5)

5. IIpodpunakTuka u JUCNaHCEPHOE HADJII0OIeHNe, MeTULIMHCKUE MTOKA3AHUA U

NPOTHBONOKA3aHUS K NPUMEHEHNI0 MeTO0/10B NPOPUIAKTHKHI

Jlucnancepnoe  HabmoOenue — nayueHmos ¢ - 0OOJE3HbIO @Dabpu  npednonazaem
MYTbMUOUCYUNTUHADHBINL NOOX00 C 0083aMeNbHbIM  YYyacmuem 68paia-Hegposnozd, 8payd-
2eHemuxa, 8PAUA-KaApOU0.102a/8paua-0emcKo20 Kapouonoea, 8paua-anecmesuonoca-
peanumamono2a, 6paya-mepanesma/spaia-neouampa/spaia obueri Npakmuku (cemeuno2o
8pava), epaua-Hedponoza, 6paua-nyILMOHON02A,  6PAUA-CYPOOI02A-OMOPUHONIAPUHLOI02d,
8paua-eacmpo’umepoio2a, epava-guuomepanesma u 8pavel Opyeux cheyuaibHocmel,
UMelowux ONnvlm 6 JeYeHUuu dmo20 pedko2o 3abonesanusi. J{ucnancepHomy HAOIIOO0EHUIO
noonedxcam nayuenmol ¢ 6one3nvio Pabpu xax nonyuarouue namozenemuyeckoe neyerue P37,
Max u nayuenmsi, KOmopule no pazHvim npuyunam He noayuarom DP3T (ne docmuenu Kpumepues
ons nHavana DP3T, He noomeepounu ceoé coenacue Ha JjedeHue), ¢ Yeablo CB0e8PEMEHHO20
KOHMPOJSi COCMOSIHUSL 300p06bsi U Koppekyuu mepaneemuyeckou makmuku [99]. IIpumepnoiii

naaun obcrnedosanusi nayuenmos ¢ b®d npueeoen 6 Ilpunoscenuu A3.5, HO 6 cpoku u 06vém
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UCCIe008aHULL TeYaUM 8PAYOM MO2YM ObiMb 6HECEeHbl KOPPEKMUBLL C YUEMOM 0CODeHHOCmell
meueHus 3a001e8aHUA y KOHKPEMHO20 NAYUeHmd.

Pexomenayercss manuentam c 0ose3Hpio ®abpu pekoMeHJ0BaHO NPOBEICHHE BaKIHWHAIUU
MPOTUB TPHIIIA, ITHEBMOKOKKOBOH WHQEKIIUU C UENbI0 NPOMUIAKTHKA HHOEKIIMOHHBIX
OCJIOKHEHUH/CHIKEHUS TSOKECTH UX TIPOsIBIICHHH [85].

YpoBeHs yoenuTeJbHOCTH pekoMeHaannu — C (YPOBEeHb 10CTOBEPHOCTH A0KA3aTeIbCTB 5)
Kommenmapuu: B® ne sasensemcsi npomuonokasanuem K HNPOGeOeHUr0 GaKyuHAyuu c
ucnonv3osanuem eakyuw awboeo muna [86,87], a makoce 01 eaxyuHayuu npomus
KopouasupycHoti ungexyuu Hosoco muna (COVID-19), 6 coomeemcmesuu ¢ uncmpykyuamu K
npenapamam [88,89]. I[lnanosyio ummynuzayuro nayuenmy c¢ 6onesuvio @abpu npoeoosm &
coomeemcmeuy ¢ HAYUOHATbHbIM KaleHOoapeM Npo@uUIaKmuyecKkux npusugox 6 nepuoo
CMadUILHO20 COCMOSIHUSL OCHOBHO2O0 3a00iesanus Ha (pore noddeparcusaiowezo neverus [90].
Hmmynuzayua nayuenmos neped u nocie MpAHCHIAHMAYUU NOYKU NPOBOOUMCS CO2NACHO
00WEeNnPUHAMBIM NPUHYUNAM.

Pexomenayercs mprieM (OCMOTp, KOHCYJIbTAllKs) Bpaua-reHeTHKa IIEpBUYHBINA U IIOBTOPHBIH (TIpu
HEOO0XOIMMOCTH )/ TUCTIAHCEPHBI  TpueM  (OCMOTpP, KOHCYJbTallMi) Bpaya-TeHETHKAa BCEM
nanueHTaMm ¢ Oose3Hpio Pabpu ¢ MOATBEPXKISHHBIM JAHATHO30M W/WIW WX O(PHUIIMATBHBIM
MIPEICTABUTENSAM, C IENbI0 Pa3bICHEHUH TEHETHYECKOTO PUCKA, OOCYKIACHHS BO3MOXKHOCTEH
MPCHATATFHOW M MPEHMILIAHTAIIMOHHON JIMArHOCTUKH B CeMbe, KOHTPOJS 3(()EKTHUBHOCTH U
0e30IacHOCTH MTATOTEHETHYECKOM Tepanuu [28, 56, 62, 63].

YpoBenb yoeaureabHOCTH pekoMeHaanun — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB 4)
KommeHTapuu: cemuzueomuuvle MyscuuHvl umerom eOUHCMEEHHYI0 NOPANCEHHYIO X-XPOMOCoMY,
umo onpeodensiem Kiaccuveckuul genomun 6onesnwu. OHU nepeodaom 3my XpoOMOCOM) MOJbKO
CBOUM O0YepsAM, HO He CbIHO8bAM. Taxum obpazom Oouepu 6oabHbIX BD omyos umerom o0y
HOPMATLHYIO U OOHY 0eeKmHYI0 XPOMOCOMY, M.e. ANAI0Mca cemepo3ucomamu. B omauuuu om
opyaux X-cyennenHuvlx 3a001e8anuti ObLI0 NOKA3AHO, YMO Y 4aCMU 2emepo3u2OmHbIX HCEHUWUH C
mymayueti eena GLA pazeusaromcs msoicenvie nposeienus b, mpebyrowue meouyunckou
nomowu u emewamenvcmea. Mexanuzm, nocpeocmeom KOmMopozo y 2emepo3ucOmHbX HCeHUUH
PA38UBAIOMCAL HCUBHEY2POAHCATOWUE CUMNINOMDIL, U3BECMEH He 00 KOHYA. Y 60nbuuHCcmea u3 Hux
umMeemcs noumu HOPMAJbHBIU YPOBEHb YUPKYIUpYylowe2o Gepmenma 3a cyem mo2o, 4mo
CIYYauHblL npoyecc uHakmueayuu X-xpomocomol (1AUOHU3AYUsL) NPUGOOUM K 00PA308AHUIO KAK
oepuyumnuvlx, max u HOPMAIbHBIX KIEMOK.

Yuumvieas mun wuacnedosanusi O0anno2o 3abonesanus (X-cyennenuwiii) Oasi  KANCOOU

nocneoyroujei bepemeHHoCmu:
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— y JHCEHUWUHBI-HOCUMENbHUYbL PUCK POdAHCOeHUs O0NbHO20 Malvuuka cocmasisem 50%, puck
podicoenus Oegouxu-Hocumenvhuywvl — 50%;
— Y MYACUUHBL-HOCUMEN MYMAYUU PUCK POdHCOeHUst OesouKu-HocumenbHuysvl mymayuu — 100%.
B cemvax, 20e ecmv nayuenmuvl ¢ ycmanoeieHHOU Mymayueu, Cyuecmeyem 603MONCHOCHb
npogedeHUs  NpeuMniaHmayuoHHou U  npeHamanvHou  ouaznocmuky. Ilpenamanvhnas
OUACHOCTUKA 803MOMACHA NYMeEM U3MEPEeHUs aKMUBHOCIU 0-2a]laKMO3U0A3bl 8 KIeMmKAX 60PCUH
Xopuona, a makdce memooamu npsamou uiu kKoceenuou JIHK-ouacnocmuku Ons cemetl ¢
U3BECMHBIM 2EHOMUNOM.
Pexomenayercst mpoBeqeHe o0mero (KIMHUYECKOT0) aHalu3a KPOBH MallMeHTaM ¢ OO0JIE3HBIO
@®abpu B mpoliecce AUCHAHCEPHOTO HAOMIONEHUS C LENbI0 OLEHKH OCHOBHBIX IapaMeTpoB
KPOBETBOPEHHS U BBISBJICHUS BO3MOKHBIX HHPEKIIHOHHBIX Tporiecco [9, 11, 13, 26-29, 58-60,
64].
YpoBenb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH 10KA3aTEeAbCTB 5)
Kommenrapmii: uacmoma — no noxazanusim. Ilposedenue obweco (KiuHuueckoz2o) amanusa
Kpo8u 6KII0YAem UCCIe008anue YpoGHs 00ue20 2eM0o2100UHd, 3PUMpoyUmos, J1euKoyumos,
mpomooyumos 6 Kposu, OYeHKAd 2eMamoKpumad, Uccie0o8anue CKOpOCmuU 0Ce0aHus
IPUMPOYUMO8, OuhhepeHyUpOBaAHHbIL NOOCHEM JICUKOYUMO8 (TeUKOYUMApHAs popmyna).
Pexomenayercsi TpOBEACHHE aHAW3a KPOBH OHMOXUMHUYECKOTO OOIIETepaneBTHUYECKOTO
nmanueHTaMm ¢ OoJe3Hpto Pabpu B MpoIecce IUCIAHCEPHOTO HAOJIOACHHS C IEIbI0 OIEHKU
COCTOsIHUS BHYTpeHHUX opranos [9, 11, 13, 26-29, 58-60, 64].
YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH I0KA3ATEJILCTB 5)
Kommenrapuii: vacmoma — no noxazanusm. Ilpogedenue ananuza Kpou OUOXUMUHECKO2O
obujemepaneemuiecko20 6K04aem onpeoesenue aKmugHOCmu acnapmamamuHompancgepasvl,
ANAHUHAMUHOMPAHCPeEPasvl,  1AKMamoe2uopo2enasvl,  wenounol  gocgamasvi, ecamma-
2NOMAMUIMPAHChepasvl 8 KpoBU, UCCIEeO08AHUE YPOBHA 00we20 OUIUpyouHa, CeA3aHHO20
ounupyouna, c60600H020 OUNUPYOUHA, XOJleCmepuHd, XOlecmepund JTUNONPOMeUHO8 BblCOKOU
NJIOMHOCMU, XOJeCmepuHa TUNONPOMEUHO8 HUZKOU NIOMHOCMU, MPUSTUYEPUOOS, MOYEBUHDI,
MOYeBOU KUCIOMbL, AbOYMUHA, 2NH0KO3bl, KpeamuHuta, oowe2o beixa, Hampus, Kauus, ooue2o
Kanbyus, UOHUBUPOBAHHO20 KAIbYUSL 8 KPOBU.
Pexomenayercst onpeeneHre KoaTu4uecTBa Oenka B CyTOUHOM Mode/ucclieJoBaHue aTbOyMiuHa B
CYyTOYHOM MoOue, UCCIIeIOBaHUE YPOBHS albOyMHHA, 00IIero Oeilka W KpeaTMHHHA B KPOBU C
oTpeAieNICHUEM CKOPOCTH KITyOOUKOBOW (PUIBTpALMK 1O YPOBHIO KpeaTHHUHA KPOBHU PACUETHBIM
Metosom (pCK®D), mccrmenoBanue aapO0yMUH-KPEAaTHHUHOBOTO COOTHOIICHUS B MoO4Ye (W/WIH

COOTHOILIICHUA 6CJ'IOK/eraTI/IHI/IH MOYH: OIIPpCACIICHHUC KOJIHNYCCTBA Oenka B CYTOqHOﬁ MO4cEC,
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UCCIIEJIOBAHUE YPOBHS KpeaTMHHHA B MO4Y€) BCEM MaiueHTaMm c Oose3npio @abpu B mpoiiecce
JMCTIAHCEPHOTO HAOIIOICHNS He pexe 1 paza B 6 MeCSIIEB C IENbI0 OIEHKU JUHAMUKHA COCTO STHUS
noyek [26, 28, 29, 39, 58, 61, 64, 91, 92, 93].

YpoBeHb yoenuTe1bHOCTH pekoMeHaauuii — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB 2)
KommenTapuii: onpedenrenue ckopocmu xny60oukosol ¢unvmpayuu no yposHio KpeamuHuHa
Kkposu pacuemuvim memoodom (pCKD) credyem npogooumsv no ¢opmyne CKD-EPI na ocrnoge
VPOBHS KpeamUHUHA 8 KPOo8U, U, 8 OMOENIbHbIX cy4asax, Ha ocHose yucmamuna C (Mccredosanue
yucmamuna C 6 kpoeu) [91,92,93].1lpu nanuuuu noxazanuti mocym Obimb NPOBEOCHDL:
uccne0osanue yposHs MOYEBUHbl 8 KPOBU U UCCIe008aHUe YPOBHS MOYEBOl KUCIOMbL 8 KPOBU
[91].Hccredosanus neobxooumo nposodums nayueHmam ¢ HOOMEEPHCOCHHIM MOAEKYIAPHO-
2eHemuyecKkumMu memooamu ouaznozom oOonesnu Dabpu, 6 mom uucie, OecCUMNIMOMHBIM

HocumeAim, 6blAA6GJIEHHbIM npu cemelnom CKpUHUHCZeE.

PexoMeHnayercsi mpoBeieHHE 00MIEro (KIMHUYECKOTO) aHaM3a MOYM TAIMEeHTaM C OOJIE3HBIO
®dabpu B mporiecce TUCIIaHCEPHOTO HAOIIOICHUS C IENbI0 OIICHKH MOpaXkeHus mouek [26, 28, 29,
39, 58, 61, 64].

YpoBeHb yoeauTeJbHOCTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH T0KA3aTEJIbCTB — 5)

KOMMeHTapHﬁ: yacmomada — no NOKA3aHUsM.

PexoMenayercs riccieloBaHue ypoBHsi TpOorTOHUHOB |, T B kpoBH nanueHTam ¢ 6ose3Hbo @adpwu,
[pY HAIWYMW [MOKa3aHHM, B MPOIECCEe AUCIAHCEPHOTO HAOIOICHHUS, C IICIbI0 BBIABICHUS
nopaxkenus cepana [9, 11, 26-29, 58-60].

YpoBenb yoeauTeabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 5)
KoMMmeHTapuu: y nayuenmos ¢ GblpajiceHHOU 2unepmpoueri 1e8020  Hceny0ouKa

obHapyoscueaemcs nogvlulenue mpononunos. Yacmoma ne pesice 1 paza 6 200

Pexomenayercss  uccrnenoBaHuss  ypoBHA — N-TepMuHaipbHOro  (pparMeHTa  MO3TOBOTO
HaTpuilyperndeckoro npomnentuaa (NT-proBNP) B kpoBu nanuenram ¢ 6onesnsro @adpu, npu
HAJIMYUU TIOKa3aHUH, B MPOLIECCE AUCIIAHCEPHOTO HAOIIOIEHUS, C IIENIbIO BBISIBICHUS CEPACUHOM
Hemocratrounoctu [9, 11, 26-29, 58-60].

YpoBenb yoenutebHOCTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH A0KA3aTEJNbCTB 5)

Kommenrapuu: vacmoma ne pexce 1 pasa 6 200

PexomeHngoBaHo peructpanus dSJIEKTPOKAPAMOTPAMMBI, IPOBEIEHUE HXOKapauorpaduwu,
XOJITEPOBCKOTO MOHUTOPUPOBAHMS CEPIEYHOTO pPHUTMAa M CYTOYHOTO MOHUTOPUPOBAHUS

apTepHaIbHOTO JaBJICHUS BCeM ManueHTam ¢ Oone3nbpto Pabpu B mpoliecce JUCIaHCEPHOTOo
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HaOmoieHus: He pexe 1 pasa B 12 MecsleB ¢ IENbI0 OLIEHKH JTUHAMUKUA COCTOSHUSI CEpJeUHO-
cocyaucroi cucremsr [9, 11, 26-29, 59].

YpoBenb yoeaqurTeabHoOCTH pekoMeHnaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB 5)
KomMmeHnTapuu: xapaxmepHuviym npusHakom nopaxjceHus cepoya npu oonesnu Pabpu asisiemcs
eunepmpohusi 1e6020 Hcenyoouka, Komopas moxcem ovimsy vissnena ¢ nomowvio KT, IOxo-KI”
U MACHUMHO-PE3OHAHCHOU MOMOopaghuu.

PexomeH10BaHO TPOBEICHNE MArHUTHO-PE30HAHCHON ToMorpaduu cepila U MarucTpabHbBIX
COCYJIOB BceM MaiueHTam ¢ 6ose3nbro ®adpu B mporiecce AUCIIAaHCEPHOTO HAOMIOACHUS HE PEKE
1 pa3za B 12 MecsIICB C LENBIO OLIEHKH KapInoJorudeckux usMmenenui [9, 11, 26-29, 41, 59].
YpoBeHb yOeauTeIbHOCTH peKOMeHAaluii — A (YPOBEHb JOCTOBEPHOCTH /I0KA3aTeJbCTB 1)
KommeHnTapuu: npu neobxooumocmu npooosim MacHUMHO-pe30HAHCHAsL momozpaghuro cepoya
¢ KoHmpacmuposanuem. Bo3mooicHo npumenenue mMomanvbHOU 6HYMPUBEHHOU aHecmesul,
KOMOUHUPOBAHHO20 UHRAIAYUOHHO20 HAPKO3d. XapakmepHbiM NPUHAKOM NOpadCeHus cepoya
npu oonesnu Dabpu saensemcs eunepmpopus 1e6020 HCenyoouKda, KOMopdas Moxcem Oblmb
svissnena ¢ nomowviro KT, Ixo-KI'u MPT. J{ns oyenku (hynkyuu cepoya npumensom mrkaHesyio
oonnaepaxoxapouozpaghuio (Oonniep-IxoKT).

PexomeHI0BaHO TpOBEJICHHE MarHUTHO-PE30HAHCHOM ToMOrpaguu TOJIOBHOIO MO3ra BCEM
namuentam ¢ 6onesnpio @abpu B mporecce IUCIaHCEPHOro HabmoAeHus He pexe 1 pasza B 12
MECAIIEB B CTydae, €Clii U3MEHEHUs1 ObUIH BBISIBIICHBI 10 Hadana O3T wmm 1 pa3z B 36 mecsies,
€CII U3MEeHEeHUs1 ObUTH BhIsBICHBI Mocie Hadana 3T ¢ 1enbio BRISIBICHUS MOPaKeHUsT OEIoro
BEIIIECTBA TOJIOBHOTO MO3ra, UIlIeMUYeCKuX o4aros [26-29, 40, 61].

YpoBeHb yoeauTebHOCTH pekoMeHAanuii — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB 3)
Kommenrtapmuii: 6o3mooicho nposedenue MacHumHo-pe30HanCHOU MoMo2papuu 20106H020 M0O32d
¢ KOHMpPACMUpPOBaHuem, a maxice npUMeHeHue KOMOUHUPOBAHHO20 IHOOMPAXedalbHO20 HAPKO3d,
MOMAanbHOU 8HYMPUBEHHOU anecme3uu, npo8ooHuxkosou anecmesuu. [Ipu MPT 2onosnoeo mozea
Yy nayuewmog Mo2ym OOHAPYHCUBAMBCSA UUEMUYECKULl UHCYIbM, MUKPOKPOBOUIUAHUSA U
BHYMPUMO3208ble 2eMaAMOMbl, USMEHeHUs Oelo2o eeujecmea (Jetikoapeos) u cepo2o eujecmasd
(kanvyuguxkayus  3a0He20  maramyca), a  maxdce  cocyoucmvle — Manrbhopmayuu,
npeuMywecmeeHHo npeocmasienHvle OO0NUXOIKMAZUAMU 8epmedpoOasuApHol apmepuu. Imu
U3MeHeHUs He ABGNAIOMCs 8blcOKOCheyuuunviMu 0nsi 6onesnu Dabpu, mocym ecmpeuamvcs y
nayueHmos ¢ Opy2ou namoiozuel. B psade cnyuaes 603modcHO nposedenue KOMNbIOMEPHOU

I’I’lOMOZpngMM 20JI0BHO20 MO032A.
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e PexomeHI0BaHO TPOBEICHNE TOHAIBLHOM ay/IMOMETPUU BCEM MaleHTaM ¢ Oone3Hbro Dabpu
cTapiie 5 JieT B mpolecce TMCIaHCepHOTo HAOII0IeHUs He pexe | pasa B 3 To/1a ¢ 1eNbI0 paHHETO
BBISIBJICHUS HapyIIeHU# ciayxa [26-29, 61].

YpoBeHnsb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH 10KA3aTeIbCTB 5)

e Pexomenayercss mpoBeACHUE YIbTPA3BYKOBOI'O HCCIEAOBAaHUS OPraHOB OpPIONIHONW TMOJOCTH
(koMmIUIeKCHOTO) TanueHTaMm ¢ Oose3npio dabpu B mpoliecce AMCHTAHCEPHOTO HAOIIOIEHUS C
11eJIbF0 MOHUTOPUHTA COCTOSIHUSI BHYTPEHHUX OpraHoB [64].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3ATENLCTB 5)
KomMmenTapmii: vacmoma — no noxazanusim.

o PexomeHnayercst yIbTpa3ByKOBOE UCCIICIOBAHKE ITOYCK IMAIIMEHTaM ¢ Oosie3HbI0 @adpu B
polecce TUCITAaHCEPHOTO HAOMIOIEHUS C IIeNTbI0 CBOEBPEMEHHOTO BBISIBICHHUSI TATOJIOTUH TIOYEK,
B TOM YHCJIE TTapaneibBUKaIbHBIX KUCT [62-64,68].

YpoBeHsb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH /10KA3aTEJILCTB 5)
Kommenrapmuii: vacmoma — no noxkazanusam.

o Pexomenayercss TMpoBeACHHE TPUIEIBHOW peHTreHorpaduu OpraHOB TPYAHON KIETKU
nanueHTaMm ¢ OoJe3Hpto Pabpu B MpoIecce MUCIAHCEPHOTO HAONIOACHHS C IEIBI0 OIEHKH
COCTOSIHMSI OPTaHOB TPy IHOM KiIeTKH [61, 67].

YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB 5)

KommenTapuii: vacmoma — no noxazanusim.

e Pexomenayercss mpueM (OCMOTp, KOHCYJIBTallMs) Bpada-TieAWaTpa WM Bpava-TepareBTa
TICPBUYHBII ¥ TIOBTOPHBIN U/HITK AUCTIAHCEPHBIN IIPpHEM (OCMOTp, KOHCYJIBTAIlHS ) Bpada-reauarpa
WM Bpadya-TeparneBTa maimueHTam ¢ 0oje3nbpto @adbpu B mpoliecce AUCIaHCEPHOT0 HAOIIOACHUS
He pexe | paza B 6 MecsleB C IIETbI0 CBOCBPEMEHHON THArHOCTHUKU COITYTCTBYIOIICH
TEPANeBTUYECKOW TATOJIOTUH, OIEHKH OOIIEr0 COCTOSHHS 370POBBS, ONPEACTCHHUS TaKTUKU
JanbHEHINCH Tepanuu 1 olleHKH ee 3 (HeKTUBHOCTH U Oe3omacHoctu [26-29, 63].

YpoBeHns yoenuTeibHOCTH pekoMeHaanuii — C (YPoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB 5)
KommenTapuii: maxowce modxxcem 6vims nposeden npuem (0CMomp, KOHCYIbmayus) epaia ooujet
NPAKmMuKu (cemetino2o 8paia) nepeuyHblil U NOSMOPHBIU U/UIU OUCNAHCEPHBIU npuem (0cMomp,

KOHCYyIbmayus) 8pada oouell npakmuxu (cemetinoco epaya,).

o Pexomenayercsi mnpuem  (OCMOTp, KOHCYJbTalusl)  Bpaya-KapaAuoJora/Bpada-aeTCKOro
KapJuoJiora MepBUYHbIM M MOBTOPHBIN/ANCIAHCEPHBIM NpueM (OCMOTp, KOHCYJIbTAllMsI) Bpayda-
KapJuoJora/Bpaya-JieTCKOro Kapauojora BceM ManueHTam ¢ Ooze3nbpto @abpu B mporiiecce

JMCIIaHCEPHOT0 HAOI0IeHUS He pexe | paza B 6 MecsIeB C LeNNbI0 CBOEBPEMEHHOMN IMarHOCTUKU
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COIYTCTBYIOILEH KapIHOJIOTHYECKON aTOJOIMH, ONPEICIICHHs TAKTUKY JalbHEHIIEN Tepanuu 1
olieHKH ee 3 dekTUBHOCTH U Oe3onacHoctu [9, 11, 26-29, 61-63].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB 5)

PexoMenayercsi rmpueM (OCMOTp, KOHCYJbTallMs) Bpada-oPTaabMOIOra TEPBUYHBIA U
TTOBTOPHBINA/IUCIIAHCEPHBIN  TpreM (OCMOTp, KOHCYJIbTAIMs) Bpada-odTaabpMoiora BCeM
narueHTam ¢ 6onesnpro @adpu B mpoiiecce TUCIaHCepHOro HadmoieHus He pexe 1 pasza B 3 rona
C LIETBI0 CBOEBPEMEHHOH JMarHOCTHUKU COMYTCTBYIOMIEH O(TaIbMOJOTHYECKOW MNaTOJIOTHH,
OIpe/ICICHUs] TAKTHKU JAIbHEHIIeH Tepaiy U OLIEHKU ee d3(PPeKTUBHOCTH U Oe3omacHocTH [1,
15, 26-29, 42, 61-63].

YpoBensb yoeauteabHocTH pekoMenaanmii — C (YypoBeHb JO0CTOBEPHOCTH /I0KA3aTeJbCTB 5)

PexoMenayercsi mnpueMm (OCMOTp, KOHCYJbTamus) Bpada-Heposora TEpPBUYHBIA U
MTOBTOPHBII/TMCTIAHCEPHBIN TprUeM (0OCMOTp, KOHCYIIbTallMs) Bpaya-Hedpoora BceM MmaueHTaM
¢ 6ome3npto @abpu B mporecce TUCIaHCepHOTO HAOII0IeHU He pexe 1 paza B 6 MecsIeB C 1eNbI0
CBOEBPEMEHHOW JAMArHOCTUKH COMYTCTBYIOIIEH TMATONOTUHM TIOYEK, OMpEeIeNeHUs] TaKTUKH
JaabHEHINCH Tepanuu 1 oleHku ee 3¢ dexkTuBHOCTH U Oe3omacHoctu [26, 28, 29, 39, 62].

Yposens yoenurTeapHocTH pekoMenaanuii — C (YypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB S)

PexoMenayercsi mpuem (OCMOTp, KOHCYJIbTAIUsl) Bpada-TacTPOIHTEPOJIOra TEPBUYHBIN U
HOBTOPHBIA (IIpU HEOOXOAMMOCTH )/TUCTIAHCEPHBIH MpUeM (OCMOTp, KOHCYJbTAIUsl) Bpaya-
racTPOIHTEPOIIOTa MAIMEeHTaM ¢ 0ose3Hbi0 PadpH, MPH HATMYUH ITOKa3aHHH, C IIETbI0 KOHTPOJIS
COCTOSIHUSI, CBOEBPEMEHHOM JMAarHOCTMKM M JICUEHHUS TacTPOIHTEPOJIOrMYECKOM IaTOJIOTHH,
KOHTPOJIs 3P (HEKTUBHOCTH ¥ OE30MACHOCTH CUMIITOMATHYECKOTO JieueHus [26-29, 63].

YpoBenb yoeauTeabHoCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB 5)

Pexomenayercs npueM (OCMOTp, KOHCYJIbTAIMs) Bpauya-HEBPOJIOra MEPBUYHBIA U MOBTOPHBIN
(mpu  HEOOXOIUMOCTH )/ TUCITIAHCEPHBIN TIpHeM  (OCMOTp, KOHCYJbTAIUs) Bpada-HEBPOJIOTa
naueHtamMm ¢ Oone3npto Pabpu, Mpu HATUYMK TOKAa3aHUHM, C LENbI0 KOHTPOJIS COCTOSHUS,
CBOCBPEMEHHOM JTUArHOCTHMKUM M  JICYECHUS  HEBPOJIOTMYECKOM  IMATOJIOTMHM, KOHTPOJIS
3G GEKTUBHOCTH U O€30MACHOCTH CUMIITOMATHYECKOTO JieueHus [26-29, 61-63].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB 5)
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6. Opranusanus OKa3aHus MeIMIUHCKOU IMOMOLIHU

HaHI/IeHTaM ¢ 00JIE3HBIO d)a6p1/1, B 3aBUCUMOCTH OT HCO6XO,Z[I/IMOCTI/I, MOJKET OBITh OKa3aHa

MCAUIIMHCKAas IIOMOIIb JIF000T0 BHUJA, YCIIOBHA, (bOPMI)I, NpeaAyCMOTPCHHBIX 3aKOHOAATCIILCTBOM

Poccuiickoit denepanumu.

Iloka3anusa AJ1 NJIAHOBOM roCIUTAJIN3AIIUN B MEAUIMHCKYIO OpraHU3aluio.

[IpoBenenne AWAarHOCTUKU U JICUEHUs, TpeOyIOIIHe KpPYrJIOCYyTOYHOTO MEIUIIUHCKOTO
HaOJIIOIEHU,

Coctosinue, TpeOyroliee aKTHUBHOTO JICYCHHS M KPYIVIOCYTOYHOTO MEIUIIMHCKOTO
HaAOIIOCHUS;

Cocrtosinue, TpeOyroiiee MPOBEACHHUS BBICOKOTEXHOJIOTHYHBIX METOJIOB JICUeHHUsS (B TOM
9uClie TPAHCIUIAHTAIMSI OPTraHOB, WMIUIAHTAIMS BOJUTENS PHTMA, KapIuOBepTepa-
nepubpunnsaTopa);

OtcyTcTBue Bo3MokHOCTH obecnieueHuss @3 T B aMOyIaTOPHBIX M CTAllMOHAP 3aMEIAIOIINX
YCIIOBUSIX;

HeoOxomumocTs mpoBeneHUsT pa3iNMYHbIX BHUAOB O3KCIEPTHU3 WM O00CIeIOBaHUS B
MEAMIIMHCKOW OpTraHM3allii TPH HEBO3MOXXHOCTH MPOBEIEHUS HMX B aMOyJIATOPHBIX
YCIOBUSX, TpPEOYIOMUX TUHAMHUYECKOTO HabOmomeHus (B ToM uwucie odopMiIeHHE

3aKIII0YEHUs (eiepaaIbHOro KOHCUINYMA).

IToxka3zanus k 3KCTpeHHOﬁ roCMUTAJIM3alluid B MCIMIIMHCKYI0 OpraHu3anuio:

Octppie 3a0oneBaHHs, OOOCTPEHHS XPOHHUYECKUX OO0Jie3HEH, OTpaBICHHS M TPABMBI,
COCTOSIHUS, TpeOYIOIIMe UHTEHCUBHOM Teparuy 1 epeBo/ia B peaHUMAI[MOHHBIE OT/ICJICHUS
WIN OTAEJCHUS MHTEHCUBHOMN Tepanuu (B TOM 4KCiIe TOOOYHBIE PEaKLUU, IPOUCXOsIIee
Wi BO BpeMs HMHOQY3UU WM B TeueHue naHsA npoBeneHus uHpysuun O3T u apyrue
YTPOKAIOUIUE JKU3HU OCTPBIE COCTOSIHMS), a TaKXKE KPYIJIOCYTOYHOIO MEIUILIMHCKOTO

Ha6J'IIOI[eHI/II/I " IPOBCACHUSA CIICHUATIbHBIX BUI0B 06CJ'IGI[OB3HI/IH " JICYCHHA.

IToka3anus K BbINHMCKE MAIMEHTA U3 MeTUIUHCKOM OpraHusanvm:

OtcyTcTBHE YIpO3bI )KU3HU MTALAEHTA;

OTtcyTcTBHE YTpO3bl pa3BUTHS OCIOXKHEHHUH, TPEOYIOINUX HEOTIOAKHOTO JICUEHUS;
CrabunMsanus COCTOSIHUS W OCHOBHBIX  KIMHMKO-JIa0OPAaTOPHBIX — IOKa3aTelei
MaTOJIOTUYECKOTO MPOIiecca 0 OCHOBHOMY 3a00JIEBAHHUIO;

OtcyTcTBUE HEOOXOJMMOCTM B  IOCTOSHHOM BpaueOHOM U KPYIVIOCYTOYHOM
MEAMIIMHCKOM HaOJII0IEHUU TI0 OCHOBHOMY 3a00JIEBaHUIO;

Heo6xonumocTH nepeBoia manyeHTa B Ipyryko OOJBHUILY WM yUPEXKISHHE COLUAIBHOTO

obecrieueHusa
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7. JonoaHuTeabHass HHpopManus (B ToM yucje GaKkTopbl, BJUSIOIINE HA

HCXO0/ 3a00J1eBaHUS WJIH COCTOSIHMA)

o Pexomenayercsi poBEIEHUE CEMEWHOIO CKPUHUHIA I POACTBEHHUKOB IMAalMEeHTOB ¢ bd
(mpoBeeHUE TEHETMUYECKHX HCCIECIOBAHUN) C IeNbl0 nuarHocTuku b® Ha paHHel craguun
Oonesnn [28].

YpoBeHb yOeTUTEIHLHOCTH peKOMeHIalui — B (YpoBeHDb 10CTOBEPHOCTH 10KA3aTeJILCTB 4)

o Pexomenayercs npoBeneHUs CKPUHUHTA IPYII BHICOKOTO PUCKa (paHHHE UHCYJIBTHI, TOUCYHAS
HEOCTAaTOYHOCTh, THIEPTPOGUUIECKas KapJUOMUOTIATHS) C IIETbIO BBISIBICHUS MAIIMEHTOB ¢ bD
[7, 12, 18,76].

YpoBeHb yoeauTeIbHOCTH pekoMeHAaluu — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJNbCTB 4)
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KpnTepml OIICHKHU Ka4YeCTBa HepBI/I‘lHOﬁ MeIlI/IKO-CaHI/ITapHOﬁ NnNoMoOIIH

Ne

Kpurtepun xauecrsa

OneHKa BLINOJHEHUSA

Boimonunen mpuem (0cMOTp, KOHCYJbTAllMs) Bpada-mieauarpa
WJIM Bpaya-TepaneBTa MEePBUYHBIN

Ha/met

Brimonnen mnpueM (O0CMOTp, KOHCYJbTallMs) Bpada-r€HETHKa
TIePBUYHBII

Ha/uer

BrimonHeHo omnpeeneHine akTUBHOCTH JIN30COMHOTO (pepMeHTa
anb(a-rajakTo3uaa3bl B MATHAX BBICYHIEHHON KPOBU METOJIOM
TaHJIEMHON Macc-CHEKTPOMETPHH (KOMIUIEKC UCCIIeIOBAHUM IS
JMarHocTUKU Oose3Hu Pabpu) BceM NaMEHTaM MY>KCKOIO U
YKEHCKOTO T0JIa ¢ KIMHUYECKUMU Mpu3HakamMu 6one3nu Padbpu
IpU AUArHOCTHKE

Ha/uer

Brimonaeno UCCIIE/IOBaHHE YPOBHS
JAN30TI000TpUA3UICPUHTO3MHA B MSATHAX BBICYHICHHONW KpOBU
METO/IOM BBICOKO?((EKTUBHON KHUIKOCTHOM Xpomarorpaduu
TaHJIEMHON MacC-CIIEKTPOMETPUH (ITAI[eHTaM >KEHCKOT0 TI0J1a ¢
KIIMHAYECKUMU TIpu3HakamMu 0ose3an @adpu) npu JUarHoCTUKE
u nanee 1p/6 mec

Ha/uer

Bremonneno ompenenenue myrtanuii B rene GLA B kpoBu
(KOMTIIEKC WCCIENOBAaHUM JJII TUAarHOCTHKUA OosiesHn Dadpwm)
METOJIOM CEeKBeHHMpoBaHus o CeHrepy

Ha/uer

Brimonneno mnpoBeneHue oO0mIero (KIMHUYECKOT0) aHaau3a
MOYM MPHU YCTAHOBJICHUHU JIMArHo3a U jajiee He pexe 1 paza B 6
MeCSI1IeB

Ha/ner

BrImonHeHO omnpeienieHre KoaudecTBa Oejika B CyTOYHON MoYe,
W UCCIEeNOBaHHE YypPOBHS anb0ymuHa, oOmero Oenka u
KpeaTHHHHA B KPOBH C OMPEJEIIEHUEM CKOPOCTH KIIyOOUYKOBOMH
GuIbTpalMu TIO YPOBHIO KPEAaTHHWHA KPOBU PACUYCTHBIM
metonoM(pCK®D), wuccienoBanue amb0yMUH-KpPEaTUHHHHOBOTO
COOTHOIIEHUSI B MO4Y€ (W/MJIM COOTHOIICHHS OENOK/KpeaTHHUH
MOYH: OIpe/elICHHe KOJIMYecTBa OelKka B CYTOYHOW Moue,
HCCIIEIOBaHUE YPOBHS KpeaTUHUHA B MOYE) MPU YCTaHOBJICHUU
JarHo3a u jaiee He pexe 1p/6 mec

Ha/ner

BrimoneHo Ha3HAYCHUE/KOPPEKTUPOBKA dhepMeHTHOM
3aMecTHTeNIbHOU Tepanuu npenapatamMu A16AB04 arancuaaszoit
oera*™* wmum A16AB03 arancupmazoii anpda** manmentam c
YCTaHOBJICHHBIM JMarHo3oM 0ose3np ®abpu (BceM mamueHTam
MY>KCKOT'O T10J1a 110cJie BepUPHUKAILIUU TUarH03a J1abopaTOpHbIMU
METOJIaMU C LENbI0 JOCTHKEeHUsI HanbombIiei s¢dexTuBHOCTH
TEpaIuy; JIULAM )KEHCKOTro 1oJja ¢ 60s1e3Hb10 @adbpu, UMEIOINUM
MPU3HAKUA TPOTPECCUPYIONIETO MOPAXKEHHs] OpraHOB-MUIICHEH,
OPUBOAIINX K CHIDKEHUIO KadecTBa KH3HU: Kpu3bl Dabpu
W/WIM PE3UCTEHTHAS K CTAHIAPTHOM Teparuy peruIuBUPYIOIIAs
WM XpOHWYecKas HelporaTudeckas 00JIb B KUCTSAX M CTOIAX
U/WIA  TIEPCUCTUPYIOIIAs TMPOTEUHYPHUS] W/WIM CHIDKEHUE
CKOpPOCTH KJTy00uK0oBO# punbTparuu <80 mu/mun/1,73 M2 n/unmn
MOpaXeHWEe  CcepAla  W/WIM  HAPYIMEHUS  MO3TOBOTO
KpPOBOOOpAIIeHNs W/WIM WIIEMHYECKUE H3MEHEHUS! TOJIOBHOTO

Ha/uer
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Kpurepun xauecrsa

OneHkKa BLINOJHEHUSA

MO3ra, BBISIBJICHHbIE IIPU MarHUTHO-PE30HAHCHON ToMorpaduu
TOJIOBHOT'O MO3ra)

Kpurepum oieHKkH Ka4ecTBa CleMATU3MPOBAHHONA MeIUIIMHCKON IMOMOLIH

Ne

Kpurepun xkavyecra

OneHKa BLINOJHEHUS

BeimonHen npuem (OCMOTp, KOHCYJbTALlMs) Bpada-meanaTpa
WJIM Bpaya-TepaneBTa NEpBUYHbIN

Ha/uer

BrimonHeno mnpoBeneHue oO0mMEero (KIMHUYECKOTO) aHalu3a
MOYH TMPU yCTaHOBJICHUH JUarHo3a U Janee He pexe 1 paza B 6
MECALICB

Ha/met

BrInosiHeHO ompeieieHne KOJrMdecTBa 0elika B CYyTOYHOH Moue,
U WCCIEIOBaHWE YPOBHA anbOymMuHa, o0mero Oenka U
KpPEaTHHUHA B KPOBHU C OINPEICICHUEM CKOPOCTH KITyOOUKOBOM
GUIbTpalMu TIO0 YpPOBHIO KPEaTHHHWHA KPOBU PACUYCTHBIM
metogoM(pCK®), wuccrnenoBanue ambOyMUH-KpEAaTHHUHOBOTO
COOTHOILEHUS B MOYe (M/MJIM COOTHOIICHUs! OEIOK/KpeaTHHHH
MOYH: OIpeACiCHHEe KOJIMYecTBa Oeilka B CYTOYHOM Moue,
UCCIICIOBAHUE YPOBHS KpEaTMHUWHA B MOYE) MPH yCTAaHOBJICHUU
JIMarHo3a M jajee He pexe 1p/6 mec

Ha/met

BeimonHeHo perucrpanus 3J1eKTpOKapIUOrpaMMBbl, IPOBEICHHE
sXoKapauorpapu, XOJITEPOBCKOTO MOHHUTOPHUPOBAHUS
CepAEYHOro  pUTMa H  CYTOYHOI'O  MOHUTOPHUPOBAHUSA
apTepUaJIbHOTO [JAaBJICHUS] BCEM MAllUEHTaM C KIMHUYECKUMHU
npusHakamu 6ose3nu Padpu B mpoliiecce MOCTaHOBKH IMAarHo3a
¥ 1ajiee B IPOoLIecce TUCTIaHCEPHOTO HaOmoieHust He pexxe 1 p/12
Mec

Ha/uer

Brimonneno Ha3HAaYCHHE/KOPPEKTHPOBKA bepMeHTHOI
3aMeCTUTENbHOM Tepanuu npenapatamu A16AB04 arancugazoi
oera** wm A16ABO03 aramcupmazori anppa** mamuentam c
YCTaHOBJICHHBIM AMAarHo30M Ooiie3Hb Pabpu (BceM mamueHTam
MY>KCKOTO T10J1a TTOciie Bepru(UKaIiu Juarto3a J1abopaTtopHBIMU
METOJaMH C TIEJIbI0 JOCTHXKEHUS HanOobiel 3(hPeKTHBHOCTH
TepaIuu; JIUIaM )KEHCKOTro 1oja ¢ 60s1e3Hp10 Pabpu, UMEIOIUM
MPU3HAKHA TPOTPECCUPYIOMIETO MOPAXKCHHSI OPraHOB-MUIIICHEH,
MPUBOJAALIMX K CHIKEHUIO KadecTBa XHU3HU: Kpusbl Dabpu
U/WJIH PE3UCTEHTHAS K CTAHAPTHOM Tepanuu pelyIuBUpYOIas
WM XpOHWYecKasl HelporaTtudeckass 00Jlb B KUCTSX M CTOIMAX
W/WIM  TIEPCUCTHPYIOIIAs TPOTCHHYPHUS W/WIM  CHUXKCHHE
CKOPOCTH KTy 00uKoBO# dunbTparuu <80 mu/mun/1,73 M2 u/unu
MOpaXeHWe  CepAla  W/WIW  HapylmIeHHS  MO3TOBOTO
KPOBOOOpAIICHHS W/WIN HIIEMUYCCKHE U3MEHEHHUS TOJIOBHOTO
MO3Tra, BBIABIEHHBIE MPU MAarHUTHO-PE30HAHCHON TOMoOTrpaduu
TOJIOBHOT'O MO3ra)

Ha/met
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IIpuno:xenue Al. CocraB paGoueii rpynnbl o paspadorke u

MmepPpecCMOTpPyY KIIMHUICCKUX peKOMeHIlaHI/Iﬁ
AnncumoBa HHra BaammMoBHa — K.M.H., 3aBeaylolas OTIEJIOM OpraHHU3aluu
MeauuuHckoi momon ®I'BHY «Menuko-reHeTH4ecKknil Hay4HbId [IEHTP UM. aKaJeMUKa
H. Il. boukoBay, 4itleH Acconyanui MEIUIIMHCKUX T'eHETHKOB
BapanoB Aunekcanap AunekcanapoBuu — akaaemuk PAH, mnpodeccop, a.M.H.,
noueTHbld mnpe3uaeHT Corws3a neauarpoB Poccum, coBeTtHuk pykoBoautens HUU
neauatpuu 1 oxpansbl 300poBbs aereit HKI] Ne2 (IIKb PAH) ®T'BHY «PHIIX um. akan.
b.B. IletpoBckoro», npodeccop kadeapsl neauaTpuu U aeTckoid peemaroioruu PIrAOY
«Ieppit MI'MY um. WN.M. CeuenoBa» MunsgpaBa Poccun (CeueHOBCKHIT
YHUBEPCHUTET), TJIABHBINA BHEIITATHBIN CHIEIUANIKCT neauatp Munzapasa Poccuun
Bamakmanze Haro JI:kymGepoBHA — J1.M.H., 3aBeyIOIIasi OTACIOM PEIKUX Oone3Hei
HUW nenunatpuu u oxpansl 310poBba aeteit HUU neauatpuu u oxpaHbl 310pOBbs ACTEM
HKI[ Ne2 ®I'BHY «PHIX um. akan. b.B. IlerpoBckoro», unen Coro3a neauaTpoB
Poccun, npodeccop kadenps! ¢pakynbTeTCKON NMeauaTpuu neauaTpudeckoro Gaxkyabrera
OI'AOY BO «PHUMY um. H.W. IIuporosa» Munsapasa Poccun
BumneBa Ejaena AuekcanapoBHa - aM.H., npodeccop PAH, 3amecrurens
pykoBoautenss HUM nequarpuu u oxpansl 310poBss Aereit HKL[ No2 (LIKb PAH) ®I'BHY
«PHIIX nwMm. akan. b.B.IlerpoBckoro», MuHOOpHAYKH O HaydyHOUW pabote, mpodeccop
kadenpsl ¢axkyIbTeTCKOM mneauaTpun mnexuarpuueckoro ¢axkyinprera OGI'BOY BO
«PHUMY um. H.W. [Muporosa» Munszapasa Poccun, unen Coroza neauarpos Poccun
Boarnna Ceersiana SlkoBaeBHa — 1.M.H., npodeccop kadeaper PI'BOY BO
«Ka3aHckuli rocyjapCTBEHHBIM MEIUIIMHCKUN yHUBEpcuTe™» MuH3apasa Poccun
AKupos MHUrops BuranbeBH4 — JA.M.H., BEOyLIMHA Hay4yHbId COTPYJHHUK OTJIENa
3abosieBaHnil MHOKapaa U cepaeuHor Hemoctarounoctu ®PI'BY «HMUL] kapawonoruu
nMeHu akagemuka E.M.Ya3zoBa» Mun3apasa Poccun, mpodeccop kadeapsl KapuoIoruu
OI'bOY AITO PMAHIIO Munsapasa Poccun
KyprxoBa Haranus BsiuecsaBoBHA - K.M.H., BeIylIud HayudHblii coTpyaHuk HHWUU
neauatpu U oxpansl 310poBbs aeret HKI[ Ne2 ®I'BHY «PHIIX wuMm. axan.
b.B.ITerpoBckoroy, unen Coro3a neaunatpoB Poccuu, dieH Accoluanuu MEIUIIMHCKUX
TE€HETUKOB
3axapoBa Exkarepuna IOpseBHa — 1.M.H., 3aBenylomas JjgabopaTopuei
HacJeICTBeHHbIX Oone3Hel ooMena PI'BHY "Menuko-reHeTnyeckuii HayYHbIN HEHTP M.

akagemuka H.I1. Boukosa", unen Poccuiickoro o0miecTBa MeIUIIMHCKUX T€HETUKOB, YWICH
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yieH PaGoueli rpynmbl o 6osu EBporielickoii akaieMun HeBpoIoruu, dieH EBponeiickoit
Cern o 6one3nu 'entunrrona, unen [Ipesunuyma HannonansHoro CoBera 3KCIepToB
no ophanaeiM 3a0oneBaHusM, dieH Poccuiickoro oOImecTBa 1Mo HEPBHO-MBIIICYHBIM
3a00IeBaHUSIM

Koctuk Muxaun MuxaidinoBuy — 1.M.H.,, npodeccop kadeapsl TOCIUTAILHON
nenuatpun ®I'bOY BO Cankr-IlerepOypreckuii rocyqapCTBEHHBIH MEAUATPUUYECKUI
meauuuHckuit yausepceurer M3 Poccun, Cankr-IlerepOypr

Ky3enkosa Jlioamuiaa MuxaijioBHa — J.M.H., ipodeccop, HayadbHUK LIEHTpa 1eTCKON
MICUXOHEBPOJIOTUH, 3aBEAYIONIAsl OTJACICHUEM TICUXOHEBPOJIOTHH M TICUXOCOMATHYECKOM
natosiorud ®I'AY "HayuHblil MEIUIIMHCKUI HCCIIE0BATENbCKUI EHTP 310POBbs AeTer"
Mun3znpasa Poccun

KyneB Cepreii UBanoBuu — akanemuk PAH, n.m.H., qupekrop ®I'BHY "Meauko-
reHeTUYeCKU HayuyHbIM 1eHTp uM. akagemuka H.I1.boukosa ", Ilpesunent Accommanuu
MEIUITUHCKIX TeHEeTUKOB (AMI)

Jlapuonosa  Bajnentuna  Habmamyna — amH., @OI'BHY  "HucTuTyT
AKCIIEPUMEHTAILHON MeTUIIMHBI", WieH Poccuiickoro o0mecTBa METMIIMHCKUX TEHETUKOB
MakcumoBa Huaus BaamgumupoBHa — 1.M.H., mpodeccop, 3aB. Kadempoit
MeauiuHckor renetukn U ouonorun I'BOY BO «HoBocubupckuii rocyaapcTBeHHbBIN
MEIULUHCKUIM yHUBepcuTeT» MuH3apasa Poccun, 3aB. MEIUKO-TEHETUYECKUM OTAEIOM
I'BY3 HCO "I'Kb Ne 1", wiien Acconpanuu MEIUIIUHCKUX reHeTUKOB (AMI)
MuxaiisioBa Csersiana BuraabeBHa — 1.M.H., 3aBenytomas otraeneHuem DOI'BY
«Poccwniickas [lerckas Knuanaeckas bonpaumay M3 PO

Moucees Cepreii BajleHTHHOBHY — J.M.H., 3aBelyloIuil Kadeapoll BHYTPEHHHX,
npodeccuoHabHBIX Oose3Hert u peemarosiornu ®I'AOY BO Ilepseiit MI'MY um. .M.
CeuenoBa (CeuenoBckuii ynusepcurer) M3 PO

MscuuxkoB Poman IlerpoBMY — K.M.H., B.H.C. OTJI€Jla KJIMHUYECKOW KapAHOJIOTUH,
PYKOBOAMTENb KIMHUKM cepaeyHor HenocrtarouHoctd @DI'BY "HMMUIL Tepanuu u

npodrrakTuyeckor MmeaunuHel" Mun3npasa Poccun
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HamazoBa-bapanoBa Jleiiia CeiimypoBna — akan. PAH, mnpodeccop, A.M.H.,
npe3uaeHT Corosza neauatpoB Poccum; mact-npesuaenT EPA/UNEPSA; pykoBoautenb
HUW nemuarpun u oxpanbl 3a0poBbsi  gereid HKI[ Ne2 ®OI'BHY «PHIX
uM. akaa. b.B.IlerpoBckoroy, 3aBemyromas kadenpoil (axkynIbTeTCKOW meauaTpuu
neauaTpudeckoro dakynprera ®I'BOY BO «PHUMY um. H.U. Tluporosay Mun3zapasa
Poccun, rinaBHbIM BHEIITATHBIN JETCKUN CIEHUAIUCT 1O MPO(PUIAKTUYECKONH METUIHE
Mun3zapasa Poccun

IMamkos Asexkcanap BiaaguMupoBu4 — K.M.H., 3aB. OTZI€JIOM OTOPUHOJIAPUHT OJIOTHH U
cypnonorun HUW nenuatpum u oxpansl 310poBbst aereid HKI[ No2 (LIKb PAH) ®T'BHY
«PHIIX nwm. akazn. b.B.IlerpoBckoro»

HoakuernoBa Tarbsana BaagumupoBHa — K.M.H., C.H.C. JIaDOpaTOpUU HEPBHBIX
6onesneit y nereit ®I'AY "HayuHblil METUIIMHCKUNA UCCIIEIOBATENbCKUM LIEHTP 340POBbS
nerei" Munszapasa Poccun

IIymkoB AJiekcaHap AJiekceeBHY — K.0.H., BeIylIIMil HayyHBI COTPYIHMK
naboparopun MeguiuHckoil reHomuku OI'AY "HMMULL 3n0poBbs aereil" Munzapasa
Poccun, ynen acconuaiuy MeIUIIUHCKUX TeHeTHKOB (AMI)

CaBocrbsinoB Kupuiaa BuxropoBu4 — 1.0.H., HadaabHUK MeEIUKO-T€HETHYECKOTO
IIEHTpa, 3aBEay oI Taboparopueit Mmeauimackoi renomuku OI'AY "HMUL] 3m0poBbst
nereil" Munsnpasa Poccun, mpodeccop kadenps neauaTpun 1 00MECTBEHHOTO 3/J0POBBS
OI'AY "HMMUL] 3n0poBbs aeteit”" Munzapaa Poccuu, wieH accouranuu MEIUIIMHCKUX
reHeTukoB (AMI)

CaJjory6 I'anmuna HukoJsiaeBHAa — K.M.H., JIOIICHT, 3aBeayomas Kadeapoil BHyTPEHHUX
oonesneit PI'BY «C3OMMUII umenn B. A. Anmazoa» M3 PD

CenumssinoBa Jlmamss PoOeproBHa — K.M.H., 3aB. OTAenoOM CcTaHAapTU3AUU U
M3Y4YEHHSI OCHOB J0Ka3zaTenbHOM Meauiuabl HUW neguaTtpuu u oXpaHsl 310pOBbS AETEU
HKII Ne2 ®T'BHY «PHIX um. akaa. b.B.IlerpoBckoroy, nomeHT kadeapsl eauaTpuu u
nerckoii pesmatonorun @I'AOY «llepeeiit MI'MY um. U.M. CeuenoBa» Mun3apasa
Poccun (CeuenoBckuit YHuUBepcHUTET), AOLUEHT Kadeapsl (akyIbTETCKON MeauaTpuu
neauatpudeckoro ¢akynsrera ®I'BOY BO «PHUMY um. H.U. Iluporosa» Munsnpasa
Poccun, wnen Coroza nenuatpoB Poccnn

CemsiuxknHa Anna HukosiaeBHa — J.M.H., I.H.C. OTJEJECHMS KIMHUYECKON T€HETHKHU
OI'bY «Mockoscknit HUM nenmarpun u nerckor xupyprun Munsapasa Poccun», wien

Acconmanuy MEIUIIMHCKUX TeHeTUKOB (AMI')
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CmupnoBa Oubra SIkoBiieBHA — Bpay-T€HETHK, CTAPIINNA HAYUYHBIA COTPYAHUK OT/IENa
CTaHJapTU3alMi U H3Yy4YEHUs OCHOB JoKazareibHOoM meauuumasl HUW nenmarpun u
oxpanbl 310poBbs fereid HKI[ Ne2 ®T'BHY «PHIIX um. akan. b.B.IletpoBckoroy», wien
Coro3a neauatpoB Poccuu, wien Accolnanuy MEIUIIMHCKUX T€HETUKOB

CoxoJ10B Aslekceii AIbOepTOBHY — J1.M.H., Tpodeccop Kadeapsl BHyTPEHHUX 00JIe3HEN
u Hedponoruu ['BOY BIIO «CeBepo-3anainblii rocylapCTBEHHBIH MEIUITMHCKHMA
yHuBepcuteT uM. M.M. MeuHukoBa», C.H.C., HA4aIbHHUK OTAeNeHUd KimHHueckoro
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HCCJEeI0BATELCKOT0 MHCTUTYTa JSKcrnepuMeHTanbHol meaunuael C30 PAMH, unen
Cankr-IleTepOyprckoro oOmectBa menuuuHckoill renetuku, IIpeacenarens Cosera
sKcrepToB HarmoHaneHOM acconmnanuy opraHu3anuii 00JbHBIX PEKUMU 3200IeBaHUSIMU
«I'eneruka», uimen MemunuHckoro Coera OxcneproB CEE GN (LlentpanpHoil u
Bocrouno-EBponeiickoit I'enernyeckoit Cetn)

Cy60oTnn Imutpuii MuxaiijsioBuu — Bpau-reHetuk @I'BHY «Menuko-reneTndeckuit
HayuHbld LEeHTp uM. akaaemuka H. II. BoukoBay», unmeH Accouuanuv MEAULIMHCKUX
TE€HETUKOB

CypkoB Anapeit HukosiaeBu4 — /1.M.H., 3aBEAYIOIIHNI OTJEICHUEM TaCTPOIHTEPOJIOTUU
JUIS IeTed CTauMOHapa JJId JETEH, 3aBEAYIOIIMN OTIAEIOM HAay4YHbIX OCHOB JIE€TCKOM
racTPOdHTEPOJIOTUH, TenaTojlorun u Metabonunyeckux Hapymenuit HUW neguarpuu u
oxpanbl 310poBbsi nereit HKI[ Ne2 (ILIKb PAH) ®I'BHY «PHLX wum. axan.
b.B.IlerpoBckoroy, mpodeccop kadenpsl GpakyabTETCKON MeauaTpuu MeIuaTpUudecKoro
¢axynsrera PI'AOY BO PHUMY um. H.U. [Tuporosa Mun3zapasa Poccun

Tomununa Haraapsn ApkagbeBHa — JI.M.H., npodeccop, 3aBemyromas kadeapoin
Hedpoaoruu B ®DI'bY BO MI'MCY um. A.M. EBnokumoBa

Ynanosa Ogabra BacmabeBHa — k.MH., OOO «MeauKo-reHETUYECKU LIEHTP
«I"enom»», pencenarens Hukeropoackoro otaenenus POMIT, pykoBogutens Llentpa
menuiinacko reHetukn OI'BOY BO «IIMMVY» MunsapaBa Poccun, 1. Hwkuuii
Hosropon

®enoceenko Mapuna BaaauciaBoBHa — K.M.H., 3aBEyIOIlas OTJEIOM pa3pabOTKU
HAy4YHbIX MOJX0JI0B K UMMYHHM3AllU{ MMALIUEHTOB C OTKJIOHEHUSMH B COCTOSIHUHU 3/10POBbBS
U XpOHMYECKMMH OOJIE3HSIMM, BEAyIIMH HAy4YHbIH COTPYIHUK, Bpad-nenuatp HUU

neauatpuu U oxpassl 300poBbs nereil HKI[ Ne2 ®I'BHY «PHIX um.b.B.IletpoBckoro»,
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JOTeHT Kadepsl (haKyJIbTETCKON nmeauaTpuu neaunaTpudeckoro gaxkynprera ®I'6OY BO
«PHUMY um. H.W. ITuporosa» Munszapasa Poccun, uien Coroza neauarpos Poccun

34. ®omun Bukrop BukropoBuu — wi.-kopp PAH, 1.M.H., MpopekTop MO KIMHUYECKOMH
paboTe © JAONOJHUTEIBHOMY MPO(ECCHOHATLHOMY OOpPa30BaHUIO, 3aBEIYIOIIHIA
kadenpoit paxynprerckoirt Tepammu Nel DPIAOY BO Ilepeeii MI'MY um. WM.
Ceuenosa (CeueHoBckuil ynusepcurer) M3 PO

35. Xapaan Mapusi CepreeBHa — K.M.H., B.H.C. OTJeJIa HAPYIICHUH CEPJIEIHOTO PUTMA H
npoBogumoct ®I'BY "HMUIL] Tepanuu u npopuiakTHUECKOW MEIUIMHB" MHH3/paBa
Poccun.

ABTOpBI MOATBEPKIAIOT OTCYTCTBHE (PUHAHCOBOW MOAJICPKKU/KOH(IUKTA HHTEPECOB, KOTOPHI

Heo0X0 MO 00HapO10BaTh.

IHpuioxenue A2. MetogoJ10rust pa3padoTKU KIMHUYECKHUX

peKOMeHIanu i

HaCTOSII_LII/IC PEKOMCHOaIun npeaAHa3HAYCHBI PN bt MMPUMCHCHUA MCEOUIIMHCKUMHAU
OpraHMU3aIUsAMH U YUPEKICHUIMU QelepabHbIX, TEPPUTOPUATBHBIX U MyHUIIUIATBHBIX OPraHOB
yOpaBJICHUA 3APpaBOOXPAHCHUCM, CUCTCM 0053aTeNILHOT0 U ,Z[O6pOBOJ'IBH01"0 MEOUIIMHCKOT'O
CTpaxoBaHUAd, APYTUMH MCAUIIUHCKUMHA OpraHru3alsaMi pa3jIndHbIX OpTraHU3allMOHHO-IIPABOBBIX
(l)OpM ACATCIIbHOCTH, HaHpaBHeHHOﬁ Ha OKa3aHHue MGI[HHHHCKOﬁ IIOMOIIIH. Kimanueckue
PEKOMEH/IAlMU CO37]aHbl Ha OCHOBAHWHU CHCTEMAaTHYECKOTO 0030pa jureparypsl 1992-2022 r.
Medline (Pubmed version), Embase (Dialog version) u Cochrane Library databases, c
HCMOJIb30BAHUEM CO3/IaHHBIX MMPOTOKOJIOB IO JieueHUto bd:

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.V. 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 .

[Ikanbl OLEHKH YpOBHEH a0CTOBepHOCTH aoka3zaTenbeTB (YJ]) U oneHku ypoBHEH

yoenutensHocTH pekomernanui (YYP) npusenensr B Tabmumax 1-3.

IleaeBasi ayIUTOPHUSA JAHHBIX KJIMHHYECKHX PEKOMEHIAIIMN:

Bpauu o6mieit BpaueOHOM MpaKTHKH (CeMeiHble Bpaun);
Bpauu-neguarpsr;

Bpauu-tepaneBTsr;

Bpauu-renerukuy;

Bpauu-nabopaTopHble F€eHETUKH;

Bpauu-nedpooru;

Bpauu-kapauosnoru;

Bpauu nerckue-kapauonory;

© o N o 0o b~ w DN PE

Bpauun-ueBpouioru;

[EEN
o

. Bpaun-ractpoanreposory;

[EEN
[EEN

. Bpa‘{I/I'SHI[OCKOHI/ICTI)I;

[EEN
N

. Bpauu-penrrenosnoru;

[N
w

. Bpaun-nepmaTtoBeHepoiory;

[EEN
SN

. Bpaun-ogransmororu;

[EEY
(G2}

. Bpauu pyHK1IMOHAIBHON AUAarHOCTUKY;

[EEN
(o]

. Bpauu-nicuxuarpsr;

[EEY
\‘

. MenuuumHCcKkue IICUXOJIOTH;

[EEN
06

. Ctynentsl MmeauuuHcKkux BY30B;
19. OGyuarormuiecs B OpIMHATYPE U HHTEPHATYPE
Ipunosxkenne 1. Illkana oneHku ypoBHEH TOCTOBEpPHOCTH AokazarenbcTB (Y/M) mns

METOA0B TMAarHOCTUKHU (I[I/IaFHOCTI/I‘-IeCKI/IX BMCIHaTeJ'IBCTB)
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YA Pacummgposka

1 Cucremarnueckue 0030pbl UCCIEIOBAaHUN C KOHTPOJIEM pedepeHCHBIM METOJIOM WU
CUCTEMaTHYEeCKUl 0030p paHIOMH3UPOBAHHBIX KIMHUYECKHX HCCIECJOBAaHUMA C
IMPUMCHCHHUCM MCTA-aHAJIM3a

2 OTtnenbHBIE UCCIIEIOBAHUS C KOHTPOJIEM pedepeHCHBIM METOAOM WM OTAeIbHbIE
PaHIOMU3HUPOBAHHBIE KIMHUYECKHE MCCIEOBAHUS M CHUCTEMaTHYecKhe 0030pbl
UCCIIEOBAaHMM  JI000ro  au3aiiHa, 3a  HMCKIIOUYEHUEM  PaHIOMHU3HPOBAHHBIX
KIIMHUYCECKUX HCCHGHOB&HHﬁ, C MPUMCHCHHUEM METAa-aHaJIM3a

3 HccnenoBanust 0e3 MOCIIEAOBATENBHOTO KOHTPOJS pepEepeHCHBIM METOJOM WU
HCCICOOBAaHUA C pe(bepeHCHbIM METOAOM, HE MABJIAOIMHUMCA HE3aBHCHUMBIM OT
UCCIJIETyeMOT0 METO/1a WM HEPaHOMU3UPOBAaHHBIE CPAaBHUTENIbHbIE UCCIIEA0BAHNUS, B
TOM 4HCJI€ KOTOPTHBIE HCCIIeI0OBAHUS

4 HecpaBHuTenbHBIE HCCIIEAOBAHUS, OMIMCAHNE KITMHIYECKOTO CITydast

5 Nmeetcs munib 000CHOBaHME MEXaHU3Ma JICHCTBHSI HIIM MHEHHUE SKCIIEPTOB

Hpuioxenne 2. lllkana omeHKH ypoBHEH nocToBepHOCTH aokazarenscTB (YJ1) s

MCTOOOB

NpoPUIAKTHKK, JICYCHUS MW peaduiauTaruu  (MpodUIaKTUUECKUX, JICUCOHBIX,

peabUINTAIIMOHHBIX BMEIIATEIHCTB)

Y1 Pacummdposka

1 Cucremarnueckuii 0030p PKU ¢ npuMeHnennem meta-aHain3a

2 Otnenpabie PKM u cucremaTmdeckne 0030phI MCCIENOBAHHMM JHOOOTO U3aifHa, 3a
uckmouenneM PKU, ¢ npuMeHeHrEM MeTa-aHaan3a

3 Hepannmomu3upoBaHHbIE  CpaBHHUTEIbHBIE  HCCICIOBaHHWS, B T.4. KOTOPTHBIE
HCCIIEIOBAHUS

4 | HecpaBHUTENbHBIE UCCIEIOBAHUS, OITMCAHUE KITMHUYECKOTO CITydasi UJIM CEPUH CIy4aes,
WCCJICIOBAHMSI «Cy4Yai-KOHTPOJIb)

5 Nmeercss numb 000CHOBaHME MEXaHW3Ma JCHCTBUS BMENIATENbCTBA (JOKIMHHYECKHE
HCCJICI0OBAHMS ) MJIM MHCHHE SKCIICPTOB

Ipuaoxenne 3. [lkana oneHku ypoBHEH yOenutenbHOCTH pekoMmennanui (YYP) mis

METOJIOB

HpO(l)I/IJ'IaKTI/IKI/I, JUArHOCTUKH, JICUCHUA U pea6I/IJ'II/ITaI_[I/II/I (HpO(l)I/IJIaKTI/I‘leCKI/IX,

JTUArHOCTUYECKUX, JICUeOHBIX, PeaOMINTAllMOHHBIX BMEIIATEILCTB)

YYP Pacumdgposka

A

CunpHas pekoMeHAalMs (Bce paccMaTpuBaeMble KpUTEPUU 3(PGEKTUBHOCTH
(Mcxomdpl) SBISIOTCA BaKHBIMH, BCE HCCIIEJIOBAaHUS MMEIOT BBICOKOE WIN
YAOBJIETBOPUTEIIBHOE  METOJOJIOTMYECKOE  KadeCTBO, HUX  BBIBOABI IO
MHTEPECYIOIIUM UCXO0JaM SIBJISIFOTCSI COTJIACOBAHHBIMHU )

B YcnoBHas pekomMeHaaius (He Bce paccMaTpuBaeMble KpuTepuu 3(pPexkTuBHOCTH
(MCXObI) SIBIISIOTCS Ba)KHBIMH, HE BCE HCCIICJOBAHHS HMEIOT BBICOKOE WIIH
YJIOBJICTBOPUTEIIEHOE METOJIOJIOTHICCKOEC Ka4eCTBO W/WIIM HMX BBIBOABI 10
MHTEPECYIOIIMM UCX0JIaM He SIBJISIIOTCS COTJIacOBaHHBIMHU)

C Cnabas pekoMeHaIus (OTCYTCTBUE JOKA3aTeNbCTB HAAJIEKAIIeTO KauecTBa (Bce

paccMaTpuBaemble KpuTepun 3P PEeKTUBHOCTH (MCXOJIBI) SBISIOTCS HEBAKHBIMH,
BCE€ UCCIIENOBAHNS UMEIOT HU3KOE METOL0JIOTMYECKOE Ka4eCTBO U UX BBIBOJBI 110
MHTEPECYIOIIMM HCX0/IaM He SIBJISIIOTCS. COTJIACOBAHHBIMHU )

Iopsiaok 00HOBIEHNSA KINHAYECKUX PEKOMEH/Ialui.
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MexaHu3M  OOHOBJICHHST  KIMHUYECKAX  PEKOMEHJAIMH  TpeaycMaTpUBaeT  HX
CHUCTEMAaTHYECKYI0 aKTyallu3allii0 — HE PEKE YeM OJIMH pa3 B TPH T'Ofa, a TAKIKE MPH MOSBICHUN
HOBBIX JTAHHBIX C TIO3HMIIMU JIOKa3aTEIIbHOW MEIAMIIMHBI 10 BOMPOCAM JUArHOCTUKH, JICYCHUS,
npopUIaKTUKY ©  peaOdMIUTAIllMM KOHKPETHBIX 3a00JieBaHWN, HAIMYUU OOOCHOBAaHHBIX

JOTIOJTHEHW/3aMeYaHuil K paHee yrBepkaAEHHBIM KP, HO He yare 1 pa3a B 6 mecsiies.
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Hpnnomem/le A3. CnpaBqume MaTepuaJibl, BKJIKYasd COOTBETCTBUE
NMOKAa3aHMil K MNPUMEHECHUIO " leOTI/IBOIIOKaCiaHI/Iﬁ, CIoco0oB NMPUMEHCHUA U
03 JICKAPCTBECHHLIX NpenapaToB, MHCTPYKIMHA IO IPUMECHECHHU IO

JEKAPCTBCHHOIO IMpenmaparTa

. [Ipuka3z MunzapaBa Poccun ot 21 ampens 2022 1. Ne 2740 «O0 yTBEepKIACHUH TOPSIKA
OKa3aHUsl MEIUIIMHCKOW MOMOIIM MallMeHTaM C BPOKICHHBIMU U (MJIM) HACTEACTBEHHBIMU
3200JICBAaHUSMUY

. Kimangeckne pexomennmammu — «l'uneprpoduueckas kapauomwmonatus» [D:  KP283,
(http://cr.rosminzdrav.ru/)

. Meroandeckoe pykoBoacTBo «TpanciutanTtarus moukm» ID: MP34 (http://cr.rosminzdrav.ru/)

. [Ipuxa3z MunsapaBa Poccun (MunuctepctBo 31paBooxpanenus P®) or 24 nos0ps 2021 r.
Nel094n  «O6 ytBepxkaenun [lopsnka Ha3HAueHHs JIEKapCTBEHHBIX MpenaparoB, ¢Gopm
peLenTypHbIX OJIAaHKOB Ha JIeKapcTBEHHBbIE Npenapathl, [lopsiaka odopmileHUs yKa3aHHBIX
OJlaHKOB, WX yd4eTa W XpaHeHus, (HopM OJaHKOB PEIENTOB, COACPKAIIMX HA3HAUYCHUE
HApPKOTUYECKUX CPEICTB WJIM TCUXOTPONHBIX BemecTB, llopsaka HMX HM3rOTOBICHHUS,
pacmpeneneHus, perucTpaiy, ydera u XxpaHeHus, a takxke IlpaBun odopmieHus O1aHKOB
pELenToB, B TOM 4Kciie B (OpMe 3JIEKTPOHHBIX JOKYMEHTOB

. MexnyHaponHas kinaccuukanusi 00yie3HEHW, TpaBM U COCTOSIHHM, BIMSIOUIMX Ha 310pPOBbE
(MKB — 10);

. [Ipukaz M3 P® ot 20 nexabpss 2012r. Ne 1183 «OO0 yTBEpKICHHUH HOMEHKIIATYPHI
JOJDKHOCTEH MEIMIIMHCKUX paOOTHUKOB M (papMarieBTHUECKUX PAOOTHUKOB).

. [Ipukaz M3 P® ot 23 uronsa 2010 r. Ne 5411, Enunsiii kBanuUKaIMOHHBIA CIPABOYHHUK
JOJDKHOCTEH PYKOBOAWTENEH, CIEUUANMCTOB M CiyKamux, pasaen KsannduxanroHHble
XapaKTEPUCTUKH TOJDKHOCTEN pabOTHUKOB B cpepe 3paBOOXpPaHEHHUS.

. ®enepanbubiii 3ak0H OT 25.12.2018 Ne 489 489-03 «O BHeceHMM M3MEHEHUU B cTaThio 40
denepanpHoro 3akoHa "OO 00s3aTeIbHOM MEIMIIMHCKOM CTpaxoBaHWU B Poccuiickoit
Oenepanuu" u OenepanbHbiid 3aKoH "OO 0CHOBaX OXpaHbI 3/J0POBbs TpaxkaaH B Poccuiickoi
®enepanuu’ 10 BOMPOCaM KIMHUYECKUX PEKOMEH AU,

. IIpuka3z Munznpaa Poccun Ne 1031 ot 28.02.2019 r. «O0 yTBEp)KACHUU MOPSIKA U CPOKOB
pa3pabOTKN KIMHUYECKUX PEKOMEHAAIHM, UX MEepecMOTpa, TUIOBOH (OPMBI KIMHUYECKHX
peKOMeHanuii U TpeOOBaHUH K HMX CTPYKType, COCTaBy W HAay4YHOH OOOCHOBAHHOCTH,
BKJTFOYAeMON B KIIMHUYECKUE PEKOMEHAAINHI HH(OPMAITII.

10.  Ilpumka3z Mwunzapaa Poccum ot 13.10.2017 Ne 804n "OO yTBepKIeHHH HOMEHKIIATYPHI
MEAUIMHCKUX yCIyT".
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IHpuiaoxenue A3.1. BoipameHHOCTh KIMHUYECKUX NPosiBjIeHuH bD B

Pa3HoOM BO3pacTe

Jletn

HoapocTku

BspocJble

AkponapecTe3uu

AkponapecTe3uu

Akponapecre3uu

Boir B xOoHEUHOCTSIX

Bosbs B KOHEUHOCTSIX

Bosib B KoOHEUHOCTIX

HOpa)KeHI/Iﬂ POTOBHUIIbI

[lopaxenuss xpycrajiuka u
POTOBUILBI

IlopaxxeHuss Xxpycraiuka u
POTOBUIIBI

Jluxopanaka Jluxopanaka JIuxopanaka

TemmoBas " xonoxoBas | TertoBas u xonoaoBas | TertoBas u X0J1010Bast
HEMEPEHOCUMOCTh HENEePEHOCUMOCTh HENEePEHOCUMOCTh
IIcuxoconmanbHbIE IIcuxoconmaabHbIC IIcuxoconmansHEIC
H3MEHEHMUS W3MEHEHHUS H3MEHEHHUS

CHuxeHue ciyxa [Iporennypus [Iporennypus

H(eﬂy,HO‘IHO'KI/IHIe‘lHHe
CHUMIITOMBI

}KGHYI[O‘IHO'KI/IH_IC‘IHBIG
CHMIITOMBI

AHTMOKEpaTOMBI

AHTHMOKEPATOMBI

YTomisgemMocTs

YTomMiigeMoCTb

CHIKEHHE ClTyxa

IToueunast HeJOCTATOYHOCTD

CepﬂeqHa}I HCOOCTATOYHOCTH

WNucynbT

CHmxeHHe ciayxa U OIyM B
yIIax

JIumpenema

Hpumeuanue:y HCEHUUH ¢ bD cumnmombl NPOABIAIONICA NO3JHCE U 6bIPANCEHHOCNTb UX PA3TIUYHA.
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Ipuiaoxenue A3.2. ludp¢epeHunanbHass AMArHOCTUKA 00J1e3HU Dadpu

Tun HapyumeHust

Juarsos

AHTHOKEepaTHOMBI

IlerexnanbHas ChIIlb, HACIEACTBEHHAs FeMOpparnyecKas
Tenanruskraszus Penmro-Ocnepa-Bebepa, anrnokeparoma
®dopnaiica, anrnokeparoma MubesIu, orpaHuYeHHAs
HeBU(OPMHAs aHTHOKepaToMa TyJIOBHINA, Oose3Hs [Iunmiepa,
(byKO31103, TAHTIINO3U103, ACHAPTATTIIIOKO3aMUHYPHS U
CHAJINJI03.

boneson cunapom

Jlnabetrdeckasi ¥ aJIKOTOJIbHAsT OOJIeBast MMOTMHEHPOIIaTHs,
nop¢upuitHas MoJIMHEHponaTus. peBMaTOUIHBIN apTpUT,
peBMaTHyecKas JINXOpaJKa, SpUTpOMeaNrus, cuaapoma Peitno

Tloyeynas matosorus

N3onupoBaHHas NPOTEHHYPUS, MATOCUMIITOMHBIN
TJIOMepYJIOHE(DPUT, HHTEPCTUIIMAIBHBIA HEQPUT

CepaedHo-cocyaucras
cucremMa

Kapauomeranus, apuTMust HESICHOTO TeHe3a

Odranbmonorudeckue
HapyIIeHUs

JlekapcTBeHHBIC O TANTBMOINIATHH (ITPU TPUMEHEHUHU XJIOPOXUHOB,
aMHUO/IapOHa)

KenynouHO-KUIIEYHBII
TPAKT.

CuHapoM pa3pakeHHOTO KHUIIeYHUKa, 0oie3Hh KpoHa
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Ipunoxenue A3.3. Kpurepun HazHauenusi ®3T

be3 [Toueunsie* | Cepmeunbie® | [HTHC* Bomn* KKT*
MIPU3HAKO
B u
CHUMIITOM
OB
Kitaccnueckas HeboT B | -MHUKpOab - TUIIEPTPO - IIbB -Helpomna - KK
B®, Mmy>xunHbI Bo3pacte | OymMuHypus | Qus (Kimace THYECKAsI CHMIITOMBI
16 neT u (Kmacc 1) MHOKapa 2B) 6omn (Kimace | (Kimace 2A,
crapiie -TIPOTEHH (MTC >12 -THA/ 2A) ecIu
(Kiacc ypus (Knace | mm) 6e3 (i | uHCYnBT | - Heifpoma pa3BUIINCH B
2B) 1) c (Kiacc THYeCKast BO3pacTe 10
- CHIDKCHHUE | MUHHUMAaJIbH 2A) 00JIb, Jaxe 16 net; Knacc
GyHKIUH BIMH - moteps | HpH 2B, ecnn
nouek (CK® | mposiBeHuss | ciryxac yCIIOBUU Pa3BUIIKCH B
60-90) Mu) GuOpo3a | KOPPEKIH | MOJHOIO BO3pacTe
(Kmacc I) (Kmacc 1) el o KOHTpOJISA ee | cTapie 16
- MoveyHas | - MPU3HAKU BO3pacTty | OomeyTonsro | JieT)
HEJI0CTaTO4 | HapYIICHHS (Kacce Mu (He
HocTh (CK® | cepmeuynoro 2B) BJIMSIET Ha
45-60) puT™Ma €XKEJHEBHY
(Kmacc 2B) | (Knmacc I) 10
AKTUBHOCTB)
(Kmacc 2B)
Hexnaccuueckas - MUKpOallb | - TUIEPTPO - II6B - Helpona - XK
B®, my»)4nHbBI Oymunypus | dus (Krace THYeCcKas CUMITOMBI
(Kimace 1) MHOKapJa 2B) 6ompb (Knace | (Kmace 2A,
-IIPOTEUH (MTC >12 - TUA/ 2A) ecnu
ypus (Knace | mm) 6e3 (Wi | MHCYIBT | - Heifpoma Pa3BUIKCH B
1) c munumanb | (Kiace THYeCKast BO3pacTe 10
- CHIDKEHHE | HBIMHU 2A) 00J1b, Haxe 16 net; Knacc
byHKIIH MPOSIBJIICHUS | - TTOTeps | TIpH 2B, ecn
nmouek (CK® | mu) ¢pubpoza | ciyxac YCIIOBUHU Pa3BIIHACH B
60-90) (Kimace 1) KOPPEKIH | TIOJTHOTO BO3pacTe
(Kmmacc 2A) | - mpusHaku el mo KOHTpOJIs ee | cTapuie 16
- MoYeyHasi | HapyILICHUS BO3pacTy | OojeyTonsio | Jer)
HEJIOCTaTOY | CEPIIEYHOro (Knace UMH (He
HOoCcTh (CK® | purma 2B) BJIMSIET HA
45-60) (Kimacc 1) e)KEHEBHY
(Kmace 2B) 10
AKTHUBHOCTD)
(Knacc 2B)
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Knaccuueckas - MUKpOallb | - TUIIEPTPO - II6B - Helpona - KK
B®, sxeHIIHBI Oymunypus | dus (Kmace THYeCcKas CUMITOMBI
(Kimacc 2B) | muokapna 2B) 6omp (Kimace | (Kimace 2A,
-IIPOTEUH (MTC >12 - TUA/ 2A) ecnu
ypus (Knace | mm) 6e3 (Wi | MHCYIBT | - Heifpoma pa3BUIINCH B
2B) c (Knacce THYecKas BO3pacTe J0
- CHIDKEHHE | MUHHMAaJIbH 2A) 00JIb, JTaXxe 16 mer; Kimacc
GyHKIUH BIMH - moteps | HpH 2B, ecin
mouek (CK® | mposiBieHusT | ciryxac YCIIOBUH Pa3BILIHACH B
60-90) MH) pubOpo3a | KOPPEKIH | ITOTHOTO BO3pacTe
(Kmacc 2A (Kmacc I) el o KOHTpoJIsL ee | crapie 16
- IoYeYHasi | - IpPU3HAKU BO3pacTy | OojeyTonsio | Jer)
HEJOCTaTO4 | HapyLIeHUs (Kmacc muUMH (He
HocTh (CK® | cepmeunoro 2B) BJIMSIET Ha
45-60) pUT™MAa eKEHEBHY
(Kmacc 2B) | (Kmacc I) 10
aAKTUBHOCTD)
(Kmacc 2B)
Hexnaccuueckas - MUKpOAallb | - TUIIEPTPO - [IbB - Helipoma - KK
B®, eHuMHbI Oymunypus | ¢us (Knacc THYeCKast CHUMIITOMBI
(Knmacc 2B) | muokapza 2B) 6oib (Knace | (Kmacc 2A,
-IIPOTEeUH MTC >12 -TUA / 2A) eciu
ypus (Kmace | mm) 6€3 (wm | MHCYNBT | - Helipoma Pa3BUINCH B
2B) c (Kmace THYECKAs BO3pacTe 10
- CHIDKEHHE | MHHHMAJIbH 2A) 00J1b, Haxe 16 net; Kiacc
byHKIUH BIMU - oTepst | mpu 2B, eciau
noyek (CK® | nmposBnenus | ciyxac YCIIOBUHU Pa3BUIIUCH B
60-90) MH) pubpo3a | KOpPpEKIH | MOIHOTO BO3pacTe
(Kmacc 2B) | (Kmacc 1) el no KOHTpOJIs ee | cTapiie 16
- MoYeyYHasi | - IpPU3HAKU BO3pacTy | OojeyTonsio | Jer)
HEJIOCTATOY | HAPYLICHMS (Knacc MU (He
HOCTh (CK® | cepmeunoro 2B) BIIMSICT Ha
45-60) puT™MAa CHKCTHCBHY
(Kmacc 2B) | (Kmace 1) 10
AKTHBHOCTBD)
(Kmmace 2B)

IMoxazanus k ®3T [26,79,80]:

IHoyeunsie (Tpedyercst 1 00/1b1I0M KpUTEPUIl UK 2 BTOPOCTENICHHbIX)

OCHOBHBIE KPUTEPHH:

* Hedponarust ®abpu co camxennoit CKD 2

« Croiikas npoterrypus >500 mr/cyt/1,73 M 2 mocyie UCKIFOYEHNS IPYTHX IPUYUH

* [TaTonOrHst BEICOKOTO pHcKa MpU OMONICUM MOYKH (TJIIOMEPYJISIPHBINA CKIepo3, KaHalIbLeBas aTpodus,

cocyauCThIN (prOPO3 UK CKIIEPO3) — TOJIIBKO MY>KUHHBI

BTOpOCTeHeHHLIe KpUTepun:
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 ['unepduibrpanus

* Usonuposannas nporeunypus 300 mMr/cyt/1,73 M 2 1 BbIlIE HOPMBI LIS BO3PACTA M 1OJIA U
COXpaHsIOIIasAca He MeHee | roa nocie UCKIIYEHUS! IPYTruX IPUUNH

¢ JIucyHKIUSA MOYEUHBIX KaHAIBLIEB

* ['unepToHus NpoaoJKUTENBHOCTBIO HE MeHee 1 roga

* [TaTonOrHst BEICOKOr0 prcKa Mpu OMONCHM MTOYKH (TJIIOMEPYJIOCKIepo3, KaHaJblieBast aTpodus,

cocyaucThIi prOpo3 Uu CKIIepo3) MPU HATUYHUH MOKA3aHUNH — TOJBKO YKEHIITUHBI

Cepneunblii (Tpedyercs 2 KpuTepus)

* LVWT >12 MM y MyxuuH 1 >11 MM y )KeHIIUH

* UMMUJIX na 2-mepHoii sxokapauorpaduu Ha 20% BbIllie BO3PACTHON HOPMBI

* Veennuenne MMOK He Menee ueMm Ha 5 1/M 2 B TO1 1Ipu 3 U3MEPEHHUSAX B TeUEHHE KAK MUHUMYM 1 roza
* JImacronmueckas aucynkius JIK mpu AByxMepHO#t + A0MIEPOBCKOM 3X0Kaparuorpadun

(crerneHp 2 UM 3 B COOTBETCTBUU C PEKOMEHIAIIMAMU AMEPUKAHCKOT0 00IIecTBa dXoKapauorpaduu
W/WIM HaJTM4Me aHOMAJIUH B OTCJIEKMBAHUN aKyCTUYECKUX MapKePOB)

* [ToTeps okpyxHOTO rpagueHTa qeopMalii OT OCHOBaHUA 10 BepXymku JIK

* YBenu4eHue pazMepa JeBOro mpeacepans Ha 2-MepHoi dXokapauorpaduu;

napactepHaibHas npoekius no umHHou ocu JDOK >40 MM; nHaekc o0bema JIeBOro

npencepaus >34 mia/m 2

* Hapymienust putMa u mpoBOJAMMOCTH: aTPUOBEHTPUKYJISIpHAs OJioKaa, ykopoueHue nutepnana PR,
Onokasia JeBOoi HOXKKH ImydKa [ 'uca, skenyJouKkoBasi WM MpeacepaHas TaXuapuTMHUsl, CHHyCOBast
Opaaukapaus (0e3 MpUMEHEHHUS MPernapaToB ¢ OTPUIATENIEHON XPOHOTPOIMTHOM aKTUBHOCTHIO) HIIN
JIpyTrHe MPUYUHbI

* YMepeHHas WK TsKesask perypruTauus riiaBHOro WM MUTPAJIBHOIO KIIallaHa

 JII'D muokapnaa JI)K na MPT cepana

* [ToBbimenue ypoBHst NT-proBNP Bellie BepxHel rpaHulibl HOPMBI J1 BO3pacTa U IoJja

WJIH TOBBIIIIEHNE YPOBHS BHICOKOUYBCTBUTEIILHOTO TPOIIOHMHA (3aMECTUTENbHBIN MOKa3aTelb (Gudpo3a)

0oJiee yeM B ABa pa3a MPCBbINIACT BEPXHIOIO I'PAHUIY HOPMbI
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HespoJsiornyeckuii (tpedyercsi 1 kpurepuii)

* [Ipenpaynuii MHCYJIBT WM TPAaH3UTOPHAS MILIEMUYECKAs aTakKa
» CunbHast Heliporiatudeckast 00Jib, yCTOMUMBAs K JICUEHUIO
* BHe3anHas OTHOCTOPOHHSS ITOTEPS CIIyXa, KOTJa UCKIOYEHBI IPYTHUe BO3MOKHBIE IPUYNHBI.

® OCTpafl HIIEMHYCCKas HeﬁpOHaTHH 3PUTCIBHOI0 HEPBA, KOT'JIa UCKIITOYCHBI JPYTU€ BO3MOKHBIC ITIPUYNHBI.

}I(eJIyIlO‘lHO-KI/IIHe‘-IHbIe CHMIITOMBI

* 3HAYUTEIbHBIC JKEITYTOUHO-KHUIIICUHBIC CHMITTOMBI, HE pearupyroiiye Ha IpyTrue BU/IbI JICUCHHS B TCUCHHUE
KaKk MUHHUMYM 6 MECSIIEB MM CBSI3aHHBIC C 33ICP)KKON pOCTa MIIH 3HAUYUTEIIbHBIM CHIDKCHHEM KauyecTBa
xu3nu [81].

a  Jlns CK® <60 mi/mun/1,73 m 2, XBII 3-5 crenenu: He MeHee 2 COMIACOBAHHBIX OLEHOK Win u3Mepenuit CK® B TeueHue Kak MUHUMYM 3 MECSIEB; P
CK® 60-90 mn/mun/1,73 m 2, XBII 2 cTenenu: He MeHee 3 KOHKOPAAHTHBIX OIEHOK Wi u3mepennuii CK® e Menee 6 Mec ¢ HaknoHoM kpusoit CK® Gosbiue
Bo3pacTHOM HopMmbl; s pCK® >135 mi/mun/1,73 m 2 : cawkenne CK® na 15% unn Haksion kpusoit CK® Bbilte BO3pacTHOM HOPMBI, H3MEPEHHOMH
MeTozaMu siiepHoit MenuiuHbL. Pacuetnas CK® B 5TOM OTHOIICHHHU HE SBISIETCS TOYHOH M II0O9TOMY HE MOXKET OBITh HCIIONB30BaHA.

Coxpamenust: XBIT — xponnueckas 6one3ns nouek; ®3T — depmenrtozamectutenshas Tepanus; CK® — ckopocTh KiyO00uKOBOW GHIbTpalyy;
LGE — no3nuee ycunenue ragonuaueM; MPT — marautHo-pe3oHaHcHas Tomorpadust; NT-proBNP — N-koHueBoii ¢pparmeHT mporopmona
HATPHIypETHIECKOTO MeNTH A rooBHOTo Mo3ra; pCK® — pacuetHas ckopocTs Kiry6oukoBoii ¢punpTparmu; GL-3 —

riao6oTpraosmwiLepamMu; 1u30-GL-3, rmodorpraosmichunrosun; JIK — nesblif sxenynouek; LVM — macca jeBoro xerny1o4ka;

VMMIJDK — uHAEKC Macchl JIeBoro xenynodka; LVWT— TosuHa CTeHKH JIeBOTO ey J0uKa
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Hpuaoxkenue A3.4. Kpurepuu ormensl ®3T

Kpurtepun ormensl Yposennb
y0eauTeJbHOCTH U
JAOCTOBEPHOCTH
pPEeKOMeH/IAIUH
[Tponyck marmenTomM> 50% undys3uit 1
[TocTosiHHBIE KHU3HEYTPOXKAIOIINE WM TSDKEIbIe CBSI3aHHBIE C 1
uH(py3uel peakiuu, He pearupyrolnme Ha Mpo(UIaAKTHKY,
HanmpuMep aHa(HUIIaKCUs
XKenanue nanuenTa 1
TepmunanbHast craaust OOJE3HU TMOYEK, 0O€3 BO3MOXKHOCTH 2A
Mepecajiku TOYKH, B COYETAHUU C TSKEION CepAeUHOU
HenoctatrogHocThiO (IV kimace mo NYHA)
Tepmunanbuas b® unu uHbIE COMYTCTBYIOIMNE 3a00I€BAHNUS TIPH 2B
0KMJAEMOI POIOJKUTEILHOCTH JKM3HU MeHee | rona
TsKeNbIii KOTHUTUBHBIN ACHUITAT 000 STHOIOTHI 2B
OtcyTcTBHE OTBETa B TeueHHE | roja, eciu eIUHCTBEHHBIM 2B
nokazanueM k ®3T sBasercs Helpomarwdeckas Oo0ib, MpHU
YCIIOBUU MaKCHUMAaJIbHOTO 00BbeMa Mo IepKUBAIOIIeH Tepanuu™
Kpurtepun npornBonokasannii k Hauyaay ®@3T YpoBennb
y0eauTeJbHOCTH 1
AOCTOBEPHOCTH
peKoOMeH AUl
Tspxenoe 3aboneBanue cepia ¢ pacpocTpaHeHHbIM (GUOPO30M, 1
€CIIM TIOpaKEHHE Cep/Illa SBISETCS €MMHCTBEHHBIM MTOKa3aHUEM
Kk ©3T
TepmunanpHas cTaguss OOJE3HM TMOYEK, O€3 BO3MOXKHOCTH 2A
Mepecajku IIOYKH, B COYETAaHUU C TSKEIOM CEPACUYHOU
HegoctaroyHocThio (IV kimacc mo NYHA)
TepmunanbHast b® unu nHbIe cOMyTCTBYIOMIKE 3a00JI€BaHUS TIPU 2B
OKUJAEMOH MPOTODKUTEILHOCTH JKU3HH MeHee | rona
Tsxenplii KOTHUTUBHBINA Je(OUIHT JIF000H 3THOJIOTHH 2B

63




IIpuno:xkenue A3.5. MoHMTOPHPOBaHUE MALUEHTOB ¢ 00Jie3HbI0 Daldpu

Hexomio Kaxnpie | Kaxnpie
Uccnenyemplii moka3areib (u 1o Havama Kaxpie
6 mec 12 mec
nposenenus O37T) 36 mec
PKanoObl, aHamMHe3, TpoBeaeHHE (PU3UKAIBHOTO + +1
00CIIEI0BaHUA
OO01mue TaHHBIE
[IpoBeaeHNE TE€HETMYECKOTO TECTHUPOBAHUS U +
CEMENHOTO CKPUHUHTA
Omnpenenenue aKTUBHOCTH dbepmenTa, +
HK-guarnocrtrka

MonuTtopuHr  au30-I63 'y  TAlUEHTOB, + +
nonydaronux O3T

IHouxku
MoueBrHA B CHIBOPOTKE KPOBH + +
KpeaTHHH B CBIBOPOTKE KPOBH + +
MoueBasi KUCIIOTa B CBIBOPOTKE KPOBHU + +
Pacuetnas CK® + +
[ucrarun C B KpoBu? + +
ANTEOYMUHYPHUS/TIPOTEUHYPHS (mokazareb
NMOJDKEH OBITh BBIPAKEH KaK OTHOINEHUE K + +
KpeaTHHUHY B  MOY€ WA  TPOBOJUTCS
Hccre0BaHNe MOYH, coOpaHHOi 3a 24 yaca)
Y3U nouek + +

Cepaue
DKT + +2
Dxokapauorpadus + +2
XOATEPOBCKOE MOHUTOPUPOBAHHE + +2
MPT cepaua ¢ T1-kapTupoBanuem + +
NT-proBNP?, yposensr Tpononunos I, T
(BBICOKOYYBCTBUTEIBHBIN TPOIOHUH)?

HepBHasi cuctema (11epedOpoBacKyJIsipHasi CHCTEMA)
MP-tomorpadusi roJIOBHOIO MO3ra + +2
Ouenka 60nu (BU3yalIbHO-aHAJIOTOBAsl IIKaJa + +
OIICHKH 00JN)
I'acTponHTECTHHAIBHASA CHCTEMA

J30(aroracTpo 1y 0JI€HOCKOIIHS u/unu
KOJIOHOCKOTIHSI (17151 OTpeieNICHUS TOBPEKICHHST
WM  BOCHAJICHUS CIU3UCTOM O0OO0JIOUKH) WU +
OMOIICHs KUIIeUHNKA® (JUISl BBISABJICHUS HAIMYUS
otnoxkeHnit Gb3 B HelipoHaX BOPCHHOK)

I'naza
VcceoBanye NIeaeBoil 1aMIoii | +

Koxa
OneHka aHTMOKEpaToM, CTaHAapTU3UPOBAHHBIE + +
(dhoTorpadun

JApyrue ucciienoBaHus
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TonanbHas ayJMOMETpHs (moporoBast)
TOHaJIbHas  ayJMOMETpusi B  CBOOOJHOM
3BYKOBOM I0Jie/pedeBasi ayIuOMETPHs/UrpoBast
ayIMOMETPHsI/perucTpanus CTallMOHAPHBIX
CIIyXOBBIX BBI3BaHHBIX NOTeHLIHAIOB (ASSR|
recT) (cTapmie 5 JIeT)

IIpumeuanwue:

1 ka>kmpIit BUBUT

2. YJamie 1o ImoKasaHusIM
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Ipunoxenue A3.6. 3a00p OuoMaTepuasia A1 NPOBeAeHUS TUATHOCTUKHU

B IIITHaXx BblcylﬂeHHOﬁ KpoBH

KpoBs coOupaeTcsi Ha CTaHIApTHBIM TeCT-
OJIaHK, KOTOPBIA MPUMEHSIETCS JJIsi CKPUHUHTA
HOBOpPOXACHHBIX B Poccuiickorn @Penepauuu
WA aHAJOTHYHBIA JUISl TOJYyYEHHUS CyXOro
niatHa KpoBu. KpoBp Moxker OBbITh, Kak

KanwuisipHass (U3 majnblia, MSITKU), Tak MU

BeHO3Has. BeHo3Has KpoBb cobOupaercs B
MpOOUPKY, AKKypaTHO MEPEMEIINBACTCS 1 3aTEM
OBICTPO C TOMOIIBIO MHUIETKH HAHOCUTCS Ha
TecT-0MaHK — 1o 25-50 MK KpOBH Ha KKIYIO
BbIIeTICHHYI0 001acTtb. HeoOGxoaumo Xxopoiio
MPONUTATh BBIACICHHYIO 00JacTh Ha (HIBTPE
(puc. 1). IlpeqnoururensHO cOOMPATh 0OPA3IIBI
nocie eapl yepes 40 muHyT — 1 yac. Bo3moxkHO
TaK)Ke OCYyILIECTBUTDH 3a00p KPOBH U HATOLIAK.

Ha tecr-Omanke 00s3aTeNbHO JOMKHBI OBITH
yeTKo ykazanel DO, kem U 0TKy1a HampaBieH
MAIMEHT, JaTa POXIeHUs U TeaedoH edalero
Bpaya (pUCYHOK 2).

O06pa3zerl Cyxoro nsTHa KpOBU BKJIA/IbIBAETCS B
YUCTHIIl KOHBEPT, MO0 B UMCTHIA Qaitn. Tect-

OJIaHK HE JOJIKCH COIIpHUKACAThCAd C l"pf[3H01>i

MOBEPXHOCTBIO M ¢ oOpaslamu  JIpyTrux
nanueHToB.  HeoOXoamMo — MPHIOKHTH K
oOpasam UH(OPMUPOBAHHBIE corjacus

nanucHTa MWK €ro 3aKOHHBIX HpeI[CTaBI/ITeJIeﬁ

Ha IpoBeJieHNE 1a00paTOPHBIX UCCIEIOBAHUM

XXX N

He arsirmacs, afinacmy novvurmand evimsn  Ha winmsesn, oo wnewase)
*  Kanau AonxHel NONHOCTLIO NPONUTATL KPYXKU € 06paTHOI CTOPOHBI
*  He kacaitTecs o61acTit, NPONUTAHHO KPOBLIO

Pucynoxk 1. O0pa3zer npaBUiIbHOTO

HAaHCCCHHA KPOBU Ha TecT-0JaHK

/ /
NN /

903 & 2023-10 000002Q/W001
XpaxuTs npu +2 - +25 C*

6 0010608

DO Naymenra

Dara powgeHus Aara 83ATUA KPOBYK Non
®UO Bpava

nny / ropoa / Aapec

E-mail epaya
TenedoH spava

Tecr
D¢aﬁpu D Nomne Dl’ome D Mmnci DLyso~GL 1 DLyso-GL—S

D CemenHbli CKPUHMHT, MyTauuu:

Pucynok 2. OGpa3zen TecT-01anka
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AJTOopuTM JIelicTBUA MeIMIMHCKOT0 MEePCOHAJIA NPU B3ITHH 00pa310B KPOBH

®  BBIMBITh PYKH (TUTHEHUYECKUI YPOBEHB), HA/IETh TIEPUYATKHU;

®  BBIMBITH PYKH MalKeHTa (MATKy peOeHKa, B Cllydae €ClIi KPOBb O€pETCsl U3 MSTKH);

®  TpoTepeTh 00JacTh MPOKAIBIBAaHUS CTEPUIIBHON canpeTkol, cMoueHHoi 70% crupTom,
MPOMOKHYTh CYXOW CTEPWJIBHOM cal(eTKkoi; MPOKOJIOTh CTEPUIBHBIM  OJHOPA30BBIM
cKapu(UKaTOPOM;

®  CHATH MEPBYIO KAIUTIO KPOBU CTEPUIILHBIM CYXUM TaMIIOHOM;

®  MATKO HaJABUTH IS MOJTYYEHHUS BTOPOM KaIljil KPOBH;

®  MPUIOKUTH MEPICHIUKYISIPHO TECT-OJMaHK K Karjie KpPOBH M MPOIUTATh €ro KPOBHIO
HAaCKBO3b;

®  AHAJOTMYHBIM O0pa30M HAHECTH Ha TecT-OJaHK 6-8 Kameib, BUJ ISTEH KPOBU JIOJKEH
OBITH OJIMHAKOBBIM C 0O0OEUX CTOPOH.

®  BBHICYIIUTh TECT-ONaHK B TOPH3OHTAIGHOM TMOJIOKEHHM Ha YHUCTOM 00€3KUpeHHOU
MOBEPXHOCTH He MeHee 4 4 0e3 MpUMEHEHHUs TEIUIOBOM 00pabOTKM M MOMafaHUs MPSMBIX
COJIHEUHBIX JIy4YeH;

®  YIAKOBaTh TECT-OJAHKKM B YUCTBHIA KOHBEPT TakUM 0Opa3oM, 4TOOBI MATHA KPOBU HE
COIIPUKACAIINCH.

Ocob0ennocTy npu MHQY3MOHHON Tepanuun

HekoTopsle manuenTsl MOTYT MOJTy4YaTh HHPY3UOHHYIO TEPAINUIO, TIEPETMBAHINE KOMIIOHEHTOB
KpPOBH, YTO MOXKET OKa3aTh BIUSHUE Ha pPe3yJbTaThl TecToB. Hampumep, mpu mnepenuBaHuH
IJ1a3Mbl  KPOBH MOTYT OBITH TOJNyYEHBI JIOKHOOTPUIIATENBHBIE PE3yJbTAaThl, TaK Kak
ornpezensieMble pepMEHTHI HAXOAATCS B IJIa3MeE U B KJIeTKaX KpoBU. PeKoMeHayeTcst OCylIeCTBUTh
3a0op kpoBu s GepmentHort u JIHK-muarnoctuku He 9 panee uem uepe3 6-7 AHeEW mocie
nepenrBaHus M1a3Mbl KpOBH U yepe3 7-10 qHel mocie nepeamBaHus KOMIIOHEHTOB KPOBH

He nomyckaercst 3a60p KpoBH

e  cpa3zy mocie MpoBeIeHUs NalleHTy HHPY3UOHHOH Tepanuy;

e  cpa3sy [0cie 3aMEHHOI'0 IIEPEIBaHUS KPOBH.

XpaHeHHe U TPAHCIOPTHPOBKA OMoMaTepuaJia

OO0pa3ipl BRICYIICHHBIX MSATEH KPOBH MOYKHO XPaHUTh B OOBIYHON KaMepe XOJIOMIBHUKA ITPU
+4 C no otnpaBku. Cpok XpaHEHUs 10 MOMEHTa OTHPABKHU HE JOJKEH MPEBHIIaTh 7 AHEH. Eciu
XpaHHTH JIOJIbIIE U TIpU O0Jiee BHICOKOW TeMIIepaType, TO aKTHBHOCTH (hepMeHTa JaKe B HOpMeE

MOJKCT CHUKATBHCA, YTO IPUBCACT K JIOKHOIIOJIOKUTCIbHBIM PE3YyJIbTaTaM.
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Hpuiaoxkenue b. AJiropuTmbl AeCTBUHA Bpaya

Mpu3Hakn B y nauneHTa nam 6O y
POACTBEHHUKOB

NabopaTopHana gMarHocTmka

Oundd.amarHoctuka c

apyrumm
3aboneBaHuAMMU

[OunarHos
noATBEPKAEH?

UmetoTtca
nokasaHus K
P3T?

MOHUTOPUHT
COCTOAHMA NauMeHTa

®3T

Tepanusa
abdeKkTnBHA?
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OPYrMX MeToA0B fleueHns (B
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opraHos)




Ipuiaoxenue B. Undopmanus 151 nanueHTa

bonesar ®abpu (bD) wim Oonesnr AHnmepcoHa-dabpu — peakoe HacIEACTBEHHOE
3a00JIeBaHNe, KOTOPOE OTHOCUTCS K IM30COMHBIM 0O0JIE3HSIM HAKOIUICHUSI.

Kannuyeckue nposiBjieHus.

Ilpu Oonesnn @abpu CTpajalOT MPAKTHYECKH BCE CHUCTEMBI OpPraHoB. Y MHOTHX
HaOMIOAI0TCs HelponaTuieckass 0oib (Kryuue O0JM B KHUCTAX M CTOIAX, YCHJIMBAIOIIHAECS B
KAPKYI0 TOroay, HpH (U3UYECKOH Harpys3Ke), KOXKHbBIC MpPOSBICHHS (QaHTHOKEPATOMBI),
HapylUleHHe MOTOOTAeIeHUs (THIO-, aHTUAPO3), MOopaxeHue nepudepuuecKol U LEeHTPaTbHOM
HEpPBHOM CHCTEMBI (MHCYNbBT), IOYEK, CEpAlLla, OpraHa 3peHHUs (BUXpEBHUIHAs KepaTonaTHsl),
KEITyTI0YHO-KUIIEYHOT O TPaKTa.

Ilpu xnaccuueckoil ¢opme 3a0oneBaHue HayMHAaeTcs B 4-12 JIeT U XapaKTepU3yercs
MEePUOJNYECKUMHU OO0JIIMU MPEUMYILIECTBEHHO B KHCTSIX U CTONAX, MHOT/Aa 00JIb JIOKAIU3YETCS B
KUBOT€ W TPHUCTYNbl HANOMHUHAIOT aNMeHIUIUT. bonM yCHIMBAKOTCS TMPU TOBBIIICHUN
TEMIIepaTyphl Tella, (GU3NYECKUX Harpy3kax, B KapKyl0 M XOJOJHYI0 moroxy. bomm moryt
poTeKaTh Mo TUIY KpHu30B. C Bo3pacToM 00JeBbIe KPU3bl OOBIYHO YMEHBIIAOTCS.

OnHUM H3 SPKUX CUMIITOMOB SIBJISIFOTCSI @HTHOKEPATOMBI, KOTOPBIE €CTh MPAKTUYECKH Y
Bcex naiueHToB. [1o pazmepy 3To HebobIIMe, ¢ OyIaBOYHYIO T'OJIOBKY, 00pa30BaHUs — KPAaCHOTO
Wi 0arpoBOro IBETa, IUIOCKHE WM TPUIIOMHATHIE HAJ[ TOBEPXHOCTHIO KOXH. Yarie Bcero
MOSIBJISIIOTCSL AaHTMOKEPATOMBbI B HIDKHEH 4acTH KMBOTA, PACHpPOCTPAHSSACh HA JAPYTHE Y4aCTKU
Ttena. OHM HE NPUYUHSIOT 0CO0Oro OECHOKONMCTBA — TOJBKO €CIM HE 3aTparuBaioT BCIO
MTOBEPXHOCTH TeJa.

[opaxxenne nouek npu bD HaGmOgaeTCs MPAKTUYECKH Y BCEX MYXXYMH U Yy MHOTHUX
XKeHIIUH mociue 40 yer, 4To MPUBOIUT K MOYEYHOW HEIOCTATOUHOCTH U TpeOyeT MpoBeAcHUE
reMoInaln3a.

Y MHOTHX MalMeHTOB C BO3PAaCTOM pa3BHBAeTCs TUIEPTPOPHUS MUOKaApa, KaTapakTa U
HapylIlIeHHe CiIyXa.

IIpuunnbl 60s1e3HU Padpu.

Bone3np oOycnoBnena myrtamusimu B reHe GLA, koropelii komupyer (epMeHT o-
ramakto3uaasy (A-I'AJl ). DToT pepMeHT ydacTBYeT B PEAKITUAX PACIICTUICHHS 0COOBIX KUPOB —
IJIMKOC(UHTONMUIUIO0B. B pesynbrare HEI0CTaTOYHOCTH (pepMeHTa NMPOUCXOAUT HAKOIUICHUE
TJIMKOC(UHTOJIMITAIOB B PA3JIUYHBIX OpraHax M TKaHsX.

I'en GLA pacnonoxkeH Ha X-XpoMocoMe U 3a0oJieBaHUE UMeeT X-CLEIUICHHBIH THII

HacnenoBanus. Ho B oTiinuuu oT MHOTHX JIpyruX X-CLEMJICHHBIX PELIeCCUBHBIX 3a001eBanuii, 60-
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70% MEHIIMH — TrEeTEePO3UTOTHBIX HOCHUTEJIbHUI] UMEIOT KIMHUYECKHUE MPOSBICHHS, MPUYEM
WHOT]IA TAKKE KE TSHKENbIC, KaK U 'y OOJIbHBIX MY>KYHH.

Jlonroe Bpemsi cuutaigoch, uto b®d oueHb peakoe 3aboJjieBaHHWE, HO CKPUHHUHTOBOE
uccienoBanre B Mranmuu moka3ano yAWBHTEIBHO BBICOKYHO 4YacToTy 3ToW Oomesnu: 1:3100
HOBOPOXKJIEHHBIX MaJIbYMKOB UMEIH HHU3KYIHO akTUBHOCTH A-I'AJI A u mytamuu B reHe GLA.
[To3aTOMY BO3MOXKHO, YTO MHOTHE CITy4au 3a00JIeBaHUS TaK H OCTAIOTCS HE TUArHOCTHPOBAHHBIMHU.

UtoOs! BeIsIBUTE B®, BO MHOTHX CTpaHax, B TOM 4rciie B Poccuu, o0ciaeayoT mamueHToB
W3 OTJCJICHUI reMOouain3a, HEBPOJIOTMUECKUX U KapUOJIOTMYECKUX CTallHOHAPOB.

Kak ycraHaBIMBawT qHMATrHO3.

Bpaun Ha OCHOBaHMM KIMHUYECKHX CHMIITOMOB MOTYT 3amoj03pUTh OO0JIe3Hb. 3aTeM
MIPOBOATCS JTAOOPATOPHBIE TECTHI U MHCTPYMEHTAIBHOE UCCIIEAOBAHUE.

TouHbIl qHarHO3 MOKHO YCTaHOBHUTH, U3MEPUB aKTHBHOCTH (DEpPMEHTA, WU OMpEACTUB
KOHIICHTPAIUIO JIN30CPUHTOTUNHUIA ~1u30-1 63 B KpoBH. {7151 3TOr0 10CTaTOYHO cOOpaTh KPOBb
Ha KapTO4Ky-(QUIBTp W3 Taiblla WIM U3 BEHBL. TakWe KapTOYKU €CTh B IIOO0OW MEIUKO-
TEHETUYECKON KOHCYJbTAUH U B TIOJUKIIMHUKE.

TouHBII [UarHo3 BaKeH I MEAUKO-TEHETUUYECKOTO KOHCYJIbTUPOBAHUS, IPEHATAIbHOMN
JTMArHOCTHKY 3a00JICBaHS, YCTAHOBIICHHUS HOCUTEIIbCTBA.

Jleuenmne.

Hns B® pazpaboran 3pQeKkTuBHBIA MeTOn JedeHHs — (EpMEHTHO-3aMECTUTENIbHAS
tepanusa (P3T), moaToMy paHHSAS AMArHOCTHKA 3a00JieBaHUS MMEET OOJIbIIOE MPAKTUYECKOE
3HaueHue. K coxxanenuro, 4acThb ciydaeB IMarHOCTUPYETCS Ha MO3IHUX CTAAUSIX 00JIE3HH, YTO HE
JTACT BO3MOYKHOCTH MOTY4YUTh 3HAYUTENbHBINA 3P ekt D3T. Onnako, Ha 1F000H cTanuu 00Ie3HU
Havyano O3T no3BosigeT 3aMeAJIUTh MPOTPECCUPOBAHUE U CMATUUTh KIMHUYECKUE CUMIITOMBI.

Pouib ceMbH M manueHTa.

Ha npumepe B® mMoxkHO mOKa3aTh BAXKHOCTh COCTABIICHUS POJOCIOBHON U 00CIICIOBAHHUS
poncTBeHHUKOB. CunTaercs, 4To, yCTAaHOBUB UArHO3 y OJHOTO MallMeHTa, IpU 00CiIea0BaHNuN
POJICTBEHHUKOB MOKHO HAaWTH eIlle 5 OOMbHBIX HA Pa3HBIX CTAAUAX OOJE3HU — OT MPAKTUYECKH
0ECCUMITTOMHOM 10 TSYKEJIOMN.

[Matments! ¢ B® MoryT momMo4yb CBOMM POJHBIM, POCTO COOOIIMB UM O HEOOXOAUMOCTH
MPOWTH JMAarHOCTUKY. Ecnu nuarHo3 OyAeT yCTaHOBJEH PaHO — J0 Havajlla HeoOpaTUMBIX
W3MEHEHUN BHYTPEHHHX OPTaHOB, jJeueHue Oyner ropasno 3¢dextuBHee. Jleuammii Bpau wiu
Bpay-TCHETUK HE HMEET IpaBa pasriamiarh MEIUIHUHCKYI0 WH(OpMaIuio, MO3TOMY Cyan0a

POAHBIX — HCJIMKOM B pyKax CaMUX MMAallUCHTOB.
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Ponnbie OpaThst U cecTpbl, BCE POJACTBEHHUKH 10 MAaTEPUHCKOM JIMHUU — [, TETH U
JIBOIOPOJHBIE OpaThsi W CECTPhl JOJDKHBI OBITh TPOMH(DOPMUPOBAHBI O HEOOXOAUMOCTH
TeCTUpOBaHUS. B ceMpax 00Je3Hb MOXKET MPOSBIATHCS MO-pa3HOMY. Y MYKYMH YacThIM
ocioxHeHueMm mocie 40 Jer sBiAeTCS MOuYedHash HEeJOCTaTouyHocTh. HOo B paHHeM Bo3pacTte
OCHOBHas kajgo0a — ATO aKpomapacTe3uu, aHTHOKEepPaTOMbI. JKEeHIITUH MOTyT O€CIIOKOUTH 0O0JIH,
a MOYeYHasi HEJOCTAaTOYHOCTh BCTPEUACTCS PEKE W MOXKET Pa3BUBAThCSA B MO3HEM BO3pacTe.
[IpoBeneHne MONEKYISAPHO-TEHETHIECKOTO aHAIM3a, HANPaBJICHHOTO Ha BBISIBICHUE CEMEHHON
myTtanuu reHa GLA mokaszaHo cieayonm poICTBEHHUKAM MallieHTa:

Joist mpodaHaa MYKCKOIO 1M0J1a:
MaTh

J04epH

Opatbs U CecTpbl

CBOJIHBIE OpAaThsl 1 CECTPHI IO MaTepH
Jie]T 10 MaTepPUHCKOM JTMHUU
0aly1ka Mo MaTEpUHCKOW JTMHUHU
JIETU o4epen

OpaThs U cecTpbl MaTepU

© 0 N o o bk~ w DN PE

Jouepu OpaTheB

[EEN
o

. IETH CecTep

-
-

. A04UCpHU IIICMAHHUKOB

[EEN
N

. J€TH IIJICMAHHUI]

IR
w

. ABOXOPOAHBIC 6paTB5[ H CCCTPHI 11O MaTepHHCKOfI JIMHHUH

[EEN
SN

. JoYepU BHYKOB (IPaBHYYKH) 10 JINHUU J04epei

[ =Y
o1

. IeTH BHYYEK (IIPaBHYKH U MPABHYUYKH) MO JIMHUU JOoUYepent

J1s mpo0GaHa JKeHCKOro moJja:

MaTh

oTer|

NeTH

6a0y1IKa 1o MaTepUHCKOW JTMHUN

JIeAyLIKA 10 MAaTEPUHCKOMN JINHUU

6aly1iIka 1Mo OTIOBCKOM TUHUU

JIEYIIKA [0 OTHOBCKON JTUHUM

6paTL${ " CCCTPhI

© 0 N o o > w DdPRF

CBOJIHbIE OpaThs U CECTPHI [10 MATEPUHCKOM JIMHUN
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10.
11.
12.
13.
14.
15.
16.
17.
18.
19.
20.
21.

CBOJIHBIE CECTPBI M0 OTIIOBCKOM JIMHUU
BHYKHU U BHYYKHU

OpaThs U CeCTPhI MaTepH

OpaThsi ¥ CeCTPHI OTIIA

nouepu OpaTheB

JIETU CECTEP

JI0Yepy BHYKOB (TIPaBHYYKH )

JIETU BHYYEK (IIPaBHYKHU U MPABHYYKH)

JIBOIOPOJIHBIE OpaThsi U CECTPHI MO JIMHUHU MaTepH

ABOOPOJHBIC 6paTB$I " CCCTPHI 110 JIMHUU OTHA

A04YECpH IJIICMAHHUKOB

JCTH INJICMSHHUIL
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IIpunoxenue I'l-I'N. HHIkanbl oeHKH, BONPOCHUKH U APyrue
OLICHOYHbIC HHCTPYMEHTBI COCTOSIHHS NMAalMEHTA, IPHUBEACHHbIC B

KIIMHHYE€CKHUX PEKOMEHAALINAX

He npumenumo.
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	Приложение А3.2. Дифференциальная диагностика болезни Фабри
	Приложение А3.3. Критерии назначения ФЗТ
	Приложение А3.4. Критерии отмены ФЗТ
	Приложение А3.5. Мониторирование пациентов с болезнью Фабри
	Приложение А3.6. Забор биоматериала для проведения диагностики в пятнах высушенной крови

	Приложение Б. Алгоритмы действий врача
	Приложение В. Информация для пациента
	Приложение Г1-ГN. Шкалы оценки, вопросники и другие оценочные инструменты состояния пациента, приведенные в клинических рекомендациях

