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3a00JIeBaHUH, CBS3aHHBIX C HAPYIIEHUEM (PYHKIIMH JTU30COM



1. KpaTkasi ungopManus mo 3a00J1eBAHNI0 UM COCTOSTHHUIO

1.1 Omnpeneaenne 3a00J1eBaHUS WJIH COCTOSAHHS (rpynnnl 3a00JeBAHUHA  WJIH

COCTOSTHMI)

bonesur ®abpu (bD), wunmu Oomesnp Anzaepcona-Pabpu — HACIEICTBEHHOE

3a0oyieBaHMe, OTHOCAIIEeCS K TpyNIe JH30COMHBIX Oonesneld Hakorenus (JIBH),
O00yCJIOBJICHHOE CHIDKCHHEM WJIM T[IOJIHBIM OTCYTCTBHEM aKTUBHOCTH (epMeHTa -
ramakto3unasbl. Jepunur QepmMeHTa TPUBOAUT K HAKOIUICHUIO TIUKO(POCHOIUIHIOB B
JIM30COMAax KJICTOK pPa3jiMuHbIX OpraHoB, BKJIIOYasA CEpAaAUcC, IMOYKHM, HCPBHYKO CUCTEMY H
SHAOTENUN COCYOB. 3a00eBaHHE HOCHUT MPOTPECCHPYIOMNUNA MYIbTUCHCTEMHBIN XapakTtep,
XapaKTEPU3YeTCsi CHUKCHUEM KayecTBa M MPOJIOJDKUTEIIBHOCTH JKU3HHU. be3 COOTBETCTBYIOIIETO
JICUCHHSI CMEPTENBbHBIM HMCXOJ, KaK MpPaBWJIO, HACTymaer Ha 4-5-M JeCATUICTUU >KU3HU OT
CEPJICYHO-COCYIUCTHIX, IEPEOPOBACKYIIAPHBIX OCIOXHEHHH WM IMMOYCYHOW HEIOCTATOYHOCTH
[1,4,73].

1.2 ITHOJOrug M NATOreHe3 3a00JeBaHUs MJIM COCTOSHHUSA (rpyvinbl 3200J1eBaHMI

HJIN COCTOSTHHM)

[Tpuunno#t Bo3HUKHOBeHUSI bD sBistoTcst maroreHnpie BapuaHThl B reHe GLA, koTopsiid
koaupyet gepmeHT o-ramakro3uaasy (GLA; EC 3.2.1.22). I'en GLA kapTupoBaH Ha JJTMHHOM
wieye xpomocombl Xq22.1, umeer pazMep okojio 12 Teicay map HYKJICOTHIOB U COCTOUT U3 7
DK30HOB.

K nacrosmemy Bpemenu uaentudunuponano 1110 BapuantoB B rene GLA, B Tom uncie
6osee 1000 maToreHHBIX BapHaHTOB, U3MEHSIOIINX CBOMCTBA U CTAOMIIBHOCTD (-TaJaKTO3M 1a3bl
[1,4]. BOTBIIMHCTBO MyTAaIHi SBISIOTCS YHUKATBHBIMU JJI Kaxa0u ceMbu. b® Hacnemgyercs mo
X-CLEIUIEHHOMY TUITY.

[lepuunbM OnoxuMHuyeckuM Aedekrom npu b sBiseTcss HeAOCTaTOUHOCTh (pepMeHTa
0-TaJIaKTO3M/J1a3bl, KOTOPBIN OTUIETIIET TEPMUHAIBHBIA OCTATOK O-TATAKTO3bl OJINTOCAXapUIHON
LHeNu HEeWUTpaldbHBIX MIMKochuHronunuaoB. HenocraTouHocTh (¢epMeHTa MNPUBOAUT K
HaKOIJICHUIO B JIM30COMAX PA3UYHBIX KIETOK (PHIOTEIHAJIbHBIC U TJIQJKOMBIIICUYHbIE KIECTKH
COCYJIOB, SIUTENUAIbHBIE KIETKH OOJBIIMHCTBA OPraHOB, IIEHTPAJbHONW HEPBHON CHCTEMBI,
cep/ia) TIMKOC(HUHTOIUTIHIOB.

1.3 OnuaemuoJiorus 3a00/1eBaHU MM _COCTOSAHHMSA (TpPynnbl 3200J1¢BAHMNA _WJIH

COCTOSIHM)

b® otHOCHUTCA K pPECAKHUM 3a0oneBanusgM. Yactora Ooje3HU B Pa3jIMYHbIX CTpaHax

BappupyeT B mmpokux npeaenax (ot 1 #a 117 000 mo 1 Ha 476 000 )UBBIX HOBOPOK/ICHHBIX )

[1]. Yactora HOBBIX ciayuaeB b®d, olieHeHHass Ha BBIOOpPKaX HOBOPOXKIEHHBIX MAaJIbUYHUKOB,



coctaBmia B Utamuu 1:3100 [2], a Ha Taitane 1:2400 [3]. BepositHO, 6071€€ pacnpoCcTpaHEHHBIM
ABJISIETCS JIETKOE, aTUM4YHOe TeueHue bd ¢ mpuzHakamu nopakeHus OJHOTO OpraHa.

[Ipu npoBeneHUH CKPUHUHTA TPYIIT BBHICOKOTO PUCKA Y MYXYUH U KEHIIUH C PAHHUM
uHCcynabTOM noisi b® cocraBuna 4,2% u 2,15%, cooTBeTCTBEHHO, ¢ THUNEpTpodueit JIeBoro
Kenynouka HesicHoro mpoucxoxiaenus — 0,9-3,9% u 1,1-11,8%, ¢ TepMUHAIBHON TOYEYHOM
HenoctatouHocThio — 0,33% u 0,10% [1,18,36,72,74,75,82].

1.4 Oco0eHHOCTH KOAMPOBAHHUS 3200J€BAHMS WJIH  COCTOSAHHNA (rpyHIbI

3200J1eBAHHM MJIM cOCTOSIHMIT) 1m0 MeXIyHapoaHoi CTATHCTHYECKON KJaaccupukamuu

00J1e3HeH M MPOo0JIeM, CBA3AHHBIX CO 3I0POBLEM

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

1.5 Kaaccudukauus 3a00j1eBaHus WJIH COCTOSIHUA (IPynnbl 3a00J1€BAHUN WU

COCTOSTHMI)

B® otnocutcs k JIBH, nmoarpynne cunronununo3oB. C KIMHUYECKOW TOUKH 3PEHUS

BeIIIEISIOT B (hopMbl BD — kimaccuueckyro (1e00T B Jr000M BO3pacTe, MYJIbTUCHCTEMHOE
NOpaXEHHE) U HEKJIaCCUUYECKYIo (II03HEE Havaao, U30JIMPOBAHHOE NOPAKEHUE OJJTHOM CUCTEMBbI
OpraHOB: FOJIOBHOTO MO3r'a, cepAla wiu novek) [1,4].

1.6 Kiinmanyeckass KapTHHA 3200JeBaHUA WJIHM cocTOosIHMA (rpynnbl 3200J1eBaHMi

WJIU COCTOSAHMMI

Knunnueckue nposinenus npu b® Moryt ObITh Upe3BhIYAiHO pa3HOOOpa3HBIMH KakK Y
JUL MYXCKOTO, TaK M JKEHCKOrO IIoJIa Jake Yy YJIEHOB OJHOW CeMbU. BBIpaXeHHOCTH
KJIMHU4ecKuX nposisienuii b® B pazHom Bo3pacte npuseneHa B [Ipunoxenun A3.1 [1,4].

Bueumnue oco6enHocTn MyXUnHBI ¢ TEeMU3UTOTHBIMU BapuaHTamu B TeHe GLA uacto
MMEIOT XapakTEepHBIA BHEIIHUW BHJ, HANOMHHAIOMUKA OONBHBIX C AaKpoMerajuen —
BBICTYyTAIOLINE HAAOPOBHBIE JAYrM U JIOOHBIE OYyrpbl, BBICTYHAIOIAs HIDKHAS 4YEJIIOCTb,
yBeJIMYEHHbBIE TYObI, 3aMaBliias NepPeHOCUIIa.

Koxuble mnposiBleHMst AHIMOKEpAaTOMBl MPEJACTABIECHbl YETKO OTpaHUYE€HHBIMU
nanyjgamMH KpacHOTro, TEMHO-KpacHOro, OOpIO0BOro, JMJIOBOTO WM CHHE-YEpPHOIrO I[BETa
pasmepoM 0,2-1,0 cM, 00pa3yroIIMMHUCS U3 CKOIUIEHUH OTIENbHBIX KPOBEHOCHBIX COCYIOB B
BEPXHHUX CJIOAX JI€PMBI, U YTOJILIEHHEM SIHUAEPMHUCA B BUJE NMOBEPXHOCTHOI'O THIIEPKEPATO3a.
Ouaru Ha HayaJbHOW CTaJMM IJIOCKHE, OoJiee CBETJIOTO I[BETa U Jierde moajgarTrcs cxaruio. C
TEYEHHUEM BPEMEHU OHU TEMHEIOT, CTAHOBSTCS TBEpP)KE M CIIeTKa MPUIOTHATHI HaJ
MOBEPXHOCTBIO KOXXKH. OOBIYHO OHM PACHOJOXKEHBI CHUMMETPHUYHO B TaxOBOM o0OjacTd, Ha
AroJuIax, 0eapax U B 001aCTH MyNKa, HA JaJ0HIX. EMUHUYHBIE aHTHOKEPaTOMBbl MOTYT BHEIIIHE

HallOMUHAaTh  capkoMy  Kamomm,  NHOTeHHYI0  TpaHyliemy, NUTMEHTHPOBAHHBIN



0a3aNbHOKJIETOYHBI UM IUIOCKOKJIETOYHBII pak M B HEKOTOPHIX CIIydasX MeJIaHOMY.
AHIMOKEpaTOMbl TPOSIBISIOTCA B JAETCTBE U IIOCTENIEHHO € TOJaMM YBEIMUYUBAIOTCA B
KOJIMYECTBE U B pa3Mepax. MoryT BOSHUKHYTh TaK)K€ aHTMOAKTA3UU B CIU3UCTOM MOJIOCTH pTa U
KOHBIOHKTHBE. M3BecTHBI ciiydan b 6e3 aHrroKkepaToMm.

Ilepudepuyeckasi HepBHasi cucrema [lopaxenue nepudepruaecKkol HEPBHOW CHCTEMBI
npu b® OTHOCHUTCS K TOHKO-BOJOKOHHOH monuHeWpomnatuu. Y mauueHToB ¢ b® B 60-80%
cilydaeB HaOIIOAeTCsl XpOHUYECKasi BRIpaKEHHAsI, M3HYPSIOIIas HelipornaTuieckast 00Jb B BHJIE
TpeX THUIIOB XPOHUYECKUX OOJEBBIX CHHIPOMOB: OOJIE3HEHHAs Krydas MOJHMHEHpomaTus,
aKporapecTe3uu u 0osieBbie kpu3bl Padpu.

Jnist 60e3HEHHOM KIydell MOMMHEHPONaTuy THIIMYHBI TaKHe KaJIoObl, KaK JUIMTEIbHAs
Krydass CHUMMETpUYHas O0Jib B JUCTAJbHBIX OTAENaX KOHEYHOCTEeH (KHUCTH, CTOIBI) C
uppaauanueil B MpOKCUMAalbHBIE OTAEINbI, CTpeNsionas MnpoHsaromias 00ib, 00yib, MOJ00HAsS
ANEKTPUUYECKOMY DPa3psly, a Takke aUIOAUHUS — O0lb B OTBET Ha HEOOJEBOM CTHMYyI, OHa
MOXET OBITh KaK TaKTWJIBHOHW, TO €CTh 00JIb Ha NMPHUKOCHOBEHHWE KHCTOYKOW, BATKOH, TaK U
TEMIEPATYPHOI — TMpU TEPMUYECKOM BO3JCHCTBUM, IPU TOBBIILIEHUU TEMIIEPATYypPhbl
OKpY’KarollIel CpeJibl, U THUIepHaTHs — Yype3MepHas 0oJieBasi peakiius Ha 00JIEBOM CTUMYIL.

Jlis  akpomapecTe3ud THUIHYHBI CIIOHTAaHHbIE HEMPUATHBIE ONIYIICHUS [0 THILY
MOKAJIbIBAHUSI UT'OJIKAMHU, MOJI3aHUSI MypalleK B KUCTIX U cTonax. HekoTopele maMeHThl Takxke
OTMEYAIOT JIEJICHAIYIO 00JIb B 00JIACTH JIAZJOHEH Ha MOPO3eE.

boneBbie kpuspl Pabpu 4YaCTO BO3HUKAIOT IpPU IEpEMEHE MOTrOoJbl, JHXOpAJKe,
¢bu3nueckoil Harpy3ke, CTpecce U Mocie MpueMa ajkorois. ITH 3MU30/bl MOTYT BOSHUKHYTh Y
U1, 000ero moja M HadaTbesl yxe ¢ AByX JeT. Ilpu kpuze @abpu Oonb nmpuodperaer Ooiee
MYUYUTEJbHBIA XapakTep, MOXKET HPpPaguUpOBaTh U3 JUCTAJIBHBIX OTNENOB KOHEYHOCTEH B
IIPOKCUMAJIbHBIE, JUIMTCA OT HECKOJIBKHX CEKYHJ J0 HECKOJIbKHUX HEIENb M HE CHUMAETCS
OMUOMJIHBIMU aHanbreTukamu. Yacto O0JIb COMPOBOXKAAETCS MOBBIIMIEHUEM TEMIIEpPaTyphl A0
bebpunbHbIX PP [35].

Tounslit MexanusM Heifponatuueckoil 6onu npu b® ocraercs 10 KOHIA HE U3YYEHHBIM.
[Ipenmonaraercsi, 4to OOJb SABISETCA PE3YJIbTATOM CTPYKTYPHBIX TOBPEXKICHUNH TOHKHX
HEPBHBIX BOJIOKOH B pe3yJIbTaTe HAKOIUIEHUS TIJI000TpPHAO3WILEpaMUa B aKCOHAX HEPBOB,
TaHIJIMAX 33JHUX KOPEIIKOB U B Vasa Nervorum (jar. cocyisl HEpBOB). DTO 00JIeBO BapHaHT
MOJIMHEHpONaTHN TOHKUX BOJIOKOH, nepudepuueckas HeliponaTudeckast 6oib. Takke n3BeCTHO
o Kanplupukanuy tanamyca npu b® (uenTpanbHas Helponatuyeckas 00J1b MPU MOBPEXKACHUU

Tajgamyca).



Hapymenne nmorooraenenuss Y nanueHtoB ¢ b® yacTto BCTpedaeTcsi CHUKEHUE WM
[IOJIHOE  OTCYTCTBHE  IOTOOTJAEICHMS. OTH  M3MEHEHMs CBA3aHbl C  HAKOIUIEHUEM
r1000Tprao3mWiIlepaMua B TOTOBBIX JKelle3aX M B CTEHKaX KPOBOCHAOXKAIOIIUX MX COCYJOB, a
TaKXKe C IOPaKEHUEM BEreTaTUBHBIX HEPBHBIX BOJOKOH (BEreTaTHBHBIA  BapUaHT
HOJMHEHPONaTUX TOHKUX BOJIOKOH). B penkux ciydasx HaOmro1aeTcsi THIepruapos.

LenTpanbHasi HepBHast cucreMa b®d MoXHO oTHecTH K OOJIE3HM MAaNbIX COCYAOB
(ManpIx aprepuil U aprepuon). Y mnauueHToB ¢ b® BBICOK pHUCK pPa3BUTHS TPAH3UTOPHBIX
UIIEMUYECKUX aTaK U MIIEMUYECKHX/TeMOPPAruyecKux MHCYIBTOB YK€ B MOJIOJOM BO3pacTe.
Yacrora uncynbta cocraBisger 6,9% y myxxuuH u 4,3% y *KeHIIUH. Y OOJBIIMHCTBA OOJBHBIX
MHCYJIbT pa3BuBaerca B Bo3pacte oT 20 n0 50 jeT, B TOM 4HcCie Y KaXJIO0ro MSITOr0 U3 3THUX
001bpHBIX — B Bo3pacTe 10 30 ser. ['eMopparnueckuil HHCYJIbT y MYXKYHUH BCTPEYaeTCs dallle,
YeM y JKEHIIMH. Y 2/3 O0JIbHBIX UHCYJIBT SBJISETCA CIEJCTBUEM aTUIIMYHOIO TeUeHHs O0JIe3HHU €
U30JIMPOBAaHHBIM MOPaKEHHEM COCYAOB rojoBHOro mosra. B 50% b® nebrotupyer ¢ Mo3roBoro
uHCynbTa. Benencreue storo B® crexyer momo3peBaTs y BCeX OONBHBIX C PAHHUM Pa3BUTHEM
MHCYJIbTA JaXe TPU OTCYTCTBHM OYEBHIHBIX MNpHYUH W (akTopoB pucka. Kpome Toro,
BCJICICTBUE XPOHMYECKOM MIIEMUU TOJOBHOIO MO3ra MOXKET pa3BUBATbCS COCYIUCTast
JEMEHLMS, Ul KOTOPOM XapaKTepHO CHMJKEHUE IaMATH M IIOBEACHYECKUE HApyLIECHUs
[1,4,7,35].

IMopaxenue noyek IlepBriM npu3zHakoM HedponaTuu npu bd sBnsercs nporeunypus,
BBISBJISIFOIIASCS Yallle B MIOJPOCTKOBOM M B3POCIIOM BO3PACTE, PEXE — B IEPBOM JECATHIIETUN
#u3HH. C  BO3pPacTOM MpOTEHHYpUS TIOCTENIEHHO HApacTaeT M  MOXET JIOCTHIaTh
HE(POTUYECKOTO YPOBHS, XOTS pa3BEpHYThI HEPPOTUUECKUH CHUHAPOM OOBIYHO HE
pazBuBaerca. Hepenko oTMewaroTcss  KaHaiublieBble  HapymieHus. llpotennypust He
CONPOBOXKAAECTCA W3MEHEHUSMHU MOYEBOro ocazaka. IlozgHee HauMHaeTcs MOCTENEHHOE
CHIDKEHHE (YHKIUHU TO0YEeK, KOTOpOe TMPHUBOAUT K PA3BUTHUIO TEPMUHAIBHOM CTaauu
xpoHuueckoi Ooniesnu mouek (XBII 5 cragum). Ilocnennsist MoxkeT ObITH OJHOW M3 NMPUYUH
cMmepTu nanueHToB ¢ bd, x0T 3amecTuTeNnbHAs MOYEYHAs TepaIus UM TPAHCIIAHTALMS TTOYEeK
MO3BOJISIOT MPOJIUTH KHU3Hb TAKUM OOJIbHBIM. Y MallMeHTOB C HekJaccuueckoit bd Bo3mMoxkHO
MOpaXKEHHE MOYEK, TPOSBIIIONIEECS MapanelbBUKaIbHBIMUA KucTaMu [ 1,4].

Ilopaxenue cepaua IlopaxeHue cepauna OTHOCAT K YHUCIY PACIPOCTPAHEHHBIX M
MIPOrHOCTUYECKH HeOaronpusaTHbIX npossieHnii b®. MmenHo 3aboneBanus cepiia CTOST Ha
IEpPBOM MecTe Cpey MpUYMH cMepTu y mauueHToB ¢ bd (34% cpenu myxuun u 57% cpenu

KEHIMH). XapakTepHbIM TNPU3HAKOM MopakeHUs cepaua npu bd sBisercs rumneprpodus



JIEBOTO JKETyJ04YKa, KOTopass MOKeT ObITh BbIsiBieHa ¢ nomoinsio DKI', sxokapauorpadhuu u
MarHUTHO-PE30HAHCHOU TOMOTrpaduu.

VYTOonmeHne  CTEHOK  cepAla  Helmb3s  OOBSICHUTh  TOINBKO  OTJIOKCHHEM
[IMKOC()UHTOMUIUAOB B MUOIUTAX U MPOBOJSIICH TKaHH, TaK KaK UX JIOJSI COCTaBIISIET MEHee
3% ot oOmei Maccel Muokapaa. COOTBETCTBEHHO, 00Jie€ Ba)XKHOE 3HAYCHHE HMMEIOT
runeptpodus muonutoB u ¢udpos. ['uneprpodus n Gubpo3 Muokapaa 4acTo COMPOBOKAAIOTCS
JMACTOTMYECKON TUC(YHKIMEH JIeBOTo xKenynouka. J{is oneHkn (yHKIMK CepAla MPUMEHSIOT
TKaHEBYIO Jommuiepaxokapauorpaduio  (mommuiep-OxoKI'). Hapymenus auactonmdeckoi
(GYHKIIMM MOTYT MPHUBECTH K Pa3BUTHIO CEPACYHOW HENOCTaTOYHOCTH. [Ipu3Haku 3acTONHOIM
CepJIeYHON HEAOCTaTOYHOCTU BbIABIAIOTCA Y 11% myxuuH u 6% sxeHmuH ¢ b®. Ilo nanusM
poccuiickoro wuccienoBanuss Ha BbeIOOpKe 200 manmeHTOB ¢ OosiesHpio Dabpu mpU3HAKH
3aCTOMHON cepAeyHol HemocTarouHocTH Habmomamuck y 1,5% Ha ¢one Qubpmmsuun
npencepauid. Yacto pa3BUBAIOTCS MpeACepAHbIE M JKEITYAOYKOBBIE apUTMUU U HAPYLICHUS
npoBoaAuMOCTH. MH(DapkT Muokapaa ObUT JUArHOCTUPOBAH TOJIBKO y 2% mamueHToB. Tem He
MeHee, cTeHoKapaus Haobmomanack y 13-20% mnanuentoB ¢ b® u wame npu HaIWyuu
runeptTpoduu 1eBoro xemynoudka. M3ameHneHnus kimanaHoB cepina npu b BcTpeuaroTcs yacro,
HO OOBIYHO HE HMMEIOT KIMHUYECKOro 3HadeHHs. MokeT ObITb MOHOCHMITOMHOE TEYEHUE
3a00J1eBaHUs C TOPAXKEHUEM TOJBKO cepna (Hekiaccuueckas bd) [1,4,13].

IHopaxenue mumpaTnyeckoii cucrembl Pazputne mumdeneMsl CBI3aHO C HAKOIIJIEHHUEM
[JIMKOJIMIIU/IOB B CTEHKAX JIMM(paTHUECKUX cocynoB. Y 6oabpHbIX bD numpenema npossnsercs B
HOJPOCTKOBOM HJIM B3pPOCJIOM BO3pacTe W HpPU OTCYTCTBHUM HEOOXOAMMOTO JIEUEHHS] MOKET
IPUBOJIUTH K BBIPAXKEHHBIM TPOPUUECKUM H3MEHEHHUSM C U3BA3BIECHUSMU KOXKHOTO MOKpPOBa
HUKHUX KOHEUYHOCTEW U OCITIOKHATHCS POKUCTHIM BOCIIAJIEHUEM U CETICCOM.

Odraabmosiornyeckne HapymeHuss TunuuaelM  cumnToMoM bd  gBisercs
MOMYTHEHHE pOroBHIBI B BUae 3aBUTKOB (70-90% OompHbIX) [1,14,15]. [Ipumepno B 5%
CIIy4aeB BCTPEYAIOTCS 3a/HsIsl CyOKaNCyisipHas KaTapakTa U MOpa’keHUe COCYI0B CETYATKU.

H3meHeHus1 cO CTOPOHBI OPIraHOB CJIyXa M BeCTUOYJIAPHOro anmapara Y MaiueHToB C
B® MoxeT oTMeUaThCsl CHUJKEHHUE CIIyXa, IyM B YIIaX, TOJIOBOKPYKEHHUE.

OcobenHocTH KIMHUYecKoil kKapTuHbl B® y nereii [lepBrie KIIMHUYECKHE TPOSIBICHUS
b® yame Bcero BO3HUKAIOT B MOJPOCTKOBOM U FOHOIIECKOM BO3pacTe, XOTsS MHOIJIA PU3HAKU
3a00JieBaHUsI MOTYT AcOr0THpOBaTh U B 2-4 rona [1,4,5,83]. CHavyama cuMITOMBI 3a00JIeBaHUs
UMEIOT Hecneuu(UIeckuid XapakTep, YTO 3HAUUTENBHO 3aTPYyAHSET M 3aMeUIsieT MOCTaHOBKY
JMarHo3a. 9TO MOXET ObITh 00Jb, AUCKOMGOPT B KUBOTE, HEO(POPMIICHHBIH CTYI, CyXOCTh

KOXHBIX IIOKpPOBOB, IIJIOXass TIEPCHOCUMOCTDL 2Kapbl, HWHOrJa MNPHUBOJAIIAA K Pa3BUTUIO
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JUTOTUMUYECKUX, OOMOPOYHBIX COCTOSIHUM, 3MHU30IMYecKue 00 B cTonax Wi Kuctsax. Eciu
0onu B pykax JEeOIOTHUPYIOT B BO3pacTe MeHee 3 JIeT, TO BepUPHUIMPOBATh WX OBIBAaET KpaiiHe
CJIOKHO, T.K. BHEIIHE 3MU307 OOJM BBIMIAIUT KaKk UCTEPHKA, ICUXOMOTOPHOE BO30YKICHHE.
KocBeHHBIM MpH3HAKOM SBISETCA TO, YTO PEOCHOK YCIIOKAaWBAaeTCs B MPOXJIAAHOW BOJE
(GacceiiH), UCTIBITHIBACT OOJIETYCHHE, KOTJA JIOKHUTCS Ha XOJIOJHYIO TMOBEPXHOCTH (HampuMmep,
Ka(enbHbIi 10). B manpHelneM xano0bl Ha 00 B KOHEUHOCTSIX CTaHOBSTCS 00Jiee 4acThIMU
U TIOCTETIEHHO MPUOOPETAIOT TUITMYHBIE 1711 b mposBieHusI.

lactposuTeponoruueckue MposiBiIeHUS OO0JIe3HM MOTYT OBITh OJHUM M3 TEPBBIX
CUMIOTOMOB 3a00JieBaHUSI B JETCKOM U IOHOIIECKOM BO3pacTeé U BO3HUKATh Ha IEPBOM
NECATUICTUU KU3HH, OIHAKO, B CHJIY CBOCH Majod CHenu(UIHOCTH SBISIOTCS KOCBCHHBIMH
mapkepamu b® B coyeranuum ¢ apyrumm Ooiiee THMMYHBIME cumrTomMamu. HambGomnee uacto
HAOMIOIAI0TCA  CXBAaTKOOOpa3Hble OO0 B KHBOTE, B3AYyTHE >KMBOTA, HEYCTONYMBBIA CTYI,
TOILIHOTA, PBOTA, CHIKEHUE aNIeTuTa U 1e(UILuUT Beca.

Crnenuduueckoe  «MyTOBYATOE»  MOMYTHEHHE  pOTOBHIBI  (Tak  Ha3bIBaeMas
«BUXPEBUIHAS» KEpaTomaTusi WiM cornea verticillata) — dYacTelii cUMOTOM B JAETCKOH H
MOJIPOCTKOBOM momyisiiuu nanueHToB ¢ b®. Ero mMoxHO oOHapyXuTh B BO3pacte 4-5 Jer.
Takass cnenuuYHOCTh AENAaeT BO3MOXHBIM MPEANONI0KUTh Hanuune b® Ha paHHel cTaiui.
Takue u3MeHEeHHs], KaKk TIOMYTHEHHUE XPYyCTajJuKa B BUJIC PAAUAIBHON 3a7HEN CyOKamncyaspHOi
KaTapakTel — «karapaktel ®abpu» © JABYCTOpPOHHEH TmepenHed KalcyasipHOW U
MOJIKANCYJIAPHOM KaTapaKThl Yallle BCTPEUAIOTCS y B3POCIBIX OOJBHBIX.

Tunuuneie KokHBIE NposiBieHus bd — aHTHoKepaToMBbl, TakKe MOTYT HAOIIOAThCS Y
NAIMEHTOB Y€ B JIETCKOM Bo3pacTe. IlepBble 37eMeHThl 4acTo MOSBISIOTCS B MOJPOCTKOBOM
BO3pacTe, KaK MpaBUJIO, OBIBAIOT €IUHUYHBIMU M MOTYT MMETh HETUIIUYHYIO JIOKAJIHW3alHIO0
(ymmu, rpyaHas KJjeTKa), Ha CIM3HCTBIX IOJIOCTH PTa, MO3TOMY UX OOHapyK€HHE BO3MOXKHO
IIOCJI€ TIATEIBHOIO OCMOTPA.

[Topakenne mouek Takx)e 4acTo JNeOIOTHPYET B JETCKOM Bo3pacte (B 3-5 neT), 0JHaKo,
KJIMHUYECKH OHO HUKAaK HE MpOsBIsAeTCS. BBIABUTH €ro BO3MOXXHO TOJBKO JIAOOPaTOPHBIMU
MeTOaMu (CyTOYHasi IKCKpeuus Oenka/anb0yMmuHa ¢ Mouoii). [IepBbIM NpHU3HAKOM MOpaXKEeHUs
[IOYEK, 4YacTO HMMEIOUIEM MECTO y JeTell M NOJPOCTKOB, cTpajatommux bd, sBusercs
aMu30auYecKas anbOyMuHypus (dKckpernus anmpOymuHa ¢ mModod ot 30 mo 300 mr/24 4). B
JTanbHEeWIeM anbOyMUHYpPHsS CTAHOBHUTCS IOCTOSSHHOM, ee ypoBeHb yBenuuuBaercsa. Kak
npaBuio, Oojee TsDKeNoe MOpakeHHe MOYeK JUIs JIeTe M MOJIPOCTKOB HE XapaKTepHO, OHO

MOSABJIACTCA YalllC HAa TPECTHLEM ACCATUIICTUH KU3HU.

11



CuMInTOMBl TIOPaXXEHUS CEPACYHO-COCYAUCTOM cucTeMbl npu b® B MOAPOCTKOBOM
BO3pacTe BeChbMa CIIOXKHBI JJIs AUArHOCTUKH. YeTko auddepeHInpoBaTh paHHHUE MPOSBICHUS
B® oT BO3pacTHBIX BEreTaTHBHBIX HAPYIICHHU B OOJBIIMHCTBE CIIy4aeB HEBO3MOKHO.

Hpyrumu kpaiiHe peIKUMH HEBPOJIOTHYECKUMU MNposiBIeHUs MU b®d y nerei, sSBIAIOTCA
1epeOpOBaCKYJISIPHbIE HAPYIIEHUS, COMPOBOXAAIOIIMECS MOBBIIICHHBIM PHUCKOM pa3BUTHUS
uHCynbTa. VIMEIOTCS JNuTepaTypHble JaHHBIE O MAallMEHTaX € NPEXOASIIMMH HapyHICHUSMU
MO3TOBOT0 KpoBooOpatienus ¢ 12 ner [5].

Hapymienust ciyxa OTHOCATCS K TUNHWYHBIM mposiBieHusM bd. K OGonee paHHUM
CUMIITOMaM, BO3HUKAIOIIUM B JETCKOM U MOJPOCTKOBOM BO3PacTEe, OTHOCATCS IIyM (3BOH) B
ymax (OAHO- WM JBYXCTOPDOHHHI) ¥ TOJOBOKPYXEHHE, K KOTOPBIM C BO3PacToOM

MIPUCOCIUHSIETCS HEMPOCEHCOPHAS TYTOYXOCTb.

2. InarHocTuka 3a00/1eBaHUs WM COCTOSIHUA (TpyNnbl 3200/ 1eBaHU HJIH
COCTOSIHMI), MEAMIIMHCKHE NMOKA3aHUS M IPOTHBONOKA3aHUS K IPMMEHEHHIO

METOJA0B JTHATHOCTUKHU

Kpumepuamu ycmanosnenus ouaenoza F@ y nuil My»XCKOTO T0Ja SIBISIOTCS CHIKEHUE
AKTUBHOCTH aKTUBHOCTH JTU30COMHOTO (hepMeHTa anb(ha-raJakTo3uaa3bl B KPOBH, MOBBIIICHUE B
KpoBH ri00oTpuao3uichunrosnna (mu3o0-1'03) B KpoBHU, BBISIBICHHE NMATOTEHHBIX BapUAHTOB B
TEeMHU3UTOTHOM COCTOSTHUU B TeHe GLA.

Kputepusimu ycTaHOBIICHUS TUarHo3a H@ y JINII )KEHCKOTO IT0JIa SIBJISIFOTCS TTOBBIIICHHUE
KOHIIEHTpaluu rioboTpuaosunchunrosuna (iau30-1'63) B KpoBH, CHUKEHHE AaKTUBHOCTU
JU30COMHOTO (epMeHTa anbda-ralakTo3uaa3bl B KPOBU (BBIABIAETCS Y YACTH NAIEHTOB
JKEHCKOTO TI0J1a), BBISBIICHUE MATOTEHHBIX BAPHUAHTOB B T€TEPO3MTOTHOM COCTOSHUU B TCHE
GLA.

3anmogo3pute b® mporie mpu HATUYMM KIACCHYECKOTO BapHaHTa — CHUCTEMHOTO
3a00JIeBaHUS C TIOPAKEHUEM TOYEK, CepAla, KOXKH, HEPBHOU CHUCTEMBI, KEITYA0YHO-KUIIIEYHOTO
Tpakta, opraHa 3peHus [7/1]. OmHako, TMOpakeHHE cepAla WIA TOYeK MOXKET OBITh
€JIMHCTBCHHBIM TIposiBJicHHEeM b®. Y TakuxX MalMeHTOB OTCYTCTBYIOT KaKUE-JIMOO CHMITTOMBI
3a00JIeBaHUS B JIETCKOM Bo3pacTe. JlmarHocTupoBaTh aTUMUYHbIE BapuaHThl b® MOXXHO TOIBKO
MyTeM CKpUHUHTa Tpymm pucka. [Ipenmnonarats b® crnenyer y Bcex MalMeHTOB ¢ TUnepTpodueit
MHOKapJia JICBOTO KEIyJ0YKa HESICHOTO IPOUCXOXKIACHUS W WHCYJIBTOM, pa3BHBIIEMCS B
MoJ10710M Bo3pacte (10 40 ner).

Hughghepenyuanvuas ouacnocmuxa aneuoxepamom. BoisBIIeHUE aHTHOKEPATOM SIBIISETCS

BAXKHBIM JUArHOCTHUYCCKUM «KJIIHOUOM)» IIPpU b®. Bo BpEMsS KpHU30B, COIPOBOXKIAOMINXCIA
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JUXOPaaKONH U OOJSIMU, aHTMOKEPATOMBbI MOTYT OBITh MPHUHSATHI 32 METEXUAIbHYIO CHINb, YTO
NPUBOJIUT K YCTAHOBJICHHIO OMIMOOYHOrO JUarHo3a MeHUHruTa. JuddepeHnnanbabiii 1narnos
CIEAYET TAaKXKE MPOBOAUTH C HACIEICTBEHHONM IeMOpPParuvyecKOr TeJIeaHTMOdKTasuen PeHnro-
Ocnepa-Bebepa, ¢ anrnokeparomoit ®dopaiica, aHrnokepaToMoil MuOEIIu U OrpaHUYCHHON
HEBU(OPMHON aHTMOKEPATOMOMU TYJIOBHILA.

AHTHOKEpaTOMBI TAK)KE BCTPEUYAIOTCS U IPHU JAPYTHX JIM30COMHBIX 0OJIE3HSIX HAKOIIJICHUS:
6one3nu lunanepa, Gyko3unose, raHrIMO3U103€, aACIAPTATIIIIOKO3AMUHYPHH U CHATH]I03€.

bonesoii cunopom. bonepoit cunapom npu b® yacto comnpoBokmaercs cyoheOprIbHOM
TEMIIEpaTypoll W MOBBIIIEHHBIM mokazareseM COD, 4TO 4acTO NPUBOAUT K YCTAHOBJIEHHUIO
JIOKHBIX» JIMarHO30B: PEBMATOMJIHOTO apTPUTa, PEBMATUYECKON JIMXOPAAKH, AapTPUTOB,
PUTPOMENAITHH, CUHAPOMA PeliHo.

Iloueunas namonocus. Ilpu W30IUPOBAHHOM NOPAXKEHUU IIOYEK MOYEBOM CHUHIPOM
MOJKET OIIMOOYHO MHTEPIPETUPOBATHCS KaK MU30JIUPOBAHHAS MPOTEHHYPHSI, MaTOCUMIITOMHBIN
TJIOMEPYJIOHE(PPUT WIIM HHTEPCTUIIHATBHBINA HedpuT [76].

Cepoeuno-cocyoucmasn cucmema. HaOmonmaroTcss rumnepTpodusi JIEBOro Kelyaouka,
apUTMUs

Ogmanomonoeuueckue Hapywenus. C TIOMOIIbIO IIEJIEBOM JAMIBbl  BBISBISIOT
MMOMYTHEHHE POTOBHIIBI B BUJI€ 3aBUTKOB.

Kenyoouno-kuweynviti mpaxm. JKeayno4HO-KHUIIEUYHbIE CUMOTOMBI mpu bD umeroT
CXOJICTBO C CHHJPOMOM pa3IpaXEHHOTO KHILIEYHUKa, 00se3Hb0 KpoHa.

Juddepenunansubiii quarnoz b® npexacrasnen B [Ipunosxenun A3.2.

2.1 /Kajao0bl 1 aHAMHE3

Cnexmp 803MOMNCHBIX dcanob y nayuenmos ¢ B@ mooxcem b6vims 6ecoma wupoxum u
3asucum om ¢hopmul 3a601e6aHUs (K1ACCUYECKOU UMY HeKAACCUYecKol), noia nayueHma (v
JHCeHUWUH 3abonesanue 00bIYHO npomexaem 6 0Oojee Ne2Kol u cmepmou gopme), 8o3pacma
MaHughecmayuu 6one3Hu U UHOUBUOYAILHBIX 0COOEHHOCMell MeYyeHUsl 3A00NeBaAHUSL.

JKanobwr u anammecmuueckue coovimus:

® omsAcOwjeHHbIll ceMelinblll aHamHe3 (00U 6 KOHEeYHOCMAX, PAHHUEe UHCYIbMbl,
uHghapxmol, XxpoHuueckas noueunas Heoocmamounocms (XIIH) 6 cemve);

®  ymomaaeMocmy,

® Odenpeccus;

®  QH2UOKEPAMOMA «HUMNCEe NOACAY. HA A200UYax, NOACHUYeE, NOJI0BbIX OP2AHAX, HA
HUICHUX KOHEYHOCMSX,

®  CHUJICeHUue cuyxa, utym 6 yulax,
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2071080KPYIHCEHUS,

cuUMMempuyuHvle 60U 8 KUCMAX U CMONAX (My4umenbHoe 4y8Cme0 NOKANbI8AHUS
UnY NON3aMUSL MYpauleK 8 KOHeYHOCMAX, Oonblie 6 KUCMAX U CIMonax
(akponapacmesuu);

nosvlueHUe YY8CMBUMeNIbHOCMU C OKaIusayuell 8 odiacmu Cmon u Kucmetl,
boau 6 cycmasax KoHeunocmet, 6eopax u 20j1eHsx;

bonegvle  Kpusvl  (IMO  XapakmepHoe omauyue om  Opyeux  0OO01egbIx
NOJIUHEUPOnamutl MOHKUX 60J10KOH 8 noiv3y bD);

bonu 6 xcugome,

JIUXOPAOKA HESCHO20 2eHe3a;

NII0XAsl NEPEHOCUMOCIb XOI00A U HCAPbl,

2UNO- UNU AHSUOPO3,

XpOHUuecKas ouapes;

nepeHecenHblll UHCYIbN/UHCYTbMbl,

NPUSHAKU NOPANCEHUsL NOYEK (NPOMeUHYpUsl, NOGbIULEHUE YPOBHSL CbLBOPOMOYHO20
KpeamuHuHa),

NPUBHAKU NOPAXCEHUSL CePOSUHO-COCYOUCMOU cucmembl (boau 6 cepoye, nepebou,
usmernenus Ha IKT);

Kamapaxma

NOMYNIHEeHUue pocosuybl.

Kanobwi u anamnes maxoice onucamvl epasde/ze CKIIUHUYeCKas Kkapmuhay.

2.2 duzukajabHoe 00cae10BaAHHE

BblpanceHHOCI’)’lb KIUHUYeCKUX npO}lGJZeHMIZ Fd ¢ PA3HOM  eo3pacme MooHcem

8apbuposams, NPU GUIUKATLHOM OCMOMPe MO2Ym NPoAGIAMbCs cledyoujue npusHaku bd:

2pybvie uepmul auya,

AHeUOKEPaAMOoMbl (8HYMPEHHSSL NOBEPXHOCMb Dedep, KUCMU, HCUBOM, CUZUCTIbIE
POMOBOU NOTOCIU);

NPU3HAKU y8enuyeHus cepoya;

NPU3HAKU NEPEeHecenHO20 UHCYIbA (nape3vl, HapyueHUs peyul).

Iloopobno Oanmvie uzukanrbHO20 00CIE008AHUS ONUCAHBLI 8 pa3zdene «KIUHUYeCKas

Kapmuhay.

2.3 JIaGopaTopHbIe JTHATHOCTHYECKHE MCCIAe10BAHUS
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JluarHocTuka y Jui My:;KCKOI0 1moJia

o PexomeHnayercs omnpeneicHHe aKTUBHOCTH JH30COMHOTO (hepMeHTa anbda-ralakTo3uaa3bl B
MATHAX BBICYIICHHOW KPOBH METOJIOM TaHJEMHOW MAacC-CIIEKTPOMETPUU  (KOMILIEKC
WCCJICIOBAHUIM JUIsl JAWMArHOCTUKH Ooisie3HM @Pabpu) BceM IMAlMEHTaM MYKCKOTO Ioa C
KIIMHUYECKUMU TIpu3HaKkaMu 0ose3nn Padbpw ¢ 1ebIo MOATBEPKACHHS quarnosa [ 16, 26, 28, 29,
37].

YpoBeHb yOeAUTEIbHOCTH peKoMeHaanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB 3)
KoMMeHTaApHuU: V MyJicuUuH CHUINICEHHASL AKMUBHOCTb (-2ANIAKMO3UOA3bL AGNAeMCsl O0CMAMOYHO
ungopmamueuvim npuswakom b® [17]. Illpasuna 3a6opa Ouomamepuana O0as nposedeHus

Uccned08anull 8 NAMHAX 8bICYULEHHOU Kpo8u npusederul 8 Ilpunoscenuu A3.6.

o Pexomenayercsi wu3MepeHHE KOHIICHTPAIMM JM30COMAIBLHOTO TIIOOOTPHAO3UICPHUHTO3MHA
(u30-I'63) MeTosOoM TaHAEMHON Macc-CHEKTPOMETPHH C BBICOKO3(PGEKTHBHON >KHJIKOCTHOM
xpomatorpadueit (BOXKX/MC) (komrieke UccieoBaHUi i AMArHOCTUKH Ooneznu dadpu)
JUIAM  MYXCKOTO TIojla C KIMHAYECKUMHU Tpu3HaKkamMu Oonesnn @abpu B KadecTBe
JIOTIOJTHUTEIBHOTO 3Tana OMOXMMHUYECKOH IHAarHOCTUKH, JIMLAM MYKCKOTO IMojia ¢ OOJIe3HBIO
®abpu, Haxomsgmmmcs Ha ¢depmeHTtozamectutenbHol Tepanuu (DP3T) ans  oueHku
3G GEKTUBHOCTH, a TAKKE JIUIAM MY>KCKOT0 Toa, He nmonydaromnm 3T [10, 30, 38].

YpoBeHb yoenuTeJbHOCTH peKoMeH1auun — B (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJIbCTB 3)
KommenTapuu: xoauuecmeennoe onpedenenue auzoenobompuaozuicuneosuna (nuzo-163)
ABNAEMCST NOOMBEPAHCOAIOWUM  UCCTed08aHuem 01 ouazHocmuku 6Oonesnu Pabpu, makaice
ucnonvyemcs Ol paspeuieHusi mpyoHulX OUAeHOCMuYecKux cayiaes. Bmopoe eadicnoe
npumenenue auzo0-163 — s5mo Mouumopune cocmoanus u dgpgdexmusnocmu mepanuu
nayuenmos ¢ oonesnvro @aodpu. Iloxaszano, umo npu adexeamnoi @3T xoruuecmeo cyocmpama
6 naasme Kposu ymeHvwiaemcs. Iloomomy yenecoobpasHo coeramv KOAUYECMBEHHOE
onpeoenerue 1u30-103 yacmvio MOHUMOPUH2A COCMOAHUA NAYUEHMO8 ¢ bone3nblo Dabpu, Kax
HAX00AWUXCs Ha namozenemuyeckol mepanuu, maxk u xcusywux oes @3T. Oownako, credyem
yuumsieams, umo oadce y nayuenmos, noayuarouwux DP3T, yposenv smoco memabonuma
APAKmuyecKu HUKo20a He 00Cmu2aem HOpMaibHulx sHadeHuu. IIpasuna 3abopa buomamepuana

0J15 NPpoGedenUs UCCIe008AHUU 8 NAMHAX 8bICYULEHHOU Kpou npusedeHsl 6 Ilpunoscenuu A3.6.

e Pexomenayercs ompejenenue myranuid B reHe GLA B KpoBH METOJIOM CEKBEHHUPOBAHHS II0
Cenrepy (KOMILJIEKC HWCCIEAOBAHHUMN [JI1 JUArHOCTHKUA Oonesnn Pabpu) BceM TMaIlMEHTaM
MY>KCKOTO TIOJla ¢ KJIMHHUYECKUMH Npu3HakamMu Oone3Hun Dabpu ¢ Ienbl0 MOATBEPIKICHUS

JIMarHo3a Ha MOJICKYJIIpHO-TeHeTHYecKkoM ypoBHe [1,17,26,28,29,84].
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YpoBeHb yoeauTebHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTeJIbCTB D).
KommenTapuu: onpeoenenue mymayuii 6 cene GLA memooom cexeenuposanusi no Ceneepy
HOKA3AHO 8CeM MYNCUUHAM CO CHUNCEHHOU AKMUBHOCMbIO (PepMeHma 0-eanaKkmo3uoassl u/uiu
nosviueHuviM yposHem au3o-163. [llupokoe pacnpocmpanenue annenei ncegdodeduyuma
NPUBOOAUUX K CHUNCEHHOU AKMUBHOCMU O-2aNaKMO3U0Ad3bl 8 CYXOM NsAmHe Kpo8U U UH020a
NOHUDICEHHOU 8 JNeUKoyumax u niame Kpogu, ooOyciasiusaem o00s3amenvHoe 6KIoUeHue
MONEKYIAPHO-2eHeMUYeCcK020 ananuza 6 Jaabopamophyio ouacnocmuxy b®. Onpedenenue
Hocumenvbcmea cemelinoz2o eapuanma 6 cewe GLA memooom cexeenuposanus no Cemneepy
oenaem 803MONCHLIM 00CNIe008aHUe POOCMBEHHUKO8 NPOOAHOA, A MAKJICEe NPOBEOCHUE 8 CeMbe
NPEeHaAmAanbHOU U NPeUMNIaHMAYUOHHOU  2eHemudeckou  ouazHocmuku. Bonvuwuncmeo
HYKIEOMUOHBIX 3aMeH Y nayuenmog ¢ b® mocym Ovbimo blaNeHbl ¢ NOMOWBIO CEK8EHUPOBAHUS
no Ceneepy ecex 9K30HO8 U NPUNE2AIOUWUX K HUM YYACINKO8 UHMPOHO8, 0OHAKO 8 PeOKUX CAY4asnx
paspewiaroujeti cHOCOOHOCMU 2020 Memood Modxicem Oblmb HedoCcmamouHo. B makom ciyuae
o0l noucka oOpyeux eememudyeckux eapuanmog 6 2cene GLA pexomendyemcs npumeHeHue
OONOHUMENbHBIX — MOJIEKVIAPHO-2eHEMUYeCKUX — Memooo8  UCCe008aHUs,  MAaKux  Kax
MyIbmMunieKcHas aueazosasucumas amniuguxayus npoo (MLPA) 0na noucka npomsagicenHvlx
Oeneyuti/Oynauxayuti, aubo 6vlcOKOnpouzsooumenvHoe cekeeHuposanue (NGS) ona noucka

Namo2eHHbIX 8apUAHmMOo8 8 Hempancaupyemvix oonacmsax cena GLA.
JlnarHocTuka y JInIl ;KEeHCKOro 1noJia

Pexomenayercst u3MepeHHE KOHIEHTPAIMU JIM30COMAIBHOTO TJIOOOTPHAO3UIC(HUHTO3HHA
(mn30-1'63) MeToqOoM TaHAEMHOW MAacc-CIIEKTPOMETPHUHU C BBICOKOI(PPEKTUBHON KUIAKOCTHOM
xpomarorpadueit (BOXX/MC) (koMiuiekc ucciaeaoBaHuil 1jisi nuarHoctTuku 6onesnn ®adpu) B
KaueCTBE MEPBUYHOTO dTara OMOXMMHYECKON TUArHOCTHKH Yy JIUI] )KEHCKOTO I0JIa B KaueCTBE
MOJTBEPXKIAIOIIEH TUAarHOCTUKU Y KEHIIHH, a TaKkKe IS MOHUTOPUHTA COCTOSHUS TAI[IEHTOB
eHckoro mnona ¢ b, momyyaronux depmentozamectuTensuyto tepanuio (O3T), a Takke He
nonyvaronux O3T [10, 30, 38].

YpoBeHb yoeauTeIbHOCTH peKoOMeH1alun — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB 3).
KomMmeHTapum: konuuecmeennoe onpeodeneHue au3021000mMpuao3uic@uHeo3uHa no3eoJisaem
sviaenamy b y orcenuum, ymo none3Ho O0isl YMOUHEHUS UX KIUHUYECKo20 cmamycd, a maxce
015l paspewieHusi mpyoHvlX OUASHOCMUYeCKUX caydaes. Bmopoe eascnoe npumenenue nuzo-
1'63— smo monumopune cocmoanusi u 3¢gexmuenocmu mepanuu NAYUeHmMos ¢ 00.1e3Hbl0
@abpu. Iloxazano, umo npu aodexsamnou P3T koruvecmeo cybcmpama 6 niasme Kposu

ymenvuwaemes. Ilosmomy yenecoobpaszno coenramsv KoauuecmeenHoe onpeodenenue auzo-163
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YACMbIO MOHUMOPUHEA COCMOSIHUSL NayueHmos ¢ 6onesuvto Pabpu, Kax HAXOOSWUXCS HA
namoeenemuueckou mepanuu, max u sxcugywux 6ez @3T. Oonaxo, credyem yuumvléams, 4mo
oadice y nayuenmos, nonyuarowux @37, yposenv smoeo memaboaruma npakmuyecku HUKo20d He
docmueaem HOpMAIbHLIX 3HaueHuli. Illpasuna 3abopa Ouomamepuana Oas NpPoBedeHUs.

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

Pexomenayercst ornpeneneHUe aKTUBHOCTH JTU30COMHOTO (epMeHTa anb(ha-TamakTo3uia3bl B
NATHAX BBICYIIEHHOM KPOBM METOJAOM TaHJEMHOM MAacC-CIIEKTPOMETPUHU  (KOMIUIEKC
UCCIICIOBAaHUM JJisi JUarHocTuku Ooniesuun @abpu) BceM NalMeHTaM >KEHCKOro Toja ¢
KJIIMHUYECKUMU TIpu3HakaMu 0ose3nn Padbpw ¢ 1ebio MOATBEPKACHHS quarnosa [16, 26, 28, 29,
37].

YpoBeHb yoequTEJIbHOCTH peKOMeHAauuii — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB 3)
Kommenrtapuu: ¥V mpemu swcenwyun ¢ 5@ axmuenocmo anvha-earakmosuoaszvl mosicem Obims 6
Hopme [17], nosmomy npu onpeodenenuu aKmuHOCMU HEePMEHMA IHCEHWUHAM MO HYIHCHO
yuumvieams. Ilpasuna 3abopa Obuomamepuana 0151 NPOGEOEHUs. UCCIE008AHUU 6 NAMHAX

8bICYULEHHOU KposU npueedensl 6 [Ipunoscenuu A3.6.

Pexomenayercs omnpeneneHue myranuid B reHe GLA B KpoBH METOJOM CEKBEHHPOBAHHUS MO
Cenrepy (KOMIUIEKC HCCIEIOBAaHHM Mg AUAarHOCTUKU Oone3Hun Pabpu) BceM MNalMeHTaM
YKEHCKOTO T0JIa ¢ KJIIMHUYECKUMH TIpu3HaKaMu 0osne3nn Pabpu B KadecTBE MEPBUYHOTO 3Taria
CKPHHHUHTA HapsAy ¢ U3MEpEeHHEM KOHIIEHTPAIMH JTH30COMATIBLHOTO TII000TPHA03HIC(HHTO3HHA
(mm30-I'63) u ompeneneHneM akTUBHOCTH JIM30COMHOTO (epMeHTa aib(a-ralakTo3uaas3bl ¢
IeJIBIO TOATBEPIKICHHUS TUarHO3a Ha MOJIEKY/SIpHO-TeHeTHYecKoM ypoBHe [1,17,26,28,29,84].

YpoBeHb yoenureqbHoCTH pekoMenaanuii — C (YypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB 5)
KommenTapuu: onpeodenenue mymayuii 6 cene GLA memooom cexeenuposanusi no Ceneepy
NOKA3AHO 6CeM JUYAM JHCEHCKO20 NOAd C KIUHUYeCKuUMu npusHaxamu oonesnu Dabpu,
UMEWUMU HOPMAILHYIO AKMUBHOCMb (hepMeHma u/uiu HOPMAaibHull yposeHb nu30-103.
[lupokoe pacnpocmpanenue anneneil ncegdodeuyuma NPUBOOAWUX K  CHUNCEHHOL
AKMUBHOCTU 0-2ANAKMO3UOA3bL 8 CYXOM NAMHE KPOBU U UHO20A NOHUNMCEHHOU 8 NeUKOYUmax u
naasme Kpogu, obyciaenueaem ooa3amenbHoe 8KI0YeHUe MOJeKYIAPHO-2eHEeMUYecKo20 anaiu3a
6 1abopamophyio ouaznocmuxy b®. Onpedenenue nocumenbcmea cemelino2o apuanma 6 ceHe
GLA  memooom cexsenuposanuss no Ceneepy oOenaem — 803MOJNCHbIM — 00CIe008aHUe
POOCMBEHHUKO8 NpoOAHOA, a Maxdce npogedeHue NPeHamanbHol U NPeUMNIaAHMAYUOHHOU
eenemuyeckol ouasHocmuxu. bonvuwuncmeo nykieomuonvix samen y nayuenmos ¢ 5@ moeym

OblMb BbIAGNCHBL C NOMOWbIO CEK6EHUPOBAHUS NO CeHeepy 6Cex IK30HO8 U npujlecaroyux K HuUm
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VUACMKO8 UHMPOHO8, 0OHAKO 6 PEeOKUX CAYYAsAX paspeularoweii. CnoCOOHOCmU 3Mo20 Memood
Modcem Obimb HedocmamouHo. B maxom ciyyae ons noucka opyaux eeHemuieckux 8apuanmos
eena GLA pexomenoyemcs npumenenue OONOIHUMENbHBIX —MOAEKYIAPHO-2EHEMUYECKUX
MEMOO08 UCCIe008AHUS, MAKUX KAK MYIbMUNIEKCHAS TU2A303A68UCUMAS AMIIUPUKAYUSL NPpoO
(MLPA) onsa noucka npomsdiceHHviX Oeneyutl/Oynauxkayuii, aubo 6blCOKONPOU3800umenbHoe

cexgenuposanue (NGS), 013 noucka namoeenHvix 8apuaHmos 6 HempaHCIupyemvlx 001acmsax

eena GLA.

Pexomenayercst  uccieoBaHHE ~ YPOBHS — JU30CHUHTOIUONAOB  (JIM30C(UHTOMUEIHHA,
mu3zocuaroMuenuHa-509, nu3orao00TpuasuiICHUHro3MHA W TeKCaWJIC(HUHTO3MHA) B MATHAX
BBICYILICHHOH KPOBH METOJIOM BBICOKOA((EKTUBHOU KUAKOCTHOH XpomaTorpaduu TaHIEMHON
Macc-CIeKTPOMETPHUU BCEM MAlMEHTaM C YCTaHOBJICHHBIM JHMAarHo3oMm Ooje3Hun Pabpu mepen
HavyajgoM Tepanuu U Ha ¢oHe depmenTozamectutrensHoil Tepanuu (P3T) ¢ wenbio
Ouoxummueckoro koHTposs euenus [ 10, 30, 31, 38].

YpoBeHb yoeauTeIbHOCTH peKoMeH1auun — B (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB 3)
KomMmeHnTapum: konuuecmeennoe onpeodeieHue au3021000mMpuao3uicuHeo3uHa no3eosem
8bIABIAMb He MOJILKO MYIHCUUH, HO U HCeHUUH ¢ 6one3nvio Dadbpu, umo none3Ho 0 ymouHeHus
KAUHUYECKO20 CMAmyca JiCeHWUH-2emepo3u2om, a makxce Ol paspeuieHuss mpyoHvlX
ouazHocmuyeckux ciaydaes. Bmopoe eadxcnoe npumenenue auzo-163 — 2mo moHumopume
cocmosinus u dgppexmusnocmu mepanuu nayuenmog ¢ 6onesnvio @aobpu. Iloxasano, umo npu
aoexeamnou @D3T konuuecmeo cyocmpama 6 niazme Kposu ymenvuiaemcs. Ilosmomy
yenecoobpasno coeiams KOIUYECMEEeHHOe onpedeieHue u30-103 wacmvio MoHUMOpUHeA
COCMOsIHUA nayuenmos ¢ oonesnvio Pabpu, KAk HAXOOAWUXCSL HA NAMO2eHeMU4ecKoU mepanuu,
mak u ocusyuyux 6ez D3T. Oounako, credyem yuumvleamv, ymMo 0axce y NAYUEHMOS,
noaydarowux D3T yposenb, smoco memaboruma npakmuyecku HUKO20a He Oocmueaem
HOPMANbHBIX 3HAYEHUL, 8 MOM YUCAe V HCEHWUH MOJcem He HAOI00amuvCs CYuecmeenHo20
cHudtcenus auzo-103 na goune PD3T. Ilpasuna 3abopa 6Ouomamepuanra 011 npoeeodeHus
uccnedo8anull 8 NAMHAX 8bICYULEHHOU Kpogu npusederul 8 Ilpunoscenuu A3.6.

Pexomenayercst mpoBefieHHe 00Mero (KIMHUYECKOTO) aHaiM3a KPOBH BCEM NAllMEHTaM C
KJIMHMYECKUMH TIpu3HakamMu Oone3Hu Pabpu B mporiecce IMOCTaHOBKH JUAarHo3a ¢ IEJbI0
OIICHKH OCHOBHBIX IapaMeTPOB KPOBETBOPEHUs, OLEHKH MOPAXKEHHS CepAeYHO-COCYTUCTOU
CHCTEMBI U BBISBJICHUS BO3MOXHBIX HH(PEKIIMOHHBIX mporieccos [9, 11, 13, 26-29, 58-60, 64].
YpoBenb yoeauTebHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 5)
KomMmmenTapuu: npogedenue obwezo (Kiunuueckoeo) anaiuza Kposu GKa04aem ucciedo8aHue

YpoeH: 06114820 2€M02JZO6I/IHCZ, pumpoyumaoe, ﬂeﬁKOZ/!UH’ZO@, mp0M6014um08 6 Kpoeu, OUEeHKa

18



2eMaAmoKpuma, UCCie008anue CKOPOCMU 0Ce0aHust 3PUumpoyumos, ouggpepeHyuposantbolil
noocyem Jietkoyumos (JeukoyumapHas popmyia,).

PexoMenayercsi IpoBe/IcHUE aHATM3a KPOBH OMOXMMHYECKOTO OOIIETEPANIeBTHYECKOTO (BCEM
MaUeHTaM ¢ KIMHUYECKUMU Mpu3Hakamu O0one3nu dabpu B mporiecce MOCTAaHOBKU JUArHO3a C
LICITBIO OLIEHKH COCTOSIHUS BHYTpeHHHX opranos [9, 11, 13, 26-29, 58-60, 64].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — D)
KomMmeHTapum: npogedenue ananuza Kpoeu OUOXUMUUECKO20 00Wemepanesmuieckoeo
eKIOUaem onpeodenenue AKMueHOCMu acnapmamamuHompaucgepasul,
ANLAHUHAMUHOMPAHChepasvl,  1aKMamoecuopoceHasvl,  welouHou  ¢gocgamasel, eamma-
2MOMamMuImpancgepasvl 68 Kpoeu, UCCled08aHue YpoeHs o0Owe20 Ounupyouua, ounupyouHa
CBA3AHH020 (KOHBIO2UPOBAHHO20), XOJIeCMEPUHd, XOA1eCMepuHd JUNONPOMEUHO8 BblCOKOU
NIOMHOCMU, XONeCMePUHAa TUNONPOMeUH08 HU3KOU NAOMHOCMU, MPUSTUYEPUOOs, albOYMUHA,

2/IIOKO3bl, KpeamuHhuHa, 0614{620 6€JZKCZ, Hampus, Kauius, 061/(/[620 Kaivyust 6 KpOosU.

Pexomenayeres ucciaenoBaHue ypoBHS TPOMOHHHOB |, T B KpOBU MalyeHTaM C KIMHUYECKOU
KapTuHOM Gonesnu Pabpu ¢ LENblo BBIABICHUS mopaxkenus cepama [9, 11, 13, 26-29, 58-60].
YpoBenb yoeaureabHOCTH pekoMeHaauuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEJILCTB 5).
KoMMeHTapuu: y nayuenmog ¢  BbIPAJNCEHHOU eunepmpoghueli  1e8020  HceryOouKa

06Hapy9fcu6aemc;l noevluteHue mponoHUHOS.

Pexomenayercs uccienoBanus ypoBHs N-TepMuHaibHOro (parMeHTa HaTPUHYpPETHUECKOTO
nponentuaa Mmozroporo (NT-proBNP) B kpoBu manyeHTaM ¢ KIMHUYECKONH KapTHHOW 0OOJe3HU
®dabpu ¢ 1ebio OIEHKHU cepaeuHoi Hepoctarounoctu [9, 11, 13, 26-29, 58-60].

YpoBensb yoeaureabHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB 5)

PexoMenayercss mpoBeleHHEe OOLIEro (KJIMHUYECKOT0) aHajlu3a MOYHM BCEM MalMeHTaM C
KJIMHUYECKUMHU TpU3HaKamu Oosie3Hn Padpu ¢ 1enbio BBISBICHHS MOpakeHHs mouek [26, 28,
29, 39, 58, 61, 64].

YpoBeHns yoeauteabHOCTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH A0KA3aTeIbCTB 5)

Pexkomenayercst onpeseneHue KonyecTBa Oenka B CyTOUHON MoYe/iccieJoBaHne alh0yMiuHa B
CyTOYHOM MOYe, UCCIEAOBAaHUE YPOBHS aibOyMuHA, oOIIero Oeika W KpeaTHHWHA B KPOBH C
OTIpeieJIEHUEM CKOPOCTH KIIyOOUKOBOHM (DHIIBTpAIIMU 1O YPOBHIO KPEaTUHUHA KPOBU PACUCTHBIM
metogoMm (pCK®D), uccrnenoBanre amp0yMUH-KPEATHHHHOBOTO COOTHOIICHHS B Moue (W/Win

COOTHOIICHUA 66HOK/eraTI/IHI/IH MOYH: OIPECACICHUC KOJINYCCTBA Ocnka B CYTOqHOﬁ MOYEC,
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UCCIICIOBAaHUE YPOBHS KpEaTHHWHA B MOYE) BCEM MAIMEHTaM C KJIMHUYECKON KapTUHOW OOJIe3HU
®dabpu ¢ 1ebI0 BRIABICHUS ATOIOTUu mouek [26, 28, 29, 39, 58, 61, 64].

YpoBeHb y0ennTeabHOCTH pekoMeHaunii — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB 2)
KommenTapuii: onpedenenue ckopocmu KiyOoukogou ¢huibmpayuu no yposHio KpeamuHuHa
kposu pacuemuvim memooom (pCK®D) credyem nposooumsv no ¢opmyne CKD-EPI na ocrose
VPOBHS KpeamuHuHa 8 Kpogu U, 8 OmoeibHulx cayuasax, Ha ochose yucmamuna C (Mccreoosanue
yucmamuna C ¢ kposu) [91,92,93]. V odemeii pacuem mooscem nposodumwvcsi no ¢hopmyne
Ilsapya [63] u Op. (nodpobuee — cm. Kiunuueckue peKOMEHOAYUU «XPOHUHECKds 0oJe3Hb
nouek» Oas B603pACmMHOU Kameeopuu «Oemuy). Illpu Hanuuuu nokazanuti mocym Ovlmb
NPOBeOeHbl. UCCIe008AHUE VPOBHS MOYEBUHbL 6 KPOBU U UCCIe008AHUE YPOBHA MOUeBol

Kuciomsl 8 Kposu [91].

2.4 HNHCTpYMEHTAJIbHBbIE JTUHATHOCTHYECKHE UCCJIeT0BAHUS

Pexomenayercsi mpoBeieHUE YIBTPA3BYKOBOTO HCCIEAOBAaHUS OPTraHOB OpPIOMIHON IMOJOCTH
(KOMILJIEKCHOTO) BCEM MAallMeHTaM C KIMHUYECKUMH Mpu3Hakamu Oosiesuun Pabpu B mpolecce
MIOCTAHOBKH JIMarHo3a C LEeNbI0 OLICHKH COCTOSHKS BHYTPEHHUX OpraHoB [64].

YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB 4)

Pexomenayercst ylbTpa3ByKOBOE HCCIEAOBAHHUE IMOYEK M BEPXHHUX MOUEBBIBOJSALIMX MYTeH
BCEM TMAallMeHTaM C KIWHUYECKHUMH TMpH3HakaMu OonesHn @Pabpu ¢ IENbI0  BBISBICHUS
napariebBUKaIbHBIX KHCT [62-64,68].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb JO0CTOBEPHOCTH A0KA3aTEIbCTB 5)

Pexomenayercst mpoBeneHHE BJIEKTpOHEHpoMUorpaguu CTUMYISIIMOHHON OJHOTO HepBa
NanueHTaM ¢ KIMHUYECKUMU Npu3Hakamu O0ose3nun ®abpu B mporiecce NOCTaHOBKU JMArHo3a ¢
1EJIbI0 TUAarHOCTUKY TOJIMHEWponaTiu nmpu oone3nu @abpu [61, 63, 65].

YpoBenb yoenureabHocTH pekomenaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB 4)

Kommenrapum: [lo pesynomamam cmumynayuonnou OHMI y Oemeti u noopocmros
OMKJIOHEeHUl, KAK NPasuo, He odvleaem.

Pexomenayercsi mpoBenieHue deKTpodHIedanorpaduu ¢ BUACOMOHHUTOPUHIOM TMAIlMEHTaM C
KJIMHUYECKUMH Tpu3HakaMu Oose3nu ®albpu B mpoliecce MOCTAHOBKM JAHMarHo3a ¢ IEJbIo
JMIMarHOCTHKH SITHIICTICHH [65, 66].

YpoBeHb yoenuteasHocTH pekomMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB 4)

Kommenrtapun: Onunencusa y nayuenmoé ¢ bB® eosnuxkaem uawje 6ce2o KaK OCNONICHEHUE
uHcynbma.

o PexoMeHayeTcsl IpoOBEICHUE MPULICIBHOM peHTreHorpaduu OpraHoB I'PYIHOW KIIETKU
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MarUeHTaM ¢ KIMHUYSCKUMU MpU3HakaMmu 0ojie3nn dabpu B mporecce MOCTAaHOBKU JMArHO3a €
IEJIBIO OLIEHKU COCTOSIHUSI OPTraHOB IPYyIHOM KieTku [61, 67, 95]

YpoBeHsb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB 5)
PexomMeH10BaHO TIPOBEACHHUE WCCIIEAOBAHUS HECIPOBOLIMPOBAHHBIX JIBIXaTEIbHBIX 00BEMOB U
MIOTOKOB (CITUPOMETPHS) MAIIMEHTaM ¢ KIIMHWUYSCKUMU Tpu3HakaMu Oosie3an dabpu B mporecce
MIOCTAHOBKH JMAarH03a C EIbI0 OICHKH COCTOSIHHSI OpPOHXO0JIerouHoM crcremsl [61,67,94].
YpoBeHsb yoeauTeabHOCTH pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB 5)
KomMeHTapuu: npogodsm, uawe 6ceco, CRUpPOMempuro, Npu HeoOXO0UMOCmu —
OPOHXONPOBOKAYUOHHBIL MeCm ¢ JeKAPCMBEHHbIM Npenapamom OJisi OYeHKU 00pamumocmu
OPOHXUATBHOU 0OCMPYKYUU.

Haxkonnenue enuxocghuneoiunudos onucano 6 nHesMoyumax, OOKaI08UOHbIX KIEeMKaX, 8
OPOHXUANLHOM PECHUMYAMOM SNUMenuu, 8 2NA0KOMbIUEUHbIX KIemKaxX OPOHX08 U 8 1e20YHbIX
cocyoax npu oOuoncuu Jneeckozo. Takdce ommeueno, umo 0OCMPYKMUGHbIE HAPYUEHUS
seHmuIAYUL Y nayueHmos ¢ bonesnvto @abpu ecmpeuaomes wawe, 4em 8 obwel nonyaAyuUU
[94]. Tem ne menee, oovuuxa, cyxou kawenv u 6ponxocnazm, HabOAeMvie y NAYUEHMOE C
bonesnuvio Dabpu, wacmo HecneyughuyHvl, NOCKOILKY OHU MAKNICE MO2YM OblMb Gbl36AHbL
nopabsicenuem cepoya u mpedyrom ouggepenyuanvroi ouacnocmuxu [95].

Hccneoosanue mooxcem nposooumvcsi 6 npoyecce OUHAMUYECKO20 — HAOMOOeHUs 8
COOMBEeMCmMaEuUU ¢ KIUHUYECKOU CUmyayuel.

PexomeH10BaHO pPAcCMOTpPETh MPOBEACHHE KOMMBIOTEPHONH TOMOTpauu OpraHOB TPYAHOMN
MOJIOCTH (KOMITBIOTEPHOW TOMOTpaduu TPYJAHOH KIETKH) IMAalUeHTaM C KIMHUYECKUMU
npu3HakaMu Oosiesan Dabpu MpHW MOJO3PEHUHM HAa WHTEPCTHIHAIBHOE MOPAKEHUE JIETKUX C
[ENbI0 TUAarHOCTUKA M3MEHEHUH CO CTOPOHBI JIETKUX W JadbHEHIIEero KOHTPOJS COCTOSHUS
JerovHoi Tkanu [94].

YpoBensb yoeaureJbHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB 5)

KoMMeHTapuu: unmepcmuyuanbivle nopaxcenus neekux npu oonesnu @abpu scmpeuaromcs
PeoKo, KYRupylomcsi Ha ¢hone namozeHemu4eckol mepanuu.

PexoMeHI0BaHO TIPOBEJCHHEC MAarHUTHO-PE30HAHCHOW TOMOTpaduH TOJIOBHOTO MO3ra BCEM
MarueHTaM ¢ KIMHUYECKUMU Mpu3Hakamu 0os1e3Hu Pabpu B mporiecce MOCTAaHOBKHU JIMArHO3a C
IIEJIBIO BBISIBIICHHS MTOPAKEHUsST OEJIOTO BEIIECTBA TOJIOBHOTO MO3ra, UIIEMHUYECKUX 04aroB [26-
29, 40, 61].

YpoBeHnb yoeauTebHOCTH pekoMeHaanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB 3)

KomMmeHnTapuii: 603M00icHO nposederue MacHUMHO-PE30OHAHCHOU MOMO2PAPUU  20T08HO20

Mo3ea ¢ koumpacmuposanuem. Ipu nposedenuu MPT 201061020 M0O32a 803MONHCHO NPUMEHEHUE
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KOMOUHUPOBAHHO20 9HOOMPAXEANbHO20 HAPKO3d, MOMANbHOU 6HYMPUBEHHOU aHecmesul,
npoeoonukosou anecmesuu. Illpu MPT 201061020 MO32a Y NAYUEHMO8 MO2YM 0OHAPYHCUBAMBCSA
UMeMUYeCKUtl UHCYIbM, MUKPOKPOBOUSIUAHUSA U GHYMPUMO3208ble 2eMAmMOMbl, USMEHEeHUs
benoco sewecmea (netikoapeos) u cepozo ewjecmea (Karvyugukayus 3a0Heeo maiamyca), a
makaice cocyoucmole Manib@opmayuu, npeumyuyecmeenHo npeocmasieHuble 00IUXOIKMAZUAMU
sepmebpodazuIApHOU apmepuu. Omu Uu3MeHeHUs He AGISAIOMCS BblCOKOCHeYUDUUHbIMU Ol
oonesnu Dabpu, moeym ecmpeuamvpcsi y nayueHmos ¢ Opyeou namonoz2ueu. B psode cuyuaes
B03MOJHCHO NPOBEOEHUE KOMNLIOMEPHOU MOMOPahuU 20106HO20 MO32d.

Pexomennayercss peructpanus 3JICKTPOKapAMOTPAMMBI, TPOBEACHHE 3XOKapauorpaduu,
XOJNTEPOBCKOTO MOHUTOPUPOBAHUSA CEPIEYHOIO PHUTMA U CYTOYHOTO MOHUTOPUPOBAHUS
apTEpUANBHOTO JABJICHUS BCEM MAIMEHTaM C KIMHHYECKUMH INpu3Hakamu Oone3nu Pabpu B
mporecce MOCTAaHOBKM THArHO3a C LENBI0 OLIEHKU COCTOSHUS CEpJeYHO-COCYAUCTONH CHCTEMBI
[9, 11, 13, 26-29, 59].

Yposensb yoeaurepHOCTH pekoMenaanuii — C (YpoOBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB 5)

KomMeHTapuu: xapakmepHuim npusHakom nopasicenus cepoya npu oonesnu Pabpu saensemcs
Unepmpohusi 16020 AHceryo0ouKa, KOmopas moxcem ovims guvisignena ¢ homowvto IKI, Dxo-KI”
u MPT. Jlna oyenxu @yukyuu cepoya NPUMEHAIOM MKAHe8YI0 OONNIepIXoKapouozpaguio
(Oonnnep-OxoKT).

PexoMeH10BaHO TTPOBEICHNE MarHUTHO-PE30HAHCHOW TOMOTpaduu cepiia U MaruCTPaIbHBIX
COCY/IOB BCEM TallM€HTaM C KJIMHUYECKUMHU Tpu3Hakamu Ooneznn Pabpu B mporecce
MMOCTAHOBKH JTUArHO3a C IEJIBI0 OIICHKU KapanoJIOTHIecKuX m3Menenuii [9, 11, 13, 26-29, 41, 59,
70].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb I0CTOBEPHOCTH JI0KA3ATEIbCTB 5)

KommenTapum: npu neobxooumocmu npogoosim mMazHumHo-pe30HaHCHAs momozpaguio cepoya
C KOHmMpacmuposaumuem. Bo3smooicHo npumeHenue momanvbHOU 6HYMPUBEHHOU aHecmesul,
KOMOUHUPOBAHHO20 UHATAYUOHHO20 HAPKO3d. XapakmepHviM NPUHAKOM NOPAadCeHUs cepoya
npu 6onesnu Dabpu saensemcs eunepmpohus 1e6020 AHCeNYOOUKd, KOMOpas Modicem Oblmb
svisgniena ¢ nomowppto IOKI, Oxo-KI' u MPT. J[na oyenxu ¢hynxyuu cepoya npumensom
mKaHesgyro oonniepaxoxapouozpaghuio (Oonniep-IxoKT').

PexomeH10BaHO MPOBEICHNE TOHALHON ayAHOMETpHH (TIOPOTOBOI) /TOHATHLHON ayIUOMETPUN
B CBOOOJIHOM 3BYKOBOM IIOJIE/pE€UEBOI ayIMOMETPUU/UTPOBON ayTuOMETPUHU/PETUCTPALIUN
CTAIlMOHApHBIX CIIYXOBBIX BBbI3BaHHBIX MoTeHHHanoB (ASSR Tect) BceM manueHTam ¢
KIIMHUYECKUMH TIpu3Hakamu 6ose3Hu @abpu crapiie 5 JeT B mpolecce MOCTaHOBKH IUarHo3a C

IIeTIbIO PAHHETO BBISBIICHUS HapyIlIeHn# ciayxa [26-29, 61].
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YpoBenb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJILCTB 5)
KommenTapumn:  npogoodumcsa  Koucyriemayus  8paua-cypoono2a-omopuHoiapuHeoa02a.
Tyeoyxocms pasnoii cmeneHu BblpadCeHHOCMU XapakmepHa 011 0aHHo2o 3abonesanus. Ona
Modicem ObIMb KOHOYKMUBHOU, CEHCOHEeB8PANbHOU UNU HOCUMb CMewanHblll xapakmep. Pannee
8blsAGIEHUE MY20YXOCMU NO380AAem YIYYUUMb KAYeCmeo OJICUSHU NAYUeHmos, obecneyums
B03MOJCHOCMb  00WjeHUss U 00yueHus 3a cuyem JiedeHus KOHOYKMUBHO20 KOMHOHeHma
My20yxXocmu uiy CIyXOnpome3upo8anus NPU CeHCOHE8PaIbHOM cHudiceHuu cryxa [96].

o PexoMeHI0BaHO pPacCMOTPETh MAalMEHTaM C KIMHUYECKUMHU TPU3HAKAMH OOJIe3HH
®abpu mnpoBeneHHe 330(aroracTpoayoJCHOCKONUN W/WIKM  KOJIOHOCKONUU C Ouorcuei
MUIIEBOIA YHAOCKOMUYECKUM JOCTYIIOM U/UIU OUOTICUU KETYAKA SHIOCKOMUYECKUM JOCTYIIOM
u/uai OWOTICHH JIBCHAIATUIICPCTHOW KHIIKH 3HJIOCKOIMMYECKAM JOCTYIIOMH/WIIA OUOIICUU
TOHKOW KHUIIKH JHJIOCKOIMMYECKUM JOCTYIIOM W/WIU  OWOINCHU  O0OJOYHON  KHIIKA
OHJIOCKOIMYECKHM  JIOCTYIIOM, MPWKH3HEHHOE TaTOJOr0-aHATOMHYECKOE HCCIIEI0BAHUC
OuorncuitHOro (OMepalroHHOr0) MaTepuana MATOW KaTerophH CIOXKHOCTH 0e3 MpHUMEHEHUs
JEKAIbIIMHAIIMK ¢ Tenblo auddepeHmaibHoi muarHocTuku (nmpu 6onesnun Pabpu B psne
CIIy9aeB MOXHO OOHAPYKUTh HAKOIUICHHUE JIUTUIOB B IUTOIIa3Me HEHPOHOB KHUIIICYHHUKA) H/WIIH
anTrorpaduo OPIOIIHOTO OT/IEa A0PTHI U €€ BETBEH C IEJIbI0 OOHAPYKEHUS XapPAKTEPHBIX JIJIS
6omne3nn @abpu U3MEHEHUH COCYIOB U/WUIM MAHOMETPUIO MUILEBOA JUISl BBISBICHUS TATOJIOTUU
MUIIEBOJA W/WIIM BOJOPOAHBIN NBIXaTENbHBIA TECT C JIAKTYJIO30M HIIM TIIOKO30M ISl OIEHKHU
M30BITOYHOTO OAKTEPUAILHOTO POCTa B KUIICUHUKE U/WUITU KOMPOJIIOTHUECKOE MCCIIEIOBAHUE TTPU
cumnromax maiababcopouuu. [97, 100,101,102].

YpoBens yoeaqureJbHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 5)
KommenTapuu: B Hacmoswee 6pemsi Hem UemKUX PpeKOMeHOayuti Nno UCCIe008aAHUIM
COCMOAHUSL HCENYOOUHO-KUeuHo20 mpakma npu 6onesnu @abpu. Bvibop ucciedosanus u ux
KOIUYeCmeo  onpeoeisaiomcss KIUHUYEeCKOU CUumyayuel, 603MOJMCHO NpO8eoeHue  UHbLX
uccnedosanuil Jughghepenyuanvuyro ouacHoCmuxy npooosm ¢ CUHOPOMOM pPA30PANCEHHO20
KUWEYHUKA, OUBEPMUKYVIAMHOU DONIE3HbI0, PAKOM MOACMOU KUWKU, ANNEHOUYUMOM, YeauaxKuetl,
eacmpumom, 2acmpodzogpazeanvHvim peghnrokcom, 6one3uvlo  Yunnia, MumoxoHOPUAIbHOU
namoaozauetl, mpaHCMupemuHo8oU cemMeliHol AMUIOUOHOU NOIUHEUPOnamuell.

Bonvuwuncmeo nposenenuii co cmopoHwvl Hceny0oUHO-KUUEYHO20 MPAKmMa HUBEIUPYemcs Ha

@one namozenemuueckou mepanuu.

2.5 Unble JAUATHOCTHYECCKHME MCCIICAO0OBAHUSA
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e Pexomenayercs nmpuem (OCMOTp, KOHCYJIbTAIUs) Bpadya-TeHETHKA TICPBUYHBIN BCEM IMalliEHTaM
C KJIMHUYECKUMHU Tpu3Hakamu Oone3Hun @Dabpu ¢ menpio mpoBeaeHus nuddepeHnuansHo-
JUATHOCTHYECKOTO TIOWCKa CpeIu JPYruX HACICACTBCHHBIX OOJIe3HEH U  OompeselieHus
ONTUMAJILHOTO 00beMa TeHETHUECKUX UcClenoBanmii [26-29, 62, 63].

YpoBenb yoeauTeabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB 5)

e Pexomenayercss mnpuem (OCMOTp, KOHCYJbTaIlusl) Bpaua-TieqdaTpa WU Bpada-TepaneBTa
MEPBUYHBI BCEM IMAallMEHTaAM C KIMHUYECKUMHU TMpu3Hakamu OosiesHn @Dabpu ¢ 1enbio
JTMarHOCTUKU COIYTCTBYIOIIEH TEPaNeBTHUECKOW ITaTOJIOTHH, OIEHKH OOIIEro COCTOSIHHS
3JI0POBbsS U OIIPEACIICHIS TAKTUKHU JaibHeiIei Tepanuu [26-29, 63].

YpoBensb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH /10KA3aTeIbCTB )
KommenTapuii: mak oice 803M0dCHO npogedenue npuema (OcmMompa, KOHCYIbMAyuu) epaia

odwell npakmuxu (cemelHozo epava,).

o Pexomenayercss mpuem (OCMOTp, KOHCYJbTalMs) Bpaya-o(TaabMoJora MEPBUYHBIN BceM
ManueHTaM C  KIMHUYeCKUMH Tpu3HakamMu OonesHn @abpu ¢  1Eenbl0  JUArHOCTHKHU
COIYTCTBYIOIIEH IAaTOJIOTMEN OpPraHOB 3PEHMS M ONPENEICHUS TaKTUKHU JaJlbHEHIIEH Tepanuu
[1, 15, 26-29, 42, 61-63].

YpoBenb y0ennuTeabHOCTH peKoMeHauuii — B (ypoBeHb 10CTOBEPHOCTH A0KA3aTENbCTB 3)
KommenTapuu: npogoosm oOuomuxpockonuio nepeoneco omoena 2na3a U 21a3Ho20 OHd,
onpeodeneHue oeghekmos nogepxHocmu po2osuysl (npoba ¢ kpacumenem). C nomowvto wenesou
JIAMNbL GLIAGNAIONM NOMYMHeEHUe po2osuysl 8 euoe 3asumros. CX0O0Hble UBMEeHeHUs PO208ulybl
Habnooalomes  npu  ynompebieHuu  JjeKapcme U3  epynnvl  AMUHOXHHOJIHHOB unu
anmuapummuyeckux npenapamos, kiacc 1l (amuooapona™*). Ilpu obcredosanuu enaznoeo ona
3ayacmyro Habnoaemcs 3a0HsAs  CYOKANCYIAPHAs Kamapakma u nopasxcenue cocyoos

cemuyanku, 4no moarcem npueecmu K msiocenou nomepe 3peHus.

o Pexomenayercss mpueMm (OCMOTp, KOHCYIbTalUsl) Bpaya-TacTPOIHTEPOJIOTa TEPBUYHBIN
MalydeHTaM C KIMHAYeCKUMHU Tpu3Hakamu OojesHn Dabpu ¢ 1[eTbl0  JHarHOCTHUKH
CONYTCTBYIOIIEH TaCTPOIHTEPOJOTHUYECKON MATOJOTUHA W ONPENENICHUS TaKTHKUA JalbHEWUIIen
Tepanuu [26-29, 63].

YpoBennb yoeaureJbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB 5)

o Pexomenayercss mnpuem  (OCMOTp, KOHCYJbTallMsl)  Bpauda-KapAHOJIOra/Bpaya-IeTCKOro

KapAHojora MepBUYHBIA BCEM MallME€HTaM C KJIMHUYECKUMH Mpu3Hakamu Oose3nu dabpu c
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LEIbI0 JUArHOCTHKH COIYTCTBYIOIIEH KApAMOJIOTHYECKOM IMaTOIOIUU M OIPEAEICHIS TaKTHKH
nanpHeimei repanuu [9, 11, 13, 26-29, 61-63].

YpoBeHb yoenuTebHOCTH pekoMenaanuii — C (ypoBeHb JJOCTOBEPHOCTH JI0KA3aTeIbCTB 4)

Pexomenayercss mnpuem (OCMOTp, KOHCYJbTalusl) Bpauda-HEBpoOJjora MEpPBUYHBIM BceM
nanueHTaM C KIMHUYEeCKUMH Tpu3Hakamu Oone3sHu @abpu ¢  Lenbl0  JUAarHOCTHKHU
CONYTCTBYIOIIEN HEBPOJIOTMYECKOM MATOJIOTHU U ONPEIACICHUS] TAKTUKHU JaJIbHEUIIEH Teparnuu
[26-29, 61-63].

YpoBenb yoeauTeabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB 5)
. Pexomennyertest mprieM (OCMOTp, KOHCYJIbTAIH ) Bpadya-Hedpoiora IepBUYHBINA BCEM
ManueHTaM ¢ KITMHUYEeCKUMH Mpu3HaKkaMu 0ose3Hu @adp ¢ 1enbio AUarHOCTUKU MAaTOIOTUU
OPraHOB MOYEBBIACIUTEILHON CUCTEMBI, OTHOCAIIEHCS K b®D, n onpenenenus TaKTUKU
nanpHeimei repanuu [26,28,29, 39, 62,103,104].

YpoBeHb yoenuteqbHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeIbCTB 5)

Pexomenayercst 1mpueM (OCMOTp, KOHCYJbTAllMs) Bpada-licUXuaTpa MEpPBUYHBI BceM
nanueHTaM C KIMHUYeCKUMHU Tmpu3Hakamu Oonesun @Dabpu ¢ 1enplo  onpeaencHus
MICUXUYECKOTO 3/I0pPOBbS TALMEHTAa W OIpPEACNICHUs] HEOOXOAMMOCTH Ha3HA4YCHHS Tepanuu
[78,105].

YpoBensb yoenureJbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB 5)
PexoMenayetcs ripueM (TeCTUpOBAaHUE, KOHCYJBTAIIMS) METUIIMHCKOTO TICUXO0JIOTa TIEPBUYHBIN
MarueHTaM ¢ KIMHUYECKUMU Mpu3Hakamu Oone3Hu ®abpu B mpoliecce MOCTaHOBKU AMArHO3a C
1IeJTbI0 OKa3aHUs KIIMHUKO-TICUX0JIorndeckoi momorw [1, 27, 55, 63].

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

3. JleyeHne, BKJIKOYAS MeIUKAMEHTO3HYI0 U HEMEIUKAMEHTO3HYIO Tepanuu,
AMETOTEpPanuIo, 00e300,1uBaHNe, MeAMIUHCKUE OKA3AHUS H

IMPOTHBOIIOKA3aHUA K IPUMCHCHUIO METO/0B JICUCHUA
Jna namoeenemuueckoeo neuenus B® paspabomana gepmenmuas 3amecmumensHasl
mepanus, HO 6CeM NAYUEHMAaM NApailebHO NPOBOOUMCS CUMNMOMamuieckoe JiedeHue
OCHOBHBIX OCNOMCHeHUll 3aboneeanus. Bedenue nayuenmos ¢ 6onesnvio @abpu npeononrazaem
MYTbMUOUCYUNTUHADHBINL NOOX00 C O00A3AMENbHbIM YYaACueM 6paid-Hesponozd, 6pavd-
2eHemuxKa, 8PAYA-Kapouo102a/6paia-0emcKko2o Kapouonoeaa, 8paua-anecme3uono2a-
peanumamonoea, 6pava-mepanesma/spava-neouampa/epaia oodowel npaKkmuku - (cemeuHozo

épava),  épaua-Heqhponoea,  8paAuA-NYILMOHON02A,  6PAYA-2ACHPOIHMEPONO2A,  6paya-

25



@usuomepanesma u epauel Opyeux CHeyuarbHOCmeU, UMEIOWUX ONblM 8 JIeYeHUU OMOo20
PpeoKozo 3a001e6anusl.

3.1 [1aToreHeru4yeckoe JeueHme

PexomMenayercs puemM (OCMOTp, KOHCYJIbTAIIMsI) Bpada-reHeTUKa (WM JPYroro CIeualnucTa,
UMCIOILIETO OTBIT JICUCHHS MAIMEeHTOB C 0oje3Hbt0 Daldpw) MepBUYHBIA M TIOBTOPHBIA (IIpU
HE00XOIMMOCTH) BCEM MalueHTaM ¢ 6ose3Hb10 @abpu ¢ 1enbio Ha3HAYeHUs TATOT€HETHYECKOTO
JieueHust U KOHTPOJIst ero addexkTuBHOCTH U Oe3omacHocTH [44, 46, 48, 62, 63].

YpoBenb yoeauTeabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJIbCTB S).
KomMmeHTapum: HasHauenue u KOPPEeKmMuposKy NAmo2eHemuiecko20 Ne4eHUs 0Cyujecmesem

epau.

PexoMeHnayercsi  Ha3HAYCHHUE/KOPPEKTHPOBKAa  (EPMEHTHOW  3aMECTHTEIBHOH  Tepamnuu
npenaparamu A16AB04 arancupazoit 6era** (¢ 8 net) mm A16ABO03 araincumaszoit anbpa** (c
7 7eT) manueHTaM ¢ YCTaHOBIEHHBIM JuarHo3om Oosie3nb ®abpu (BceM manueHTaMm MY>KCKOTO
noja Tocie BepUPUKAIMHM [JUarHo3a JadOpaTOpHBIMA METOJAMH C UENbI0 JIOCTHIKCHUS
HanOobIIel 23QGEKTUBHOCTH TEPAIHUH; JUIIAM XKEHCKOTO Ioia ¢ 60e3npio @adbpu, nMeomum
MPU3HAKKA MPOTPECCUPYIOMIETO MOPAXKEHHs] OPraHOB-MUILIEHEH, MPUBOIANIMX K CHIKEHHUIO
KauyecTBa JKU3HH: Kpu3bl Padpu 1/UiK Pe3UCTEHTHAs K CTAaHAAPTHOU Teparuu peluIuBUPYIOIIas
WIA XpOHWYECKas Helpormartudeckas OONb B KHCTSAX W CTONAax W/WIM TEPCHCTUPYIOIIAS
MNPOTEUHYPHS U/WIIK CHIDKEHHE CKOPOCTH KiIy0oukoBoi punbTpannu <80 mn/mun/1,73 M2 u/unu
MOpaXeHHE Cepala W/WIU HAPYHIEHUS MO3TOBOTO KPOBOOOpAICHHs] W/WUJIM HWIIEeMHYECKHe
W3MEHEHHUs TOJOBHOTO MO3Ta, BBISBICHHBIE TPU MarHUTHO-PE30OHAHCHOW ToMorpaduu
TOJIOBHOTO MO3Ta) C HEJbI0 3aMEeJICHHs TPOTPEeCCHpPOBaHUs 3a00JIeBaHUS, CHIKCHHS MAacChl
cep/lia U yMEHbBIICHUSI HAKOTUICHHUS 1u30-1 63 B TOYKaX , ¥ yAy4IICHUs KauecTBa )Ku3Hu [44, 46,
48, 69, 77].

YpoBeHb yOeAUTEJIbHOCTH PeKOMeHAAIMi — A (YPOBEHb 10CTOBEPHOCTH /10KA3aTeJIbCTB 1)
KommenTapum: rasnauenue u koppexkmuposxky D@31 ocywecmensem epau. Bo epems nepgoco
66e0eHUs npenapama @GepMeHmHOl 3aMecmUmenvHol mepanuu  yenecooopazen npuem
(ocmomp, KOHCyIbmayus) 6pava-aHecmesuono2a-peanumamoncza nepsuunvid. Kpumepuu
HazHavenuss D3T npueedenvr 6 npurodcenuu A3.3. B Poccuiickou  @edepayuu
3apecucmpuposano 2 npenapama 0nasi P3T BD: a-eanakmosuoaza:. Aeancudasza arvpa™* u
Aeancuoasza bema™*. Jlannvle nekapcmeeHuble cpeocmea Obliu 3apecucmpuposansl 8 mupe Ha
OCHOBAHUU DPE3VIbMAMmMo8 PAHOOMUSUPOBAHHBIX, NIAYEDOO-KOHMPOIUPYEMBIX UCCIe008aHUL, 6

KOmopblxX 3amecmumenlbHas mepanusi yMeHbUlala 6blpadCeHHOoCNnb HelZPOI’lamulleCKOﬁ 60]ZM,
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8bI3LIBANA  pecpecc 2UNepmpouu 1e6020 JHCeIYOOUKa U Ccmadunuzayulo @OYHKYuu nouex,
3a0eporcueana pazeumue NOYeYHoOU U cepoeyHO-coCYOUCMOl HeOOCMAMOYHOCMU NO CPABHEHUIO
¢ nnayebo. Ilo Oannbiv cucmemamu3upo8aHno2o 0030pa aumepamypsvl, 3¢pghexmusHocms
3amMecmumenbHoOl mepanuu uy4ailacs no Kpatineu mepe 8 48 npocneKmusHvIX UCCie008aHUsX
(Kommpoaupyemvix uiu Habarooamenvuulx). B 22 uz nux npumensiu Aeancuoasy arvgpa™**, 6 22
— Aeancuoazy bema**, a 6 4 uccnedosanusix oviiu 0000WeHbL pe3yTIbMamvl NPUMEHEHUsL 000UX
npenapamos  [19-22]. B yenom, pe3yibmamsl IMUX  UCCAEO0BAHUL  NOOMEEPOUNLU
onaconpusmuoiti 3¢ppexm D3T na ¢hynkyuio cepoya u nouex, Heuponamuueckyo 001b U
KAYecmeo JHCU3HU NAYUEHMO8, VIYYuleHUe CIYXa U 6eCUOYIAPHOU YHKYUU.

B nacmoswee epems uccnedosanuil, 8 KOMOPHIX 68 X00e NPAMbIX CpAGHeHUll ObLIU Obl
noyueHvl ybeoumenvHvle O00KA3AMeNbCmead nNpeumyujecmea (Ui Oomcymcmeus maxKoewlx)
npumenenus 00Ho20 us gepmenmos, wem [50]. Azanrcudazy anvgha**(paspewena coznacho
Huempyxkyuu ¢ 7 nem) 6ooam eHympueenno 6 0oze 0,2 me/ke oOun pasz 8 08e Heleiu,
Aeancuoazy 6ema** (paspewena coenacno Uncmpyxkyuu ¢ 8 rem) — enympusentno 6 0oze 1,0
Me/Kke 00uH pasz 8 0se Hedenu (npu Hamuyuu Kiunuveckou cumnmomamurku DP3T npenapamamu
#Azancuoasa anvpa** u #Aeancuoasza bema** npoeooumcs oemsam mo6o2o sospacma (¢ 2,5
nem ons #HAeancuoaser anvgpa** [106] u ¢ 2 nem ons #Azancuoaszer 6ema** [107,108] -
pacuemuvle 003upogku me dice. I1o0pobHO npucomosienue pacmeopos 0 66e0eHUsi ONUCAHO 8
uncmpykyuu x npenapamam. Ilepsvie 6gedenuss npenapamos 00IH#CHbL NPOBOOUMbCS 8 YCI0BUSX
cmayuonapa. Oba npenapama He co0epA’HCAm KOHCEPEBAHMOS8 U NOONEHCAM HEeMeOIeHHOMY
68e0€HUI0 NOCTIe NPUSOMOGIEHUSL PACMBOPA OJis UHPY3ULL.

Hem ocnoeanuii 0nsa cmenvl mepanuu 6 ciyyae, eciu nayueHm ONuUmenbHoe 6peMs
CMabunu3uUpoO8an Ha npenapame, OMMeYAemcs NOJOHCUMENbHBIN dpdekm om npoeoouMoll
mepanuu, a npoguib 6ezonachocmu ocmaémes  kom¢popmuvim. Cmena mepanuu y
CMAabUIU3UPOBAHHO20 NAYUEHMA C XPOHUHECKUM NPOSPECCUPVIOWUM 3A001e8AHUEM MOICEN
npeocmasiaims pucku 07 e2o 300posvi. B ciyuae nenepenocumocmu (pazeumuu cepvesmvix
HedcenamenbHblX NOOOUHBIX PeaKyull), 03MONCEH Nepexoo ¢ 00HO20 Npenapama Ha Opy2ou.

Ilepexniouenue ¢ o00HO20 npenapama HA OpPY20U BO3MONCHO MONbKO 8 Cayyde
B03HUKHOBEHUSI ~ HEKOHMPOIUPYEMbIX — Cepbe3HbIX  Hedcenamenvuvlx  saenenuti  (HA),
NOBMOPAIOWUXCSL HECMOMPST HA A0eK8AMHYI0 npemeoukayuio neped ungysuei. Pewenue o
nepeeooe  O00NNCHO NPUHUMAMBCSA MONLKO N0 3AKTIOYEHUI0  8pa4eOH020  KOHCUIUyMA
@edepanvrozo yeumpa. Illayuenm unu e2o 3aKouHble npeocmagument OO0NHCHbI ObIMb

npoqubopMupoeaHbl O npuduHe 3AdMeHbl npenapama U OanvHelweln maKkmuke 6e0eHuUsl.
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Heobxooumo Hnabnwooenue 3a nayueHmom 6 ciayyae CMeHbl mepanuu Oai  OYEeHKU
appexmusnocmu u 6€30nacHocmu J1eyeHus.

Bseoenue D3T mooxcem nposooumvcsa 6 yCi08usAX Kpy2loCYMOUYHO20 cmayuoHapa (8
cyyae HanUdus UHQYIUOHHBIX pPeaxkyuil, OCILONCHEHHO20 meueHus bone3Hu), 8 cmayuoHape
OHesHOo20 npebdvisanus uiu amoyramopro 1 pasz 6 2 nedeau. Cnedyem oopawams HUMAHUE HA
cobnoodenue UHMepP8anos Mexcoy UH@Y3UAMU U HeOONnyCMUMOCMb NEPePblBO8 8 Mepanuu, m.K.
HapyweHue pexdcuma Je4eHus CONpoBoNcOaemcs NOMEHYUATbHbIM PUCKOM  YXYOUleHUs
COCMOSAHUSL NAyueHma u npoecpeccuposanuss cumnmomos b®. Bce nayuenmvr ¢ B 0ondicHbl
npoxXooums KOHMPOIbHble 00C1e008aHUsL (MOHUMOPUHS) C Yelblo OYeHKU 3¢hghekmusrnocmu
JleyeHusl.

Ilobounvie asppexmur.  Ilepenocumocmv  D3T  o0bviuno  xopowas. OcCHOBHBIMU
HedicelamenbHuiMU  dghhekmamu mocym Ovimb peakyuu Ha 68edeHue npenapama (03HoO,
JUXOPAOKA, MOWHOMA, Maxuxapous, 3y0, muanus, 001U 8 KOHeYHOCMSAX, 20]106HAsL 001b, O0b 8
2pyou), 8 OCHOBHOM Jle2Kue UU YMEPEHHO BbIPAINCEHHDBIE.

B cnyuae passumus  msadgcenvix peaxkyuil NOGbIUEHHOU UYBCMBUMENbHOCIU  UTU
anagpunakmuyeckux peaxyuii. HeoOX00UMO HeMeOleHHO NpeKpamums uH@y3uo u Hadamo
mepanuro ¢ coOno0eHueM COBPEMEHHbIX CMAHOAPMO8 OKA3AHUS HEOMI0NCHOU MeOUYUHCKOU
HOMOWU.

Haubonee uacmvimu nodounvimu  sgpgpexkmamu, ceazannHvimu ¢ D3T,  oOvLiu
nocmungysuonHvle peaxyuu. bonvuwuncmeo u3 HuUX OblLIU Je2KUMU UTU YMEPEHHbIMU, He
ABNANUCH NPUYUHOL NPeKpaujenus mepanuu u ucde3an npu nociedyruux egedeHusnx. Ymoodwol
c8ecmu K MUHUMYMY UX MAACECb, MONCHO YMEHbUUUMb cKopocmb esedenus P3T u nposecmu
npemMeouKayuo aHmMuUSUCMAaMUHHbIMU CPEOCMBAMU CUCTEMHO20 OeuUcmeus , HecmepouoHbiMu
NPOMUBOBOCNANUMENbHBIMU u nPOMUBOpesMaAmudecKumu npenapamamu u/unu
Kopmukocmepouoamu cucmemuozo Oeucmsusi. @3T Henv3s ucnonrb3o8ams 00HOBPEMEHHO C
XJIOPOXUHOM, AMUOOAPOHOM™ ™, OEH30XUHOHOM UNU CEHMAMUYUHOM™ ™, NOCKOILKY 9Mu eeujecmea

HOMEHYUANbHO UHSUOUPYIom akmuenocms sHympuxiemounou a-GAL A.

He pexomenayercs nmanueHTam c¢ 6ose3nbto @adbpu nposenenue O3T B crneayromux ciaydasx:
MPUCYTCTBHE IPYroro ONacHOTo JJIsl KU3HU 3a00JIeBaHus, PHU KOTOPOM MPOTHO3 Bps Jin OyaeT
yiydieH ¢ nomouipio O3T; Hannuue cepbe3HbIX OCIOXKHEHHHM 00se3HH (HampuMmep, TsHKEIbId
UHCYJIbT, pPEaHMMALMOHHBIE NAIMEHTBI) C LEIbI0 MPEAYNPEXKACHUS Pa3BUTHS TAKEIBIX
HE)KEJIATENIbHBIX PEAKIUI U NIPENOTBPALLEHUS YXYIIEHNS COCTOSHUS NAlMeHTOB [48].

YpoBensb yoeaureJbHOCTH pekoMeHAanuu — C (YpOBEeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB 5)
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KommenTapuu: xpumepuu ommenvt DP3T npusedenvi 6 npunodxcenue A3.4. Oxcnepmoi
cuumarom, 4mo OMMeHAMbs jeyeHue y NaYueHmos ¢ msaxiceioll no4eyHol HedoCmamoyHoOCmyio
(CK® <45 mn/mun/1,73 m2 ¢ kopperkyuetl no eo3pacmy (> 40 nem: —1 ma/mun/1,73 m2/200)) ne
cnedyem. AHanocuuro, He ciedyem OMMEHSAMb jleyeHue Yy NayueHmos Ha ouanuse, 0axice eciu
OHU He NOOX00sim Ol MPAHCHAAHMAYUY NOYKU, U Y NAYUEHMOB CO CHUICEHUEM KOSHUMUBHBIX
@yuxyuil 110601 smuonocuu. Hauano u npooonxcenue D3T y maxux nayuenmos OOJIHCHO
paccmampusamscsi 8 UHOUBUOYATbHOM HOPSIOKe.

Ilpu 6epemennocmu — umeromcsi coooujeHuss 06 OMCYMCMBUU HENCELAMENbHbIX SAGNEHUN 8
OMHOWIEHUU — JCEHWUHbL U  BHYMPUYMPOOHO20 pebeHKd, OOHAKO 60Ibu020 onvima K

Hacmosiuemy epemenu He naxonaerno [109,110].

3.2 CuMOToOMaTH4YecKasi Tepanus

Ilo cumnmomamuueckou mepanuu bBD nem panOOMUUPOBAHHBIX KOHMPOIUPYEMBIX
uccneooganuil. B nyboauxayusx npusedenvl pekoMeHOayuu, KOmopwvle ompaxcaiom 3KCnepmuoe
MHeHUe CReyUarucmos U3 pasHvlX CIMpan U Onvlm jleyeHus pazHbix KO2opm NAyueHmos 6 pa3Hvix
KAUHUKAX.

o Pexomenoosano  paccmompemv — npumenenue — npenapamos — Oaf  mepanuu
Hetiponamuyeckou 6onu  (Hanpumep, epynnvl  NO3AF  npoussoonvie kapbookcamuoa:
#rapoamazenun®*,  epynner  NO3AX  Opyeue  npomusosnuienmuyeckue  npenapamol.
#npecabanun** (koo ATX NO2BF02) #eabanenmun (ko0 ATX NO2BFO1) «ene uncmpyxyuuy.
IIpenapamovr  mozym 6vbimb HA3HAYEHb NAYUEHMAM NO PeueHulo 8paveOHoOU KOMUCCUU
(#rapbamazenun** y e3pocnvix 200-400-600 me/cym, y oemeii — ¢ 6 aem 10-35 me/ke/cym unu
200-1200 me/cym, #npeeabanun™* ¢ 15 nem 75-300 me/cym, #Heabanenmun oemsam ¢ 3 nem 10-50
me/ke/cym, 63pocavim 6 cpedneti dose 970 me/cym (om 100 oo 1200 me\cym)) [35, 51, 107, 111].

YpoBennb yoeauteabHOCTH pekoMeHaauuii — C (YypoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB 5)

KommenTapum: V nayuenmog ¢ xponuueckoii Hetlponamuyeckou 601bl0 U aKkponapecmesusimu
cnedyem HNO  8O3MONCHOCMU YCMPAHUMb DAKmMopul, npogoyupyrowue nosgieHue 00,
Hanpumep,  Oonvuwiue  QusuvecKue — HASPY3KU,  IMOYUOHANbHLIUL — CMpecc,  U3MeHeHue
memnepamypbi.

Ilpumepnvie HauanrbHvle 003bl, MUMPOBAHUE U NOOOEPAHCUBAIOUUE 003bl NPENAPAMO8, KOMOpble

Mo2ym Oblmb HA3HAYEHbl NAYUeHmam ¢ Hellponamuieckou 60.1vt0 npu 6oneznu @adpu [107].

npenapam Hauanvhas 003a MUumposanue Maxkcumanvras 0oza
(npu HOPMANbHOU

@yHKYUU nouex)
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#rapoamazenun**, >12 nem 200 me/own | >12 nem npubasnams | >12 nem 1200 me/On
(6 2-4 npuema) no 200 me/on 4 paza | 6-12 nem 1000 me/On
6-12 nem 200 me/ou | 6 HeO < 6 1em 35 me/ke/On
(6 2-4 npuema) 6-12 Jnem
< 6 aem 10-20 | npubasisme no 100
Mme/Ke/OH me/on 4 paza 6

Heoeno

< 6 1em npubasisimo
no 5 me/xe/on 4 pasa
8 Heoeo (0o
docmudiceHus
npeoeibHo20 YPOBHSL)

Heabanenmun >12 gem 100 wme | =12 nem npubasiame | >12 nem 4800 me/On
neped cuom — 100 | no 100 -300 me 3-11 iem -50
me/3p/ou 1 pa3z 6 7 OHeti Me/Ke/OH
3-11 nem — 10-15]3-11 nem -5
Me/Ke/OH, me/xe/on, 1 paz 6 3
pazoenenHvle Ha 3 | OHA
npuema

#npecabanun Bspocioim 50 me 3 | Tumposeams 200 me 3 p/on
pasza/ou CO2NACHO

Hnempyrkyuu

° PEKOMeH)_IyeTCﬂ IpueMm (OCMOTp, KOHCYJ'IBTaI_II/ISI) Bpayda-nieauarpa WKW Bpada-TCpalrcBTa

NEPBUYHBIN ¥ OBTOPHBIN (IIpU HEOOXOAUMOCTH) NanueHTaM ¢ 6osie3Hbr0 Pabpu, Npu HATUIUU

HOKa3aHI/II\/'I, C ILICJIIbIO Ha3HA4YCHUA CUMIITOMATUYCCKOr0 JICHCHHUA W  KOHTPOJA €ro
s dexkTuBHOCTH U Oe3omacHocTH [26-29, 63].

YpoBensb yoenurenbHocTu pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH A0KA3aTENbCTB 5)
KommeHnTapuii: mak oice 603M0dCcHO npogedenue npuema (ocmompa, KOHCYIbmMayuu) epaia

obwell npakmuxu (cemeliHo2o 8pava,).

Pexomenayercs nprueM (0CMOTp, KOHCYJIbTAllMA) Bpaya-KapAnoJiora NEPBUYHbIN U MOBTOPHBIN
(mpu HEOOXOJMMOCTH) BCEM NareHTam ¢ 0one3npio Pabpu, Npu HATMYUU TOKA3aHUH, C 1IETIbI0
Ha3HAYCHUS] CHMIITOMATUYECKOTO JICYCHUS] M KOHTPOJIS ero A PeKTHBHOCTH 1 Oe30macHocTH [9,

11, 26-29, 61-63].
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YpoBenb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJILCTB 5)

Pexomenayercst npuem (0CMOTp, KOHCYJbTAalMsl) Bpaya-raCTPOIHTEPOJIOra IEPBUYHBIA U
NOBTOPHBIA (MPH HEOOXOIMMOCTH) BCeM NalueHtam c¢ Oonesnpto Dabpu, npu HAIMYUU
[OKa3aHUM, C LeJIbI0 Ha3HAYeHHUs CUMITOMATHYECKOTO JIEYEHUS M  KOHTPOJS  €ro
s¢dextuBHOCTH 1 Oe30macHocTh [26-29, 63].

YpoBennb yoenureabHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEJILCTB 5)

Pexomenayercst npueM (OCMOTp, KOHCYJIbTAalMsl) Bpaua-HEBPOJIOra MEPBUYHBIA U ITOBTOPHBIN
(mpu HEOOXOIMMOCTH ) BCEM TarMeHTaM ¢ 60s1e3Hpt0 @adpu, TpU HATMYUH TTOKA3aHHM, C ETbI0
HA3HAYCHHsS] CUMITOMATHYECKOrO JICYeHUS U KOHTPOJs ero 3(M(eKTUBHOCTH M 0€30MacHOCTH
[26-29, 61-63].

YpoBensb yoenuTeabHOCTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH /10KA3aTeIbCTB )
. Pexomennyercst mpuem (0cMOTp, KOHCYJIBTAIMs ) Bpada-He(posiora NepBUYHBIN 1
HNOBTOPHBIN (IIpU HEOOXOAMMOCTH) BCEM MalMeHTaM ¢ 60se3Hbt0 Padbpu, Npu HATUYUU
MOKAa3aHUH, C LIeJIbI0 Ha3HAYCHUS He(DPOPOTEKTUBHON TEPANIUU U CUMIITOMATHYECKOTO
JIeYCHHMsI, KOHTPOJIs ero 3G GeKTUBHOCTH U Oe3omacHoctu [26,28,29, 39, 62,103,104].

YpoBeHb yoenuteqabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeIbCTB 5)

Pexomenayercsi MpoBeIeHUE 3aMECTUTEIILHON MOYEUHOW TEpanvuu METOAOM T'eéMOJHAIN3a WIH
MEPUTOHEAIbHOTO JAHalu3a ManueHtaM ¢ Oosne3npto dabpu B ciydae pa3BUTHS y HHX
TEPMHHAIBHON TOYEYHON HEJOCTATOYHOCTH C IEITBIO JICUCHHUS TaHHOTO COCTOsTHUS [26-29, 52].
YpoBenb yoeauteabHOCTH pekoMeHaauuii — C (YpoBeHb 10CTOBEPHOCTH /10KA3aTEJILCTB 4).
Pexomenayercst mpueM (OCMOTp, KOHCYIbTalUs) Bpada-oTanbMojora TMEepBUYHBIA U
MOBTOPHBIA (TIPM HEOOXOJUMOCTH) BCEM marueHTaM ¢ Ooje3Hpto Dabpu, Tpu HAIMYUU
MOKa3aHUM, C 1eJbI0 Ha3HAUYEeHHs] CHUMIITOMAaTUYECKOTO JIEYEHUS M  KOHTPOJA €ro
sddexruBHOCTH U Oe3omacHocTH [1, 15, 26-29, 42, 61-63].

YpoBeHb yoeIUTeILHOCTH peKoMeH1aluii — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB 3)

Pexomenayercs npuem (OCMOTp, KOHCYJIbTallMsl) Bpadya-icuXxuarpa MepBUYHbBIN MMEPBUYHBIN U
MOBTOPHBIA TarueHTaM ¢ Oosie3Hpio Pabpu MPH HATWYUU TOKA3aHUM C IIEJbI0 Ha3HAYCHUS
CHMITTOMATHYECKOTO JICYSHUs U KOHTPOJIS ero 3¢ dekTuBHOCTH U Oe3omacHocTH [78,105].

YpoBensb yoenurenbHocTu pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH A0KA3aTENbCTB 5)
KommenTapmii: Xpornuueckas wuetiponamuueckas 6oav, xapakmepuas 01s 6onesnu Pabpu,

moaHcem npu@odumb K OﬂumeﬂbHomy CHUMMCEHUIO ¢0Ha HACMpOEHUA, ()enpeccuu, omcymcmeuro
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MOMUSAYUU K JICYCHUIO, HAPYUWEHUAM CHA, NOIMOMY AHMUOCNPeCCanmvl U AHKCUOIUMUKU
Mo2ym Obimb NOJIe3HbL 8 KAYeCmee CUMIMOMAMUYECKOl mepanuu.

PexoMeHI0BaHO [PH HAIWYMK MPOSIBJICHUN MMOPAXKEHHS KEIYJIOYHO-KMIIEYHOTO TPAKTa, HE
KYIUPYIONMXCS Ha (DOHE IAaTOTCHETHYCCKON Teparyu, PacCMOTPETh Ha3HAYCHUE THETHI C
HOHMKEHHBIM COJIEpKaHreM (PEPMEHTHPYEMBIX OJIUTO-IH-MOHOCAXaPH/IOB M MOJHOJIOB C HEIbIO
YMEHBIICHHS TPOSBIICHUN OTPHUIATEILHOTO BIMSHUA JIM30-1'03 Ha KUIICYHHK U MHKPOOHOTY
KUIICYHHUKA U YIYUIICHHS KauecTBa )U3HH MaeHTOB ¢ Oose3npto @adpu [98].

YpoBeHb yoenuTeJbHOCTH pekoMenanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB 4)

HpI/I H606XOI[I/IMOCTI/I MMPOBOAATCS KOHCYJIbTAUHU APYIruxX CHCHUAIMCTOB II0 IMOKA3aHUAM I
Ha3Ha4YCHHUA CUMIITOMATUYCCKOI'O JICUCHMUA.

3.3 Xupypruueckoe Je4eHue

PexoMenayercsi npoBezieHuE (MPU OTCYTCTBUM IMPOTHBONOKA3aHUM) TPAHCIUIAHTALIMHM TOYKU
nanueHTaMm ¢ Oosne3nplo Pabpu B ciydae pa3BUTHS Y HHUX TEPMUHAIBHOW TOYEHHOMN
HEIOCTaTOYHOCTH C IEJIBIO JICYEHHUS JaHHOTO COCTOsHus [26-29, 52].

YpoBenb yoenurebHOCTH pekoMeHaauuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 4)
KommenrTapuu: mpancnianmayusi novex nayuenmam ¢ b®@ npu pazeumuu mepmuHaivHoU
NOYeyHOU  HeOOCMAMOYHOCMU  NPOBOOUMCS 8  COOMBEMCMBUU € MemOOUYeCKUMU
pexomenoayuamu « Tpancnianmayus noukuy ID: MP34 (http.://cr.rosminzdrav.ru/).
Pexomenayercsi MMIUIAHTAIUS OJHOKAMEPHOTO/IBYXKAMEPHOTO SJIEKTPOKAPAHUOCTUMYISATOPA
WJIM UMIUTAHTAIMS OJTHOKAMEPHOT0/IByXKaMEepHOTO KapiuoBepTepa nepudpusuisitopa B3pOCIbIM
nagueHTaM ¢ Oose3Hpto @abpu (Mpu HEOOXOAMMOCTH) € HAPYLICHUSIMH IPOBOJUMOCTH,
OpammapuTMuel, JKeTyJOYKOBOM TaXWKapJauell B COOTBETCTBHM C pa3paboTaHHBIMU
KJIMHUYECKUMU PEKOMEHJALMAMU C LENbIO JI€UEeHUsI TaHHOM naToyioruu [S3].

YpoBens yoeaqureabHOCTH pekoMenaanuii — C (YpoOBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB 4)
Kommenrtapuu: Jlannoe neuenue nayuenmam c¢ BD nposooumcs 6 coomeemcmeuu c
KAUHUYeCKUMU  peKomeHOayusmu  «bpaduapummuu  u  napywenuss  nposooumocmuy,
«Kenyooukoevie napywienus pumma. Kenyoouxosvie maxuxapouu u 6umesanHas cepoeyHas:

cmepnib ).

PexoMeHnayercsi ynalieHHE aHTHOKEPAaTOM C IOMOIIBIO aprOHOBOTO Ja3epa MaIleHTaM C
Oose3anio @abpw, Mpu KEeJIaHUH MAIMEHTa, ¢ KOCMETUYECKOU 1eNbIo [54].

YpoBeHb yoenuTebHOCTH pekoMeHaanun — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB 4)
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4. MenMUMHCKAsl peadMIMTALMS U CAHATOPHO-KYPOPTHOE JIeYeHue,
MeIMIMHCKHUE MOKA3aHUA M NPOTHBONOKA3aAHUA K PUMEHEHUI0 METO/I0B
peadnanTANMH, B TOM YHCJIe OCHOBAHHBIX HA MCIOJIb30BAHUM NPUPOIHBIX
Jie4eOHbIX GaKTOpPOB.

e PexomMeHnayercsi npueM (TECTHPOBAHHUE, KOHCYJIBTAIMS) MEIUIIMHCKOTO TICHXO0JI0Ta TICPBUYHBIN
Y TIOBTOPHBIN (IIPU HEOOXOAMMOCTH) MAlUeHTaM ¢ 00Je3Hbi0 Pabpy, IMEIOIIUM BBIPaXKCHHBIN
00JIeBOM CHHJIPOM U CKJIOHHOCTH K ICHXOAMOIIMOHAJIBLHBIM PACCTPONMCTBAM C ILIEIBIO OKa3aHUs
KJIMHUKO-TICUXOJIOTHYecKoi nomouu [1, 27, 55, 63].

YpoBennb yoeaureabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB 5)

5. IIpodpunakTka U AUCNIAHCEPHOE HADOII0IeHN e, MeUIUHCKUE TIOKA3aHUS H

NMPOTHBOINIOKaA3aHUA K IPUMECHCHUIO METO/10B HpO(l)I/IJIaKTI/IKl/I

Jlucnancepnoe  nabnwooenue  nayueHmos ¢ 00NE3HBIO Dabpu  npeononacaem
MYTbMUOUCYUNTUHAPHBITL NO0X00 ¢ 0053aMeNbHbIM  YYacmuemM 6pavd-Hesponozd, 6payd-
2eHemuxKa, 8PAYA-Kapouo102a/6paia-0emcKo2o Kapouonoeaa, 8paua-anecmes3uon0ea-
peanumamonoea, 6pava-mepanesma/spava-neouampa/epaia oowel NpaKmuku (cemeuHozo
8paua), epaua-Hepponoea, 6paAYA-NYILMOHON02A,  BPAYA-CYPOON02A-OMOPUHONIAPUH2O0I02d,
8Paua-2acmposIHmeposoea, 8pava-puzuomepanesma u pavell Opyeux cneyuaibHocmell,
UMEIoWUX ONbIM 6 JIeYEHUU 3MO020 pedKo2o 3aboneéanusi. JucnamcepHomy Haba00eHUo
noozexcam nayueHmsi ¢ bonesnvio Pabpu xak noayuarowue namozeHemuueckoe aeyerue P37,
Max u nayuenmol, Komopbvie no pazuvim npuuuram ve nonyuarom 3T (ne docmuenu kpumepues
onsa Hauana D3T, He noomeepounu ce0é coenacue Ha JieyeHue), C Yeablo CBOEBPEMEHHO20
KOHMPOISL COCMOsIHUSL 300p08bsi U Koppekyuu mepanesmuyeckou maxkmuxu [99]. Ipumepnoiil
niaun obcredosanusi nayuenmos ¢ b® npuseden 6 Ilpunoscenuu A3.5, Ho 6 cpoxu u 06vém
UCCTe008AHULL IeYaAWUM BPAYOM MO2YM OblMb 6HECEHbl KOPPEKMUBHL C YUEemOM 0COOEHHOCHell
meyeHus 3a001e6aHusl y KOHKPEmHo20 nayuenma.

e Pexomenayercs mamueHTam ¢ 0ose3Hbl0 Dabpu peKOMEHJIOBAHO TPOBEACHHWE BaKIIMHAIIUU
NPOTUB TPHUIINA, MHEBMOKOKKOBOM HH(EKIUU C UENbI0 NPOMUIAKTHKYA WHOEKIIMOHHBIX
OCIIO’)KHEHU/CHUKESHHSI TSHKECTH UX TPOsBICHHIH [85].

YpoBenb yoeaurTeabHOCTH pekoMeHaanun — C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB 5)
Kommenmapuu: K@ mne sensemcs npomugonokazaHuem K HNPOBEOCHUI) AKYUHAYUU C
ucnonvsoeanuem eakyur Jawodoeo muna [86,87], a maxoce 0na  saxyuHayuu npomus

KopoHasupycHot ungexyuu noeoco muna (COVID-19), & coomsemcmeuu ¢ uncmpyxkyuamu K
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npenapamam [88,89]. Ilranosyio ummynuzayuro nayuenmy ¢ 6onesmwvio Pabpu nposoosm 6
coomeemcmeuu ¢ HAYUOHANbHLIM KaleHOapeMm NpoQUIAKmMuyeckux npusuox 6 nepuoo
CMabuIbHO20 COCMOSIHUSL OCHOBHO20 3ab01e6anus Ha (hone noddepaicusaioujezo nevenus [90].
HUmmynuzayusi nayueHmog neped u nocie MpAaHChiIaHmayuu NOYKU NPOBOOUMCSL CO2NACHO
00WeNnPUHAMBIM NPUHYUNAM.
PexoMenayercss nipueM (OCMOTp, KOHCYJIbTAIlMsI) Bpava-TeHETHKA NMEPBUYHBIA W MOBTOPHBIN
(mpu HEOOXOIUMOCTH )/ JUCTIAHCEPHBIA TTpUeM (OCMOTp, KOHCYJIbTALMi) Bpadya-reHETHKa BCEM
nanueHTaM ¢ Oone3Hpro ®adpu ¢ TOATBEPKICHHBIM JAHATHO30M HW/WIH WX OQHUIIUATBHBIM
NPEJCTaBUTEISIM, C ILEIbI0 Pa3bsICHEHUI TCHETUYECKOTO PHCKA, OOCYXICHHS BO3MOXHOCTEH
NPEHATAIbHOW W NMPEUMIUIAHTAIIMOHHON JIMAarHOCTUKH B CEMbE, KOHTPOJS A((EKTUBHOCTH U
0e30MacHOCTH MaTOreHEeTHYECKOM Tepanui [28, 56, 62, 63].
YpoBeHb yoenuteqbHocTH pekoMeHaanuu — C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeIbCTB 5)
KoMMeHTapum: cemusucommvle Mys#Cuunbl UMEIOm eOUHCMBEHHYIO NOPANCEHHYIO X-XPOMOCOMY,
umo onpedensem Kiaccuveckuil gpenomun 6onesnu. Onu nepeoaiom 3my XpomMocomy MmMOIbKO
ceouM 0oyepsm, HO He CblHO8bAM. Taxum obpazom douyepu 6onvubix BD omyos umerom 00Hy
HOPMANLHYIO U OOHY 0eDEeKMHYI0 XPOMOCOMY, M.e. AGNAIOMCA cemepo3ucomamu. B omauuuu om
opyeux X-cyenieHuvix 3a001e6anuli 610 NOKA3AHO, YMO Y YACMU 2eMePO3USOMHBIX HCEHUWUH C
mymayuei eena GLA passusaromcs msicenvle nposisienus bB®, mpebyowue MeouyuHcKou
nomowu u emewamenvcmed. Mexanuszm, nocpeocmeom KOmMopo2o y 2emepo3ucOmubiX HCeHUUH
PA3BUBAIOMCSL HCUBHEYZPONHCAIOUUE CUMNINOMDYL, U38eCMeEH He 00 KOHYA. Y O60IbuWUHCMEa U3 Hux
uMeemcsi NOYMU HOPMATbHBILL YPOBEHb YUPKVAUpYloujeeo Gepmenma 3a cuem mo2o, Ymo
CYHAUHBII npoyecc uHakmusayuu X-xpomocomol (1aoHU3ayus) nPpUoOUm K 00pa308aHuI0 Kaxk
Oehuyummublx, max u HOPMATbHBIX KILEMOK.
Yuumeisas mun nacneoosanmusi oannozo 3abonesamus (X-cyennewmwviii) O0nn  KaAHCOOU
nocneoyroujeli bepemeHHoCmu.:
— ¥V JICEHUUHBI-HOCUMETbHUYbL PUCK POJIcOeHUsl O0IbHO20 manvuuxka cocmasisiem 50%, puck
pooicoerus desouku-nocumenvruyst — 50%;
— Y MYHCUUHBI-HOCUMETISL MYMAYUU PUCK POXHCOeHUs. 0egouKu-HocumenvHuybl mymayuu — 100%.
B cemvsx, ede ecmb nayuenmsl ¢ YCMAHOBIEHHOU Mymayuel, Cyujecmeyenm 603MONICHOCHb
npo6edeHUs  NPeuMnIaHMAYUoHHOU U  NpeHamanbHou  ouacHocmuku. Ilpenamanvhas
OUASHOCTNUKA BO3MOJICHA NYMeM U3MepeHUs aKMU8HOCMU 0-2alaKMo3u0a3vl 8 KiemKkax 60pCUuH
Xopuona, a makdce memooamu npamou uau kKoceeHnou JIHK-Oouacnocmuku oOns cemeti ¢

U36€CMHbIM CEHOMUNOM.
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e Pexomenayercs mpoBefcHHE 00MIEro (KJIMHHYECKOT0) aHaTu3a KPOBH MAlMEHTaM C OOJIE3HBIO

®abpu B Tpollecce AMCIAHCEPHOrO HAOIOACHUS C IEIbI0 OLIEHKHM OCHOBHBIX IapaMeTpoOB
KPOBETBOPEHHSI U BBISIBJIICHUSI BO3MOXKHBIX HH(PEKIIMOHHBIX Tiporiecco [9, 11, 13, 26-29, 58-60,
64].
YpoBeHb yoequTeIbHOCTH pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH H0KA3aTeJbCTB 4)
Kommenrapuii: vacmoma — no nokasauusm. Ilposedenue obwezo (Knunuueckoeo) awanusza
KpOBU BKIIOYAEM UCCIe008AHUE YPOBHS 00We20 2eMO2N00UHA, IPUMPOYUMOS, TIelKOYUMos,
mpomMoOoyumo8 8 Kpo8U, OYEHKA 2eMamoKpuma, uUccie0o8anue CKOpOCmMuU 0CeOaHus
apumpoyumos, oughghepeHyuposantblil NOOCHem NeuKoyumos (IeUKoyumapHas popmyia).

e PexomeHayeTcsi TpOBEICHHE aHaIM3a KPOBU OHMOXMMHYECKOTO OOIIeTeparneBTHIeCKOTO

narnueHtam ¢ Oosne3npto @abpu B mporecce NUCIAHCEPHOTO HAONIOJCHHS C eI OICHKH
COCTOsIHHSI BHYTpeHHHUX opraHos [9, 11, 13, 26-29,].
YpoBeHnb y0eauTeabHOCTH pekoMenaauuii — C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEJbLCTB 5)
Kommenrapuii: vacmoma — no nokasaumusm. Ilposedenue amanusa Kpogu OUOXUMUYECKO2O
00WemepanesmuuecKoco gKIIOUaAem onpeodenenue AKMueHOCMuU
acnapmamamuHompancpepasul, ANAHUHAMUHOMPAHCPepasul, JIaKmMamoe2uopo2eHaswl,
wenounol ocghamasvl, ecamma-enomamurmpancgepazvl 8 Kpoeu, UCCIe008aHUe YDOBHSA
obwezo OunUpyOUHA, C683aHH020 OUNUPYOUHA, CB0DOOOH020 OUNUPYOUHA, XOdecmepuHd,
XonecmepuHa JIUNONPOMEUHO8 BbICOKOU NIOMHOCMU, XOAECMEPUHA JTUNONPOMEUHO8 HUSKOLL
NIOMHOCMU, — MPUSIUYEPUOOS8,  MOUEBUHbl, MOYEBOL  KUCIOMblL,  AIbOYMUHA, — 2THOKO3bL,
KpeamuHuHa, obwezo 6eaxa, Hampus, Kauus, oOujeco Kalbyus, UOHUZUPOBAHHO2O KANbYUs 6
KpOBU.

e PexomeHnayercs onpeiereHne KoJu4ecTBa Oelka B CyTOUHOW MoUe/MccieIoBaHne ATbOyMUHA B
CyTOYHOM MoOue, UCCJIEIOBAaHHE YPOBHS albOyMHHa, 00IIero Oejka W KpeaTHHHUHA B KPOBU C
oTpeieieHueM CKOPOCTH KIYyOOUKOBOUM (PUIBTPAIMH IO YPOBHIO KpeaTHHHHA KPOBH PAaCUETHBIM
meronoM (pCK®), uccrnenoBanue anbOyMHH-KPEATHHUHOBOTO COOTHOLIEHHs B Moue (W/uiu
COOTHOIIEHUSI OEJIOK/KpEaTHHUH MOYH: OIpPEACIICHHE KOJIMYecTBa Oellka B CYTOYHOW MoOUe,
HCCJIEIOBAaHUE YPOBHs KpeaTMHMHA B MOY€) BCeM MalueHTaM ¢ Oone3Hbro Pabpu B mporecce
JTUCTIAHCEpHOTO HaOMIoIeHUs He pexe 1 pasa B 6 MecsleB C LEIbl0 OLEHKH TUHAMHUKU
cocrosiHus mouek [26, 28, 29, 39, 58, 61, 64, 91, 92, 93].

e YpoBeHb YOenUTEJIbHOCTH peKoMeHaanuii — B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB 3)
KommeHnTapuii: onpedenenue ckopocmu Kiyooukoeou ¢hunompayuu no ypoeHio Kpeamununa
kposu pacuemuvim memooom (pCK®D) credyem nposooume no ¢opmynre CKD-EPI na ocroge

VPOBHS KpeamuHuha 6 Kposu, U, 8 omoeabHulx cayuasnx, Ha ochose yucmamuna C (Mccnedosanue
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yucmamuna C 6 kpoeu) [91,92,93].Ilpu nanuuuu noxazanuil mocym OblMb NPOBEOEHbL:
uccnedosanue yposHs MOYEBUHbl 8 KPOBU U UCCIe008aHUE YPOBHS MOUEB0U KUCIOMbl 8 KPOSU
[91].Hccneoosanus neobxooumo npoeooumv nayuenmam ¢ nOOMEEPIHCOCHHbIM MOJEKVISAPHO-
2eHemuyecKkuMu memooamu ouazno3om oonesnu Dabpu, 6 mom uucie, OeCCUMNMOMHBIM

HocumesAim, 8blA6JIEHHbIM npu cemeHom CKpPUHUHZE.

PexoMenayercs npoBeeHre 00mero (KIMHUYECKOT0) aHaIM3a MOYH MalMeHTaM ¢ OOJIE3HBIO
®abpu B mporiecce AUCIAHCEPHOTO HAOIIOACHUS C IENbI0 OLECHKU MOpakKeHUs moyek [26, 28,
29, 39, 58, 61, 64].

YpoBeHb yoequTeIbHOCTH pekoMeHaanuii C (ypoBeHb JI0CTOBEPHOCTH I0KA3aTeJIbLCTB — D)

KOMMeHTapHﬁ: yacmomda — no NOKA3aHUAM.

Pexomenayercst ucciiejoBaHue ypoBHS TPOHOHHMHOB |, T B KpoBHM mamueHTam ¢ OOJIE3HBIO
®abpu, npu HAIUYMK [IOKa3aHWM, B Ipolecce AMCIAHCEPHOIO HAONIOJACHMS, C LEJbIo
BBISIBIICHHS ITopakenus cepaua [9, 11, 26-29, 58-60].

YpoBens yoenureabHocTH pekoMeHaanuii — C (ypoBeHb JO0CTOBEPHOCTH /10KA3aTeJIbCTB 5)
KommenTapuu: y nayuenmog ¢ evipasxcennou eunepmpogpueii  1e6020  dHcenyoouKa

06Hapy9fcu6aemc;z noevlutenue mponoHuUHoO6. Yacmoma ne peotce 1 pasa e 200

Pexomenayercss  ucciefoBaHuss  ypoBHS — N-TepMHHaIBHOIO  (parMeHTa  MO3TOBOIO
HaTpuilyperudeckoro npomnentuna (NT-proBNP) B kxpoBu nanuentam ¢ 6osie3nsio @adbpu, npu
HaJIMYUU NIOKa3aHUH, B MPOLIECCEe AUCTIAHCEPHOTO HAOIIOACHHUS, C LIE€TIbIO BBISIBJICHUS CEpJCYHOMN
HenocratounoctH [9, 11, 26-29, 58-60].

YpoBensb yoenurenbHocTu pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH A0KA3aTEJNbCTB 5)

KommenTapuu: yvacmoma ne pesce 1 paza 6 200

PexoMeHna0BaHO peructpainus DJIEKTPOKApIUOTPAMMBI, TIPOBEACHHE dXOKapauorpaduw,
XOJITEPOBCKOIO MOHHUTOPHPOBAHUSI CEPJIEYHOTO pPUTMAa U CYTOYHOTO MOHUTOPHUPOBAHUSA
apTepHallbHOTO JIaBJICHHsI BCEM ManueHTaM ¢ OonesHpio ®abpu B mporiecce TUCHAHCEPHOTO
HaOmroZIeHUsT He pexe | paza B 12 MecsIeB ¢ 1ENbI0 OLEHKH JTUHAMUKH COCTOSHUS CepJeYHO-
cocymuctoi cuctemsl [9, 11, 26-29, 59].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH /I0KA3aTeIbCTB 4)
KomMmeHTapum: xapakmepHuvim npusHakxom nopasicenus. cepoya npu oonesnu dabpu saeisemcs
aunepmpoghus 1e6020 Hceayoouka, KOmopas Mmoxcem ovimo viasnena ¢ homowvio KT, Ixo-KI"

U MACHUMHO-PE30HAHCHOU MOMO2paghuu.
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e PexkoMeHI0BaHO MPOBEICHNE MAarHUTHO-PE30HAHCHOW TOMOTpaduu ceplila U MaruCTPalbHBIX
COCYZIOB BceM MarueHTam ¢ 0ose3nbto @adpu B npoliecce AUCIIAHCEPHOTO HAOIIOICHUS HE pPexKe
1 pa3za B 12 Mecs1IeB C LEIbI0 OI[CHKH KapAnOoJIOTHUYecKux u3menenwuii [9, 11, 26-29, 41, 59].
YpoBeHb yoeIuTeJIbHOCTH PeKOMeH1aluii — A (YpoBeHb JJOCTOBEPHOCTH JI0KA3aTeIbCTB 3)
KomMmmenTapuu: npu neobdxooumocmu npogoosim MacHumHoO-pe30HaAHCHAs momozpaguio cepoya
¢ KOHmMpacmuposaumuem. Bo3MOdiCHO npumeHeHue MOMANbHOU 6HYMPUBEHHOL aHecmesul,
KOMOUHUPOBAHHO20 UHATIAYUOHHO20 HAPKO3d. XAPAKmMepHbiM NPUHAKOM NOPAdCeHUs cepoya
npu 6onesnu Dabpu Aeiaemcs eunepmpo@us 1eeo20 Hceayo0ouKd, KOmopas Modcem Obimb
svisignena ¢ nomowpto IKI, Oxo-KI' u MPT. [lna oyenku @ynxyuu cepoya npumeusom
mKaHesgyro oonniepaxoxapouozpaghuio (Oonniep-IxoKI').

e PexoMeH/I0BAaHO MPOBEICHUE MAarHUTHO-PE30HAHCHOM TOMOrpaduu TOJIOBHOTO MO3Ta BCEM
nanueHTam ¢ 6omne3npto @abpu B mpolecce TUCHaHCEPHOTo HabmoaeHus He pexe 1 paza B 12
MECSLEB B cIy4yae, eciii U3MEHEHus Obuin BhsiBiIeHbI 0 Hadana @3T wiu 1 pa3 B 36 mecsues,
€CJIM U3MEHEHUs ObUTH BBIBJICHBI mocie Hadasna @3T ¢ 1enbio BRISBICHUS MOPAKCHHS OSIIOTO
BEIIIECTBA F'OJIOBHOI'O MO3ra, HIIEMUYECKHUX 04aroB [26-29, 40, 61].

YpoBeHb yoenuTeqbHOCTH pekoMenaanuii — C (ypoBeHb JI0CTOBEPHOCTH JI0KA3aTeIbCTB 5)

KommenTapuii: 603m001cHO nposedenue MacHUMHO-PE3OHAHCHOU MOMO2paAPdUU  20108HO20
M032a ¢ KOHMPACMUPOBAHUEM, A MAK#ce NPUMeHeHUue KOMOUHUPOBAHHO20 IHOOMPAXEANbHO20
HAapKo3a, MOMANbHOU 6HYMPUBEHHOU aHecme3uu, NposooHuxosou avecmesuu. Ilpu MPT
201086HO20 MO32a Y NAYUEHMO8 MO2YM  OOHAPYICUBAMBCA — UMMEeMUYECKUNl  UHCYIbIM,
MUKDOKPOBOUUSAHUA U BHYMPUMO3208ble  2eMaAmoMbl, USMEHeHUus 0eno2o  eeujecmea
(netikoapeo3) u cepozo éewecmea (Karvyugurayus 3a0He20 maiamyca), @ maxKice cocyoucmole
Manvpopmayuy, npeumyuecmeenHo npedcmagieHHvle 00IUX0IKMA3UAMU 8epmMedpOOA3UTIAPHOU
apmepuu. Omu u3MeHenus. He AGNA0MCs 8blcoKocneyuuunvimu 011 6onesnu Dabpu, mozym
ecmpeuamsvcs Y nayuenmosg c¢ Opyeou namonocueli. B psode ciyuaes 803mMoxCHO npogedeHue
KOMNbIOMEPHOLU MOMO2paAPdUU 20JI08HO20 MO32d.

e PexkomeHI0BaHO TIPOBEACHHE TOHATHHOW ayAHMOMETPHH BCEM MalHMeHTaM ¢ Oomne3Hpio Pabpu
cTapiie 5 JeT B Mpollecce MUCIIAaHCEpHOTO HaOIoeHnus He peke 1 paza B 3 roza C Ienblo
paHHero BBISIBJICHUS HapylIeHu# ciyxa [26-29, 61].

YpoBennb yoeaureJbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB 5)

e Pexomenayercsi MpOBEACHUE YIbTPA3BYKOBOTO HCCIEIOBAHUS OPTraHOB OpPIONIHON IMOJOCTH
(KOMILIEKCHOTO) ManueHTaM ¢ Oone3Hpto @abpu B mpoliecce AMCMAHCEPHOTO HAOIIOACHHUS C
1eJIbI0 MOHUTOPHHTA COCTOSIHUSI BHYTPEHHUX OpraHoB [64].

YpoBeHb yoeauTeJbHOCTH pekoMenaanuii — C (YpoBeHb JOCTOBEPHOCTH 0KA3aTeJbCTB 4)
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KommeHnTapmii: uacmoma — no noxkasanusm.

° PexoMeHayeTcst yIbTPa3BYKOBOE UCCIICIOBAHKE TIOUEK MaIlueHTaM ¢ 0oJe3Hbpr0 Padbpu B
MpoIecce IUCIAHCEPHOTo HAOIIOJEHUSI C IIeNBI0 CBOCBPEMEHHOTO BBHISBICHHS MATOJOTHU
MOYCK, B TOM YHCJIC MapareibBUKaIbHBIX KUCT [62-64,68].

YpoBeHb yoenuteabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB 5)
KommenTapmii: uacmoma — no noxkasanusm.

PexoMeHnayeTcsi TpOBEACHUE TMPUIETBLHON peHTreHorpaduyd OpraHOB TPYTHOM KICTKH
nanydeHTaMm ¢ OoJie3Hpto Pabpu B MpoIecce AUCIAHCEPHOIO HAOIIOJCHUS C IICJIbI0 OIICHKH
COCTOSIHUSI OPTaHOB I'PyIHOM KieTku [61, 67].

YpoBeHb yoeauTeabHOCTH pekoMenaanuii — C (YpoBeHb JOCTOBEPHOCTH A0KA3aTeIbCTB 5)

KommenTapmii: uacmoma — no noxkazanusm.

Pexomenayercss mpuem (0CMOTp, KOHCYJIbTallUsl) Bpada-Tiequarpa WM Bpava-TepareBTa
NEPBUYHBI W TOBTOPHBI W/MIM JMCIAHCEPHBIA IpHeM (OCMOTp, KOHCYJbTAIMs) Bpaya-
nenuaTpa WIM Bpada-TepareBTa naiueHtam ¢ OosesHpto @abpu B mporecce AUCIAHCEPHOTO
HaOJroleHUsT He peke | paza B 6 MecsAleB C IICIbI0 CBOCBPEMEHHOH JIMAarHOCTUKU
COITYTCTBYIOIIEH TEparieBTUYECKON MAaTOJOTMH, OIEHKH OOIIEro COCTOSIHHS —3JI0POBBS,
OIIpE/ICTICHUS] TAKTUKY JAJIbHEHIIICH Tepanuu U OleHKH ee 3hdexkTHBHOCTH 1 Oe30macHoCTH [26-
29, 63].

YpoBens yoeaureJbHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB 5)
KommenTapuii: makowce moocem Ovims npogeden npuem (0OCMOmMp, KOHCYIbmMayus) epaia
obwell npakmuKy (cemeltno2o 6paia) nepeudHbliL U NOGMOPHLIN U/UIU OUCTAHCEPHBIN Npuem

(ocmomp, KoHCyIbmayus) epava oowel NPaKmuKy (cemeluro2o 8paya,).

Pexomenayercst mpueM  (OCMOTp, KOHCYIbTalusl)  Bpada-KapAHOJora/Bpaya-IeTCKOro
KapAroJora NePBUYHBIN M TOBTOPHBIN/IUCIIAHCEPHBINA MPUEM (OCMOTp, KOHCYIBTAIMs) Bpaya-
KapAHoJora/Bpaya-I1eTCKOro KapJauojiora BceM ManueHTam ¢ OonesHpto @abpu B mpoiiecce
JMCTIAaHCEPHOTO HAOMI0/IeHWss He pexke | paza B 6 MecsleB ¢ I€JIbI0 CBOEBPEMEHHOM
JUATHOCTHKH ~ CONYTCTBYIOIICH KapJHOJIOTHYSCKON  IaTOJIOTHH, ONPEICICHUS TaKTHKA
JanbHeHIei Tepanuu u oleHku ee ¢ dexTuBHOCTH 1 6e3omacHoctu [9, 11, 26-29, 61-63].

YpoBensb yoeaureJbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 5)

Pexomenayercss mpueM (OCMOTp, KOHCYJbTalus) Bpada-opTanbMojora TMEepBUYHBIA U
MOBTOPHBIA/TUCTIAHCEPHBIA TIpHeM  (OCMOTp, KOHCYJIbTAlMsI) Bpada-opTalbMOJIOra BCEM
nanuenTam c¢ Oonesznpio @abpu B mpoliecce AMCIaHCEpHOro HaboJeHus: He pexe 1 pasa B 3

roaa C Icjibro CBOCBpGMeHHOﬁ JUAarHOCTHUKH COHyTCTByIOLHCf/'I O(I)T&JIBMOJ'IOI‘PI‘ICCKOI\/’I IaToJIOIuu,
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OIpeeNIeHns] TAKTUKK JajbHEHIIeH Tepanuy U OLeHKH ¢ d3PPEKTUBHOCTH U Oe3omacHoCTH [1,
15, 26-29, 42, 61-63].

YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB 5)
. Pexomennyercst mpuem (0CMOTp, KOHCYJIbTAIMs ) Bpaua-Hedposiora NepBUYHBIN 1
MOBTOPHBINA/TUCTIAHCEPHBIN MTpHEeM (OCMOTp, KOHCYJIbTAIMs) Bpaua-Hedpoiora BCeM MalleHTaM
¢ 6onesnpio @aldpu B mpoliecce AUCIaHCEPHOTro HaboIeHus He pexxe 1 paza B 6 MecslieB ¢
[EJTbI0 CBOCBPEMEHHOW JUArHOCTHKY COMyTCTBYIOMICH IMATOJIOTHH TTOYEK, OTPEACIICHUS TAKTUKN
nanpHeei Tepanuu u oeHku ee 3¢ dekTuBHOCTH U Oe3omacHocTH [26, 28, 29, 39, 62, 103,
104].

YpoBensb yoeaurebHOCTH pekoMenaanuii — C (YpoOBeHb 10CTOBEPHOCTH /10KA3aTEJIbLCTB 5)

Pexomenayercst npuem (0CMOTp, KOHCYJbTallMsl) Bpaya-raCTPOIHTEPOJIOra IMEPBUYHBIA U
NOBTOPHBIA (NP HEOOXOAMMOCTH )/IUCHIAHCEPHBI TpueM (OCMOTp, KOHCYJIBTAIUs) Bpaya-
racTpo3HTEpoJjIora naueHTaM ¢ 60s1e3Hpr0 Padbpu, Npy HATUYUYU MOKa3aHUM, C LENbI0 KOHTPOJIS
COCTOSIHUSI, CBOEBPEMEHHON IUArHOCTUKU W JICUEHHs] TacTPO’HTEPOIOIMYECKOM IaTOJIOIHH,
KOHTPOJIs1 3)(HEKTUBHOCTH M O€30MACHOCTH CUMITOMATHYECKOrO JieueHus [26-29, 63].

YpoBeHb yoenuteqbHocTH pekoMenaanuii — C (YypoBeHb 1I0CTOBEPHOCTH I0KA3aTeIbCTB 5)

Pexomenayercst npueM (OCMOTp, KOHCYJIbTAalMsl) Bpaua-HEBPOJIOra MEPBUYHBIA M MTOBTOPHBIN
(mpy  HEOOXOJMMOCTH )/TUCTIAHCEPHBI TpuUeM (OCMOTp, KOHCYJbTallMs) Bpada-HEBpPOJIOra
nanueHTam ¢ OonesHbro ®abpu, Mpu HATUYMU TOKA3aHUM, C LENbI0 KOHTPOJIS COCTOSIHMA,
CBOEBPEMEHHOI  TUAarHOCTMKM M  JIEUEHUS  HEBPOJIOTMYECKOM  MAaTOJOTMM, KOHTPOJIS
3¢ PEeKTUBHOCTH U OE30MACHOCTH CUMIITOMATHYECKOTO JiedeHus [26-29, 61-63].

YpoBensb yoeaureabHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB 5)

6. Opranusanus oka3aHusi MeIUIIUHCKOW MOMOIIH
[Tanmentam ¢ Gone3Hbto Pabpu, B 3aBHCHUMOCTH OT HEOOXOJMMOCTH, MOXET OBITh
OKazaHa MEJWIMHCKAs T[MOMOINb JF000r0 BHIa, YCIOBUA, (OPMBI, MPETYCMOTPEHHBIX
3aKO0HOIaTenbCTBOM Pocculickont @enepannu.
IMoxa3anus 1Jisi IVIAHOBO# TOCIHUTAIN3AIUHE B MEIUIHHCKYI0 OPTraHU3aIUI0:
e TlpoBencHWE IMATHOCTHKH M JICUCHHS, TPEOYIONIHE KPYIJIIOCYTOYHOTO MEIUIIHHCKOTO
HaOJII0ICHUS,
e CocrosiHue, TpeOyolee AaKTHBHOTO JIEYEHHS W KPYIJIOCYTOYHOTO MEIUIIMHCKOTO

HaOJII0ICHUS,
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Cocrosinue, TpeOyroliee MPOBEISHUSI BHICOKOTEXHOJIOTHYHBIX METOMIOB JICUeHUsS (B TOM
yHuclie TpaHCIUIAHTAIMsl OpPraHoB, HMIUIAHTALMS BOJUTENSI pPUTMa, KapauoBepTepa-
nehudpuIIIATOpa);

OrcyrcTBUe BO3MOXHOCTH oOecniedeHuss @O3T B aMOynaTopHbIX U CTallMOHAP
3aMelAIoOUINX YCIOBUSX;

HeoOxonuMocTh mpoBeAeHUS pa3IUYHBIX BUAOB O3KCHEPTU3 MM O0OCIEIOBaHUS B
MEAWIIMHCKOW OpTraHM3allMd TPU HEBO3MOXXKHOCTH TPOBEACHUS WX B aMOYIaTOPHBIX
YCIIOBUSX, TPEOYIONMX JUHAMUYECKOro HabmonaeHuss (B ToM uucie odopmiieHue

3aKitoueHus (eaepaibHOro KOHCUINYMA).

IMoka3aHus K IKCTPEHHO! TOCIHUTAIN3ANUHE B MEAUIHHCKYIO OPraHN3aIHIo:

Octpele 3a0onieBaHUsA, OOOCTpPEHHS XPOHHYECKHX OOJIe3HEH, OTpaBIICHUS WU TPaBMBI,
COCTOSIHUS, TpeOyIOIIMe WHTEHCUBHOM Tepanmuu U T[epeBojia B PpEeaHUMAIMOHHBIE
OTJICJICHUsI WM OT/AEJEHUS MHTEHCUBHON Tepanmuu (B TOM 4YHUCIIE [OOOYHBIE pPEaKIIUH,
IPOMCXOIAIIee UM BO BpeMs MH(Y3UU WM B TedeHue THS npoBeaeHus napysun O3T u
JIpyrue YrpoKarollue IKM3HU OCTPbIC COCTOSIHHA), a TaKkKe KPYIJIOCYTOYHOTO
MEAMIIMHCKOTO HAaOMIOJEHUM U TPOBENEHUS CIEUUaIbHBIX BHJOB OOCIEIOBAaHUS H

JICUYCHUA.

IToxa3anus K BbINHMCKE MallMEHTAa U3 MeTUIIMHCKO Opranmsanuu:

OTcyTCTBUE YIpO3bI )KU3HU MAlUEHTA;

OTcyTCcTBUE YTPO3BI PA3BUTHUS OCIOKHEHUH, TPEOYIOITUX HEOTIOKHOTO JICUCHUS;
Crabunuszanms COCTOSIHUS W OCHOBHBIX  KJIMHHMKO-JIa0OpAaTOPHBIX  IOKazaTesei
MATOJIOTMYECKOr0 Ipoliecca 10 OCHOBHOMY 3a00JI€BaHUIO;

OtcyrcTBUE HEOOXOJUMOCTM B IOCTOSIHHOM — BpauyeOHOM U KPYTJIOCYTOUHOM
MEIULUHCKOM HaOII0IE€HUH 110 OCHOBHOMY 3a00JIEBaHHUIO;

HeoOxonuMoctn mnepeBoja malnMeHTa B APYryl0 OOJNBHUIY WIH  YUYpexICHHE

COIMAIIBHOTO 00ECTIEUEHIS

7. JonosHuTebHast uH(popManus (B TOM 4uciae GakTopbl, BJAUSIONINE HA

HCXO0/1 3200/1€BAHUS WJIH COCTOSTHMS)

. PeKOMeH)lyeTCﬂ IMPOBCACHUC CEeMEMHOro CKpUHHUHTA IJId POACTBCHHUKOB ITAlIUCHTOB C b®

(mpoBeeHNE TE€HETHMUYECKUX HCCIENOBaHMM) ¢ 1enpio auarHoctuku bd Ha paHHel craguu

Ooire3nn [28].

YpoBeHb yoequTeJIbHOCTH peKOMeHAauuu — B (YypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB 4)
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o Pexomenayercs npoBe/ieHUs] CKPUHUHTA TPYIIN BBICOKOTO PUCKa (PaHHHUE MHCYIBTHI, TOUEUYHAS
HEJOCTAaTOYHOCTh, TUNIEPTPOHUECKast KapIMOMHOIIATHS) C IETBIO BISBICHUS MAIMEHTOB ¢ bD
[7,12, 18,76].

YpoBenb yoeauTeabHOCTH pekoMeHaanun — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB 4)
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Kpurepuu oneHKH kayecTBa NEPBUYHON MEAUKO-CAHUTAPHOM MTOMOIIH

Ne

Kpurepun kavyectBa

OneHKa BLINOJTHEHHUSA

Brinmonnen npueM (0CMOTp, KOHCYJbTallMs) Bpada-menudarpa
WJIM Bpava-TeparneBTa MePBUYHBIN

Ja/mer

Boinonnen mnpuem (0cMOTp, KOHCY/IbTALMsI) Bpaya-reHETHKa
TIePBUYHBII

Ja/uner

BrlmotHeHO ompeeseHue akTUBHOCTH JIM30COMHOTO (hepMeHTa
anb(a-ralakTo3u/1a3bl B MATHAX BBICYIICHHON KPOBU METOJIOM
TaHJIEMHOH MAacC-CIEKTPOMETPHH (KOMIUIEKC HCCIICIOBaHUM
JUTSL MarHOCTUKH Oone3Hn dabpu) BCceM MarueHTaM MYKCKOTO
M OJKEHCKOrO0 TI0JIa C KJIMHUYECKHMH TpU3HAKaMH OOJIE3HH
@Dabpu nIpu AUATHOCTHUKE

Ja/ner

BeinonHeHO HCCIIC/IOBaHKE YPOBHS
JTU30TII000TPHA3IICUHTO3UHA B TMATHAX BBICYIICHHOW KPOBHU
METOZIOM BBICOKOA(D()EKTHBHOM KUAKOCTHOH Xpomarorpaduu
TaHJIEMHOW MacC-CIIEKTPOMETPUH (IALMEHTaM KSHCKOTO 1oJa ¢
KIMHUYECKUMU TpH3HaKaMu 0osie3nu Pabpu) Ipy JHarHOCTHKE
u janee 1p/6 mec

Ja/ner

Bremonneno omnpenenenue wmyranuii B rene GLA B kpoBu
(KOMIUTIEKC HCCIICIOBAHUM ISl TUArHOCTUKU Oonesrnn Dadpu)
METOJIOM CeKBeHHpoBaHus 110 CeHrepy

Ja/ner

Brinmonneno mnpoBeneHue o0miero (KJIMHHUYECKOTO) aHalv3a
MOYH TIPU YCTAHOBJICHHMHM JIMArHO3a U Jaliee He pexe | paza B 6
MECAIICB

Jla/mer

BeinonHeHo onpezeneHre KoiauyecTBa Oelika B CYyTOYHON Moue,
U HCCIelOBaHHWE YPOBHS anbOyMuHa, oOmero Oenka u
KpeaTHHUHA B KPOBU C OINpPENEICHUEM CKOPOCTH KIyOOUKOBOH
GWIbTpallui 1O YPOBHIO KpEaTWHHWHA KPOBH PAaCYETHBIM
metonoM(pCK®), wuccrnenoBanue ambOyMHH-KpEaTHHUHOBOI'O
COOTHOILLIEHUS! B MOYe (W/MIIM COOTHOUIEHUs OE€JIOK/KpeaTHHUH
MOYM: OINpejeieHHe KOIUYecTBa Oelka B CYTOYHOH Moue,
UCCIIIOBAaHNE YPOBHS KPEaTHHHHA B MOYE) NIPU YCTAHOBJICHUU
JMarHo3a u janee He pexxe 1p/6 mec

Ja/ner

BeinonneHo Ha3Ha4YeHUE/KOPPEKTHPOBKA (bepMeHTHOI
3aMecTHTEeNbHOH Tepanuu npenapatamu A16AB04 arancuaaszoit
oera** unmu A16ABO03 arancupmazoit anpda** manmentam c
YCTaHOBJIEHHBIM JUarHo3oMm 0ose3Hp Pabpu (BceM HalueHTam
MY’KCKOT'O nojua nocie BepupuKanuu JIMarHo3a
71a00paTOPHBIMU METO/AAMHU C LIENIbI0 JOCTUKEHHSI HauOOJbIIeH
3 GEKTUBHOCTH TEpaANMHM; JIMLAM XKEHCKOIo Ioyia ¢ 00Je3HbI0
®abpu, UMEIOMIUM MPU3HAKU MPOTPECCUPYIOLIETO MOPAKEHUS
OpPraHOB-MUIIIEHEH, TPUBOIAIIMX K CHIKCHHIO KauyecTBa
KU3HU: Kpusbl Pabpu W/WiIM pe3ucTEeHTHas K CTaHAapTHOU
Tepanuu peLMIUBUPYIOIIAS WIN XpOHHUYECKast
HeWpornaTudeckass O0iMb B KHCTAX H  CTOMAaX  W/WIH
HNEPCUCTUPYIOIass MPOTEUHYPHUS W/WIM CHIKEHHE CKOpPOCTH
KiyooukoBor  ¢unbTpammu <80 wmi/mme/1,73 M2 w/mnm
NopakeHWe  cepAaua  W/WAM  HapylleHHs  MO3TOBOTO
KPOBOOOpAIIIEHUs] W/WIM MIIEMUYECKHE W3MEHEHHs! TOJIOBHOTO

Ja/ner
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Kpurtepuu kayecrBa

OIIeHKa BbIIIOJTHCHUSA

MO3ra, BBISBJICHHBIC NP MarHHUTHO-PE30HAHCHOW TOMOTpapuu
TOJIOBHOTO MO3Ta)

KpnTeplm OLICHKHU KaYecTBa CHCIII/IaJII/IZiI/IpOBaHHOﬁ MeIlI/IIIHHCKOﬁ nmomMomm

Ne

Kpurepun xkavecra

OneHKa BLINOJTHEHHUSA

Bemonnen mpuem (OCMOTp, KOHCY/IbTallMs) Bpada-mneauaTpa
WJIM Bpadya-TepaneBTa NEepBUYHBIN

Ja/mer

Brimonneno mnpoBenenue oOmiero (KJIMHUYECKOTO) aHalu3a
MOYH TIPY YCTaHOBJICHHMH JIMArHO3a U Jaliee He pexe | paza B 6
MECAIICB

Ja/ner

BrimonHeHo omnpenenenue konudecTBa O0eiaka B CyTOYHON Moue,
W UCCJICNOBAaHHME YPOBHS albOyMuHa, oOmero Oenka u
KpeaTHHHHA B KPOBU C OMpEACNIEHUEM CKOPOCTH KIyOOUKOBOM
GuIbTpaMM O YPOBHIO KpPEaTWHWHA KPOBH PACUYCTHHIM
meTonoM(pCK®D), wuccrnenoBanue anb0yMUH-KpEaTHHHHOBOTO
COOTHOIIECHUSI B MOY€ (WM/WJIM COOTHOMICHHUS! OENOK/KpeaTMHUH
MOUM: OIpefeNieHue KOoIu4yecTBa Oellka B CYTOYHOM Moue,
WCCJICIOBAHNE YPOBHS KPEaTHHWHA B MOYE) IMPU YCTAHOBICHUU
JMarHo3a u jaiee He pexe 1p/6 mec

Jla/mer

Brmmosmeno peructpanusd SJICKTPpOKapAUOrpaMMbl, IPOBCACHUC
sXoKapauorpadpum, XOJITEPOBCKOTO MOHHUTOPHUPOBAHHUS
CEepJIEYHOr0  pPUTMAa U  CYTOYHOIO  MOHHUTOPHPOBAHUS
apTepUAJIbHOTO JABJICHUS BCEM NAIMEHTaM C KIMHUYECKUMH
npusHakamu 6osie3Hn Pabpu B mpolecce MOCTaHOBKU JUarHo3a
U Jajiee B Ipolecce IMCIAaHCEPHOro HaOMIONEHHUs HEe peke
1 p/12 mec

Jla/mer

BrimonxeHo Ha3HaYeHHE/KOPPEKTUPOBKA dbepMeHTHOI
3aMecTHTEeNbHOH Tepanuu npenapatamu A16AB04 arancuaaszoit
oera** unmu A16ABO03 arancupmazoit anpda** manmentam c
YCTaHOBJICHHBIM JHAarHo3oM Ooiie3Hb Pabpu (BceM MalueHTam
MY’KCKOT'O nona nocne BepuUKaUU JMarHo3a
71a00paTOPHBIMU METO/IAMHU C LIENIBbI0 JJOCTUKEHUSI HauOoJbIIeH
7 (HEeKTUBHOCTH Tepamnuu; JUIaM XEHCKOTO IMoyia ¢ O0JIe3HBIO
®abpu, UMEIOMIUM MPU3HAKU MPOTPECCUPYIOLIETO MOPAKEHUS
OpPraHOB-MUIIICHEW, TMPUBOMSIIIMX K CHIDKCHHIO KauyecTBa
KU3HU: Kpusbl Pabpu W/WIM pe3ucTEeHTHas K CTaHAapTHOU
Tepanuu PEeIMANBHUPYIOTIAS W XpOHUYECKas
HeWpornatudeckass O0lMb B KHCTAX H  CTOMAaX  W/WIH
MEPCUCTUPYIONIAs TPOTEHHYPUS /UM CHIIKEHHE CKOPOCTHU
KiyooukoBoi  ¢unabTpamumu <80 wmu/mun/1,73 M2 w/unm
MOpaXeHWe  cepAala  W/WIM  HapyIIeHHs  MO3TOBOTO
KpOBOOOpAIIeHHUs] W/UIIM UIIEMUYECKUE N3MEHEHUS! TOJIOBHOTO
MO3ra, BBISIBICHHBIE MIPH MAarHATHO-PE30HAHCHOW TOMOTpaduu
TOJIOBHOTO MO3Ta)

Ja/uner
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IIpunoxenue Al. CocraB padoueii rpynnsl mo paspadorke u

MEPECMOTPY KIMHUIECCKUX peKOMeHHaHHﬁ

1. AnuucumoBa HuHra BagumoBHa — K.M.H., 3aBeAylollas OTIEJIOM OpraHU3aIluU

MenuuHcko niomomn  PI'BHY  «Meauko-reHeTU4eCKHii Hay4YHbId LIEHTP HM.
akagemuka H. I1. boukoBay, 4iieH Acconuanuy MeJUIMHCKUX TeHETHKOB

bapanoB Aunekcanap AJjekcanapoBuud — akagemMuk PAH, mnpodeccop, aA.M.H.,
noueTHeld mnpe3useHT Coro3a neaumarpoB Poccum, coBetHuk pykoBoautens HUN
neauatpuu u oxpansl 310poBbs Aetet HKI[ Ne2 (LIKb PAH) ®I'BHY «PHIX nM. akan.
b.B. IletpoBckoro», npodeccop kadeapsl neauaTpuu 1 aeTckoi peBmaroioruu PI'AOY
«IIepBpiit MI'MY wum. WM. CeuenoBa» MunzapaBa Poccun (CedeHOBCKHIA
YHUBEPCUTET), TJIABHBIN BHEIITATHBIN CieIUAIKCT neauatp Munsapasa Poccuu
Bamaxmanze Harto [l:xym0epoBHa — J1.M.H., 3aBEAYIOIIAs OTACIOM PEAKUX Oose3Hen
HUWU nenuatpun u oxpansl 310poBba aeteit HUW neauatpuu u oxpaHbl 310pOBbs AeTEH
HKI[ Ne2 ®T'BHY «PHIIX wum. akaa. b.B. IlerpoBckoro», wien Coro3za mneauaTtpoB
Poccun, npodeccop kadenapsr GpakyabTeTCKON MEAUATPHH NMEAUATPHUYECKOTO (haKyIbTeTa
OI'AOY BO «PHUMY um. H.U. ITuporosa» Munzapasa Poccuun

BummneBa Ejgena AuekcanapoBHa - 1.M.H.,, npodeccop PAH, 3amecrurens
pykoBogutenss HUW nemmatpum u oxpansl 310poBbs neteit HKI[ Ne2 (KB PAH)
OI'BHY «PHIX wum. akan. b.B.IlerpoBckoro», MunoOpHayku 1Mo Hay4HOW pabore,
npocdeccop kadenpsl pakyIbTETCKON MeauaTpuu neauarpuueckoro dakynbrera @I'BOY
BO «PHUMY wum. H.M. IluporoBa» MunsapaBa Poccun, unen Coro3za neamarpos
Poccun

Boaruna Cgersiana SIkoBaeBHa — A.M.H., mpodeccop kadeaper OI'BOY BO
«Ka3ancknii rocy1apCTBEHHbBIN MEAUIMHCKAN YHUBEepcuTeT» Mun3apasa Poccun
Kupos Hropr BurasbeBM4 — 1.M.H., BeAylUUHd HAy4YHbId COTPYJHHK OTHAEIA
3a0oneBaHMi MHOKapaa U cepaeuHoi HepocratouHoctu GPI'BY «HMUL kapauonoruu
umenu akajgemuka E.J.Yazoa» Munsnpasa Poccun, npodeccop kadenpsl kKapauoIoruu
OI'bOY AITO PMAHITIO Munznpasa Poccun

KypxoBa Haranusi Bsiueci1aBoBHa - K.M.H., BeQyluil HayuyHblidi coTpyanuk HUU
neauatpum U oxpanel 310poBbsa Aered HKI[ Ne2 ®I'BHY «PHIX wum. axan.
b.B.IletpoBckoro», wien Coro3a nmeauatpoB Poccum, wieH Accoruanuu MEIUITUHCKIX
TE€HETUKOB

3axapoBa Exarepuna IOpseBHa — a.M.H., 3aBeaywomas JabopaTtopuei

Hacle/IcTBeHHbIX Oone3Heil oomena @I'BHY "Menuko-reHeTnyeckuii Hay4dHbIH IIEHTP
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13.

14.

15.

16.

17.

nM. akagemuka H.I1. boukosa", unen Poccuiickoro o0mecTBa MEIUIIMHCKAX T€HETHKOB,
YJIeH EeBPOIEHCKOro O0OIecTBa IO M3YYEHUIO HACICACTBEHHBIX O0JIe3HEH oOMeHa
BemectB (SSIEM)

3axapoBa Ejena BukTtopoBHa — K.M.H., 3aBefyrolas otaeiacHueM Hedposaorun Ne 24,
Bpad-uHedposor [ bY3 I'Kb um. C.I1. borkuna JI3M

Konnumuckaa Cgersiana BacuiabeBHa — K.M.H., Jo1eHT VccienoBaTenbCKOro
uentpa YuuBepcutera JlaBans (r. KBeOek, Kanana), unmen EBpomnelickoil axagemuu
HEBpoOJIOTHH, WieH Paboueii rpymbl o 6o EBporielickoit akageMuy HEBPOJIOTHH, YIEH
EBponeiickoit Cetn mo 6onesnu ['eHtunHrrona, uneH Ilpesmmmyma HamwmonambHOTO
CoBera skcnepToB M0 opdaHHBIM 3a00jeBaHUsAM, wieH Poccuiickoro oOuiecTBa 1o
HEPBHO-MBIIIEYHBIM 3a00JIEBAHUSIM

Koctuk Muxana MuxaiijioBud — JI.M.H., npodeccop Kadeapsl TOCHUTAIbHON
neauatpun ®I'bOY BO Cankr-IletepOyprekuii rocyaapcTBEHHBIN IMeIuaTpUUYECKU
MeaunmHckuil yausepeutretr M3 Poccuu, Cankr-IletepOypr

Ky3enkoBa Jlwoamuiaa MuxailjioBHa — 1.M.H., npodeccop, HAYaJIbHHUK IIEHTPA
JETCKOW  TICUXOHEBPOJIOTMH, 3aBEAYIOINAs  OTACJIICHUEM  IICUXOHEBPOJOTMU U
ncuxocoMmarnueckor naronorun GI'AY "HayuHelii MeIMIIMHCKUNA HCCIEN0BATENbCKUN
LEHTp 3710pOBbs jieTer" Munznpasa Poccun

KyueB Cepreii UBanoBuu — axanemuk PAH, n.m.H., gupextop ®I'BHY "Menuko-
reHeTUYeCKUid HayuHbIi neHTp uM. akagemuka H.I1.boukosa ", IIpe3unent Accounannu
MEAUIIMHCKUX TeHeTUKOB (AMI)

Jlapuonosa  Bajnentuna  HabmHumyna —  aMmH., @OIBHY  "HuctutyT
OKCIIEPUMEHTAILHON ~ MenuuuHbl", wWieH Poccuiickoro oOmiecTBa MEIUIIMHCKUX
TE€HETUKOB

MakcumoBa IOums BaagumupoBna — ja.M.H., 1npodeccop, 3aB. Kadeapoit
MeaunuHckor reHetuku U ouonorun ®I'bOY BO «HoBocubupckuili rocyapcTBEeHHbIN
MEIUIMHCKUI yHHBepcuTeT» MuH3apasa Poccnn, 3aB. MEIUKO-TEHETUYECKUM OTAEIIOM
I'BY3 HCO "T'KB Ne 1", unen Accoruaiiy MeIUIUHCKUX TeHeTHKOB (AMI')
MuxaiiioBa Cpersiana BurtaabeBHa — 1.M.H., 3aBenytomas otraeneHuem OI'BY
«Poccutickas Jlerckas Knmuundeckas bonpuumna» M3 PO

Moucees Cepreii BajeHTMHOBHY — 1.M.H., 3aBeayrouiuii kadenpoil BHYTpPEHHHX,
npodeccroHanbHbIX Oone3neit u pesmatonoruu ®I'AOY BO Ilepssiit MIMY um. .M.

CeuenoBa (CeuenoBckuil yausepcuter) M3 PO
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18.

19.

20.

21.

22.

23.

24.

25.

MsichukoB Poman IlerpoBMY — K.M.H., B.H.C. OTJ€Jla KJIMHUYECKOW KapAUOJIOTHH,
PYKOBOAMTENb KIMHUKM cepiaedHoil HenocrarouHoctw @OI'BY "HMULL Tepanuu u
npodmiakTuaeckoil Meauuuuel" Munzapasa Poccun

HamazoBa-bapanoBa Jleitia CeiimypoBna — akaax. PAH, mpodeccop, a.M.H.,
npesusieHT Coroza neauarpoB Poccum; mact-nipesunentr EPA/UNEPSA; pykoBoauTesnb
HUN nenumarpun u oxpanbl 310poBbs  jereil HKIL[ Ne2 ®OI'BHY «PHIX
uM. akaja. b.B.ITerpoBckoro», 3aBenyromas kadeapoil GakylIbTeTCKOH MeAHnaTpuun
neauatpudeckoro axynprera PI'BOY BO «PHUMY um. H.U. TTuporoa» Munsnpasa
Poccuu, rnaBHbI BHEIITATHBIA AETCKHUM CIIENUATUCT MO MPOPUIAKTUYECKON MEIUIHE
Munsgpasa Poccun

IMamkos AJsiekcanap BiagumMupoBH4Y — K.M.H., 3aB. OT/I€JIOM OTOPHUHOJAPUHIOJIOTUU
u cypaonorun HUW nemuatpum u oxpanbl 3710poBbs aereit HKI[ Ne2 (LIKb PAH)
®I'BHY «PHIIX umM. akan. b.B.Ilerpockoro»

IMoakuernoBa Tarbsina BaagumupoBHa — K.M.H., C.H.C. JIaDOpaTOpUU HEPBHBIX
Oonesneit y nereid ®I'AY "Hayunblil MEAUIIMHCKUM HCCIIE10BATENIbCKUM LIEHTP 340POBbS
nereit" Munznpasa Poccuu

IIymkoB AJiekcanap AJiekceeBMY — K.0.H., BEAYIIM HayuHbI COTPYIHHUK
naboparopun MeauuuHcKoil renomuku GI'AY "HMMUL 3nopoBes nereit”" Mun3npasa
Poccun, wnen accouumanuy MeIUIMHCKUX TeHEeTUKOB (AMI)

CaBoctbsinoB Kupuaia BukropoBuy — 1.0.H., HayaabHUK MeIHUKO-T€HETUYECKOTO
LEHTpa, 3aBeayromuil Jadboparopueit MeauiHckoil reHomuku OI'AY "HMUL] 3n0poBbs
nerer" MunzapaBa Poccuu, mpodeccop xkadenpsl mneauaTpud M OOIIECTBEHHOTO
3nopoBesi ®T'AY "HMMUIL 3mopoBest aeteit” MwunznpaBa Poccun, uneH accoruanuu
MEAUIIMHCKUX TeHeTUKOB (AMI)

Cauiory6 I'anuna HukonaeBHa — K.M.H., JIOICHT, 3aBeaytomias kadeapoii BHYTPEHHUX
oonesneit PI'BY «C3OMMUI] umenu B. A. Anmazosa»y M3 PD

CeaumssinoBa Jlnaus PoOeproBHa — k.M.H., 3aB. OTIelIOM CTaHIAPTHU3ALUA U
M3y4EHUS OCHOB J0Ka3zaTenbHoM meauuuusl HUW neauaTtpum u oXpaHsl 310pOBbS I€TEU
HKII Ne2 ®T'BHY «PHIIX uMm. akaza. b.B.IletpoBckoroy, noueHT kadeapsl neiuaTpuu 1
nerckor pesmaronorun GPI'AOY «lepseiii MI'MVY um. U.M. CeuenoBa» Munznpasa
Poccun (CeuenoBckuii YHuBepcurter), NOLEHT Kadeapbl (akyabTEeTCKOW NeAHATPUHU
nenuatpudeckoro ¢akynsrera PI'BOY BO «PHUMY um. H.M. IMuporosa» Munzapasa

Poccun, unen Coro3a nenuatpos Poccun

54



26.

217.

28.

29.

30.

31.

32.

33.

Cemsauxkuna Ajuia HukonaeBHAa — JI.M.H., T.H.C. OTJICJICHUSA KIMHHUYCCKOM T'€HETUKHU
OI'bY «Mockosckuit HUM nenunarpun u nerckoit xupypruu Munsapasa Poccuny, dnen
Accoumanuy MEIUIMHCKUX reHeTukoB (AMI)

Cvupnosa Ouibra SIkoBjieBHa — Bpay-T€HETUK, CTAPIIMN HaYyYHBINA COTPYJIHHUK OTAENa
CTaHJApTU3alMNd M H3y4YEHUs OCHOB JokazareipHOW meaunuHel HUW negmatpun un
oxpanbl 310poBbs aereit HKIL] No2 ®I'BHY «PHIIX um. akaa. b.B.IlerpoBckoroy, unex
Coro3a nequatpoB Poccun, wien Accounanu MEIUIIMHCKUX T€HETUKOB

Cokos10B Ajiekceil AubOepToBHY — JI.M.H., mpodeccop Kadeapbl BHYTPEHHHX
oomezneit u Hebpomormn ['BOY BIIO «CeBepo-3amamnblii  ToCynapCTBEHHBIN
MEIUIUHCKUN yHuBepcuTeT uM. M.MA. MeuyHukoBa», C.H.C., HAa4aJlbHUK OTACJICHUSA
Knunnueckoro lLleHTpa 3KCTpakopnopadbHOW JETOKCUKALMU BOEHHO-MEAUIMHCKON
aKaJIeMHUH, BEAYLUI HAYYHBII COTPYAHUK, PYKOBOAUTEINb TPYIIbI IO U3YYEHHUIO PEIKUX
Oone3neit HaydHo-mccnenoBaTeNbCKOTO WHCTUTYTa SKCIEPUMEHTAIBHOM MEAMIIMHBI
C30 PAMH, wunen Cankr-lIlerepOyprckoro oomecTBa MEAUIIMHCKOW TI'€HETHKH,
[Ipencenarens CoBeta 3kcriepToB HannoHanpHOM accolMany opraHU3alMil O0JbHBIX
penkumu 3aboneBanusiMu «l enerukay, uneH Meaununckoro Cosera DxcrneproB CEE
GN (Lentpanbnoit u Bocrouno-Epponeiickoii ['enetnueckoit Cetn)

Cy60oTun JImurpuii MuxaiinoBuuy — Bpau-renetuk @I'BHY «Menuko-reHeTH4ecKuit
Hay4yHbIil 1eHTp uM. akajgemuika H. II. boukoBay, uneH Accouuanuu MeIHIIUHCKUX
TE€HETUKOB

CypxoB  Amnapeii  HwukosaeBM4 —  JA.M.H., 3aBeAYOIIMH  OTIEICHUEM
racTPOIHTEPOJIOTUH [IJISl IETEeH CTalMoHapa JUIsl IeTel, 3aBeAYIOIIUNA OTAEIOM HayYHBIX
OCHOB JIETCKOM TraCTpO3HTEPOJIOTUH, FeNaToJorui U Merabonndeckux Hapymenuit HUN
neauatpuu U oxpansbl 310poBbs Aeteit HKI] Ne2 (Kb PAH) ®I'BHY «PHIX um. akan.
b.B.ITerpoBckoroy», mpodeccop kadenpsl GakyabTETCKON MeIuaTpuu MeIuaTpuIecKoro
¢akynprera PI'TAOY BO PHUMY um. H.U. IIuporosa Munsapasa Poccuu

Tomununa Haraabsi ApkagbeBHa — J.M.H., ipodeccop, 3aBenyromas kadeapou
Hedposoruu B PI'BY BO MI'MCYVY um. A.U. EBokumoBa

Yaanoa Oabra BacumabeBHa — k.M.H., OOO «MenuKo-TeHETUYECKUM LEHTP
«I"enom»», mpeacenarens Huxeropoackoro otnenenus POMIY, pykoBoautens LleHTpa
MenuiuHckol renetukn OI'BOY BO «IUMVY» MunsapaBa Poccum, r. HuxaMi
Hosropon

®enoceenko Mapuna BiaaauciaBoBHa — K.M.H., 3aBEIyIOIIas OTIEIOM Pa3pabOTKU

HAayYYHBIX TOAXO0J0B K MMMYHHU3AIUU TAHUCHTOB C OTKJIOHCHUAMU B COCTOAHUUN 300POBbBS

55



U XPOHMYECKUMHU OOJIC3HSMHU, BEAYIIUH HAYYHBIM COTPYIHHK, Bpad-nieauatp HUU
neauaTpu W oxpanbl  3a0poBbsi  gerer  HKI[ Ne2  ®I'BHY  «PHLX
uM.b.B.IlerpoBckoro», poneHT Kadeapsl GpakyImbTeTCKONW MeIuaTpuy MeIuaTpuIecKoro
dakynpreta ®I'BOY BO «PHUMY um. H.U. IluporoBa» MwunsapaBa Poccuu, unen
Coroza neguarpoB Poccun

34. ®omun Buktop BukropoBuu — un.-kopp PAH, a.M.H., IpOpeKToOp M0 KIMHUYECKOMH
paboTe W JOMOJHUTENBHOMY TNPO(ECCHOHATBHOMY O00pa30BaHUIO, 3aBEIYIOLIHMA
kadeapoirr ¢akymnprerckoit Tepanmuu Nel ®I'AOY BO Ilepseiii MI'MY um. U.M.
CeuenoBa (CeueHoBckuii yauBepcutet) M3 PO

35. Xapsaan Mapusi CepreeBHa — K.M.H., B.H.C. OTJeJla HAPYIICHUH CEPACYHOTO pUTMA U
npoBogumocti ®I'BY "HMUL] Tepanuu u npodmiiakTMIecKOi MeIUIIMHB" MHH3/IpaBa
Poccun.

ABTOpBI MOATBEPKAAIOT OTCYTCTBHE (DUHAHCOBOM MOAAEPKKU/KOH(DINKTa HHTEPECOB, KOTOPBIN

HE00X0IUMO 0OHApPOI0BATh.

IIpuioxkenue A2. MetonoJiorusi pa3padoTKu KIMHAYECKHX

peKoOMeHAaui

Hact (03300005 ( PEKOMCHAAIINH npeaHa3Ha4CHbl  JJIA IIPUMCHCHUA MCAULITMHCKUMU
opraHu3anusMu " YUYPCKICHUAMU (beﬂepaHLHBIX, TCPPUTOPHUAIIBHBIX W MYHUIUIIAJIBHBIX
OpraHOB  YIpPAaBJIEHUS 3ApPAaBOOXPAHEHHWEM, CHUCTEM 00s3aTeIbHOr0 M J0OPOBOJILHOTO
MCEAUIITUHCKOI'O CTpaxoBaHuA, APpyrumMu MCIUITMHCKUMU OopraHnu3anusiMu Pa3IIMIHBIX
OpTraHHU3allMOHHO-TIPABOBBIX (1)OpM JACATCIIbHOCTH, HaHpaBHeHHOﬁ Ha OKa3aHHuc€ MGHHHHHCKOﬁ
IIOMOIIIH. Knununueckue PEKOMEHAaIUU CO34aHbl HAa OCHOBAaHHU CHCTCMATHYCCKOI'O 0630pa
muteparypsl 1992-2022 r. Medline (Pubmed version), Embase (Dialog version) u Cochrane
Library databases, ¢ ucrnosib30BaHHEM CO3/JaHHBIX TPOTOKOJIOB 110 JiedueHHto 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. ¢0173358;
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Alegra T., Vairo F., de Souza M.V., Krug B.C., Schwartz 1.V. Enzyme replacement
therapy for Fabry disease: A systematic review and meta-analysis// Genet Mol Biol. 2012. V. 35.
P. 947-54;

Spada M., Baron R., Elliott P.M. et al. The effect of enzyme replacement therapy on
clinical outcomes in paediatric patients with Fabry disease - A systematic literature review by a
European panel of experts. Mol Genet Metab. 2019. V.126. Ne3. P.212-23;

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

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

[Ikanel OlEHKH YpOBHEH IOCTOBEpHOCTH AokaszareibcTB (Y/Jl) U oneHku ypoBHEH

yoemutensHOCTH pekomenpanuii (YYP) npuBenens! B Tabnumax 1-3.

IleseBasi ayIUTOPHA JAHHBIX KJIMHHYECKHX PEKOMEHIAIMMA:

Bpauu o0mieli BpaueOHON MPAaKTUKHU (CEMEHHBIC Bpayn);
Bpauun-neauarpsr;

Bpauun-tepanesTs;

Bpauu-reneruku;

Bpauu-naboparopHbie reéHEeTHKH;

Bpauu-nedponory;

Bpauu-kapauosory;

Bpaqn ACTCKUC-KapJAUOJIOTHU;

© oo N o g B~ w DN PE

Bpauu-nespoiory;

[EY
o

. Bpauu-ractposnreposnoru;

-
[N

. Bpaun-sH10CKONNCTHI;

=
N

. Bpaun-pentrenonoru;

=
w

. Bpaun-nepmaroseneposiory;

[EEN
N

. Bpauu-odransmosnoru;

[EY
(S}

. Bpauu ¢pyHKIMOHATBHOM THAarHOCTHKY;

=
»

. Bpaun-ncuxuatpsr;

-
\]

. MenuuuHckue TICUXOJIOTH,

=
oo

. Ctynentsl MmenuuuHckux BY30B;
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19. Obyuaromuecs: B OpAMHATYPE U HHTEPHATYPE

Ipunoxenne 1. [llkana ouneHKH ypoBHEH HOCTOBEpHOCTH nokaszaTtenbcTB (Y /) s

MCTOA0B JUAarHOCTUKH ([[I/IaI‘HOCTI/I‘-IGCKI/IX BMeHlaTeJ'IbCTB)

YA Pacmmmdposka

1 Cucremaruueckue 0030pbl MCCIEJOBAHUN C KOHTPOJIEM Pe(EpPEeHCHBIM METOAOM HIIH
cUCTeMaTH4YeCKUil 0030p paHAOMHU3UPOBAaHHBIX KIMHUYECKHX HCCIEAOBAaHUM C
NPUMEHEHHEM MeTa-aHajn3a

2 OTtnenbHbIE MCCIEIOBAHUS C KOHTPOJEM pePepeHCHBIM METOJIOM WM OTACIbHBIE
pPaHIOMHU3HMPOBAHHBIE KIMHUYECKUE HCCIEAOBAaHUS U CHCTEMAaTH4YeCKHe 0030pbl
UCCIIEIOBaHMA J1I000T0 AM3aiiHa, 3a UCKIIOUYEHHEM PaHAOMU3UPOBAHHBIX KIMHUYECKUX
UCCJICIOBAaHUM, C IPUMEHEHUEM MeTa-aHaJln3a

3 HccnenoBanust 0€3 TMOCIEIOBATEIBHOTO KOHTPOJIS pe(hepeHCHBIM METOJIOM HIIU
UCCIICIOBAaHUsSL C pePEepeHCHBIM METOJO0M, HE SBJSAIOIIMMCA HE3aBUCHUMBIM  OT
UCCIIEIyEMOTO METOJa WM HEPaHAOMHU3UPOBAHHBIC CPABHUTEIILHBIC MCCIIEIOBAHUA, B
TOM 4HCJI€ KOTOPTHBIE UCCIIeI0BaHUS

4 HeCpaBHI/ITeJ'IBHI)Ie HCCIICAOBAHUS, OITMCAHUC KIMHUYCCKOTO ClIydas

5 Nmeertcs nuiib 000CHOBaHME MEXaHU3Ma JAEUCTBUSI UM MHEHHE YKCIIEPTOB

Ipunoxkenne 2. Illkama oneHkn ypoBHEW MOCTOBEpPHOCTH mokazatenbeTB (Y /) s

METO/J0B MPOGUIAKTUKH, JICYCHUS U peaduiaurtanuu (MpodUIaKTHYECKUX, JIeUeOHBIX,

pea6I/IJ'II/ITaI_II/IOHHBIX BMCIJ.IB.TCJIBCTB)

Y Pacmmgposka

1 | Cucremarnueckuii 0630p PKH ¢ npumenennem Meta-aHanmnsa

2 | Otnensupie PKM u cucrematnueckue 0030pbl HCCIIEAOBAaHMM r000r0o au3aiiHa, 3a
nckirouenrnem PKH, ¢ npumenennem Mera-aHanusa

3 | HepangomMu3upoBaHHbIE CPABHUTENIbHBIE UCCIIEIOBAHMS, B T.4. KOTOPTHBIE UCCIIEI0OBAHUS

4 | HecpaBHUTENbHBIE UCCIIEOBAHUS, ONMCAHUE KIMHUYECKOIO Cly4yas WIM CEpUU CIIydaes,
UCCIIEIOBAHMS «CIIy4aii-KOHTPOJIbY

5 | Umeercs sumb 0OOCHOBaHME MeXaHU3Ma JEHCTBHMSI BMEIIATENbCTBA (JOKIMHUYECKUE

I/ICCJ'IGJIOBaHI/Iﬂ) HJIM MHCHHE SKCIICPTOB

Ipunoxenne 3. Illkana onenku ypoBHel yoenutenbHocTH pekomeHnauuit (YVYP) mns

METOJI0OB NPO(UIAKTUKU, JTUArHOCTHKH, JIEYEHHs U peaduiaurauuu (IpouiaaKTHYECKUX,

ANarHoCTHYCCKHUX, JIC‘-IC6HBIX, pea6I/IJ'II/ITaI_[I/IOHHBIX BMeI.I.IaTeJ'ILCTB)

YYP Pacuiugposka

A

CunpHas pexkoMeHJalus (Bce paccMarpuBaeMmble KpuTepuud 3(G(HEKTUBHOCTH
(ucxonpl) ABISAIOTCS BAXKHBIMHM, BCE UCCIIEJOBAaHHUS HMMEIOT BBICOKOE HIIU
YIOBJIETBOPUTEIBHOE  METOJIOJIOTMUECKOE  KauecTBO, WX  BBIBOABI IO
MHTEPECYIOIINM UCX0JIaM SIBJISIFOTCS] COIJIACOBAHHBIMU )

B VYcnoBHas pekoMeHJanus (He Bce paccMaTpuBaeMble KpUTepUH 3()PeKTUBHOCTU
(MCXOMBI) SIBISIOTCS BaXXHBIMH, HE BCE HCCICIOBAHUS HMEIOT BBICOKOE WM
YIOBJICTBOPUTEILHOE METOAO0JIOTHYEeCKOe KadeCTBO W/WIM WX BBIBOJBI  I10
WHTEPECYIOIINM UCX0JIaM He SIBIISTIOTCSI COTJIACOBAHHBIMHU )

C Cnabast pekoMeHanus (OTCYTCTBHE JTOKA3aTEIhCTB HAJJIS)KAIIEro KauyecTBa (BCe

paccMaTpruBaACMbIC KPUTCPHUU B(IJ(I)CKTI/IBHOCTI/I (I/ICXOI[LI) SABIAKOTCA HCBAXXHBIMH,
BCC UCCIICAOBAHUA MMCIOT HHU3KOC METOJO0JOTHMYCCKOC KAYE€CTBO M MX BBIBOABI I1O
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HHTEPCCYIOINM UCXO0AaM HE ABJIAIOTCA COFJ'IaCOBaHHI)IMI/I)

IMopsinok 00HOBJIEHUS KIMHUYECKUX PeKOMEHIan.

Mexanu3m  OOHOBIIGHHS ~ KJIMHUYECKUX  PEKOMEHJAIMKA  MpeaycMaTpUBaeT WX
CHUCTEMAaTHUYECKYIO aKTyaIM3alllI0 — HE PEKE YeM OJIMH pa3 B TPU I'ofia, a TAKKe MPHU MOSBICHUU
HOBBIX JAHHBIX C IIO3UIINU I[OKa?;aTeJIbHOﬁ MCAUILIUHBI I10 BOHpOCﬂM JUArHoCTUuKH, JICUCHU,
NpoPUIAKTHKK W peadWINTallMd KOHKPETHBIX 3a00JIeBaHHM, HAIMYMU OOOCHOBAHHBIX

JIOTIOJTHEHHU/3aMeyaHui K paHee yrBepkAEHHBIM KP, Ho He yare 1 pa3a B 6 mecsIieB.
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IIpunoxenue A3. CipaBo4Hble MaTepHAJIbI, BKIKYas COOTBETCTBHE
MOKA3aHUM K NIPUMEHEHHUI0 U MPOTHBONOKA3AHM, CII0CO00B NMPUMEHEHUA U
1103 JIeKAPCTBEHHBIX NPENapaToB, HHCTPYKIMHU 110 IPMMEHEHHI0

JJEKApPCTBCHHOI'0 IIperiaparTa

. Ilpuka3z MunznpaBa Poccun ot 21 ampens 2022 r. Ne 2741 «OO0 yTBepKICHHH TOPSIKA
OKa3aHUsi MEIUIMHCKOW MOMOINU MalMEHTaM C BPOXACHHBIMU M (WJIM) HACJIEICTBEHHBIMU
3a00JIEBAaHUSIMUY

. Kiiuanueckne pexomenmanuu  «l'uneprpoduueckas kapaumomuonatus» I1D:  KP283,
(http://cr.rosminzdrav.ru/)

. Meroauueckoe pykoBoacTBO «TpaHciutanTamus moukm» ID: MP34 (http://cr.rosminzdrav.ru/)

. IIpuka3z MunzapaBa Poccun (MunuctepctBo 3apaBooxpaneHus P®D) ot 24 nos6ps 2021 r.
Nel094n  «OO6 yrBepxkaenuu [lopsiaka HazHAUYeHUS JICKAPCTBEHHBIX INpENapaToB, (GopM
pelenTypHbIX OJaHKOB Ha JEKapCTBEHHbIE mpemnapathl, [lopsaka odopmieHHs yka3zaHHBIX
ONaHKOB, WX ydeTa W XpaHeHus, (opM OJIAHKOB pPELENTOB, COJEPXKAIIUX Ha3HAYCHHE
HApPKOTUYECKUX CPEACTB WM TICUXOTPOMHBIX BemecTB, [lopsiika WX M3TOTOBIEHUS,
pacmpenenenus, perucTpaluuy, yuera U XxpaHeHus, a taxoke [IpaBuwi opopmiieHus 0i1aHKOB
PEILenTOoB, B TOM YHCIE B (hOPME FIMEKTPOHHBIX TOKYMEHTOB)

. MexnyHnapoaHast kinaccudukanusi 0ojie3HEH, TpaBM U COCTOSHHUM, BIMSAIOLUIMX Ha 3710POBbE
(MKB — 10);

. IIpuxkaz M3 P® or 20 nexabpst 2012r. Ne 1183n «OO0 yTBepkIE€HHH HOMEHKIATYpPbI
JOJKHOCTEN MEIMLIMHCKUX paOOTHUKOB U (hapMalleBTUUECKUX PAaOOTHUKOBY.

. IIpuxaz M3 P® ot 23 utons 2010 r. Ne 541n. Enunbiil KBaau(pUKaMOHHBINA CIPAaBOYHUK
JIOJDKHOCTEH pYKOBOAMTENEH, CIEUUAIMCTOB W CIyXKalux, pasaen KpanmudukanmoHHble
XapaKTEePUCTHKH JIOJDKHOCTEH paOOTHUKOB B cdepe 3ApaBOOXpaHEHUS.

. @enepanbHblil 3akoH oT 25.12.2018 Ne 489 489-d3 «O BHeceHMM W3MEHEHUH B cTarhio 40
®enepanbHoro 3akoHa "OO 00s3aTenbHOM MEAMIIMHCKOM CTpaxoBaHuMM B Poccuiickoi
Oenepanun" u denepanbHelii 3akoH "OO0 0CHOBaX OXpaHbl 310pOBBS rpakaaH B Poccuiickoit
Oenepannn" 1Mo BOMpOcaM KIMHUYECKUX PEKOMEH AU,

. Ilpukaz Munzapasa Poccun Ne 1031 ot 28.02.2019 1. «O0 yTBepKA€HUU MOpsAKA U CPOKOB
pa3paboOTKN KIMHUYECKHX PEKOMEHJAIMi, UX MepecMoTpa, TUIIOBOM (OpPMBI KIMHUYECKUX
pekoMeHaaluii 1 TpeOOBaHMH K MX CTPYKType, COCTaBy M Hay4dHOH OOOCHOBAaHHOCTH,
BKJIIOYa€MOW B KJIIMHMYECKHE PEKOMEHAALUU UHHOPMAIM.

10.  Ilpumkaz Mwunzapasa Poccuu ot 13.10.2017 Ne 804n "OO6 yTBep>KACHUHM HOMEHKJIATYPHI
MEAMIMHCKUX yCIyT".
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IIpunoxenue A3.1. BolpakeHHOCTh KJIMHUYECKUX NposiBiaeHnii b® B

Pa3HoM BO3pacTe

Hetn

IToapocTkn

B3pocibie

AKponapecTe3uu

AKkponapecTe3uu

AxponapecTe3uu

BoJsp B KOHEYHOCTAX

BoJsp B KoHEYHOCTAX

BoJsp B KoHEeYHOCTAX

[TopaxeHust pOroBUIbI

[lopaxenuss xpycrajiuka u
pOTOBHUIIBI

[Topaxenuss xpycraiuka u
pOTOBHUIIBI

Jluxopanka Jluxopanka Jluxopanka

Tenmopas u  xolomgoBas | TemnoBas w  xojojoBas | TemmoBas HU XO0JI0A0Bas
HETEPEHOCUMOCTh HEMEPEHOCUMOCTD HEMEPEHOCUMOCTh
IIcuxoconmanbHbIC IIcuxoconmanbpHbIC IIcuxoconmanbpHbIC
H3MEHEHHUS H3MEHCHUS W3MCHEHHUS

CHIKeHMe ciyxa [Iporennypus [Iporennypus

KenynouHo-KueyHble
CHUMIITOMBI

Kenyno4Ho-KueyHble
CHUMIITOMBI

AHI'MOKEepaTOMBI

AHTIMOKEpaTOMBbI

YTomiseMocTb

YTomigseMocTb

CHIKeHue ciyxa

Tloyeynas HENOCTATOUYHOCTD

Cepﬂetmaﬂ HEOOCTAaTOYHOCTD

Hucynbt

CHumxkeHue ciayxa U IIyM B
ymrax

Jlumdpenema

Hpumeuanue: Y OJiICeHWUR C E® cumnmomur NPOAGIAIONICA NO324CE€ U BbIPAINCEHHOCNb UX

pasiuvra.
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IIpunoxenue A3.2. luddepeHumnanbHasi AMATHOCTHKA 0os1e3HU Dadpu

Tun Hapyuenus JAuarsos

[lerexuanbHas ChIllb, HACIEACTBEHHAs reMOpparniecKas
tenaHrudKTazus Penmaro-Ocnepa-Bebepa, anrnokeparoma
doppaiica, anrnokeparoma MuoOen, orpaHUYCHHAS
HEBU(OPMHAS aHTHOKEepaTOMa TyJIOBHILA, Oone3Hs [nnmiepa,
(byK031103, TAHTIIMO3U/103, ACTIAPTATIIIIOKO3aMUHYPHUS U
CHAJINJ03.

AHFI/IOKepaTI/IOMBI

Jlnaberndeckas ¥ aKOTOIbHAs 00JIeBast MOJIMHEHPOTIATHS,
BosneBoii cunapom nop¢upHitHas MOJWHEUPONATHS. PEBMATOUTHBIN apTPHT,
peBMaTH4ecKas JIMX0pajaKa, SpUTpOMeEIIaIrus, Cuaapoma Peitno

I/I3OJ'II/Ip0BaHHaH IMPOTCUHYPU, MaJIOCUMIOTOMHBIN

IToueynas matosorus o
TJIOMEPYJIOHEDPHUT, UHTSPCTUITUATBHBIN HEPpUT

Cepaeuno-cocyaucras
Kapaunomeranus, apuTMust HESCHOTO IF'eHe3a

cHCTEMa
Od¢ranbpmonornyeckue JlekapcTBeHHBIC O TATBMONIATHH (P TPUMEHEHUHN XJIOPOXHUHOB,
HapyIICHUSI aMHOJIapOHA™**)

KenynoyHo-KuneuHbli

TpaKr. CuHapoM pa3apakeHHOTO KHIIIeUYHHKa, 00se3Hb KpoHa
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Ipunoxenne A3.3. Kpurepuu HasnayeHusi P3T

bes [Toueunsie* | Cepmeunsie™ | IIHC* bomp* KKT*
MPU3HAKO
B u
CHUMIITOM
OB
Krnaccuueckas HebloT B | -MHKpOab - TUIIEPTPO - IIbB -Helpona - KK
B®, my»4nHbI Bo3pacte | OymmHypus | dus (Kimacc THYeCKast CUMIITOMBI
16 neT m (Kmacce 1) MHOKapa 2B) 6oms (Kmace | (Kiace 2A,
cTapiie -IpOTENH MTC >12 -THUA/ 2A) eciu
(Kmacc ypusi (Knace | mm) 6e3 (M | MHCYNBT | - Helipomna Pa3BUIINCH B
2B) 1) c (Kimacc THYECKAs BO3pAcTe 10
- CHIDKEHHE | MUHHUMaJIbH 2A) 00IIb, JaxKe 16 net; Kiacc
¢byHKINH BIMU - Totepss | mpH 2B, ecnu
mouek (CK® | mposiBiierns | ciyxac YCIIOBHH Pa3BUIILCH B
60-90) M) pudpo3a | KOppeKnu | MOITHOTO BO3pacTe
(Kmacc I) (Kmacc 1) el o KOHTpOJIS ee | crapiie 16
- IoYeyHast | - MPU3HAKH BO3pacTy | OoneyTonsto | Jier)
HEJOCTaTo4 | HapyIICHUS (Kimacc aMe (He
HocTh (CK® | cepaeunoro 2B) BIIUSIET Ha
45-60) pUTMa eKEHEBHY
(Kmace 2B) | (Kmacc I) 0
AKTHBHOCTB)
(Kmacc 2B)
Hexnaccuueckas - MEKpOajlb | - TUIIEPTPO - IIbB - Helipona - KK
B®, my»4nHBI Oymunypus | dus (Kimacc THYeCKast CUMIITOMBI
(Kimacc 1) MHUOKapJia 2B) 6oip (Knace | (Kiace 2A,
-IpOTENH MTC >12 -THUA/ 2A) eciu
ypus (Kimace | Mm) 6e3 (mnmn | MHCYNBT | - Heipora Pa3BUIINCH B
1) c munumains | (Kiace THYECKast BO3pacTe 10
- CHIDKEHUE | HBIMH 2A) 00JIb, TaxKe 16 met; Kimacc
byHKIIH MpOSIBJIGHUSI | - OTepsl | HpH 2B, ecnu
noyek (CK® | mun) ¢ubposa | ciyxac YCIIOBUH Pa3BUIINCH B
60-90) (Kmacc 1) KOPPEKIHU | TOJIHOTO BO3pacTe
(Kmacc 2A) | - npuzHaku el o KOHTpOJIS ee | crapie 16
- IoYeyHasl | HapyleHHs BO3pacTy | OoNeyTonso | Jer)
HEJI0CTaTOd | CepACUYHOTO (Kmacc UMy (He
HocTh (CK® | putma 2B) BJIMSIET HA
45-60) (Kimacc 1) CIKETHEBHY
(Kmacc 2B) 0
AKTUBHOCTBD)
(Knace 2B)
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Krnaccuueckas - MUKpOajlb | - THIIEPTPO - [IbB - Helipona - KK
B®, >xeHITIHBI Oymunypus | dus (Kimacc THYeCKast CUMIITOMBI
(Knacc 2B) | muokapna 2B) 6onp (Knace | (Kmacce 2A,
-IpOTENH MTC >12 -THUA/ 2A) eciu
ypus (Kimace | Mm) Ge3 (wnm | MHCYNBT | - Heipoma Pa3BIIIACH B
2B) c (Kmace THYECKASI BO3pacTe 10
- CHIDKEHHE | MUHHUMAJbH 2A) 00I1b, TaxKe 16 net; Knacc
GbyHKIIH BIMH - moTepsl | mpu 2B, ecmn
mouek (CK® | mposiBienns | ciryxac YCIIOBUH Pa3BIIINACH B
60-90) MHU) puOpo3a | KOpPpEeKIH | MOITHOTO BO3pacTe
(Kmacc 2A (Knace I) el o KOHTpoOJIA ee | cTapie 16
- IOYCHHAS - PU3HAKH BO3pacty | OoyeyTomsifo | JieT)
HEJOCTaTo4 | HapyIICHUS (Kmace uMu (He
HocTh (CK® | cepaeunoro 2B) BJIUSIET HA
45-60) pUTMA CXKETHEBHY
(Kmace 2B) | (Kmacc I) 0
AKTUBHOCTB)
(Kmacc 2B)
Hexknaccuueckas - MHKpOajb | - TUIIEPTPO - IIbB - Heilpona - KK
B®, >xeHITHBI Oymunypus | dus (Kimacc THYeCKast CUMIITOMBI
(Knmacc 2B) | muokapna 2B) 6oip (Knace | (Kiace 2A,
-IPOTENH (MTC >12 -TUA/ 2A) eCIH
ypus (Kimace | Mm) 6e3 (i | MHCYNBT | - Heipora Pa3BUIINCH B
2B) c (Kmacc THYecKast BO3pacTe 10
- CHIDKEHUE | MHHUMAJIBH 2A) 00J1b, TaxKe 16 net; Kimacc
GyHKIIH BIMU - oTepst | Opu 2B, ecan
nouek (CK® | nposiBiienus | ciiyxac YCJIOBUUA pa3BUIIKCH B
60-90) M) puOpo3a | KOPpPEeKIHU | TMOITHOTO BO3pacTe
(Kmace 2B) | (Kmacc 1) eif o KOHTpoOJIs ee | crapiie 16
- IOYeYHas | - MPU3HAKHU BO3pacty | OOJeyTONsIFO | JIeT)
HEJ0CTATOY | HAapyLIECHUs (Kmacc myMH (He
HocTh (CK® | cepneunoro 2B) BIIMSICT Ha
45-60) puTMa €XeHEBHY
(Kmacc 2B) | (Kmacc 1) 10
AKTUBHOCTBD)
(Kmacc 2B)

IMoka3anust k ®3T [26,79,80]:

ITouyeunsbie (Tpedyercst 1 00/1b110I KpUTEPHIi WM 2 BTOPOCTENEHHbIX)

OCHOBHbBIE KPUTEPUU:

+ Hepponarus ®abpu co camxennoit CKD

» Croiikast mpoTenHypHst >500 Mr/cyr/1,73 M 2 mocie HCKITIOYeHHs APYTHX IPHINH

* [TaTONOTHS BEICOKOTO PHICKA MTPH OMONICHH TTOYKH (TJIOMEPYISIPHBIN CKJIEPO3, KaHAIbIEBas aTpodus,

COCYAUCTHIN PuOPO3 UK CKIEPO3) — TOITHKO MYKUHUHBI

BropocreneHnbie KpuTepum:
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* [unepdunbTpanms
2
* UzonupoBannas nporennypus 300 mr/cyt/1,73 M © 1 Bblllle HOPMBI AJ1s1 BO3PACTa U 1MOJIa U
COXpaHsIoIIascsa He MeHee | roja mocje UCKIYEHUs APYrux NpUInuH
* lucyHKIMS TOYEUHBIX KaHAJIbLIEB
* ['unepToHMs MPOAOIDKUTEIBHOCTBIO HE MeHee 1 roza
* [TaToNOTrHs BHICOKOTO PHCKA MTPH OMONICHH MOYKH (TJIOMEPYIOCKIepO3, KaHaIbIIeBast aTpodus,

COCYAHCTHIN hrOpo3 WK CKICPO3) MPU HATMINH MOKA3aHUIH — TOJIBKO KEHIIUHBI
Cepaeunbliii (Tpedyercs 2 KpuTepus)

* LVWT >12 MM y My)uuH U >11 MM y )KeHIIIUH

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

» Venuuenne MMK He MeHee deM Ha 5 T/M ° B TOJI IPH 3 H3MEPEHHSX B TCUCHHE KAK MUHUMYM | rozna
* lnacronunueckas nuchynkuus JOK npu nByxmepHoii + 1o1iepoBckoil axokapauorpaduu

(crenenp 2 uiu 3 B COOTBETCTBUU C PEKOMEHIAIIUSIMI AMEPUKAHCKOTO 00IIecTBa 3XOKapAHOTrpapuu
W/WIM HAJTM4Me aHOMAJIUi B OTCIIS)KMBAHUH aKyCTHUECKHX MapKepOB)

* [ToTeps okpyxHOro rpagueHTa qepopMaliuu ot ocHoBaHus 10 Bepxymku JDK

* YBenuueHue pa3mepa JIeBOoro mnpeacepans Ha 2-MepHoU sXokapauorpaduu;

napacTepHajibHast mpoekuus no AnuHHoi ocu JDK >40 mM; nHaekc oobema JeBoro

npencepaus >34 mi/m 2

» Hapymienust puT™Ma u mpoBOAMMOCTHU: aTPUOBEHTPUKYIIIpHAs 0JI0Kaa, yKopoueHue nuteppaia PR,
0J10Kaa 1€BOM HOXKKY Iydka [ uca, enyJoukoBasi WM MpecepiHas TaXuapuTMHsL, CHHYCOBast
Opaaukapaus (6e3 mpuMEeHeHHsI IpenapaToB ¢ OTPULIATENBHON XPOHOTPOITHONW aKTUBHOCTBIO) WIIN
Jpyryue NpUYMHBI

* YMepeHHast UM TsDKesasi perypruTaius riIaBHOro UM MUTPAJIbHOTO KilanaHa

« JIT'D muokapaa JOK na MPT cepana

* [ToBbimenue ypoBHsa NT-proBNP Bbllie BepxHel rpaHuiibl HOPMBI U1 BO3pacTa U 1oJja

WM MTOBBIILIEHUE YPOBHS BHICOKOUYBCTBUTEILHOTO TPOIIOHMHA (3aMEeCTUTEIbHBIN MTOoKa3aTenb (pudposa)

0oJiee yeM B JIBa pa3a MPEBbIIIAET BEPXHIOIO IPAHUILY HOPMBI
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HespoJsorunyeckuii (tpedyercsi 1 kpurepmii)

* [IpeapLaynuii UHCYNIBT WM TPAH3UTOPHAS UILIEMUYECKasl aTaka
» CuspHast HeliporaTuueckas 00J1b, YCTONYHBAs K JICUYCHHUIO
* BuesanHast 0IHOCTOPOHHSIA MOTEPSI CIIyXa, KOTAa UCKIIOUYEHBI IPyTUe BO3MOXKHBIE IPUUMHBI.

® OCTpaSI HIIEMHYCCKast HCprOHaTI/ISI SPUTCIBHOIO0 HEPBA, KOrJa UCKIIKOYCHBI APYTHUEC BO3MOKHBIC ITPUYHHBI.

Kenyno4Ho-KHIIEYHbIE CUMIITOMBI

* 3HAYUTEIBHBIC KEITYT0UHO-KUIIICYHBIC CHMITTOMBI, HE PEarnpyrOLIe Ha JIPYrie BUJIbI JICYCHUS B TCUCHUE
KaK MUHHMYM 6 MECSIICB WIIH CBSI3aHHBIC C 33I€PIKKON POCTa MM 3HAYNTEIbHBIM CHIXKCHHEM KauecTBa
*u3uu [81].

a [l CK® <60 mn/mun/1,73 m 2, XBIT 3-5 cTeneHu: He MeHee 2 COIMIACOBAHHbBIX OLEHOK Wi n3Mepenniit CK® B TeueHHe Kak MUHUMYM 3 MECAIIEB; IpHU
CK® 60-90 mn/mus/1,73 m %, XBII 2 cTenenn: He MeHee 3 KOHKOPJAHTHBIX OLEHOK wik u3Mepenuii CK® He menee 6 Mec ¢ HaknonoM kpusoit CK® Gonpie
BO3pAcTHOH HOpMBI; i pCK® >135 min/mun/1,73 M 2 : camkenue CK® Ha 15% nnn Hakinon kpusoit CK® Bbillie BO3paCTHOI HOPMBI, H3MEPEHHOT
MeTozaMu siiepHoi MenuiHbL. PacuerHast CK® B 3TOM OTHOIICHUH HE SBILSIETCS TOYHOH M IIO9TOMY HE MOXKET OBITH HCIIOJIb30BaHA.

Coxpamenusi: XbI1 — xpounueckas 6oie3up moyex; @3T — depmenrozamectutensHas tepamus; CKO — ckopocTs Kiryb04KoBON QUIbTpaLiy;
LGE — no3anee ycunenue ragonianeM; MPT — marautHo-pe3oHaHcHast Tomorpadust; NT-proBNP — N-koH1eBoii )parMeHT nporopmoHa
HATPUHYPETHYECKOrO HENTHIa To0BHOro Mo3ra; pCK® — pacdeTHast ckopocTh Kity0o4ukoBoii punprpauum; GL-3 —

rinoboTpuraosmInepamu; 1u30-GL-3, rmoborpuaosmichunroszun; JOK — sesbiii sxenynouek; LVM — macca neBoro sxenymouka;

VMMIJDK — mHIIeKe Macchl J1eBOTo kKemynouka; LVWT— TonmuiHa CTeHKH JIeBOTo jKeIyJ0uKa
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IIpunoxenune A3.4. Kpurepuu ormensr 3T

Kpurepun ormeHbl YpoBeHb
y0eauTeJbHOCTH U
AO0CTOBEPHOCTH
PEeKOMeH/IalUu
[Tponyck manuentom> 50% unby3uit 1
[TocTosiHHBIE KU3HEYTPOXKAIOIINE WM TSKENble CBS3aHHBIE C 1
uHpy3uel peakuuu, HE pearupyromue Ha MTpOoQUIAKTUKY,
HanpuMmep aHapuIakcus
JKenanue nauueHra 1
TepmunanpHast cTaguss OOJE3HW TOYEK, 0€3 BO3MOXKHOCTH 2A
MEpECaJKN IIOYKH, B COYETAHUM C TSKEION CEPACUHOU
HegocratouHocThio (IV kimace mo NYHA)
TepmuHanbHass b® wnm uHBIE CONMYTCTBYIOIIME 3a00JEBaHUS 2B
MIPH 0KHMIaEMOI MPOJIOJKUTENILHOCTH KU3HU MeHee | roza
TsoKeINblii KOTHUTHBHBIN JAeQUIAT JTF000H ITHOIOTHH 2B
OtcyrcTBUE OTBeTa B TeueHHWE | Toma, eciu eIMHCTBEHHBIM 2B
nokazanueM k ®3T sBnsercs Heliponaruyeckas 00ib, NpU
YCIOBUU  MaKCUMalIbHOTO  oObeMa  MOJJEp)KUBAIOLIECH
Tepanun’
Kpurtepun nporuBonoka3anuii k Hayaaxy O3T YpoBeHnb
y0eauTeJIbHOCTH U
JAO0CTOBEPHOCTH
peKoMeHIaluun
Tsoxkenoe  3a0ofieBaHHME  Cepllla C  PaCIpPOCTPAaHEHHBIM 1
¢Gbubpo3oM, ecnu MopakeHHue cep/ia SBISETCS eIUHCTBEHHBIM
nokazanuem Kk O3T
TepMmuHanbpHas cTagusi OONE3HU TMOYEeK, 0e3 BO3MOXKHOCTH 2A
MEepEeCcaJKu TOYKH, B COYECTAHUU C TSKEION CEepPACYHOMN
HegocratouHocThiO (IV kmace mo NYHA)
TepmunanbHas b® wunu uHBIE COMyTCTBYIOUIME 3a00JI€BaHUS 2B
TIPH 0KHMIaeMOM MPOIOIKUTEILHOCTH KU3HU MeHee | rosa
Tspxenplii KOTHUTUBHBIN J€DUINT JTI000H STHOJIOTHN 2B
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Ipunoxenne A3.5. MoOHMTOPHPOBaHUE NALUEHTOB ¢ 00J1e3HBI0 Dadpu

Hcxonuo
. Kaxnpie | Kaxnabie
Uccnenyemblii mokaszaTenb (1 1o Havana Kaxpie
6 mec 12 mec
nposeaeaus O37T) 36 mec
"KanoOp1, anamHe3, mpoBeaeHue (HU3UKAIBHOTO + !
o00cienoBaHus
OO01mme 1aHHbIEe

[IpoBeneHNEe TE€HETUYECKOTO0 TECTUPOBAHUS M| +
CEMEHHOr0 CKpUHHUHTA
Onpenenenue AKTUBHOCTH dbepmenra, +
JIHK-nuarsoctuka
MoHuTOpUHT  au30-163 'y  TAIMEHTOB, + +
noydaronmx O3T

IMouku
MoueBrHa B CHIBOPOTKE KPOBU + +
KpeaTtnHuH B CBIBOPOTKE KPOBHU + +
MoueBast KHCJIOTa B CBIBOPOTKE KPOBH + +
Pacuetnas CK® + +
Iucratun C B KPOBH” + +
ANb0yMUHYPHS/TIPOTEUHYPHS (mokasatesnb
TOJKeH OBITh BBIPAKEH KaK OTHOIICHHE K + +
KpeaTUHMHY B  MOYE WJIU  MPOBOIUTCS
MCCIICI0BaHME MOYH, COOpaHHOM 3a 24 Jaca)
Y3U nouek + +

Cepaue
KT + +2
Oxokapauorpadus + +°
X0ITEPOBCKOE MOHUTOPUPOBAHHE + +°
MPT cepaua ¢ T1-kapTupoBanuem + +
NT-proBNP?, ypoBen» TpomonmHoB I, T
(BBICOKOUYBCTBUTEJIbHBIM TpOHOHI/IH)2

HepsHasi cuctema (11epedOpoBacKy/JIspHas CHCTEMA)
MP-tomorpagusi roJI0BHOTO MO3ra + +°
Ornenka 0onu (BH3yaJbHO-aHAJIOTOBasl IIKAJa) + +
OLIEHKH 00JI11)
I'acTponHTeCTHHANIbHAS CHCTEMA

930¢haroracTpo1yoI€HOCKOIHUS u/uny
KOJIOHOCKOTIHSI (nnst onpeeneHus
MOBPSKICHUSI WM BOCTAJICHUS] CIU3UCTOH
000JI0YKM) U  OHOIICHS KMIIEUHUKA? (s *
BBISIBICHUS Hanudusi  oriaoxkennit Gb3 B
HEelpOHaX BOPCHHOK)

I'naza
VccenenoBanye MesIeBOi JaMIIoi- | +

Koxka
OLieHKa aHTHOKEpaToOM, CTaHJIapTU3UPOBAHHBIE + +
dororpadpun

JApyrue ucciienoBaHust
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TonanbHAs ayIuOMEeTpHs (moporoBas)
TOHAJbHAs  ayIHMOMETpUs B  CBOOOJHOM
3BYKOBOM TI0Jie/peyeBasi ayJJuOMETPHs/UrpoBast
AyTMOMETPUSI/PETUCTPALIHS CTalMOHAPHBIX]
CIIyXOBBIX BBI3BaHHBIX MoTeHIuaaoB (ASSR]

rect) (crapiie S Jer)

[Ipumeuanue:
! KaKIbIA BUSUT

2
- Jauie I10 IoKa3aHusAM
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IIpunoxenne A3.6. 3adop

Onmomarepuasa

NSl TPOBeJleHus

ANAIrHOCTHKH B IIATHaAX BblcymeHHOﬁ KpoBH

KpoBs coOupaercs Ha CTaHIAPTHBIA TeCT-
OJIaHK, KOTOPBIM MPUMEHSETCS ISl CKPUHUHTA
HOBOpOXAEHHbIX B Poccuiickoit ®Denepaunu
WM QaHAJOTUYHBIM JI1 TIOJNY4EeHUS] CYXOro
MATHA KPOBHU.

KpoBp Moxer ObITh, Kak

KanwuisipHas (M3 manblia, MATKH), TaK U

BeHO3Has. BeHo3Has KpoBb cobOupaercsi B
NpPOOMPKY, AaKKypaTHO TEPEMEIINBACTCS U
3aTeM OBICTPO C TIOMOIIBIO MUTIETKA HAHOCHUTCS
Ha TecT-OjaHK — 1o 25-50 MKI KpoBM Ha
KOKIYI0 BBIIEICHHYIO obnacts. HeoOxomumo
XOpOILIO MPOIMUTATh BBIACICHHYIO 00JIaCTh Ha
¢unbTpe (puc. 1). [IpenmoururensHo coOMpaTh
o0pasisl mocsie enbl yepe3 40 muHyT — 1 yac.
Bo3MoxkHO Takke OCyIIeCTBUTH 3a00p KPOBU U
HATOIIAK.

Ha tecr-Onanke 00sA3aTeabHO JOJDKHBI OBITH
yeTko ykazansl @O, keM 1 0TKy1a HamnpaBJIeH
MAIUEHT, aTa POKICHUS U TeJIe(OH Jieyallero
Bpaua (pUCYHOK 2).

OG6pa3zerr cyxoro msiTHa KPOBH BKJIAILIBAETCS

B YHMCTHIN KOHBEPT, JIMOO B yUCTHIN (aiin. Tect-

OlaHK He JOJIKCH COIIpUKACaThCs C I‘pHSHOﬁ

MOBEPXHOCTEIO W € oOpasliamMu  JIpyrux
nmanueHToB. HeoOXomMMoO  MPUIIOKUTH K
obpaziam nH(pOpPMUPOBAHHBIE corjacus

nanmueHTa Wi €ro 3aKOHHBIX HpeHCTaBHTeHeﬁ

Ha NPOBCACHUC Ha60paT0pHBIX HCCIIeTOBaHUM

XXX N

He mesirmecs, afinscmy nnonurmend roman Ha wonmanesm, 60t AMEwAMe)
Kanam AonxHel NONHOCTEIO NPONUTATE KPYXKKM C 06paTHO CTOPOHBI
He kacaiiTeck 061acTy, NponUTaHHO KPOBLIO

Pucynok 1. OGpa3zer; npaBUILHOTO

HAaHECEHUsI KPOBH Ha T€CT-0JIaHK

4 N 7 N 7 S 4 N 7

f \ ! \ ! \ 7 v ! \\
\ ] \ ] \ I\ I \ I/
N\ 7 N N N\ 7 N\ 4

~
203 & 2023-10
XpaHuTs npu +2 - +25 C*

g - -

000002Q/W001

6 0010608

®HO Naymenra

JDara powaeHus [ara 83IATUA KPOBYW MNon
DUO Bpava

nny /ropoa / Aapec
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AJNropuTM IeiicTBU MeIUMIMHCKOT0 MEPCOHAJA NPHU B3ITUH 00pa310B KPOBH

®  BBIMBITH PYKH (TUTHEHUYECKHUI YPOBEHB), HAJIETh IEPUYATKHY;

e  BBIMBITH PYKHU NanMeHTa (IATKY peOeHKa, B Cllydae €M KPOBb OepeTcst U3 MATKH);

®  TpOTEepeTh 00JACTh MPOKAIBIBAHHS CTEPUIBHON canderkoi, cmoueHHOH 70% crmpToM,
IPOMOKHYTb CYXOM CTEpWIBHOH calgeTkol; MPOKOJOTh CTEPHWIBHBIM  OJHOPA30BBIM
cKapu(pUKaTopoM;

®  CHATH [IEPBYIO KAIUIIO KPOBU CTEPUIIBHBIM CYXUM TaMIIOHOM;

®  MSTKO HaJaBUTh JUIsl IOJIyYE€HUSI BTOPOM KaIlIM KPOBU;

® [PWIOKHUTH NEPIEHIUKYISIPHO TECT-ONAaHK K Kamjle KPOBU M IPONUTATh €ro KPOBbIO
HAaCKBO3b;

®  AHAJOrMYHBIM 00pa30M HAHECTH Ha TecT-OJaHK 6-8 Kamelsb, BUJ MSTEH KPOBU JIOJKEH
OBITH OJIMHAKOBBIM C 00EHUX CTOPOH.

®  BBICYIIUTh TECT-OJIAHK B TOPHU3OHTAJIBHOM IIOJIOXKEHMM Ha 4YHUCTOM OO0€3KUPEHHON
IIOBEPXHOCTU HEe MeHee 4 4 0e3 NPUMEHEHHUs TEeIIOBOM 00pabOTKM M NOMAJaHUs HPSIMBIX
COJIHEYHBIX JIy4el;

e  yIakoBaTb TECT-OJAHKU B UYUCTHI KOHBEPT TakuM 0Opa3oM, 4YTOOBI IsATHA KPOBU HE
COIIPUKACAIINC.

Oco6enHocT Npu UH(PY3MOHHON Tepanuu

HekoTopseie manueHThl MOTYT MOJIY4aTh HH(Y3MOHHYIO TEPAINIO, IIEPETMBAHNE KOMIIOHEHTOB
KpPOBHM, YTO MOJKET OKa3aThb BIIMSHUE HA pe3yabpTaThl TecToB. Hampumep, nmpu nepenuBaHuu
IUIa3Mbl  KPOBM MOTYT OBITh HOJYYEHBl JIO)KHOOTPULATENbHBIE pE3ylbTaThl, TaK Kak
onpezenseMble (EpPMEHTbl HaXOAATCS B IUIa3M€ W B KJIETKax KpoBU. Pexkomenayercs
oCyIIecTBUTh 3a00p kpoBu st pepmeHTHor U JIHK-muarnoctuku ve 9 panee uem uepes 6-7
JHEH Ioclie MepeNnuBalts IU1a3Mbl KpoBH M yepe3 7-10 nHel mocie nepeauBaHus KOMIIOHEHTOB
KpOBH

He nomyckaercs 3a60p kpoBu

e  Cpasy moclie NpoBeIeHHs MAUEHTY HH(Y3HOHHON Tepanuu;

e  cpa3sy [0CiI€ 3aMEHHOI'0 IEPEIMBAHUSI KPOBH.

XpaHeHHe U TPAHCHIOPTHPOBKa OMoMaTepuaJa

OO0pa31bl BBICYIIEHHBIX MATEH KPOBH MOXKHO XpaHUTh B OOBIYHON Kamepe XOJOIUIbHHUKA IpU
+4 C no ornpaBku. Cpok XpaHEHUd 10 MOMEHTa OTHPABKW HE JOJKEH MPEBBIIATh 7 nHEH. Ecnu
XpaHUTh J0JIblIE U MU OoJiee BHICOKOM Temreparype, TO akTUBHOCTb (pepMeHTa Jaxke B HOpMe

MOKCT CHHUXATBCA, YTO IMPUBCIACT K JIOKHOIIOJIOKUTCIILHBIM PE3YJIbTaTaM.
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Ipuioxkenue b. AlIropuTmMsl 1eHCTBUI 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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OPYruX MeToA0B fleueHns (B
TOM YMC/Ie TPAHCMIaHTaLMA

opraHos)




Hpuiaoxenue B. Undopmauus A1 manueHra

bonesnp ®abpu (bP) wim OGonesnp AHmaepcona-dabpu — peakoe HacaeACTBEHHOE
3a00Js1eBaHNe, KOTOPOE OTHOCUTCS K JIM30COMHBIM 0O0JIE3HSAM HAKOIUIEHUS.

Kiaunnyeckue nposiBjieHus.

IIpu OGone3nn @Palbpu CTpajalOT NPAKTUYECKH BCE CHUCTEMbl OpPraHoB. Y MHOTHX
HaOrofaTes HelponaTuyeckas 00ib (Kryure OOJIM B KUCTSX M CTOIAX, YCHJIMBAIOLIUECS B
KapKyl TMOoroay, npu (GU3HYECKOW Harpyske), KOXKHBIC IPOSIBICHUS (aHTMOKEPaTOMBI),
HapyLIeHHE MOTOOTAEICHUs (TUMO-, aHTUPO3), TMOpaKEHHE Nepudepuyeckoil M HEHTPAIbHON
HEPBHOH CHUCTEMBI (MHCYJBT), IMOYEK, CEpJla, OpraHa 3peHHs (BUXPEBHUAHAsS KEpaTomaTws),
ey JOYHO-KUIIEYHOT'O TPaKTa.

IIpu xnaccuueckoil opme 3a0oneBaHue HauumHaeTcs B 4-12 jer M xapakTepusyercs
NEPUOIMIECCKUMHU OOJSIMH MPEUMYIIECTBEHHO B KHCTSAX U CTOINAX, MHOTAA OOJb JOKAJIH3yeTCs B
KUBOTE€ M TPUCTYIBl HANOMUHAIOT aNNCHIUIUT. bBoiM ycWiIMBaIOTCS TpPU TOBBIICHUN
TeMIeparypbl Tena, (U3NYECKHX Harpy3kax, B JKapKyl M XOJIoJHYyI mnoroay. bomm moryr
poTeKaTh 1o TUILY Kpu3oB. C Bo3pacToM 00JIeBble KPU3bl OOBIYHO YMEHbBIIAKOTCS.

OnHUM H3 SPKUX CUMIITOMOB SIBJISIFOTCS QHTHOKEPATOMBI, KOTOPBIE €CTh MPAKTHYECKH Y
Bcex mnanueHToB. [lo pasmepy 3To HeOombInHMe, ¢ OyTaBOYHYIO TOJIOBKY, OOpa3oBaHUs —
KpPacHOTO MJIM 0arpoBOTrO IBETA, TIOCKUE WM MPHIIOAHATHIC HAJ IMOBEPXHOCTHIO KOXKHU. Yare
BCEr0 MOSBIIAIOTCS aHTMOKEpaTOMbl B HIDKHEH 4acTW >KMBOTA, PAaCHpOCTPaHSsICh Ha Jpyrue
y4yacTkH Tena. OHM He IPUUYHHSIOT 0c000T0 OECIIOKONCTBA — TOJIBKO €CIM HE 3aTParuBaioT BCIO
MOBEPXHOCTH TEa.

[Topaxxenne mouek npu bd HaGmomaeTcs MPaKTHYECKH Y BCEX MYKYMH M Y MHOTHX
*KeHIMH nocie 40 jer, YTo NPUBOJUT K MOYEYHOH HEAOCTATOUYHOCTH U TpeOyeT MpoBeleHHe
reMoiuain3a.

Y MHOTHX MAaIIeHTOB C BO3PAaCTOM Pa3BUBACTCS THIEPTPOQHs MHOKapHa, KaTapakTa U
HapyIIeHHUE CIIyXa.

IIpuunnsl 60e3Hu Padpu.

Bonesnp oOycnoBinena Mmyrtamusmu B reHe GLA, KoTopblii komupyer ¢epMeHT o-
ramakto3unaszy (A-I'AJl ). DTor pepMeHT ydacTByeT B peakIUsIX pacHIeIUICHUS] OCOOBIX KUPOB
— TIMKOC(UHTONMIUIOB. B pe3ynprate HEMOCTATOYHOCTH (PepMEHTA MPOUCXOAUT HAKOTUICHHUE
[JIMKOC(HUHTOJIMITUOB B Pa3IMUHBIX OpraHax v TKaHsX.

I'en GLA pacronoxeH Ha X-XpoMocoMe U 3a0ojeBaHue MMeeT X-CUEIUIEHHBIH THII

HacsenoBanus. Ho B OTIMYMK OT MHOTHX JAPYruxX X-CLEIJICHHBIX PELEeCCUBHBIX 3a00JIeBaHUM,
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60-70% >KeHIINH — TeTePO3UTOTHBIX HOCUTEIBHUI] UMEIOT KIMHUYECKUE MPOSBICHUS, TPUUEM
WHOT/Ia TAKKE JKe TSDKETIbIe, KaK U 'y OOJTBHBIX MYKYHH.

Honroe Bpemsi cuutanoch, yto b® oueHs penkoe 3aboieBaHHE, HO CKPUHUHTOBOE
uccienoBanre B MTamuu 1Mokas3ano YAMBUTEIBLHO BBICOKYH) YacToTy 3Tou Oomesnm: 1:3100
HOBOPOXJICHHBIX MAJIbYMKOB UMEIN HHU3KYI0 akTUBHOCTh A-I'AJI A m myrtamuu B rene GLA.
[TosToMy BO3MOXHO, 4YTO MHOTME Cly4ad 3a00JeBaHHs TaK M  OCTAlOTCS  HE
JTMarHOCTUPOBAHHBIMHU.

Urto6s! BeIsiBUTH b®, BO MHOTHX cTpaHax, B TOM uucie B Poccun, 00ciaenyroT naiiueHToB
U3 OTZEJICHUI reMOouan3a, HEBPOJOTHYECKIX U KapAUOJIOTMUECKUX CTallMOHAPOB.

Kak ycranaB/IuBalOT AUArHos.

Bpaun Ha OCHOBaHMM KIMHHYECKHX CHMITOMOB MOTYT 3arloJ03puTh O00Ne3Hb. 3aTeM
MPOBOASATCS Ta0OPATOPHBIE TECTHI U MHCTPYMEHTAILHOE HCCIIEI0BaHUE.

TouHblll TUarHO3 MOXKHO YCTAaHOBHUTH, U3MEPUB aKTHUBHOCTh (DEPMEHTA, WU OMpEACIUB
KOHIIEHTpAIUIO Jn3ochuHTOIMIIUAA -1130-1 63 B KpoBH. )i 3TOr0 JOCTAaTOYHO cOOpaTh KPOBb
Ha KapTOYKYy-QUIBTP W3 Tallblla WIM W3 BEHBL. TaKWe KApTOYKH €CTh B JIFOOOW MEIHMKO-
TeHETUYECKOM KOHCYNIbTAIlMU U B MOJTUKIMHUKE.

TouHbIl TUAarHO3 Ba)eH AJIsl METUKO-TEHETUYECKOT0 KOHCYIbTUPOBAHMS, IPEHATATbHON
JUArHOCTHKY 3a00JI€BaHUs, YCTAaHOBJICHUS! HOCUTEIIbCTBA.

Jleuenmne.

Hns B® paspaboran >hexTuBHBI MeToA JedeHHs — (QepMEeHTHO-3aMeCTUTENIbHAS
tepanust (D3T), mosToMy paHHsSS TUATHOCTHKA 3a00JIeBaHUS UMEET OOJbIIOE MPAKTUYECKOe
3HaueHue. K coxaneHuto, yacThb ciay4yaeB AMArHOCTUPYETCS HA MO3JHUX CTAausAX OOJIE3HM, YTO
HE /JaeT BO3MOXXHOCTb MOJY4YUTh 3HauuTedbHbI 3 dext D3T. Ognako, Ha 000N cTaauu
Oone3nn Hayano O3T mo3BonsSeT 3aMeUIUTh MPOTPECCUPOBAHHE M CMSATYUTH KIMHUYECKUE
CHUMIITOMBI.

PoJib ceMbM 1 nanmeHTa.

Ha mpumepe b® M0kHO 1TOKa3aTh BaKHOCTh COCTABIICHHSI POJOCIOBHOM M 00CIeT0BaHUS
poacTBeHHUKOB. CuuTaercs, 4YTo, yCTAHOBUB JUArHO3 Y OJHOTO MAlMeHTa, IpU 00CIeA0BaHUN
POJICTBEHHUKOB MOKHO HAWTH elie 5 OOIbHBIX Ha Pa3HBIX CTAIUAX O0JE3HU — OT MPAKTHYECKH
0ECCUMIITOMHOM 10 TSKENOA.

[TarimenTsl ¢ B MOTyT MOMOYL CBOMM POJHBIM, TTPOCTO COOOIITMB UM O HEOOXOIUMOCTH
NpOUTH nuarHocTuky. Ecnm nuarHo3 Oy[eTr yCTaHOBJIEH paHO — 10 Havala HeoOpaTUMBIX

U3MEHEHUH BHYTPEHHHUX OpIaHoOB, JieueHue Oyzaer ropa3no s¢¢extuBHee. Jlevamuii Bpau uiu
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Bpauy-TEHETHK HE MMEET MpaBa pasrjamarbh MEAWIMHCKYI0O HH(OpMAaLuio, IMO3TOMY Cyns0a
POIHBIX — IETUKOM B PyKaX CaMHX MallEeHTOB.

Ponnbie OpaThst U cecTpbl, BCE POACTBEHHUKHU 10 MATEPUHCKON JTUHUM — JSIU, TETH U
JIBOIOPO/IHBIE OpaThst M CECTPBHl JIOJDKHBI OBITH HPOWH(POPMUPOBAHBI O HEOOXOJUMOCTH
TecTUpoBaHUSA. B cempsx OONE3Hb MOXKET HPOSBIATHCA MO-pa3HOMY. Y MYXKUYUH YacThIM
ocioxHeHueM mocie 40 neT sABIsAeTCs MOoYeyHas HelrocTaToyHocTh. Ho B paHHeM Bo3pacrte
OCHOBHas Ka00a — 3TO aKpomapacTe3uu, aHTHOKepaTOMBbl. JKEHIIMH MOTYT OECIIOKOUTH 0OJIH,
a MOYeYHas HEIOCTaTOYHOCTh BCTPEYACTCS PEXE M MOXKET Pa3BHBAThCS B IMO3JHEM BO3pacTe.
[IpoBeneHne MONEKYISIPHO-TEHETHYECKOTO aHAIN3a, HANPaBJICHHOTO HA BBIABICHUE CEMEHHOM
myTanuu reia GLA moka3aHo ClIeAyIOIIMM POACTBEHHUKAM IMaIllMeHTa!

J1s1 npo6aHaa My>KCKOI'0 110J1a:
MaTh

no4epu

OpaThs U cecTphl

CBOJIHBIE OpaThs U CECTPHI 110 MaTEPU
JIe]T TI0 MATEPUHCKOH JINHUH
0alyIika 1o MaTepUHCKOM THHUU
JIETH 1oYepen

OpaThs U cecTpbl MaTepu

© 0 N o g b~ w0 DR

no4yepu OpaTbeB

[ =Y
o

. IETH CecTep

[EEY
=

. 1049€pHU TNIEMAHHUKOB

[EEN
N

. AC€TH TINICMAHHUIL

[ =Y
w

. ABOXOPOJHBIC 6paTB$I " CCCTPHBI IO MaTepHHCKOﬁ JIMHUU

[EEN
EN

. IouepH BHYKOB (TIPaBHYYKH) 110 JTUHUU JA0Uepeit

[EEN
a1

. IeTH BHYYEK (IIpaBHYKH U MPaBHYYKH) 1O JIUHUH JOoUepen
Jl1s1 npoGaH/Ia KeHCKOro moJia:
Math
orell
JCTH
0aly11Kka 1o MaTepUHCKOMN JTMHUU
JIeJTyIIKa 10 MaTepUHCKOM JTMHUN

0alyIika 1Mo OTIOBCKOM THHUU

N oo g s~ wDd e

ACAYIIKa 110 OTLIOBCKOM JTUHUU
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10.
11.
12.
13.
14.
15.
16.
17.
18.
19.
20.
21.

OpaThs U CECTPHI
CBOJIHBIE OpaThs U CECTPHI 10 MATEPUHCKOM JTMHUU
CBOJIHBIE CECTPBHI 110 OTIIOBCKOM JTMHUU

BHYKHU U BHYYKHU

OpaThs U cecTpbl MaTepu

OpatThsi ¥ CECTPhI OTLIA

Jouepu OpaTbeB

JIETH cecTep

JI04Yepy BHYKOB (ITpaBHYYKH)

JI€TH BHYYEK (MPaBHYKU U MPAaBHYUKH)
JIBOIOPOJTHBIE OpaThs U CECTPHI 10 JTMHUU MaTEepH
JIBOIOPOJIHBIE OpaThsi U CECTPHI 1O JTMHUH OTIIA
JI0YEpH MIIEMSHHUKOB

JCTH IIJICMSIHHUNI]
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Ipunoxenne I'l-I'N. IlIkanbl o1leHKH, BONPOCHUKHU H Apyrue
OLICHOYHBbIC HHCTPYMEHThI COCTOSIHUA NMALMEHTA, IPUBEICHHbIC B

KIMHUICCKHX PEKOMEHAAIUAX

He npumennmo.
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