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TepMuHbI U onpeaeIeHUs
(DCpMeHTHa}I 3aMCCTUTCIIbHAA TEpalluad — JICHCHHE, 3aKIYarolieeCss BO BBCIACHHU
npenapara (peKoMOMHAHTHOTO (epMeHTa) NaIMeHTaM C HAcJEJICTBEHHBIM HapyIICHUEM
MeTaboIM3Ma.
JInsocomubple 0OOJE3HM HAKOIUIEHHS — rpymmna HaCJICACTBCHHBIX MOHOI'CHHBIX

3a00JIeBaHUH, CBS3aHHBIX C HAPYIIEHUEM (PYHKIIMH JTU30COM



1. KpaTkasi uHgopManus mo 3a00J1eBAHNI0 UM COCTOSTHHIO

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 HAKOIUIGHUIO TIMKO(OCHOIUIHIOB B
JIM30COMAax KJICTOK pPa3jiMuHbIX OpraHoB, BKJIIOYasA CEpAaAUcC, IMOYKHM, HCPBHYKO CUCTEMY H
SHIOTEUNA COCYNIOB. 3a00JeBaHHE HOCHT MPOTPECCHUPYIOMIHA MYJIbTUCUCTEMHBIA XapakTep,
XapaKTEPU3yeTCsi CHUKCHUEM KayecTBa U MPOJIOJDKUTEIIEHOCTH KU3HHU. be3 coOTBETCTBYOIIErO
JICUCHHSI CMEPTENBbHBIM HMCXOJ, KaK MpPaBWJIO, HACTymaer Ha 4-5-M JeCATUICTUU >KU3HU OT
CEPJICYHO-COCYIUCTHIX, IEPEOPOBACKYISIPHBIX OCIOXKHEHUH WM TMOYCYHON HEJ0CTATOYHOCTH
[1,4,73].

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

HJIN COCTOSTHHM)

[TpuunnOo#t Bo3HUKHOBeHUST b® sBisiroTcs maroreHHble BapuaHThl B reHe GLA, koTopsiid
koaupyet gepmeHT o-ramakro3uaasy (GLA; EC 3.2.1.22). 'en GLA kapTupoBaH Ha JJTMHHOM
wieye xpomocombl Xq22.1, umeer pazMep okojio 12 Teicay map HYKJICOTHIOB U COCTOUT U3 7
DK30HOB.

K nacrosmemy Bpemenu uaentuduimponano 1110 BapuantoB B rene GLA, B Tom uncie
6osee 1000 maToreHHBIX BapHaHTOB, U3MEHSIOIIUX CBOMCTBA U CTAOMIIBHOCTH O-TaJaKTO3M 1a3blI
[1,4]. BOTBIIMHCTBO MyTAaIHi SBISIOTCS YHUKATBHBIMU JJI Kaxa0u ceMbu. b® Hacnemgyercs mo
X-CLEIUIEHHOMY TUITY.

[lepBuynHbIM OHMOXuMHUYecKUM AedekToMm npu b sBiseTcss Hep0CTaTOYHOCTh (pepMeHTa
0-TaJIaKTO3M/J1a3bl, KOTOPBIN OTUIETUIIET TEPMUHAIBHBIA OCTATOK Oi-TAJaKTO3bl OJINTOCAXapUIHON
LHeNu HEeWUTpaldbHBIX MIMKochuHronunuaoB. HenocraTouHocTh (¢epMeHTa MNPUBOAUT K
HaKOIJICHUIO B JIM30COMAaX PA3IUYHBIX KJIETOK (PHIOTENUANIbHBIE U TJIaJKOMBIIICUHbIE KIETKU
COCYJIOB, SIUTENMAIbHBIE KIETKHM OOJBIIMHCTBA OPraHOB, IIEHTPAJbHOW HEPBHOH 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 MPo0JIeM, CBA3AHHLIX 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

BeIIEISIIOT Be (hopmMbl BD — kimaccuueckyro (n1e0roT B JIr000M BO3pacTe, MYJIbTHCHCTEMHOE
MOpaXEHHUE) U HEKJIACCUUYECKYIO (IT03/JHEE HA4ajl0, U30JIMPOBAHHOE MTOPAXKEHUE OJIHOM CUCTEMBI
OpraHOB: FOJIOBHOTO MO3r'a, cepAla wiu novek) [1,4].

1.6 Kiinmanyeckass KapTHHA 3200JeBaHUA WJIHM cocTOosIHMA (rpynnbl 3200J1eBaHMi

WJIU COCTOSAHMI

Knunnueckue nposiBneHus: npu b® Moryt ObITh Ype3BbIYAIHO pa3HOOOpA3HBIMHU KaK 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 NPEJACTABIECHbl YETKO OTrpaHUYE€HHBIMH
nanyjgamMM KpacHOTro, TEMHO-KpacHOro, OOpIOBOro, JMJIOBOTO WM CHHE-YEpPHOIrO I[BETa
pasmepoM 0,2-1,0 cM, 00pa3yroIIMMHUCS U3 CKOIUIEHUH OTIENbHBIX KPOBEHOCHBIX COCYIOB B
BEPXHHUX CJIOAX JIE€PMBI, U YTOJIIEHUEM SIUAEPMHUCA B BHUJE NOBEPXHOCTHOIO THUIIEPKEPATO3a.
Ouaru Ha HayaJbHOW CTaJAMM IIOCKUE, OoJiee CBETJIOrO 1BETa U Jierde nojjartcs cxartuio. C
TEYEHHUEM BPEMEHU OHU TEMHEIOT, CTAHOBSTCS TBEpP)KE M CIIeTKa MPUIOTHATHI HaJ
MOBEPXHOCTBIO KOXKM. OOBIYHO OHM PACHOJIOXKEHBl CHUMMETPHYHO B MaxOBOW 00JacTH, Ha
AroJuIax, 0eapax U B 001aCTH MyNKa, Ha JaJ0HAX. ENMHIYHBIE aHTHOKEPAaTOMBI MOTYT BHEIIIHE

HallOMUHAaTh  capkoMy  Kamomm,  NHOTeHHYI0  TpaHyliemy, NUTMEHTHPOBAHHBIN



0a3aNbHOKJIETOYHBI UM IUIOCKOKJIETOYHBII pak M B HEKOTOPHIX CIIydasX MeJIaHOMY.
AHIMOKEpaTOMbl TIPOSIBISIOTCA B JAETCTBE U IIOCTENEHHO C TOAAMM YBEJIWYUBAIOTCA B
KOJIMUECTBE U B pa3Mepax. MoryT BO3HUKHYTh TaK)K€ aHTMOAKTA3UU B CIM3UCTOM 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 MONMMHEHPONaTuy THIIMYHBI TaKHe KaJIOObl, KaK JUITMTEIbHAS
Krydass CHUMMETpUYHas O0Jib B JUCTAJbHBIX OTAENaX KOHEYHOCTEeH (KHUCTH, CTOIBI) C
uppaauanueil B MpOKCUMAalbHBIE OTAEINbI, CTpeNsionas MnpoHsaromias 00ib, 00yib, MOJ00HAsS
ANEKTPUUYECKOMY DPa3psly, a Takke aUIOAUHUS — O0Nb B OTBET Ha HEOONEBOM CTUMYyI, OHa
MOXET OBITh KaK TaKTWJIBHOHW, TO €CTh 00JIb Ha NMPHUKOCHOBEHHWE KHCTOYKOW, BATKOH, TaK U
TEMIEPATYPHOI — TMpU TEPMUYECKOM BO3JCHCTBUM, IPU TOBBIILIEHUU TEMIIEPATYypPhbl
OKpY’KaroIllel CpeJibl, U THUIepHaTHs — uype3MepHas 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 kpusbl Pabpu 4YaCTO BO3HUKAIOT IpPU IEpEMEHE MOroJbl, JHUXOpAaJKe,
¢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 HPpaguUpoOBaTh U3 JUCTAJIBHBIX OTIENOB 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 MexanusMm 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
MOJIMHEHPONaTUN TOHKUX BOJIOKOH, nepudepuyueckas HeliponaTudeckast 6oib. Taxke n3BeCTHO
o Kanplupukanuy tanamyca npu b® (uenTpanbHas Helponatuyeckas 00J1b MPU MOBPEXKACHUU

Tajgamyca).



Hapymenne nmorooraenenuss Y nanueHtoB ¢ b® yacTto BCTpedaeTcsi CHUKEHUE WM
IIOJIHOE  OTCYTCTBHE  IIOTOOTJAEICHMsS. 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 HaOnroaaeTcst 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 coctaBiser 6,9% y myxuuH u 4,3% y KeHIIUH. Y OOJBIIMHCTBA OOJIbHBIX
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 SBJSIETCS CIEJCTBUEM aTUIIMYHOIO TeUeHHs O0JIe3HU €
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 MpHYUH U (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 IlepBeiM npu3HakoM 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 HEPPOTUUECKHH 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 cramum). 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 KHcTaMu [ 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 b®d sBisercs runeprpodus



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

VYTOonmeHne  CTEHOK  cepAla  Helmb3s  OOBSICHUTh  TOINBKO  OTJIOKCHHEM
[NIMKOC()UHTOMUNIUAOB B MUOIIUTAX U MPOBOJSIICH TKaHM, TaK KaK MUX JIOJIS COCTABIISIET MEHee
3% ot oOmei Maccel Muokapaa. COOTBETCTBEHHO, 00Jie€ Ba)XKHOE 3HAYCHHE HMMEIOT
runeptpodus muonutoB u ¢udpos. ['uneprpodus n Gubpo3 Muokapaa 4acTo COMPOBOKAAIOTCS
JIMACTOMYECKON TUC(YHKIMEH JIeBOTo *Kemynouka. [l oneHkn (yHKIHMK CepAlia MPUMEHSIOT
TKaHEBYIO Jommuiepaxokapauorpaduio  (mommuiep-OxoKI'). Hapymenus auactonmdeckoi
(GYHKIIMM MOTYT MPHUBECTH K Pa3BUTHIO CEPACYHOW HENOCTaTOYHOCTH. [Ipu3Haku 3acTONHOIM
CepJICYHON HEAOCTaTOYHOCTU BbIABIAIOTCA Y 11% myxunH u 6% sxeHmwuH ¢ b®. Ilo nanusiM
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
npoBoauMOCTH. 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 ObITh MOHOCHMITOMHOE TEYEHHE
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 nuMmpenema 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.

Odraabmoniornyeckne Hapymenus 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.

H3meHeHNs1 cO CTOPOHBI OPraHOB CJIyXa M BeCTHOYJISIPHOIO 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 MHOTJA MpU3HAKU
3a0oJieBaHUsT MOTYT AcOroTHpoBaTh U B 2-4 rona [1,4,5,83]. CHavyama cuMITOMBI 3a00JIeBaHUs
UMEIOT Hecnenuu(UYeckuil XapakTep, YTO 3HAYUTENBHO 3aTPYIHSIET U 3aMEIJISeT MMOCTAaHOBKY
JMarHo3a. 9TO MOXET ObITh 00Jb, AUCKOMGOPT B KUBOTE, HEO(POPMIICHHBIH CTYI, CyXOCTh

KOXHBIX IIOKPOBOB, IINI0OXas TIEPCHOCUMOCTDL 2JKapbl, HWHOrJa MNPHUBOJAIIAA K PA3BUTHUIO
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JUTOTUMUYECKUX, OOMOPOYHBIX COCTOSIHUM, 3MHU301MYecKue O00nM B cTomax Wi KUcTsaX. Eciu
0onu B pykax JEeOIOTHUPYIOT B BO3pacTe MeHee 3 JIeT, TO BepUPHUIMPOBATh WX OBIBAaET KpaiiHe
CJIO)KHO, T.K. BHEIIHE 3MK307 OONM BBINIAJUT KaK HCTEPHKA, IICUXOMOTOPHOE BO30YXICHHE.
KocBeHHBIM MpH3HAKOM SBISETCA TO, YTO PEOCHOK YCIIOKAaWBAaeTCs B MPOXJIAAHOW BOJE
(OacceiiH), ucHbITHIBaeT OOJErYeHNE, KOT/Ia JIOKHUTCS HA XOJIOJAHYIO MOBEPXHOCThH (HAIpHUMep,
Ka(enbHbIi 10). B manpHelneM xano0bl Ha 00 B KOHEUHOCTSIX CTaHOBSTCS 00Jiee 4acThIMU
U TIOCTETIEHHO PUOOPETAIOT TUITMYHbIE U1 D nposBieHus.

l'actposuTeponoruueckue MposiBIeHUS OO0JNIE3HHM MOTyT OBITh OJHUM U3 TMEPBbBIX
CUMIOTOMOB 3a00JieBaHUSI B JETCKOM U IOHOIIECKOM BO3pacTeé U BO3HUKATh Ha IEPBOM
NEeCATUICTUN KU3HH, OJHAKO, B CHJY CBOCH Majod CHenu()UIHOCTH SIBISIOTCS KOCBEHHBIMU
mapkepamu b® B coyeranuum ¢ apyrumm Ooiiee THMMYHBIME cumrTomMamu. HambGomnee uacto
HAOMIOIAI0TCA  CXBAaTKOOOpa3Hble OO B KHBOTE, B3AYTHE JKHBOTA, HEYCTONYMBBIA CTYI,
TOILIHOTA, PBOTA, CHIKEHUE aNIeTuTa U 1e(UILuUT Beca.

Crnenuduueckoe  «MyTOBYATOE»  INOMYTHEHHE  POTOBUIBI  (TaKk  Ha3bIBaeMas
«BUXPEBUIHAS» KepaTomaTusi Win cornea verticillata) — w9acTelii cuMOTOM B JETCKOH H
MOJIPOCTKOBOM momyisiiuu nanueHToB ¢ b®. Ero mMoxHO oOHapyXuTh B BO3pacte 4-5 Jer.
Takass crnenuuYHOCTH AeNaeT BO3MOXKHBIM MPENON0KUTh Hanuuue b® Ha paHHel cTaauu.
Takue u3MeHEeHHs], KaKk TIOMYTHEHHUE XPYyCTajJuKa B BUJIC PAAUAIBHON 3a7HEN CyOKamncyaspHOi
KaTapakTel — «karapaktel ®abpu» © JABYCTOpPOHHEH TmepenHed KalcyasipHOW U
MOJKAICYISPHON KaTapaKThl Yallle BCTPEYAOTCs Y B3POCIBIX OOJBHBIX.

Tunuynbie koxHbIe NposiBieHUs] bBd — aHrnokepaToMbl, TakXke MOTYT HAaOJIIOJIAThCS Y
MALIEHTOB yX€ B J€TCKOM Bo3pacTe. [IepBble 2JIEMEHTHI 4acTO MOSBISIOTCS B MOAPOCTKOBOM
BO3pacTe, KaK MpaBUJIO, OBIBAIOT €IUHUYHBIMU M MOTYT MMETh HETUIIUYHYIO JIOKAJIHW3alHIO0
(ymmu, rpynHas KJjeTkKa), Ha CIM3UCTBIX IOJIOCTH PTa, MO3TOMY UX OOHapy>K€HHE BO3MOXKHO
[IOCJIE TIIATEIBHOIO OCMOTpA.

[Topakenne mouek Takx)e 4acTo IeOIOTHPYET B JIE€TCKOM Bo3pacTe (B 3-5 neT), 0JHaKo,
KJIMHUYECKH OHO HUKAaK HE MpOsBIsAeTCS. BBIABUTH €ro BO3MOXXHO TOJBKO JIAOOPaTOPHBIMU
METOaMu (CyTOYHasi IKCKpeuus: Oenka/anp0ymuHa ¢ Mo4oit). [lepBbIM MpU3HAKOM MOPAKEHUS
[IOYEK, YacTO HMMEIOUIEM MECTO y JeTeldl U IOJPOCTKOB, cTpajgatomux bd, sBigercs
aMu30auYecKas anbOyMuHypus (dKckpernus anmpOymuHa ¢ mModod ot 30 mo 300 mr/24 4). B
JanbHEeWIeM albOyMUHYpPHUS CTAHOBHUTCS IIOCTOSIHHOM, ee ypoBeHb yBenuuuBaercs. Kax
npaBuio, Oojee TsDKeNoe MOpakeHHe MOYeK JUIs JIeTe M MOJIPOCTKOB HE XapaKTepHO, OHO

MOSABJIACTCA Yalll€ Ha TPECTHLEM ACCATUIICTUH KU3HU.
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CuMInTOMBl TIOPaXXEHUS CEPACYHO-COCYAUCTOM cucTeMbl npu b® B MOAPOCTKOBOM
BO3pacTe BeChbMa CIIOXKHBI JJII JUArHOCTHKHU. UeTko auddepeHInpoBaTh paHHUE MPOSBICHUS
B® oT BO3pacTHBIX BEreTaTUBHBIX HAPYIICHUH B OOJBIIMHCTBE CIy4yaeB HEBO3ZMOXKHO.

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

Hapymienust ciyxa OTHOCATCS K TUNHWYHBIM mposiBieHusM bd. K OGonee paHHUM
CUMITOMaM, BO3HUKAIOIIUM B JETCKOM U MOJPOCTKOBOM BO3pPAaCTe, OTHOCATCA LIYM (3BOH) B
ymax (OAHO- WM JBYXCTOPDOHHHI) ¥ TOJOBOKPYXEHHE, K KOTOPBIM C BO3PacToOM

MIPUCOEIUHSIETCS HEHPOCEHCOPHAS TYTOYXOCTb.

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

METOJA0B ITHATHOCTUKHU

Kpumepuamu ycmanosnenus ouaenoza F@ y nuil My»XCKOTO T0Ja SIBISIOTCS CHIKEHUE
AKTUBHOCTH aKTUBHOCTH JTU30COMHOTO (hepMeHTa anb(a-raJakTo3uaa3bl B KPOBH, MOBBIIICHUE B
KpOBH TII000TpHao3uichuurosuna (nu30-1'63) B KpoBU, BBISBICHHE MATOTEHHBIX BAPUAHTOB B
reMH3UroTHoM cocTtossHuu B TeHe GLA. Kpurepusmu ycraHoBieHus: nuarHosa bQ@ y mui
YKEHCKOTO TI0J1a SIBJITFOTCS TTOBBIIICHHE KOHIIEHTPAIH TJI000Tpuao3uiachunrosnta (mm3o-1'63) B
KPOBH, CHIKEHHE aKTUBHOCTH JIM30COMHOro (epmeHTa anb(a-ranakro3ugassl B KpPOBU
(BBIABIIIETCS Yy 4YaCTH TMAalMEHTOB >KEHCKOTO I10Jia), BBISBIEHHE MATOI€HHBIX BapHaHTOB B
rerepo3urotHoM coctossHun B TeHe GLA. Cremyer yduThIBaTh, YTO aKTUBHOCTH alib(a-
rajJlakTO3UJIa3bl 'y OJKEHIMUH HEpPEeAKO OCTaeTcs HOpMajbHOW, a cojepxaHue au30-163
MOBBIIIACTCS 3HAYUTEIBLHO B MEHBUIEH CTENEHH, 4yeM y MyxX4MH. [Ipu nuarnHoctuke b® kak y
MYXYHH, TaK U y KEHILUH CJIeAyeT YUUTHIBATh XapaKTepHbIE «PAHHUE)» CUMIITOMBI, B TOM YHCIIE
HelponaTH4ecKyro 00Jib, aHTMOKEPAaTOMBI /WM BUXPEBUIHYIO KEPATONATHIO, a TAKXKE HAIUYUE
POACTBEHHUKOB C OMPEICICHHBIM THaraio3om bd.

3anogo3pute b® mpomie Npu HAIMYMKM KIACCMYECKOIO BapHaHTa — CHUCTEMHOTO
3a00J1eBaHMs C MOPAKEHUEM TOYEK, CeP/ILa, KOXKH, HEPBHOW CHCTEMBI, JKEIyI0UYHO-KHILIEYHOTO
Tpakta, opraHa 3peHus [7/1]. OpmHako, TMOpakeHHE cepAla WIA TOYeK MOXKET OBITh
€AMHCTBEHHBIM NposiBieHreM bd. ¥V Takux manueHTOB OTCYTCTBYIOT KaKUE-IHOO CHMIITOMBI
3a0o0JeBaHMs B JIETCKOM Bo3pacTte. JIMarHOCTUpOBaTh aTUIIUYHbIE BapHaHThl b MOXKHO TOJNBKO

nyTeM CKpuHUHTa rpymnm pucka. [Ipennonarats b® cnenyer y Bcex manyeHToB ¢ runepTpoduen
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MHOKap/la JIEBOIO KENyJ04YKa HESICHOIO IPOUCXOXKACHUS W WHCYJIbTOM, pa3BHUBIIEMCS B
MoJi0710M Bo3pacte (10 40 er).

HHuppepenyuanrvnasn ouacnocmuxa aneuokepamom. BBIIBIEHNE aHTHOKEPATOM SBIISETCS
BaXXHBIM JIMAarHOCTHYECKUM «kJtouom» 1npu bD. Bo Bpems Kpu30B, CONMPOBOKIAOIMIMXCS
JUXOPAIKONH U OOJSIMHU, aHTMOKEPATOMBI MOTYT OBITh MPHHSATHI 32 METEXUAIbHYIO CHINb, YTO
NPUBOJIUT K YCTAHOBJICHHIO OMIMOOYHOrO JUarHo3a MeHUHruTa. JuddepeHnnanbHblii 1narnos
CIEAYET TAaKXKE MPOBOIAUTH C HACIEICTBEHHONM IeMOpPParuvyecKor TeJIeaHrnodKTazueu Penmro-
Ocnepa-Bebepa, ¢ anrmokeparomoit ®doppaiica, aHruokeparoMoilr MuOeIIn U OrpaHUYCHHON
HEBU(OPMHON aHTMOKEPATOMOU TYJIOBHILIA.

AHTIMOKEepaTOMBI TAK)KE BCTPEUAIOTCS U IIPU JPYTUX JIM30COMHBIX 00JIE3HSIX HAKOIICHUS:
6one3nn Lunanepa, Gyko3umose, raHrIMoO3uA03€, aCIAPTATIIIIOKO3AMUHYPHH U CHATH]IO3€.

bonesou cunopom. bonesoit cunapom npu b® yacto conpoBoxaaercsa cydodeOpuibHOi
TEMIEpaTypoil ¥ MOBBIIIEHHBIM Toka3ateneM COD, 4TO 4YacTO MPUBOAUT K YCTAaHOBIICHUIO
JIOKHBIX» JIMarHO30B: PEBMATOMJIHOTO apTPHUTA, PEBMATHUYECKOM JIMXOPAJIKU, apTPUTOB,
PUTPOMENAITHH, CUHAPOMA PeliHo.

lloueunas namonocus. Ilpu HM30IUPOBAHHOM MOPAKEHUU MOUYEK MOYEBOW CHHIPOM
MOJKET OIIMOOYHO MHTEPIPETUPOBATHCS KaK M30JIUPOBAHHAS MPOTEHHYPHSI, MaTOCUMIITOMHBIN
TJIOMEPYJIOHE(PPUT WM HHTEPCTULIHATBHBINA HedpuT [76].

Cepoeuno-cocyoucmasn cucmema. HaOmonmaroTcss rumnepTpodusi JIEBOTo KelyJouka,
apUTMUSA

Ogmanomonoeuueckue Hapywenus. C TIOMOIIbIO INEJIEBOM JaMMbl  BBISBISIOT
MMOMYTHEHHE POTOBHIIBI B BHJI€ 3aBUTKOB.

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

Juddepenunansubiii quarnoz b® npeacrasnen B [Ipunoxenun A3.2.

2.1 /Kajao0bl 1 aHAMHE3

Cnexmp 803MOMNCHBIX dHcanob y nayuenmos ¢ B®@ moocem b6vimsb 6ecoma wupoxum u
3asucum om @opmuvl 3a601e6aHus (KIACCUYECKOU UNU HEKIACCUYecKoll), noaa nayuewma (v
JHceHwun 3abonesanue obbIYHO NpomeKkaem 6 Oojee JiecKol u cmepmou ¢gopme), 8ospacma
MaHughecmayuu 6one3Hu U UHOUBUOYAILHBIX 0COOEHHOCMell meYyeHUsl 3A00NeBaAHUSL.

JKanobwr u anammecmuueckue coovimus:

®  OMACOUJeHHBIN CeMeliHblll aHamHe3 (Donu 8 KOHeUHOCMSX, PAaHHUe UHCYIbMbl,
uHghapxmol, XxpoHuueckas noueunas Heoocmamounocms (XIIH) 6 cemve);

®  YMOMJIleMOCNb,
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oenpeccusi;

AH2UOKEPAMOMA «HUdNCEe NOACAY. HA A200UYax, NOACHUYe, NOJI0BbIX OP2AHAX, HA
HUICHUX KOHEYHOCMSIX,

CHUDICEHUE CLYXA, WYM 8 YULaX,

20/1080KPYIHCEHUSL,

cuUMMempuuHvle 60U 8 KUCMAX U CMONAX (My4umenbHoe 4y8Cme0 NOKANbI8AHUS
UM  NON3AHUA MYPAWeK 8 KOHEYHOCMAX, Oonbue 6 KUCMAX U CMONnax
(axponapacmesuu), KOmopule NOAGIAIOMCS WU YCUTUBAIOMCSL 8 AHCAPKYIO NO200Y,
npu guzuueckoll HazpysKe, NOGbILUEHUU MeMNepamypsbl meia

nO8blUeHUE YYBCMBUMENbHOCIU C TOKAAU3AYUell 8 00Aacmu CMon u Kucmet,
boau 6 cycmasax Koneunocmel, 6eopax u 20J1eHsx;

bonegvie  Kpusbl  (IMO  XapakmepHoe —omaudue om  Opyeux — 00nevix
NOAUHEUPONamull MOHKUX 8010KOH 6 nob3y BD),;

bonu 8 xcugome;

JUXOpaoxa/cyopebpurumem HesiCHO20 2eHe3a;

NI0XAsi NePEHOCUMOCTb X0JI00a U HCAPbI;

2UNO- UU AHEUOPO3,

XpoHUuueckas ouapest,;

NepeHeceHHbLL UHCYIbI/UHCYIbIbL,

NPUSHAKU NOPANCEHUS NOYEK (MPOMEUHYPUSL, NOBbLULEHUE YPOBHS CblBOPONOUHO20
KpeamuHuHa),

NPUBHAKU NOPAXHCEHUSL CePOSUHO-COCYOUCMOU cucmembl (boau 8 cepoye, nepebou,
usmenenust na IKT);

Kamapakma,

NOMYNIHEeHUe pocosuybl.

Kanobwi u anamnes maxoice onucamvl epasde/ze CKIIUHUYeCKas Kapmuhay.

2.2 du3ukaJnbHoe 00CJIe10BAHNE

Bblpa.?fceHHOCl’l’lb KIUHUYeCKUX I’lpOﬂ@JleHuﬁ Fd ¢ PA3HOM  e0o3pacme MooHcem

8apbuposamv, NPuU GUIUKATLHOM OCMOMpPe MO2Ym NPOAGIAMbCA cledyroujue npusHaku bd:

2pybvie uepmul auya,
AH2UOKEPAMoMbl (6HYMPEHHAA NOBEPXHOCb bedep, KUCMU, HCUBOM, CIUZUCIIbLE
POMOBOU NOTOCU);

NPU3HAKU y8enuyeHus cepoya;
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®  NPUBHAKU NEePEeHeCceHHO20 UHCYIbMA (nape3bl, HapyuleHus pedu).
Iloopobno Oanmuvie ¢huzukanrbHo20 00C1€008AHUSL ONUCAHbI 8 pazdeine «KIUHUYeCKas

KapmuHay.

2.3 JIaGopaTopHbIe TMATHOCTHYECKHE HCCIe10BAHUS

JlMarHocTUKa y JUIl MY>KCKOTI'0 10J1a

o PexomeHnayercs omnpeneicHHEe aKTUBHOCTH JH30COMHOTO (hepMeHTa anbda-ralakTo3uaa3bl B
NATHAX BBICYIIEHHOM KpPOBM METOJAOM TaHJEMHOM MAacC-CIIEKTPOMETPUHU  (KOMIUIEKC
UCCIICIOBAHUM N1 AMAarHOCTUKH Oosne3Hn @aldpu) BceM MalMeHTaM MY)KCKOro TMojia C
KJIIMHUYECKUMU TIpu3HakamMu 60s1e3Hu DPadpw ¢ 1eblo MoATBEepKACHHS auarnosa [16, 26, 28, 29,
37].

YpoBeHb yoequTeJIbHOCTH peKOMeHAauuii — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB 3)
KommeHnTapuu: y mysrcuun cHudicenHas akmueHoCms 0-2aiaKkmo3suoasvl sA67151emcs 00CmamoyHo
ungopmamuenvim npuswaxkom BbD [17]. I[lpasuna 3a60pa Ouomamepuana O0as nposeoeHus

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

o Pexomenayercsi wu3MepeHHE KOHIICHTPAIMH JM30COMAIBHOTO TIIOOOTPHAO3UICHUHTO3UHA
(1m30-1'63) MeTonOM TaHAEMHON MAacc-CIIEKTPOMETPUHU C BBICOKOI(PPEKTUBHOM KUIAKOCTHOMN
xpomatorpadueit (BOXKX/MC) (komrmieke uccieqoBaHui i AMArHOCTUKH OonezHu dadpwu)
JUIAM  MYXXCKOTO TIojla ¢ KIMHUYECKUMH Tpu3HakamMu Ooje3nu @abpu B KadecTBe
JIOTIOJTHUTEIFHOTO JTara OMOXWMHYECKOH JWAarHOCTHUKH, JIMIIAaM MYXCKOTO IoJia ¢ OOJIe3HBIO
®abpu, Haxomgmumcs Ha ¢epmeHTto3amectuTenbHoM Tepanuu (P3T) nans  oueHku
3 PEeKTUBHOCTH, a TAKKE JMIIAM MY>KCKOT0 mmoJia, He moayvatorum ®3T [10, 30, 38].

YpoBeHb yoequTeJIbHOCTH peKkOMeHAanuu — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 3)
KommenTapuu: xoauuecmeennoe onpedenenue auzoenobompuaozuicuneosuna (nuzo-163)
A61eMCsL NOOMBEPAHCOAIOWUM  UCCTIe008anuem O ouacHocmuxku oonesnu Dabpu, makice
ucnonvzyemcs Oisi  paspeuleHusi mpyoHwblX OUASHOCMUYecKUx cayuaes. Bmopoe eadicHoe
npumenenue au3o-103 — 2mo MOHUMOpUHZ COCMOAHUA U IPdekmusHocmu mepanuu
nayuenmos ¢ oonesnvro @aodpu. Iloxazano, umo npu adexeamnoti @3T konuvecmso cybcmpama
6 nuasme Kposu ymeHvwiaemcsa. Iloomomy yenecoobpasHo coenamv KOAUYECHBEHHOE
onpedenenue au30-163 yacmvlo MOHUMOPUHEA COCMOAHUA NAYUEHMO8 ¢ boaesHvio Pabpu, Kak
HAXo0sAWUXcs Ha namozeHemuyeckou mepanuu, max u sxcugywux 6es @3T. Oonako, credyem

yuumseieams, umo oadce y nayuenmos, noayuarouwux DP3T, yposenv smoco memabonuma
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NpAKmMuYecKu HUKo20a He 0ocmuzaem HOPpMANbHbIX 3HaveHul. Ilpasuna 3abopa buomamepuana

0J151 NPOBEOeHUsl UCCTIeO08AHULL 8 NIMHAX BbICYUIEHHOU Kposu npusedensl 6 Ilpunoscenuu A3.6.

Pexomenayercst onpenenenue myranuii B TeHe GLA B KpoBH METOJIOM CEKBCHHPOBAHHS IO
Cenrepy (KOMIUIEKC HCCIEIOBaHMM g AWarHOCTUKU Oone3Hun Pabpu) BceM MalMeHTaM
MYKCKOTO TOjla ¢ KIMHUYECKMMH Npu3Hakamu OosiesHu Pabpu ¢ 1ebl0 MOATBEPKICHUS
JIMarHo3a Ha MOJICKYJIIpHO-TeHeTHYeckoM ypoBHe [1,17,26,28,29,84].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeJIbCTB D).
KommenTapuu: onpeoenenue mymayuti 6 cene GLA memooom cexeenuposanusi no Ceneepy
HOKA3AHO 8CeM MYHCUUHAM CO CHUNCEHHOU aKMUBHOCMbIO (hepMeHma 0-eaiaKmosuoassvl u/unu
nosviuieHnvim  yposuem au3o-163. I[llupokoe pacnpocmpanenue anneneil ncegdodeduyuma
NPUBOOSAUUX K CHUNCEHHOU AKMUBHOCMU 0-2ANaKMO3U0A3bl 8 CYXOM NiAmHe Kpo8U U UH020d
NOHUMCEHHOU 6 JIeUKOYUmax u niame Kpogu, obyciasiusaem o00s3amenvHoe 6KII0YeHUe
MOJIeKYIAPHO-2eHemU4ecko20 auaiuza 6 Jnabopamopuyro ouacnocmuxy b®. Onpeodenenue
Hocumenvbcmea cemelnoz2o eapuanma 6 2cewe GLA memooom cexeenuposanusi no Cemneepy
oenaem 803MONCHLIM 00CIe008aHUe POOCMBEHHUKO8 NPOOAHOA, A MAKJHCe NPOBEOEHUE 8 CeMbe
NPEHamAanbHOU U NPeUMNIGHMAYUOHHOU  2eHemu4eckou ouazHocmuky. bonvuwuncmeo
HYKJIeOMUOHBIX 3aMeH Y nayuenmog ¢ b® mocym Ovbims vla/ieHbl ¢ NOMOWbBIO CEKBEHUPOBAHUS
no Ceneepy écex 9K30HO8 U NPUNE2AIOUWUX K HUM YYACKO8 UHMPOHOS8, OOHAKO 8 PeOKUX CAY4asix
paspewiaioujeti CHOCOOHOCMU IMO20 Memooa Modxcem Oblmb Hedocmamoyno. B makom cuyuae
0Nl noucka opyaux eeHemuyeckux eapuanmos 6 ceve GLA yenecoobpasno npumeHenue
OONONHUMENbHBIX — MOJIEKVIAPHO-2eHeMU4ecKUx — Memooo8  UCCe008aHUs,  MAaxkux  Kax
MYTbMUnieKcHas aueazozasucumas amnauguxayus npoo (MLPA) ons noucka npomsicenHvix
Oeneyuti/Oynaukayuti, aubo BvlCOKONnpoussooumenvhoe cexkeenuposanue (NGS) ons noucka

Namo2eHHbIX 8apUanmos 8 Hempancaupyemuvlx oonacmsx cena GLA.
JInarHocTuKa y JIMI ’KeHCKOr0 1oJia

PexoMeHnayercsi w3MepeHHE KOHICHTPAIMU JIM30COMAIBHOTO TJI000TPHUA03MICHUHTO3MHA
(;1m30-1'63) MeTonOM TaHAEMHON MAacc-CIIEKTPOMETPUH C BBICOKOI(P(PEKTUBHOM KUIKOCTHON
xpomatorpadueii (BOXKXX/MC) (koMIIeKC UCCIeT0BaHUM Uit AMarHOCTUKK Oone3Hn Pabpu) B
KauecTBe MEPBUYHOTO dTana OMOXMMHYECKON TUArHOCTHKH Y JIUI KEHCKOTO IMOJia B KauecTBE
MOJITBEPKTAIONICH JUATHOCTHKH Y JKSHIIUH, a TaK)Ke JUIsi MOHUTOPUHTA COCTOSIHUS TIAIIHEHTOB
xeHckoro nona ¢ b®, nomygaromux depmentozamecturenbuyto Tepanuio (O3T), a Takke He
nony4varomux O3T [10, 30, 38].

YpoBeHb yOeauTeIbHOCTH peKoMeHAannu — B (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB 3).
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KomMmeHnTapuu: xonuuecmeennoe onpeoeieHue U3021000MpUao3uicOuUHeo3UHa Nno380a1em
eviA61ams bPD y dcenwyun, 4umo nonesHo O/ YMOUHEHUs UX KIUHUYECKO20 cmamycd, a makaice
0151 paspewieHusi mpyoHvlx OUASHOCMUYeCKUX cayuaes. Bmopoe eadcnoe npumenenue nuzo-
1'63— smo monumopuHne cocmoanusi u 3¢gexmuenocmu mepanuu NAYUeHmMo8 ¢ 00.1e3HbI0
@aobpu. Ilokazano, umo npu adexkeamunou PDP3T ronuwecmso cybocmpama 6 niazme Kposu
ymenvuwaemes. Ilosmomy yenecoobpazno coenramsv KoauuecmeeHHoe onpeodenenue au3o-163
YACMbl0 MOHUMOPUHEA COCMOSHUSA NayueHmos ¢ 6onesuvto Pabpu, KAk HAXOOSWUXCA HA
namoeenemuueckol mepanuu, max u scusyuux oez @3T. Oonaxo, credyem yuumoléams, 4mo
Oadce y nayuenmos, nonyyarowux O3T, yposenv smozo memaboruma npakmuiecku HUK020d He
docmueaem HOpMANbHbIX 3HaueHul. Illpasuna 3abopa Ouomamepuana O0as NpPoGeOeHUs

UCcne008anull 8 NAMHAX 8bICYULEHHOU Kpo8u npusederul 8 Ilpunoscenuu A3.6.

Pexomenayercst ornpeneneHue aKTUBHOCTH JU30COMHOTO (epMeHTa aib(a-raJakTo3uiasbl B
MATHAX BBICYIICHHOW KPOBM METOJIOM TaHIEMHOW MAacc-CIEKTPOMETPUU  (KOMILIEKC
UCCIICIOBAaHUI JUIsI JWArHOCTUKH Oone3nn @abpu) BCeM MalMeHTaM >KEHCKOrO Iojia ¢
KIIMHUYECKUMHU MPU3HaKaMu 00s1e3Hu @aldp ¢ 1eNbio OATBEPKIACHMS nuaruosa [ 16, 26, 28, 29,
37].

YpoBeHb y0eauTeIbHOCTH peKoMeHAanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJLCTB 3)
KommenTapuu: V mpemu scenwyun ¢ @ axmusnocms anbda-earakmoszudaszvl moxcem Oblmo 6
Hopme [17], nosmomy npu onpeoenenuu aKmMusHOCMU HEePMEHMAa IHCEHWUHAM DO HYHCHO
yuumsieams. Ilpasuna 3abopa Ouomamepuana O NPOBEOEHUs UCCIEO08AHUN 8 NAMHAX

8bICYULEHHOLL KpOBU npugedeHbl 8 IIpunoscenuu A3.6.

Pexomenayercst onpenenenne myranuii B TeHe GLA B KpoBH METOJIOM CEKBCHHPOBAHHS IO
Cenrepy (KOMILJIEKC HWCCIEAOBAHHUM 11 JUAarHOCTHKUA Oone3nn Pabpu) BceM MalMEHTaM
JKEHCKOTO ToJIa ¢ KIIMHUYECKUMH Tpu3Hakamu Oone3nn dabpu B KadecTBe MEPBUYHOTO dTaria
CKpUHUHTA HApsAIy C U3MEPEHUEM KOHIICHTPAIIUU JTU30COMAIBLHOTO TI000TPHA03UICHUHTO3UHA
(in30-1'63) u ompezneneHueM aKTHUBHOCTH JIM30COMHOIO (epMeHTa alb(da-raJakTo3uaasbl ¢
IENTBIO TTOATBEPIKICHHUS TUarHo3a Ha MOJIEKYJIIpHO-TeHeTHUecKkoM yposHe [1,17,26,28,29,84].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB D)
KommenTapuu: onpeoerenue mymayuii 8 cene GLA memooom cexeenuposanusi no Ceneepy
NOKA3AHO 6CeM JUYAM OJHCEHCKO020 Noa C KIUHUYeCKUMu npusnakamu 6onesnu @Pabpu,
UMEIoWUMU HOPMAILHYIO AKMUBHOCMb (hepMeHma u/uiu HOPpMAaibHull YposeHb nu30-103.
lupokoe pacnpocmpanenue anneneti  nce8O00ePUUUMA  NPUBOOSWYUX K  CHUINCEHHOL

AKMUBHOCMU O-2ANAKIMO3UOA3bL 8 CYXOM nAamHe Kpoeu u UHO20A NOHUNCEHHOU 8 ﬂezlkouumax u
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naasme Kposu, obyciaeiusaem ooa3amenbHoe SKIOYEHUe MOJEKYIAPHO-2EHEMUYECKO20 AHAIU3A
6 1abopamophyio ouaznocmuky b®@. Onpedenenue Hocumenbcmea cemelino2o 6apuanma 6 ceHe
GLA memodom cexeenuposanusi no Ceneepy Oenaem  803MOJCHLIM — 00CIe008aHUe
POOCMBEHHUKO8 NpOoOAHOA, a MaKdce npogedeHue NPeHamanbHolu U NPeUMNIAHMAYUOHHOU
eenemuyeckol ouasHocmuxu. bonvuwuncmeo nykieomuoHnvix 3amen y nayuenmog ¢ b®@ moeym
ObIMb 6bIAGIEHBL ¢ NOMOWDBIO cekeeHuposanus no Ceneepy 6cex dK30HO8 U NPULe2armux K Hum
YUACKO8 UHMPOHO8, 0OHAKO 8 PEeOKUX CAYYAsAX paspeuiarowelil cnoCOOHOCMU 3M020 Memood
Modcem Oblmb HedocmamoyHo. B maxom ciyuae ons noucka opyeux eeHemudeckux 6apuanmos
eena GLA yenecoobpasno npumenenue 0ONOIHUMENbHBIX MOLEKYIAPHO-2EHEMUYECKUX MeMO0008
UCCe008aHUS, MAKUX KAK MYTbMUNJIEKCHAs aueazozasucumas amniuguxayus npoo (MLPA) ona
NOUCKA NPOMANCEHHBIX Oeneyuil/OynauKayuil, 1ubo 8blCOKONPOU3IBO0OUMENbHOE CeKBEeHUPOBAHUEe

(NGS), 015 noucka namozennvix eapuarnmos 6 nempanciupyemuix ooniacmsx cena GLA.

Pexomenayercst uccienoBaHue ypoBHA Jn30-1'03 B msTHaX BBICYIIEHHON KpPOBU METOAOM
BBICOKO9()(DEKTUBHOM JKUAKOCTHOH XpomaTtorpaduu TaHAEMHOW MacC-CIIEKTPOMETPUU BCEM
NalMeHTaM C YCTaHOBJIGHHBIM JUarHo3oM Oone3nn ®abpu mepen HavaioM Tepanuu U Ha (HoHe
dbepmenrozamectutensoit Tepanuu (O3T) ¢ 1enpr0 OMOXUMHUYECKOTO KOHTpoJs jedenus |10,
30, 31, 38].

YpoBeHb yOeauTeIbHOCTH pekoMeHAalnu — B (YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJbCTB 3)
KommenTapumn: xonuuecmeennoe onpedeneHue auU3021000Mpuao3ulc@OuHeo3uHa no3eoasiem
8bIABIAMDb He MOJILKO MYNHCUUH, HO U HCeHUUH ¢ 6one3nvio Dabpu, umo noie3Ho 0 ymouHeHus
KAUHUYECKO20 CMAamyca JHCeHWUH-2emepo3ueom, a makdce Oas8 paspeuieHus mpyoHviX
ouazHocmuyeckux ciaydaes. Bmopoe eadxcnoe npumenenue auzo-163 — 2mo moHumopume
cocmosinus u dgpgexmusnocmu mepanuu nayuenmos c¢ oonesnvio @abpu. Ilokaszano, ymo npu
aoexeamnou @D3T konuuecmeo cyocmpama 6 niazme Kposu ymenvuiaemcs. Ilosmomy
yenecoobpasno coeiams KOJIUHUeCMEeHHOe onpeodeieHue au30-103 wacmvio MoHUMOpUHeA
COCMOsIHUA nayueHmos ¢ bonesnvio Padbpu, KAk HAXOOAWUXCSL HA NAMO2eHeMU4ecKoU mepanuu,
mak u ocusyuyux 6ez D3T. Oounako, credyem yuumvleamv, yYmo 0adxyce y NAYUEHMOS,
nonyuarowux P33T yposenb, smozco Mmemaboruma NPAKMUYecKU HUKo20d He Oocmueaem
HOPMANIbHBIX 3HAYEHUN, 8 MOM YUCLEe ) IHCEHWUH MOdcem He HAbI00ambCs CyuecmeeHHo20
cHudtcenus auzo-103 na ¢oune D3T. Ilpasuna 3ab6opa Ouomamepuana 01 nposeodeHUs
uccnedo8anull 8 NAMHAX 8bICYULEHHOU Kpogu npusederul 8 Ilpunoscenuu A3.6.

Pexomenayercst mpoBefeHHe o00mero (KIMHUYECKOT0) aHaiM3a KPOBH BCEM NAllMEHTaM C

KJIMHUYECKUMH Tpu3HakaMu Oosne3nu @aldpu B Mpoliecce MOCTAaHOBKM JAMArHo3a C ILEJbIO
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OIICHKA OCHOBHBIX ITapaMETPOB KpPOBETBOPEHUs, OICHKH MOPaKEHUS CEepICUYHO-COCYAUCTON
CHCTEMBI U BBISBJICHUS BO3MOXHBIX HHPEKIIMOHHBIX mporieccoB [9, 11, 13, 26-29, 58-60, 64].
YpoBeHb yoenuTeJbHOCTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEeIbLCTB — 5)
KomMmenTapuu: npogeoernue obueco (Kiunuuecko2o) anaiuza Kposu GKa04aem ucciedo8aHue
VPOBHSL 00We20 2eMOo2100Uuna, SPUmpoyumos, IeUKOYumos, mpomooyumos 6 Kposu, OYeHKd
2eMamoKpuma, uccie008anue CKOpOCMuU O0CeOaHUus dPUMpoyumos, ouggepenyuposanHbwiil
noocyem Jietkoyumos (JeukoyumapHas oopmyia,).

PexomeHnayercsi MpoOBE/ICHUE aHAIM3a KPOBU OMOXUMHUYECKOTO OOIIETEPAreBTUYECKOTO BCEM
NalKMeHTaM ¢ KIIMHHYECKUMH Npru3HakaMu OoJie3Hu Pabpu B mpoliecce MOCTaHOBKU TUArHo3a ¢
1eJIbIO OIIEHKH COCTOSIHUSI BHYyTpeHHHX opranos [9, 11, 13, 26-29, 58-60, 64].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEeIbLCTB — 5)
KommeHnTapum: npogedenue ananuza Kpoeu OUOXUMUYECKO20 00Wemepanesmuieckoeo
sKIIOYaem onpeodenenue AKMUBHOCMU acnapmamamuHompaucgepasul,
ATAHUHAMUHOMPAHCPepasvl, WelouHoU Gocgamasvl, 2amma-2IoMmaMuImpanc@epasvl 6 Kposu,
uccnedosanue yposHs obuje2o OunupyouHa, OUIUPYOUHA CEA3AHH020 (KOHBIOSUPOBAHHOZ2O0),
XonecmepuHa, arbOYMUHA, 2MI0KO3bl, KpeamuHuua, obujeco Oeika, Hampus, Kaius, o6uje2o
Kanbyus 6 Kposu, a makdice onpeoeneHue aKmueHOCMU JAKMAaAmoe2uopo2eHasbl 6 Kposu,
UCCNe008aHUEe  YPOBHL MOUYEBUHDL, XOJeCMepuH JUNONPOMEUHO8 BbICOKOU  NIOMHOCMU,

Xojlecmepur iunonpomeuHos HU3BKOU nJjiomHocCniu, mpueﬂuuepudoe 6 Kpoeu no NOKA3aHUsM.

Pexomenayercs ucciaenoBaHue ypoBHS TPONOHMHOB |, T B KpOBU MalyeHTaM € KIMHUYECKOU
KapTuHO# Oose3nu Dabpu ¢ 1enbio BBIABIACHUS mopaxkeHnus cepima [9, 11, 13, 26-29, 58-60].
YpoBensb yoeaurebHOCTH pekoMenaanuii — C (YypoBeHb 10CTOBEPHOCTH /10KA3aTeJIbCTB 5).
KomMeHnTapumu: y nayuenmog ¢  8blpadsjiceHHolu eunepmpoghueii  1e8020  HceryoouKa

06Hapy9fcu6aemc,q noevluieHue mponoHUHoOS.

Pexomennyercs uccienoBanus ypoBHs N-TepMuHaibHOTO (pparmMeHTa HATPUHYPETHYECKOTO
npornentuaa Mmozroporo (NT-proBNP) B kxpoBu manueHTaM ¢ KIMHUYECKOH KapTUHOW OONE3HU
®abpu c 1ebIo0 OLIEHKH cepeuHoit HepocTtaTtounocTH [9, 11, 13, 26-29, 58-60].

YpoBenb yoenurteabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB 5)

Pexomenayercst mpoBeneHue oOmero (KIMHUYECKOr0) aHajld3a MOYM BCEM IallMEHTaM C

KJIMHUYECKUMH TpU3HaKamu OosiesHn Dabpu ¢ 1enbio BBISIBICHHUS TOpakeHHs mouek [26, 28,
29, 39, 58, 61, 64].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH A0KA3aTeIbCTB 5)
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. Pexomenayercs onpezeneHUe COOTHOUICHHSI aTbOyMUHA/KpeaTHHUHA B Pa30BOM MOPLIUN
yTpEeHHEH MOo4YM/ ONpeNeNieHHe KOJIMYecTBa Oelika B CYTOYHOW MOYe, MCCIICIOBaHHE YPOBHS
anpOymMuHa, 00IIero Oelka M KpeaTHHWHA B KPOBH C OMPEIEICHHEM CKOPOCTH KIyOOUKOBOM
bunbTpauM MO YpPOBHIO KpeaTMHUHA KpOBU pacueTHbIM MeroioM (pCK®), uccnemoBanue
anbOyMHH-KPEaTUHUHOBOIO COOTHOIICHHSI B MO4Y€ (WU/MIM COOTHOIIEHUS OeNOK/KpeaTHHUH
MOUYH: OIpe/IeJICHIE KOJIMUeCTBa Oelika B CYyTOYHON MOYe, HCCIIEI0BaHNE YPOBHS KPEaTHHUHA B
MOY€) BCEM IMalUEHTaM C KJIMHUYECKOH KapTuHOH Oone3nu Dabpu C 1LENbl0 BBISBICHUS
naToyioruu nmovek [26, 28, 29, 39, 58, 61, 64].

YpoBeHnb yoeauTebHOCTH pekoMeHaanuii — B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJNbCTB 2)
KommenTapuii: onpedenenue ckopocmu Kiyooukoeou ¢hurbmpayuu no ypoeHio KpeamuHuua
kposu paciemuvim memooom (pCK®D) credyem nposooume no gopmynre CKD-EPI na ocnoge
VPOBHS KpeamuHuHa 8 Kposu U, 8 0MoOeIbHblX cayuasnx, Ha ocHoge yucmamuna C (Mccrnedosanue
yucmamuna C 6 kposu) [91,92,93]. V odemeit pacuem moodncem nposooumvcs no ¢hopmyie
Ilsapya [63] u Op. (nodpobuee — cm. Kiunuueckue peKoOMeHOAYUU «XPOHUHEecKas 0o0Je3Hb
nouek» Ons B603pACmMHOU Kameeopuu «Oemuy). Illpu Hanuuuu nokazanuti mMocym Ovlmb
npogedeHbl. UCCTIe008aHUE YPOBHS MOUEBUHbL 8 KPOBU U UCCIe008aHUe YPOBHI MOYEBOl

Kuciomul 68 kposu [91].

2.4 UucTpyMeHTaAAbHbIE NMATHOCTHYECKHE MCCIe0BAHNSA

PexoMeHnayercsi TpoBeACHUE YIBTPA3BYKOBOTO HCCIIEIOBAHMS OPTaHOB OPIONIHOM IMOJIOCTH
(KOMIUIEKCHOTO) BCEM MalMeHTaM C KJIMHUYEeCKUMHU Tpu3Hakamu OosiesHu dabpu B mporecce
MIOCTAHOBKH JIMArHO3a C [EJIbI0 OLEHKH COCTOSHKS BHYTPEHHUX OpraHoB [64].

YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH I0KA3ATEIbCTB 4)

PexoMenayercsi ynbTpa3ByKOBOE HCCIEIOBAHME TMOYEK M BEPXHUX MOYEBBIBOJALIMX ITyTEH
BCEM TMAallMeHTaM C KIWHUYECKUMH TMpHu3HakaMu OoniesHn @Pabpu ¢ IENbI0  BBISBICHUS
napanesibBUKaIbHBIX KUCT [62-64,68].

YpoBeHb yoenuTeabHOCTH pekoMeHaanmii — C (ypoBeHb JOCTOBEPHOCTH A0KA3aTeIbCTB 5)

Pexomenayercst mpoBeneHUE BJIEKTpOHEHpOMHUOrpaguu CTUMYISIIMOHHON OJHOTO HepBa
ManueHTaM ¢ KIMHUYECKUMU Mpu3Hakamu O0osne3nu dabpu B mporiecce MOCTAHOBKU JUArHO3a C
[EeNbI0 TUarHOCTUKU MoNMHeHponaTiu npu 6onesan @adpu [61, 63, 65].

YpoBeHb yoeauTebHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB 4)

Kommenrtapuu: [lo pesyromamam cmumynayuonnou OHMI y Oemeti u noopocmkos

OmK/ZOHeHMZZ, Kak npaeuo, He ovieaem.
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o Pexomenayercs mpoBeleHUE deKTpodHIedanorpadur ¢ BUACOMOHHUTOPUHIOM TMAIIMEHTaM C
KIIMHUYECKUMHU Tpu3Hakamu Oone3nn Pabpu B mpolecce MOCTAHOBKM JUarHo3a C IIeJIbI0
JIMarHOCTUKH SITUJICTICHH [65, 66].

YpoBeHb yoenuTeJbHOCTH pekoMeHanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB 4)
KommenTapuu: Onunencus y nayueumos ¢ B® 6o3Huxkaem uawje 6ce2o0 KAk OCNOJNHCHEHUE
uHcynLma.

° PexoMeHayeTcsi IpoBEACHUE MPUIIETBLHON peHTreHorpaduyu OpraHOB TPYTHON KIIETKH
MalUeHTaM ¢ KJIMHUYSCKUMH TpU3HaKaMu 0oje3Hn Pabpu B mpoliecce MOCTAaHOBKU JUArHo3a ¢
IEJIBIO OIIEHKU COCTOSIHUSI OPTraHOB IPYyIHOM KieTku [61, 67, 95]

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH H0KA3aTEIbCTB 5)

e PexomMeHI0BaHO MPOBEICHHUE MCCIICAOBAHUS HECIPOBOIMPOBAHHBIX JIBIXaTEIbHBIX 00BEMOB U
MOTOKOB (CIIUPOMETPHS) MAIUEHTaM C KIMHUYECKUMH TTpu3Hakamu Oosiesnu dabpu B mpoiiecce
[IOCTAaHOBKH JMArH03a C LEIbI0 OLCHKH COCTOSIHHS OpOHXO0JIerouHoM crcremsl [61,67,94].
YpoBensb yoeaureJbHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB 5)
KommenTapuu: npogsodam, wuawe 6ceco, chnupomempuio, npu  HeEOOX0OUMOCMU —
OPOHXONPOBOKAYUOHHBIL MeCm C JeKAPCMBEHHbLIM Npenapamom OJisi OYeHKU 00pamumocmu
OPOHXUATBHOU 0OCMPYKYUU.

Haxonnenue enuxocghuneonunuoos onucano 6 nHeemMoyumax, OOKAI08UOHbIX KIEemKaAX, 6
OPOHXUATBHOM DECHUMYAMOM INUMeENUU, 8 2AAOKOMIUEUHBIX KIemKax OPOHX08 U 8 Ne20UHbIX
cocyoax npu ouoncuu Jnaeckozo. Taxdce ommeueHo, uUMO OOCMPYKMUBHbIE HAPYUIEHUS
seHmunAYUYU Y nayuenmos c bonesnvio Dabpu ecmpeuaromces uawje, yem 8 obujeti nonyiayuu
[94]. Tem ne menee, oovuuxa, cyxou kawenv u 6ponxocnazm, HabOAeMvie y NAYUEHMOE C
bonesnvio Dabpu, yacmo HecneyuhuuHbvl, NOCKOILKY OHU MAKHCE MO2Ym OblMb Bbl36AHLL
nopasicenuem cepoya u mpedyrom ouggepenyuanvroi ouaznocmuxu [95].

Hccnedosanue moowcem npogooumvcs 6 npoyecce OUHAMUYECKO20 — HAONOOeHUs 8
coomeemcmaul ¢ KIUHU4eCcKou cumyayuetl.

e PexkomMeHI0BaHO pPAacCMOTPETh MPOBEACHHE KOMIBIOTEPHON TOMOrpauu OpraHOB TPYAHOMN
MOJIOCTH  (KOMITBIOTEpHOM ToMOTpaduu TPYAHOHW KIETKH) TMAalUeHTaM C KINHUYECKUMU
npu3HakaMu Oosiesan DaOpu NP MOJ03PEHUHM HA WHTEPCTHIHAIBHOE MOPAKEHUE JIETKHX C
[EJbI0 TUarHOCTUKA W3MEHEHUH CO CTOPOHBI JIETKUX W JIAJBHEHIIEr0 KOHTPOJISI COCTOSHUS
JerouHoi TkaHu [94].

YpoBensb yoeaureJbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB 5)
KommenTapuu: unmepcmuyuanvrvlie nopasxcenus jeekux npu 6onesnu Dabpu ecmpeuaromces

DpeoKo, KYRupylomcst Ha ¢ooHe namozeHemu4eckou mepanuu.
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e PexoMeH/I0BAHO MPOBEIECHUE MArHUTHO-PE30HAHCHOW TOMOTpaduu TOJOBHOTO MO3Ta BCEM

ManueHTaM ¢ KIMHUYECKUMU Npu3Hakamu 6os1e3Hu Pabpu B mpoliecce NOCTAaHOBKHU JIMArHO3a C
LEJbIO BBISIBIICHUS TIOPKEHHsI OEJIOT0 BEIECTBA TOJIOBHOIO MO3T'a, UIIEMHYECKHX 04aroB [26-
29, 40, 61].
YpoBeHnb yoeauTeIbHOCTH pekoMeHaanuii — B (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB 3)
KomMmeHnTapuii: 603M00icHO nposedenue MacHUMHO-PE30OHAHCHOU MOMO2PpAPUU  20T08HO20
Mmo32a ¢ koumpacmupoganuem. Ilpu nposedenuu MPT 201061020 M032a 603MONICHO NPUMeEHEHUE
KOMOUHUPOBAHHO20 DIHOOMPAXEANbHO20 HAPKO3Ad, MOMANbHOU GHYMPUBEHHOU aHecme3ul,
nposoonuxoeoti anecmesuu. llpu MPT 201061020 MO32a y nayuenmos mo2ym oOHAPYICUBAMbCSL
UeMUYecKutl. UHCYIbm, MUKPOKPOBOUNUSAHUSA U GHYMPUMO3208ble 2eMaAmoMbl, U3MEHEeHUs
benoeo eewecmea (netikoapeos) u cepoeo sewecmsa (Karvyugurayus 3a0ne20 maiamyca), d
Makaice cocyoucmoie MaibGoOpmMayuu, npeumyuecmseeHHo npedCcmagieHuvlie 00NUXOIKMAZUAMU
sepmebpodazuIApHOU apmepuu. Omu U3MeHeHUs. He SGISAIOMCS B8blCOKOCHeYUpUuUHbIMU Ol
bonesnu Dabpu, mocym ecmpeuamspcsi y nayuenmos ¢ Opyeou namoioz2ueu. B psoe ciyuaes
B03MOJHCHO NPOBEOEHUE KOMNLIOMEPHOU MOMOPahuU 201086HO20 MO32d.

e PexoMeHayeTcsl pErucTpalus DIIEKTPOKApAUOTPAMMBI, IPOBEIEHUE dXOoKapauorpaduu,
XOJITEPOBCKOTO MOHHUTOPUPOBAHUS CEPICYHOIO PHUTMA W CYTOYHOTO MOHHUTOPUPOBAHHS
apTepHAILHOTO JIABJICHUS BCEM TMAIMCHTaM C KIMHUYECCKUMH Npu3Hakamu Oone3nn Pabpu B
MpoILIecCe MOCTAHOBKHM JUArHo3a C LEIbI0 OIEHKU COCTOSIHHS CEePACYHO-COCYAMCTON CHCTEMBI
[9, 11, 13, 26-29, 59].

YpoBenb yoeauteabHOCTH pekoMeHaauuii — C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB 5)
KommenTapuu: xapakmepHnuim npusnakom nopasicenus cepoya npu oonesnu Pabpu sasnsemcs
eunepmpoghusi 16020 Hceryo0ouKa, Komopas moxcem ovims gvisignena ¢ nomowvio IKI, Oxo-KI
u MPT. J[na oyenku @yHKkyuu cepoya NpumMeHsiom mKAHe8yi0 OONNIepIXoKapouocpapuro
(Oonnnep-OxoKT).

e PexoMeHI0BaHO TPOBEJICHHE MAarHUTHO-PE30HAHCHON TOMOrpaduu cepila U MaruCTpaabHBIX
COCYJ/IOB IO HEOOXOJMMOCTH TAIlMCHTaM C KIMHWYSCKHMH TNpu3Hakamu Oonie3Hu Dadpu B
MpoIiecce TTOCTAHOBKHU JTUArHO3a C IENIbI0 OIEHKH KapJAHOJOTHYECKUX n3meHenui [9, 11, 13, 26-
29, 41, 59, 70].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB D)
KommenTapuu: npu neobdxooumocmu npogoosim mMacHumHo-pe30HaAHCHAs momozpaguio cepoya
Cc KOHmMpacmuposanuem. Bo3smooicHo npumenenue momanbHOU 6HYMPUBEHHOU aHecmesul,
KOMOUHUPOBAHHO20 UH2ANIAYUOHHO20 HAPKO3A. XaApakmepHbiM NPUHAKOM NOPAdCEeHUs cepoya

npu 6onesnu Pabpu saersemcs eunepmpous 1e8020 AHCeryOouUKd, KOMOpds Moxcem Oblmb
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svisignena ¢ nomowpto IOKI, Oxo-KI' u MPT. [{na oyenku @ynxyuu cepoya npumeHsiom
mKaHesgyro oonnjepaxoxapouozpaghuio (donniep-IxoKI').

Pexomen10BaHo poBeieHNE TOHAILHOM ayAOMeTpHH (IIOPOroBOi) /TOHATBHON ayIHOMETPUN
B CBOOOJHOM 3BYKOBOM IIOJIE/pEUEBOM ayIMOMETPUU/UTPOBON ayTUOMETPUHN/PETUCTPALIUN
CTAIlMOHAPHBIX CIYXOBBIX BBbI3BaHHBIX MoTeHHHanoB (ASSR TecT) BceM manueHTam ¢
KIIMHUYECKUMHU Tpu3Hakamu 6ose3nu @abpu crapiie 5 JeT B Ipolecce NOCTaHOBKU IMarHo3a ¢
1IeJIbIO PAHHETO BBISIBJICHUS HapyIlIeHU# ciyxa [26-29, 61].

YpoBenb yoeaureabHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 5)
KomMmeHnTapuu:  npogoodumcsa  Koucynibmayus  8paya-cypooo2a-omopuHoiapuHeoa02d.
Ty2oyxocms pasHoll cmeneHu 8bIPANCEHHOCMU XapakmepHa O0as O0aHHo2o 3abonesanus. Oua
Modcem Obimb KOHOYKMUBHOU, CEHCOHeBPAIbHOU UMY HOCUMb CMeuwlanHbli xapakmep. Pannee
8blsABIIeHIUe MY20VXOCMU NO360JAem YIVUUWUMb KA4eCmEo JHCU3HU NAYUueHmos, obecneyums
B03MONCHOCMb  O0WeHUs U O00y4YeHuss 3a cuyem JaedeHus KOHOYKMUBHO20 KOMNOHEHMA
My20yXocmu uiu CLyXOnpome3upoSanus NPU CeHCOHE8PALbHOM chudicenuu ciyxa [96].

o PexoMeHI0BaHO pacCMOTpPETh TMALMEHTaM C KIMHUYECKUMHU IIPU3HAKaMU OOJIe3HU
®abpu mnpoBeneHHe H30(aroracTpoayoACHOCKONUU W/HIM  KOJOHOCKOMUU C Ouorcuei
MUIICBO/IA YHAOCKOMUYECCKIM JOCTYIIOM W/HITU OUOIICHUH JKEITYAKA dHIOCKOIMISCKUM JJOCTYIIOM
u/uau OWOTICHM JIBEHAIIATUIICPCTHOW KHIIKH 3HOCKOIMMYECKUM JOCTYIIOM W/WIA OHOIICHU
TOHKOM KHUIIKH DHJIOCKOMHYECKUM JOCTYIOM W/UIM  OHONCHU  OOOJOYHON  KHIIKU
OHAOCKONMUYECKHM  JIOCTYIIOM, TMPWKU3HEHHOE MaTOJOr0-aHaTOMHYECKOE HCCIeOBaHUE
OuoTCHITHOTO (OMEPAIIMOHHOI0) MaTepuaiia TSATOM KaTerOpuu CI0XKHOCTH 0e3 TpUMEHEHUS
JNeKAIbIIMHAIIMKN ¢ Tenblo auddepeHimaibHoi quarHoctuku (mpu Oonesnn Dabpu B psne
CIIy4aeB MOXXHO OOHapY>KUTh HAKOIJICHHE TUMTUIO0B B IUTOIIa3Me HEHPOHOB KUIIIEYHUKA) H/UITU
anruorpaguo OpPIOIIHOTO OT/Ie]a a0PThl U €€ BETBEH C IENbI0 OOHAPYKEHUS XapaKTEPHBIX AT
6omne3nn Pabpu U3MEHEHUH COCYIOB U/WUIM MAHOMETPHUIO MUILEBOA JUISI BBISBICHUS TATOJIOTUU
MUIIEBOAA W/WIM BOJOPOIHBIM JIBIXaTENbHBIA TECT C JIAKTYJI030W WJIM TJIFOKO30U JJIsi OIEHKU
M30BITOYHOTO OAKTEPHUATLHOTO POCTAa B KUIIEUHUKE U/UITH KOMIPOJIOTHUECKOE MCCIICIOBAHUE TIPU
cumnromax mainbabcopouuu. [97, 100,101,102].

YpoBennb yoeaureJbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB 5)
KommenTapuu: B wnacmoswee epemsi Hem UemKUX peKoOMeHOayuti No UCCIe008AHUIM
COCMOAHUSL JHCENYOOUHO-KUMeuHo20 mpakma npu 6onesnu Pabpu. Bvibop uccredosanus u ux
KOUYeCmeo Onpeoensilomcs KIUHUYECKOU —cumyayuel, B603MOJNCHO NpOGeoeHUue  UHbIX
uccnedosanuil Jlughghepenyuanvuyro OuacHOCmMuKy npo8oosm ¢ CUHOPOMOM PA30PANCEHHO20

Kuue4dYHuka, dueepmukyﬂﬂmﬁoﬁ 60]l€3HbIO, PAaAKOM MOACMOU KUWKU, annem)uuumom, ueﬂuakueﬁ,
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2acmpumom, 2acmpo33oazeanrbHblM  pe@iokcom, 0Oone3Hvlo  Yunnia, MumoxoHOpuaibHoU
namoaozauetl, MmpaHCMupemuHo80U ceMeliHol AMUIOUOHOU NOIUHEUPOnamuel.
Bonvwuncmseo nposeienuii co cmoponwvl HcenyO0OUHO-KUUEUHO20 MPAKmMa HUBEIUpyemcs Ha

@one namocenemuyeckol mepanuu.

2.5 Unble JAUATHOCTHYECCKHUEC UCCIICTOBAHUSA

Pexomenayercst mpreM (OCMOTP, KOHCYJIbTaIMsl) Bpaya-reHETHKA [IEPBUYHBIA BCEM IalHEHTaM
C KIMHMYECKUMH Npu3Hakamu Oonesnu Dabpu ¢ LEIbI0 NpoBedeHUs IudQepeHIrnaaIbHO-
JMarHOCTHYECKOrO TIOMCKAa CpPEId JPYTUX HACJIEACTBEHHBIX OOJE3HEH M OIpeeIeHuUs
ONTUMAJILHOTO 00beMa TeHETHUECKUX UccienoBanmii [26-29, 62, 63].

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

Pexomenayercss mpuem (0CMOTp, KOHCYJIbTallUsl) Bpada-Tieaquarpa WU Bpada-TepareBTa
MEPBUYHBI BCEM IMMAalMEHTaAM C KIMHUYECKUMHU Tpu3HakamMu OosiesHn @Dabpu ¢ 1enbio
JTUATHOCTHKU CONYTCTBYIOIICH TEPANeBTUYCCKOW TIATOJIOTHH, OICHKH OOIIEr0 COCTOSHUS
3I0POBbs U OIPEACIICHIS TAKTUKHU JaibHeiIei Tepanuu [26-29, 63].

YpoBensb yoeaureJbHOCTH pekoMenaanmni — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB 5)
KomMmeHnTapuii: mak dice 803M02CHO nposedenue npuema (0cMompa, KOHCYIbMAayuu) epaia

obwell npakmuxu (cemelnoco epava,).

Pexomenayercst mpuem (OCMOTp, KOHCYJbTalMs) Bpaya-o(TaibMojora MEpBUYHBIN BceM
nanueHTaM C KIMHUYeCKUMH Tpu3Hakamu Oone3sHu @abpu ¢  Lenbl0  JUArHOCTHKHU
CONYTCTBYIOIIEH MATOJOTUEN OPraHOB 3PEHUS U ONPEACIICHUS TAaKTUKU JAIbHEHIIEH Tepanuu, a
TaK)Ke MCCIICIOBAHKE C MCIIOJIh30BAHUEM IIIEJICBOM JIAMIIBI TIPH JUHAMHYECKOM HaOmoaeHun |
pa3 B 12 mec. [1, 15, 26-29, 42, 61-63].

YpoBenb y0ennTeabHOCTH pekoMeHaaunii — B (ypoBeHb 10CTOBEPHOCTH A0KA3aTENbCTB 3)
KommeHnTapuu: nposoosm oOuomMuxpockonuio nepeoneco omoena 2na3a U 21a3Ho20 OHd,
onpeodeneHue deghekmos nogepxHocmu po2osuywvl (npooa ¢ kpacumenem). C nomowwto uenesou
JIaMNblL BbIAGNIAIOM HOMYMHEHUEe po2osuyvl 6 euoe 3a8umkos. CxoOHvle UMEHEeHUs PO2o8UYbL
Habnooaromes  npu  ynompebienuu  1eKapcme  u3  pynnsl  AMUHOXUHOJIMHOB WU
anmuapummuyeckux npenapamos, kiacc 1l (amuooapona™*). Ilpu obcredosanuu enaznoeo ona
3ayacmyro  Habnoaemcs 3A0HsAs  CYOKANCYIAPHAs KaAmapakma u nopaxgcesue cocyoos

cemyanku, 4no moarcem npueecmu K msvicenou nomepe 3peHus.
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o Pexomenayercss mnpueMm (OCMOTp, KOHCYJbTallusl) Bpaya-racTPOIHTEPOJIOTa TEPBUUHBIN
NanueHTaM C  KIMHUYeCKUMH Tpu3Hakamu OonesHn @abpu ¢ 1EeNbl0  JHArHOCTUKHU
CONYTCTBYIOIIEN T'aCTPOIHTEPOJOTHUYECKOM MATOJOTMUA W ONPENEIICHUS TAaKTHKUA JalbHEUILIEH
Tepanuu [26-29, 63].

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

o Pexomenayercss mpueM (OCMOTp, KOHCYJbTAallMs)  Bpada-KapanoJiora/Bpadya-iaeTcKoro
Kap/roJiora MEPBUYHBIA BCEM MAlMEHTaM C KIMHHYCCKMMH Mpu3Hakamu Oosesnu Dabpu c
LEIbI0 JUArHOCTHKM COIYTCTBYIOIIEH KApAMOJIOIHYECKOM IIaTOJIOIUU M OIPEAEICHIS TaKTHKH
nanpHeimei repanuu [9, 11, 13, 26-29, 61-63].

YpoBeHb yoenuTebHOCTH pekoMeHanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB 4)

o Pexomenayercss mnpreM (OCMOTp, KOHCYJIbTAlWs) Bpada-HEBPOJOra IEPBUYHBIA BCEM
HalMeHTaM ¢ KIMHUYECKMMH Ipu3Hakamu Oonesun Dabpu ¢ LENb  JAHArHOCTHKH
COMYTCTBYIONIEH HEBPOJIOTMYECKON ITATOJIOTHH U ONpPeeIeH s TaKTUKU JadbHEHIIeH Teparniu
[26-29, 61-63].

YpoBeHb yoeauTeabHoCTH pekoMenaanuii — C (ypoBeHb J10CTOBEPHOCTH 10KA3aTEIbCTB 5)
. Pexomenayercs mpreM (0OCMOTP, KOHCYJIbTAIKs) Bpada-He(posIora IepBUYHbBIN BCEM
HalMEHTaM ¢ KIMHHYECKUMU MpU3HaKamu 0osie3nu Pabpu ¢ 1elbI0 THarHOCTHKH ITaTOJI0THH
OpPraHOB MOYEBBIJICTUTEILHONU CHCTEMBI, OTHOCSIICHC K BD, 1 onpeeseHns TAKTHKH
nanbHeiei repanuu [26,28,29, 39, 62,103,104].

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

o Pexomenayercsi mpuemM (OCMOTp, KOHCYJbTAIlMsA) Bpaya-TICUXUATpa TEPBUUYHBIA BCEM
nanueHTaM C KIMHWUYeCKUMH Tpu3Hakamu Oonesnn @Dabpu ¢ 1enplo  onpeaencHus
MICUXUYECKOTO 3/I0pPOBbsl TAIlMEHTa M OMNpeAeNeHUs HeOoOXOIMMOCTH Ha3HAYEHUS Tepanmuu
[78,105].

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

e PexomeHnayercsi npueM (TECTHPOBAHHUE, KOHCYJIBTAINS) MEIUIIMHCKOTO TICKXOJI0Ta TIEPBUIHBIN
MalyeHTaM ¢ KJIMHUYECKUMHU TTpu3HakamMu 6ose3nu Pabpu B mpoliecce MOCTaHOBKH JUArHO3a C
1IeJIbI0 OKa3aHUsl KIIMHUKO-TICUXO0JIornueckoit momomu [1, 27, 55, 63].

YpoBensb yoeaureJbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB 5)
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3. JqueHne, BKJIIO4Yad MCIUNKAMCHTO3HYIO H HEMCIUKAMCHTO3HYIO TCPAIIUH,
AUETOTEPAIINIO, 069360.]11/IB3HHC, MEAUIMNHCKHE NMTOKA3aHUA "

IMPOTHBOIIOKA3aHUA K IPUMCHCHUIO METO0B JICUCHHUA

Jna namoeenemuueckoeo neuenus BD pazpabomana ¢hepmenmuas zamecmumenvras
mepanus, HO 6ceM NAYUeHMAaM NApaIlebHO NPOBOOUMCS CUMNMOMAmuieckoe JedeHue
OCHOBHbBIX 0CN0JCHeHull 3abonesanus. Pewenue o HaznaueHuu gepmeHmosamecmumenbHou
mepanuu OO0JIICHO NPUHUMAMb 6 (hedeparbHOM MeOUYUHCKOM YeHmpe, UMEOUWUM ONblm
obcnedosanusi u eedenus nayuenmog ¢ b®D. Beoenue nayuenmos c¢ BD npeononacaem
MYTOMUOUCYUNTUHAPHBILL NO0X00 ¢ 00A3aMeNbHbIM  YYacmuemM 6pada-Hegponozd, 6payd-
2eHemuKda, 8PAUA-KAPOUONI02a/8PAUA-0ENCKO20 Kapouonoeaa, 8pava-amecmesnuon02a-
peanumamornoza, 6pava-mepanesma/spada-neouampa/spaia oodwel npakmuxku (cemeuno2o
épaua),  epaua-Heqhponoea, - 8pAYA-NYILMOHON02A,  6PAYA-2ACHPOIHMEPONOSA,  6payd-
Quzuomepanesma u epauell Opyeux CHeyuaibHOCmel, UMEIoWUx ONblMm 6 JeYeHUU Moo
peoKkoeo 3a060/1e6aHU.

3.1 IlaToreHern4yeckoe JeueHue

Pexomenayercst pueM (OCMOTpP, KOHCYJIbTALMsI) Bpada-TeHETHKA (MM IPYroro CrelnuaincTa,
UMEIOIET0 ONBIT JICYCHHs MalueHTOB ¢ Oone3nbto dabpu) mepBUYHBIA M MOBTOPHBIN (Tpu
HEO0OXOIMMOCTH) BCEM MaIleHTam ¢ 0osie3ubi0 @adpu ¢ 1eNbI0 Ha3HAYEHUS TATOT€HETHYECKOTO
JieueHust U KOHTPOJIst ero addexTuBHOCTH U Oe3omacHocTH [44, 46, 48, 62, 63].

YpoBensb yoenurebHOCTH pekoMeHaanmuii — C (YpoBeHb 10CTOBEPHOCTH /10KA3aTeJIbLCTB 5).
PexoMenayercsi  Ha3HauC€HUE/KOPPEKTHPOBKAa  (PEPMEHTHOW  3aMECTUTENBHON  Tepamuu
npenapatamu A16AB04 arancumazoii 6eta** (c 8 met), AI6ABO03 arancunazoit aneda** (c 7
JIET) WK MAryHUran3uaasa aiabga (¢ 18 ger) nanueHTam ¢ yCTaHOBJIEHHBIM JUarHo30M 00Je3Hb
@®abpu (BceM MalMEeHTaM MY)KCKOro IoJjia IOcie BepU(PHUKAUU JUarHo3a J1adopaTOpHBIMU
METO/IaMH C LEJIbI0 JOCTH)KEeHUSI HauOombIel 3(pQeKTUBHOCTH TEPAINH; JIULAM >KEHCKOTO T10J1a
¢ 6oneznpro PabpH, UMEIOIUM NPU3HAKU TMPOTPECCUPYIOIIEr0 NOPaKeHUs] OpraHOB-MUIIIEHEH,
MPUBOISAIINX K CHIKCHUIO KauecTBa JKU3HU: Kpu3bl Dabpu n/vimm pe3sucTeHTHast K CTaHIapTHOU
Tepanuy perUINBAPYIONIAs WM XPOHUYECKasi HelporaTHieckast 00Ib B KUCTSIX U CTOMAaX W/WIN
NEPCUCTUPYIOLIAs MPOTEHHYPUSI W/UIM CHU)KEHUE CKOPOCTH KIyOOukoBOM ¢uibrpanuu <80
wi/mMuH/1,73 M2 w/wim mopaxkeHue cepilla W/WIM HapylIeHHsT MO3TOBOrO KpOBOOOpaleHHS
W/WIIN WIIeMUYEeCKHe M3MEHEHHUs! TOJIOBHOTO MO3Ta, BBISIBJIEHHBIE NPH MarHUTHO-PE30HAHCHOM
ToMorpadui TOJIOBHOTO MO3Ta) C IENbI0 3aMeIJICHUS TMPOrPecCUpOBaHUs 3a00JeBaHUs,

CHMIXXCHUA MACChl Cc€pAla W YMCHBUICHUA HAKOIIJIICHHA auzo-1'63 B moukax , U YIIYUIICHUA
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KauyecTBa JKU3HH; NIPU HAMYMU KIuHU4Yeckod cumntomatuku P33T mpenaparamu #Arancuaasa
anpda** um #Arancumaza Oera** mpoBomuTcs AeTsAM JTr0O00ro Bo3pacta (¢ 2,5 mer s
#Arancunassl anbda** u ¢ 2 ner g #Arancugassl 6era** — pacueTHbIE JO3UPOBKH TE€ XKe
[44, 46, 48, 69, 77, 106-108, 112-115].
Jasi mpenapaTtoB Arajicujaasa aab$a** u Arajicugaza 6era*™ - YpoBeHb yOeaUTeJIbHOCTH
pexoMeHnaanuii A (YpoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB 1)
Jas npenaparta Il rynuransuaasa anbpa - YpoBeHb yOeAUTEeNIbHOCTH peKOMeHAamui A
(YPOBEHb JIOCTOBEPHOCTH JI0KA3ATEJIbCTB 2)
KommenTapuu: 60 epems nepsoco 6eedenus npenapama QGepMeHmHOU 3aMeCmumenbHoll
mepanuu  yenecooopazen  npuem  (ocmomp,  KOHCYIbmMayus) — 6pavyd-aHecme3uonozd-
DPEeanuMamonoea nepeuUYHblil.
Kpumepuu wnasnauenus ®O3T npusedenvt 6 npunoscenuu A3.3. B Poccuiickoti @edepayuu
3apecucmpuposano 3 npenapama oaa P3T BD: azancuoasza anvga™*, acarcuoasza bema™* u
naeynueansudaza arvga. /lanuvie rexapcmeenuvie cpeocmsa Obliu 3apecucmpupo8anvl 8 mMupe
Ha OCHOBAHUU Pe3YIbMaAmo8 PaHOOMUIUPOBAHHBIX, NAAYEOO-KOHMPOIUPYEMbIX UCCIeO08AHUU, 6
KOMOPbIX 3AMeCMUMenbHas Mepanusi YMEeHbUALa BblPAICEHHOCMb Heuponamuieckoi 6o,
8bI3bIBANA pecpecc 2UNePmMpoduU 18020 JHCEIYOOUKA U CMAOUIUAYUIO QYHKYUU NOYeK, NO
cpasnenuro ¢ naayebo. Ilo OanHbLIM — cuCmMeMamu3upo8aHHo2o 0030pa  JUMepamypbl,
ahpexmusHocme 3amecmumenvHOl mepanuu U3y4aiacs no Kpatuel mepe 6 52 npocnexmueHbix
uUccne0o8aHusax (KOHMpoOIUpyemvlx uiu Habaooamenvusix). B 22 uz Hux npumensnu azaicuoasy
anvpa** 6 22 — aeancuoazy bema™*, & 4 uccreoosanusx OvLIU 0000UEHbI pe3)IbMAmbl
npumenenust oboux npenapamos [19-22], a 6 4 uccnedosanusx npuMeHsAU NISYHUSAN3UOA3Y
anvgha. [116-119].
B yenom, pezynemamul smux ucciedoganuii noomeepounu onazonpusmuuiii d¢ppexkm P3T na
@yHKYUIO cepoya u nouex, Heuponamuieckyro 60b U Kawecmeo dcusHu nayuenmos. Yepes 12
mecayes yposuu auzo-Gb3 6 nnazme Kpoeu Yiyuuwiunucb y NAYUEHMO8 MYHCCKO20 NOAd U
VAYYUUUCS UTU OCMATUCH CMADUTLHBIMU ) NAYUEHINO8 HCEHCKO20 NOd.

Azancuoazy anvpa** (pazpewena coenacno Mncmpyxyuu ¢ 7 1em) 6600m 6HYMPUBEHHO
6 0oze 0,2 me/xke odun paz 6 0ge Heldenu, Aearcuoaszy bema** (paspewena coenacHo
Uncmpykyuu ¢ 8 nem) — enympusenno 6 0oze 1,0 me/ke ooun pasz 6 06e Hedeuu.
IIseynucansudazy anvpa (paspewena coenacno Uncmpykyuu ¢ 18 nem) 6600sm 6HympueeHHo 6
0oze 1 me/ke maccet odun pas 6 0se Hedenu. Ilepsvie 68edeHuss npenapamos OOJHCHbL
nPoBOOUMbCA 8 YCI08UAX cmayuonapa. IIpenapamul noonedxcam HemeOIeHHOMY 86€0eHUI0 NOCle

APUSOMOGIEHUS. pACMBOPA 01 UHPY3ULL.
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bonee noopobro ungopmayusi 0 0aHHbIX 1eKAPCMBEHHBIX NPENAPAMAx NPeocmasierHda 8
IHpunoocenuu A3.7.

@D3T Henv3s UCnONBL308AMb 0OHOBPEMEHHO C 2UOPOKCUXIOPOXUHOM™ ™, amuodaponom™*
U 2eHMamuyuHom**, nockoavbKy smu eewjecmea NOMEHYUAIbHO UHSUOUPYIOM AKMUBHOCHb
snympukiemounou o-GAL A. I[layuenmam, y Komopwvix 60 6pems un@y3uu HAOIOOATUCDH
msadicenvle peakyuu UnepuyyscmeumenbHoCmu, NOo8MoOpHoe B6edeHue npenapama ciedyem
nPoBOOUMb ¢ 0COOOU OCMOPONCHOCMBIO, 8 MAKUX CAYYAAX 8ce20d OONHCHbL Oblmb 0O0CMYNHbL

coomeemcmeyrowue mepol MeduuuHCKoﬁ nomouwiu.

He pexomenayercs namnuenTam ¢ 6ose3npto @adpu nposenenue O3T B cneayrommx ciaydasx:
NPUCYTCTBHUE JIPYTOTO OMACHOTO JJIS )KU3HU 3a00JI€BaHMUs, TIPU KOTOPOM IPOTHO3 BPSA U OyneT
ynydineH ¢ nomousio O3T; Hanuuue cepbe3HBIX OCIOKHEHUH O0e3HH (HampuMmep, TSHKeINblid
WHCYJbT, pPEaHUMAIMOHHBIE MAIUEHTB) C UENbI0 MPEIYNPEKACHUS PA3BUTHUS TSHKEIBIX
HE)KeJIaTeJIbHbIX PeaKUUil U MPeI0TBPALLEHUS YXYIIEHNUS COCTOSHUS NAlMeHToB [48].
YpoBensb yoenuTeabHOCTH pekoMenanun — C (YypoBeHb J0CTOBEPHOCTH /10KA3aTeJIbCTB )
Kommenrtapuu: xpumepuu ommenvt @3T npusedenvi 6 npunodxcenue A3.4. Dxcnepmul
cuumaiom, 4mo OmMmeHAms nedenue y nayuenmos ¢ maxiceol noyeuHol HedoCmamoyHOCmbO
(CK®D <45 ma/mun/1,73 m2 ¢ xoppekyueii no eospacmy (> 40 nem: —1 ma/mun/1,73 m2/200)) ne
cnedyem. Ananocuuno, He ciedyem OMMEHAMb jledenue y NayueHmos Ha ouaniuse, oaxce eciu
OHU He no0Xo0sam OJisi MPAHCNIAHMAYUU NOYKU, U Y NAYUEHMOB CO CHUNCEHUEeM KOSHUMUBHBIX
@yHxkyuil 1060t smuonocuu. Hauano u npooonscenue D3T y maxux nayuenmos OOJHCHO
paccmampusamscs 8 UHOUBUOYAIbHOM NOPsIOKe.

Ilpu bepemennocmu — umeromcs coobwjenuss 06 OMCymcmeuu HeMCelamelbHbIX A6NeHUL 6
OMHOWEHUU  JICEHUWUHbL U  GHYMPUYMPOOHO20 pebenKd, O0OHAKO OOoNbulo2o onvlma K

Hacmosuemy epemenu ne naxonnero [109,110].

3.2 CuMnroMaTuyeckas repanus

Ilo cumnmomamuueckou mepanuu bD nem panOOMusUPOBAHHLIX KOHMPOIUPYEMBIX
uccneoosanuil. B nyboauxayuax npuseoenvl pekoMeHOayuu, KOmopwvle ompaxcaiom 3KCHepmuoe
MHeHUe Cneyuanucmos U3 pasuslx CMpan U ONvlm leyeHus pasHblX Ko2opm NAyUueHmo8 8 pasHulx
KAUHUKAX.

o PexomennoBaHO paccMOTpeTh MPUMEHEHHE MPENapaToB I TEPANUH HEUPOTATHIECKOM
6omu (manmpumep, rpynmnbsl NO3AF npousBomHbie kapOokcammaa: #kapOamazemuH™**, rpymimbl

NO3AX npyrue mpoTHBOSMWIENTHYECKUE Tpenapathl: #nperabamua** (kom ATX N02BF02)
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#rabamentra (kox ATX NO02BF01) «Bue mHCTpyKIMu». IIpenapaTsl MOTYT OBITH Ha3HAYEHBI
HalKreHTaM 10 PelIeHUI0 BpaueOHON komuccuu (#kapOamaszenuu** y B3pocibix 200-400-600
Mr/cyT, y nereit — ¢ 6 mer 10-35 mr/kr/cyt wim 200-1200 mr/cyr, #nperabamua™* ¢ 15 net 75-
300 mr/cyrt, #rabamentud aetsaMm ¢ 3 et 10-50 mr/kr/cyt, B3pocisiM B cpeaneit 1o3e 970 mr/cyr
(ot 100 mo 1200 mr\cyr)) [35, 51, 107, 111].

YpoBeHb yoenuTebHOCTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB 5)
KommenTapum: V nayuenmog ¢ xponuueckoii Hetiponamuyeckoll 60160 U aKkponapecmesusimu
cnedyem no  BO3MOJNCHOCMU YCMPAHUMb  (haKmopul,

npogoyupyrowue noseiexue 00U,

Hanpumep,  Oonbuwue  Quzuueckue  HaApysKu,  IMOYUOHANbHBIL  CmMpecc,  U3MeHeHue

memnepamypbi.
Ipumepuvie Hauanvrwvle 003bl, MUMPOBAHUE U NOOOEPAHCUBAIOWUE 003bl NPENAPAMOs, KOMopble

Mo2ym Oblmb HA3HAYEHbl NAYUEHMAM C Hetlponamudeckou 60vio npu bonesnu @aopu [107].

npenapam Hauanvuas 0oza Mumposanue Maxkcumanvnas 003a
(npu HOPMAbHOU
@yHrxyuu nouex)
#rapbamazenun**, >12 nem 200 me/own | >12 nem npubasnams | >12 nem 1200 me/OH
(6 2-4 npuema) no 200 me/on 4 paza | 6-12 nem 1000 me/on
6-12 nem 200 me/OH | 6 HeO < 6 1em 35 me/ke/OH
(6 2-4 npuema) 6-12 nem
< 6 aem 10-20 | npubasrame no 100
Me/Kke/On Mme/On 4 pasa 8
Heoeno
< 6 1em npubasiamo
no 5 me/ke/on 4 pasa
8 Heoeio (0o
docmudiceHus
npeoenbHO20 YPOBHSL)
Heabanenmun >12 gem 100 wme | >12 nem npubasiame | >12 nem 4800 me/OH
neped cuom — 100 | no 100 -300 me 3-11 em -50
Mme/3p/OH 1 pas 6 7 onueti Me/Kke/OH
3-11 nem — 10-15]|3-711 nem -5
Me/Ke/OH, me/xe/on, 1 paz 6 3
pazoenenHvle Ha 3 | OHA
npuema
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Ipecabanun™* B3pochvim 50 me 3 | Tumposame 200 me 3 p/ou
pasa/ou CO2N1ACHO

HUnempyrkyuu

o Pexomenayercss npuem (OCMOTpP, KOHCYJbTalusl) Bpaua-liedaTpa WM Bpada-TepaneBTa
MIEPBUYHBIN ¥ TOBTOPHBIN (ITpH HEOOXOJMMOCTH) MAlUeHTaM ¢ 0omne3Hbto ®adpu, mpy HATUIUN
MOKa3aHUM, C 1eJbI0 Ha3HA4YEeHHs] CHUMIITOMAaTHYECKOTO JIEYEHUS M  KOHTPOJA €ro
sbdextuBHOCTH 1 Oe30macHocTH [26-29, 63].

YpoBenb yoeaureabHocTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH 10Ka3aTeJIbCTB 5)
KommenTapuii: mak oice 803M02cHO nposedenue npuema (ocmompa, KOHCYIbmayuu) epada

obwell npakmuxu (cemeliHo2o epava,).

o Pexomenayercs npueM (OCMOTpP, KOHCYJIbTallMs) Bpaya-KapIuoJIora IEPBUYHBIN U TOBTOPHBIN
(mpu HeoOX0UMOCTH) BCEM MaleHTaM ¢ 6os1e3upt0 ®adpu, npu HANUYUHU TTOKa3aHUH, C IebI0
HA3HAYCHHUS CUMIITOMATHYECKOTO JICYCHUST U KOHTPOJIS ero 3¢ GeKTUBHOCTH U Oe3omacHocTH [9,
11, 26-29, 61-63].

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

o Pexomenayercss mpuem (OCMOTp, KOHCYJIbTALMs) Bpaya-racCTPOIHTEPOJIOTAa MEPBUYHBIA U
MOBTOPHBIA (TIpM HEOOXOJUMOCTH) BCEM mMarueHTaM ¢ Ooje3Hpto Dabpu, Tpu HAUTUYUHU
MOKa3aHUM, C IeJbI0 Ha3HAYEeHHs CHUMIITOMAaTHYECKOTO JIEYEHUS ¢ KOHTPOJA €ro
s¢dexTuBHOCTH U Ge3omacHocTH [26-29, 63].

Yposens yoeauteabHoCTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH N0KA3aTeIbCTB S)

e Pexomenayercs npuem (OCMOTpP, KOHCYJbTallMsI) Bpauya-HEBPOJOra MEPBUYHBIA U MOBTOPHBIN
(mpu HeoOX0UMOCTH) BCeM MalueHTaM ¢ 6os1e3Hbt0 ®abpu, npu HANUYUKU TOKa3aHUM, C IEJbIO
Ha3HAYeHUs] CUMITOMATHYECKOIO JICYEHUS U KOHTPOJs ero 3((eKTUBHOCTH M 0e30MacHOCTU
[26-29, 61-63].

YpoBennb yoeaureabHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB 5)
. Pexomennyercst mpuem (0cMOTp, KOHCYJIbTAIMs ) Bpaua-Hedposiora NepBUYHBIN 1
MOBTOPHBIN (TIPH HEOOXOIUMOCTH ) BCEM MarfueHTam ¢ 6oe3upr0 @adbpu, mpu HATUYUU
MOKa3aHuH, C L1eJIbI0 Ha3HAYeHUs He(DPOPOTEKTUBHON TEPANUU U CUMIITOMATHYECKOTO
JIeUeHHMsI, KOHTPOJIS ero AP pekTUBHOCTH U Oe3onacHoctu [26,28,29, 39, 62,103,104].

YpoBensb yoeaureabHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB 5)
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o Pexomenayercs mpoBeJeHHE 3aMECTUTEIBHON MMOYEYHONW TEepanuyu METOJO0M I'eMOAHaTn3a Uiu
NEPUTOHEAIBHOTO [Uaiu3a NalueHTam ¢ Ooje3Hpio Pabpu B ciaydyae pa3BUTHUS y HUX
TEPMUHAJILHOW MOYCUHON HETOCTATOYHOCTH C II€JIbIO JICUSHHUS TaHHOTO COCTOsIHUs [26-29, 52].
YpoBenb yoeaurTeabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEIbCTB 4).

e Pexomenayercsi mpueM (OCMOTp, KOHCYJbTalMs) Bpada-oTanbMoyiora TEPBUYHBIA U
MOBTOPHBIA (TP HEOOXOJUMOCTH) BCEM marueHTaM ¢ Ooje3Hpto Dabpu, Tpu HAIMYUU
NOKa3aHWW, C [eJIbI0 HAa3HAYCHHUS CUMITOMATHYECKOTO JICYEHUS UM KOHTPOJS €ro
s dexTuBHOCTH U Oe3onacHoctu [1, 15, 26-29, 42, 61-63].

YpoBeHb yoeauTeIbHOCTH peKoMeH1auuii — B (YpoBeHb 10CTOBEPHOCTH A0KA3aTeIbCTB 3)

Pexomenayercsi npueM (0OCMOTpP, KOHCYJIbTAIMs) Bpaya-IICUXHATpa MEPBUYHBIA TIEPBUYHBIA H
MOBTOPHBIA ManMeHTaM ¢ Oone3Hpio Dadpw npH HAIMYUKM MOKA3aHWW C TEBI0 HAa3HAYCHUS
CHUMITTOMAaTHYECKOT'0 JICYCHHUS ¥ KOHTPOJIs ero s dexTuBHOCTH 1 Oe3omacHocTH [78,105].
YpoBeHnb y0eauTeabHOCTH pekoMeHaauuii — C (YpoBeHb JOCTOBEPHOCTH J0KA3aTEJbCTB 5)
KommenTapwuii: Xpornuueckas wuetiponamuueckas 6onv, xapakmepuas 01s Oonesnu Pabpu,
MOodHCem npueooUms K ONUMENbHOMY CHUINCEHUIO (DOHA HACMPOEHUsl, 0enpeccuul, OmMCymcmeuro
MOMUBAYUU K JIeYeHUI0, HAPYUWEHUAM CHA.

e PexoMeHI0BaHO TIpU HAJIMYUU MPOSBICHUN IMMOPAXKCHUS JKEITYJAOYHO-KHIIEYHOTO TPaKTa, HE
KYIUPYIOIUXCs Ha ()OHE IMaTOTCHETUYECKOW TEeparnu, PAcCMOTPETh Ha3HAYCHHE TUETHI C
MIOHWKCHHBIM COJIepKaHHeM (EPMEHTHPYEMBIX OJIUT0-IU-MOHOCAXaPHIOB U MOJHUOJIOB C IENIBIO
YMEHBIIICHUST TIPOSBICHUN OTPUIIATEILHOTO BIUSHHS JTM30-1'03 Ha KUIIEYHHK W MHUKPOOHOTY
KHIICYHUKA U YIyUIIECHHS KauecTBa )HU3HH MAIHeHTOB ¢ Oose3npro ®adpu [98].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB 4)

HpI/I H606XO,[[I/IMOCTI/I IPOBOAATCSA KOHCYJIbTAIUHU APYIrUuX CHCHHUAIMCTOB IO IMOKA3aHUAM IS
Ha3HAa4YCHHUA CUMIITOMATHUYCCKOI'O JICUCHUA.

3.3 Xupypruueckoe JieueHue

e Pexomenayercsi mpoBeieHUE (P OTCYTCTBUU TPOTHBOIOKA3AHMI) TPAHCIUIAHTAIIUU TTOYKH
naiueHTam ¢ Oone3nplo Pabpu B cioydae pa3BUTHS Y HHX TEPMUHAIBHOW TIOYEHYHOMN
HEJIOCTaTOYHOCTH C I[EJIBIO0 JICYCHHUS TAHHOTO COCTOsIHUS [26-29, 52].

YpoBenb yoeaurTeabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB 4)
Kommenrapum: mpancnianmayusi novex nayuenmam c¢ bB® npu paszeumuu mepmMuHaibHOU

NOYeYHOU HeOOCMAMOYHOCMU npoeodumc;z 6 coomeemcmeuu ¢ KiuHu4YeCcKumu pEKOMeHaaI/ﬂ/l}ZMU
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« Tpancnianmayus nouku, HaIUyUe MPAHCHIAHMUPOBAHHOU NOYKU, OMMUPAHUE U OMMOPHCEHUE
mpancniaanmama nouxuy ID: 934 _1 (http://cr.rosminzdrav.ru/).
Pexomenayercst MUMIUTaHTAIHS OJIHOKaMEPHOTO/IBYXKaMEPHOT'O

*k*k

SJICKTPOKAPAUOCTUMYJIATOPA nim UMILTaHTal s OI[HOKaMepHOFO/ JABYXKaMEpPHOIr'O

***  B3poCIBIM IManMeHTaM ¢ OosiesHpo Dadbpu  (mpu

KapauoBepTepa aegudpuiuisiTopa
HEOOXOJMMOCTH) C  HApYIICHUSMH  TMPOBOJAWMOCTH, OpaauapuTMHEH, IKETyJOYKOBOM
TaxXWKapIueld B COOTBETCTBHH C Pa3paOOTAHHBIMHU KIMHHMYECKUMHU PEKOMEHIAIUSMU C IEJbI0
JIeueHUsl TaHHO# naToyioruu [53].

YpoBenb yoeauTeabHOCTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB 4)
Kommenrapumn: /lannoe neuenue nayuenmam ¢ B® nposooumcs 6 coomeemcmeuu ¢
KAUHUYeCKUMU — peKoMeHOayuamu  «bpaduapummuu  u  HapyweHus  NPOBOOUMOCIUY,

«Kenyooukoevle napywenus pumma. Kemyooukosvie maxukapouu u 6He3anHdas cepoeyHds

cmepniv ).

Pexomenayercst yaaleHHE AaHTHOKEPATOM C IOMOIIBIO aproHOBOTO Jla3epa MalUeHTaM C
6omne3upto abpu, Npu KeTaHUH MALKUEHTa, C KOCMETHYECKOH 1enbio [54].

YpoBeHb yoenuteabHoCTH pekoMeHanuu — C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB 4)

4. MenuuyHCKAasi peadMaIuTALMS U CAHATOPHO-KYPOPTHOE JieYeHue,
MeJIMIUHCKNE MOKA3aHUA U MPOTHBONOKA3AHUSA K PUMEHEHUI0 METOA0B
peadMIMTAIMM, B TOM YHCJI€ OCHOBAHHBIX HA MCIOJIb30BAHUM NPUPOIHBIX

Je4eOHbIX (GaKTOpPOB.

Pexomenayercsi ipreM (TECTUPOBAaHUE, KOHCYIJIBTAINS) METUITUHCKOTO IICUXO0JIOTa TePBUIHBIN
Y TIOBTOPHBIHN (MIPH HEOOXOAMMOCTH) MarueHTaMm ¢ 60je3Hpt0 Pabpu, UMEIOIIUM BhIpaKECHHBIN
00JIeBOI CHHIIPOM M CKJIOHHOCTH K MCHXOIMOIIMOHAIBHBIM PAcCTPONCTBAM C LIETBI0 OKa3aHHS
KIIMHUKO-TICHXOJIOTHYecKoi rmomontu [1, 27, 55, 63].

YpoBenb yoeaureabHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB 5)

5. IIpodpunakTuka u AUCIAHCEPHOE HADIIIeHN e, MeAUIUHCKUE TIOKA3aHUS U

NMPOTHBOINIOKA3aHUA K IPUMCHCHHUIO METO/10B IlpO(l)l/lJIaKTI/IKI/I

5.1 BaknuHanus
Pexomenayercsa manueHtam c Oosne3Hbio ®abpu mpoBelneHHE BaKLIMHAIMKM MPOTUB TpUIIA,
MTHEBMOKOKKOBOM MH(EKINU C LEIbI0 MPOPMIAKTUKN MHPEKINOHHBIX OCIOKHEHUI/CHIDKEHUS

TSDKECTH WX TPOsIBIICHUH [85].
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YpoBenb yoeauTeabHOCTH pekoMeHaanun — C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB 5)
Kommenmapuu: K@ mne sasniemca npomugonokazaHuem K HNPOBEOCHUIO 6AKYUHAYUU C
ucnonvsoeanuem eakyur awodoeo muna [86,87], a maxoce 0na  eaxyunayuu npomus
koponasupycroul ungexyuu nosoco muna (COVID-19), 6 coomeéemcmeuu ¢ uncmpyxkyusimu K
npenapamam [88,89]. Ilranosyio ummynuzayuro nayuenmy c¢ 6onesmwvio Pabpu nposoosm 6
coomeemcmeuu ¢ HAYUOHANbHLIM KaleHOapem NpoQUIAKMUYecKux npusuox 6 nepuoo
CMabuIbHO20 COCMOSIHUSL OCHOBHO20 3a601e6anus Ha (hone noddepaicusaioujezo nevenus [90].

HUmmynuzayusi nayueHmog neped u nocie MpAHCHIAHMAYUU NOYKU NPOBOOUMCSL CO2NACHO

00UenpUHAMbIM NPUHYUNAM.
5.2 lunamuyeckoe Ha0J/I01eHHE

JlnHAMUYeCKHA OCMOTp TPOBOJUTCS B YCIOBHUSX KPYIJIOCYTOYHOTO HJIM JHEBHOTO CTAallMOHApA
MHOTOMPOGUIBHON KIMHUKI

Pexomenayercst npueM (OCMOTpP, KOHCYJbTalMs) Bpaya-T€HETUKA NEPBUYHBIM U MOBTOPHBIN
(mpu HEOOXOAMMOCTH) BCEM MalMeHTaM ¢ Oose3Hbio Pabpu ¢ MOATBEP>KICHHBIM AHATHO30M
W/Wau uX OQUIMAIBHBIM MPEACTaBUTENSAM, C IeNbio cOopa kanod, aHaMHe3a, (PU3MKAIBHOTO
oOcieoBaHUsT H  PA3bSICHCHWA TEHETUYECKOTO pPHCKa, OOCYXKIEHUS  BO3MOXKHOCTEH
MPCHATATHHOW M TPEUMIUIAHTAIIMOHHONW TUArHOCTHKU B CEMbE, KOHTPOJA dPPEKTUBHOCTH U
0e30MacHOCTH MaToreHeTH4ecko Tepanuu [28, 56, 62, 63].

YpoBeHb yoenuTeabHoCTH pekoMeHaanuu — C (YpoBeHb I0CTOBEPHOCTH JI0KA3ATEIbCTB 5)
KommeHnTapuu: cemusucommusie Mys#cuunsl UMeiom eOUHCMEEHHYI0 NOPAHCEHHYIO X-XPOMOCOMY,
umo onpeodensiem Kiaccuueckut gernomun oonesnu. OHu nepedarom 3my XPOMOCOMY MOJIbKO
ceouUM 0oyepsM, HO He CbiHo8bAM. Taxum obpazom doyepu 6onvHbix BD omyos umerom 0oHy
HOPMANbHYIO U 0OHY 0eeKmHYI0 XPOMOCOMY, M.e. AGIAIMCs 2emeposucomamu. B omauyuu om
opyeux X-cyennenHnuvix 3a601esanuti 66110 NOKA3AHO, YMO Y YACMU 2emMepPO3UOMHbIX HCEHUUH C
mymayueti eena GLA pazeusaromcs msicenvle nposeienus bB®D, mpebyrowue meouyunckou
nomowu u émewiamenvcmea. Mexanuzm, nocpedcmeom KOmopozo y 2emepo3ueoOmHbiX HCeHUJUH
PA38UBAIOMCAL MHCUSHEY2POIHCAIOUUE CUMNINOMDYL, U38ECMEH He 00 KOHYA. Y O00NbuuHCmea us Hux
umeemcs noumu HOPMANbHBIU YPOBEHb YUPKYIUpYOwe20 Gepmenma 3a cyem mo2o, 4Ymo
CYYAUHbI Npoyecc UHaKmusayuu X-xpomocomol (1auoHU3aYUs) npugooum Kk ob6pazo8anuio Kax
oepuyummblx, max u HOPMAIbHBIX KIEMOK.

Yuumeieas mun Hacnedosanusi Oannoeo 3abonesamus (X-cyeniewmwviil) O0as  KANCOOU

nocieoyroujeli bepemeHHoCmu:
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— ¥ JHCEHUUHBI-HOCUMETbHUYbL PUCK POJICOeHUsi O0bHO20 manvuuka cocmasnsem 50%, puck
pooicoenus desouku-wocumenvruysl — 50%;

— Y MYHCUUHBI-HOCUMETISL MYMAYUU PUCK POXHCOeHUs 0egouKku-HocumenvHuywbl mymayuu — 100%.

B cemvsx, ede ecmb nayuenmsl ¢ YCMAHOBIEHHOU Mymayuel, CyujeCmeyen 603MOICHOCHb

npo6edeHUss  NPeUMNIAHMAYUOHHOU U NpeHamanibHou  ouacHocmuku. IIlpenamanvhas

OUACHOCTNUKA BO3MOJICHA NYMeM U3MepeHUs aKMueHOCMU 0-2alaKmMo3u0asvl 8 KiemKkax 60pCUH

XOpuoHa, a makdce memooamu npsamou uiu xoceennou JIHK-Ouaecnocmuku 011 cemeli ¢

U36€CMHbIM cEHOMUNOM.

Pexomenayercst u3MepeHUE KOHICHTPALMU JIM30COMAIBHOIO TIO0OTPHAO3UIC(HUHTO3UHA
(mm30-I'63) MeTomoM TaHAEMHOW Macc-CIEKTPOMETPUU C BBICOKOA(P(PEKTHBHON >KUAKOCTHON
xpomatorpadueit (BOXX/MC) (KOMIUIEKC UCCIICIOBAHMM I TUArHOCTUKU Oosiesan dadpm) 1
pa3 B 12 wMecsmeB B paMKax JAMHAMHUYECKOTO HAONIOIEHUS JIMIAM MY>KCKOro Tojia ¢
KIMHUYECKUMH  Tpu3Hakamu Oone3nn Dabpu B KauecTBE JOMOJHUTEIBHOIO 9Tama
OMOXMMHYECKON JTMAarHOCTHKH, JHUIAM MYXKCKOro mnojia ¢ 6one3Hpto @abpu, HaXOAMIMUMCS Ha
depmenro3zamectutenbHoi Tepanuu (DP3T) mnsa oneHku 3PPeKTUBHOCTH, a TakKe JHUIAM
MYCKOTo moJa, He nonydaromum O3T (em. [punoxkenne A3.5)[10, 30, 38].

YpoBeHb yoeauTeJIbHOCTH peKOMeHAauuu — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB 3)

PexoMenayercsi npoBeeHne 00IIEro (KIMHUYECKOT0) aHalu3a KPOBH MalUEHTaM ¢ 0OJIE3HBIO
®dabpu B mporecce NUHAMUYECKOTO HAONIOJCHUS C IIEIbI0 OIICHKH OCHOBHBIX IMapamMeTpoB
KPOBETBOPEHHS U BBISIBIICHUSI BO3MOKHBIX HHPEKITMOHHBIX Tiporieccos [9, 11, 13, 26-29, 58-60,
64].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 0KA3aTeJIbCTB 4)
KommenTapmii: vacmoma — no noxazanusm. Ilposedenue obweeo (KiuHuueckozo) amaiusa
KpOBU BKIIOYAEM UCCIe008AHUE YPOBHS 00We20 2eMO2N00UHA, IPUMPOYUMOS, TIelUKOYUMO8,
mpomooyumos 8 Kposu, OYEHKA 2eMAmoKpuma, Ucciedosanue CKOpOCmMu  0CeOaHust
apuUmMpoyumos, ougpepeHyuposanuviii NOOCuem 1etKoyumos (netuKoyumapHas gpopmyna).
PexoMeHayercsi TpOBEICHUE aHalU3a KPOBH OHWOXUMHUECKOTO OOIIETeParieBTUYCCKOTO
nareHTam  (OmpenesieHue  ONpe/ielieHHe  aKTUBHOCTHM  aclapTaTaMHHOTpaHcdepassl,
alaHuHAMHUHOTpaHc(epassl,  JIAKTATACTHAPOreHasbl,  memouHo  (¢ocdaraspl, ramma-
rIIoTaMuATpancdepazbl B KPOBH, HCCIENOBaHHE YpPOBHS 00IIero OWIMpyOMHA, CBA3aHHOIO
OwnupyOuHa, CBOOOJHOTO OWJIMPYOHMHA, XOJECTEPUHA, XOJIECTECPUHA JIMITONPOTEHHOB BBICOKOM
IUIOTHOCTH, XOJISCTEPHHA JIUIONPOTEHHOB HHU3KOW TIUIOTHOCTH, TPHUIJIMIEPUIOB, MOYCBUHBI,

MOYEBOM KHUCIIOTHI, albOyMHHA, TJIFOKO3bI, KpEaTHHUHA, 00IIero Oeyka, HaTpus, Kajus, oOIIero
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KaJIbIUs], HOHU3UPOBAHHOTO KAJIBIHsI B KPOBH, KPEATHHKHHA3bI) ¢ OoJe3Hbpi0 Padpu B mpoiiecce
JUHAMHUYECKOTO HAOMIOACHHS C IENbI0 OLEHKH COCTOSHUS BHYTPEHHHUX OpPraHoB (CM.
[Mpunoxenue A3.5) [9, 11, 13, 26-29,].

YpoBenb yoenuteabHoCcTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB 5)
KommenTapwuii: vacmoma — no nokazanusm.

Pexomenayercst onpezeneHue KoinyecTBa 0eika B CyTOUHON Moue/uccieioBaHue anb0yMruHa B
CYTOYHON MO4Ye, MCCIEeNOBAaHUE YPOBHs anbOyMuHA, O0mIero Oeika M KpeaTHHWHA B KPOBU C
OTIpe/ICIEHUEM CKOPOCTH KIYOOUKOBOUW (DMIIBTPAIIUH TI0 YPOBHIO KPEaTHHUHA KPOBH PAaCYCTHBIM
MerogoM (pCK®), uccienoBanue anbOyMHUH-KPEATHHUHOBOT'O COOTHOIIECHUS B MoO4e (M/HIIH
COOTHOIIEHUSI OEJIOK/KpeaTUHUH MOYU: OINpefelieHne KOJIMYecTBa Oellka B CYTOYHOH Moue,
UCCJIEJOBaHUE YPOBHSI KpeaTMHMHA B MOY€) BCEM MalMeHTaM c Oone3Hbro Pabpu B mporecce
TUHAMHUYECKOTO HaOMroJeHus He pexe | paza B 12 MecsleB ¢ IENbI0 OLEGHKH JTUHAMUKA
cocrosiaus noyek (cm. [punokenne A3.5)[26, 28, 29, 39, 58, 61, 64, 91, 92, 93].

YpoBeHb y0eTUTEILHOCTH peKkoMeHaanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 3)
KomMmenTapuii: onpedenenue ckopocmu Kiy60ukogol (uibmpayuu no ypoeHi KpeamuHuHa
kposu pacuemuvim memooom (pCK®) cnedyem nposooums no ¢opmyne CKD-EPI na ocnose
VPOBHS KpeamuHuha 6 Kposu, U, 8 0moeabHulx cayuasnx, Ha ochose yucmamuna C (Mccnedosanue
yucmamuna C 6 kpoeu) [91,92,93].Ilpu uanuuuu noxazanuu mocym OblmMb NPOBEOEHbL:
uccnedosanue yposHs MOYeBUHbl 8 KPOGU U UCCLEeO08AHUE YPOBHS MOUEBOU KUCIOMbl 8 KPOBU
[91].Hccreoosanusn neobxooumo npoeodums nayueHmam ¢ noOMEEPHCOCHHbIM MOAEKYIAPHO-
2eHemuyecKuMu memooamu ouaznosom oonesnu PDabpu, 6 mom uucie, OeCCUMNIMOMHBIM

HocumeJssim, 6blA6/IEHHbIM npu cemelHom CKPUHUHCZE.

Pexomenayercsi mpoBesicHHe 001Iero (KIMHMYECKOTr0) aHaln3a MOYM MalUeHTaM ¢ OO0JIE3HBIO
®abpu B mpolecce AUHAMUYECKOTO HAONIOICHUS C ICJbI0 OIIEHKH MOPAKCHUS TMOYeK (CM.
IMpunoxenne A3.5)[26, 28, 29, 39, 58, 61, 64].

Yposenb yoeauTeabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KOMMeHTapHﬁ: yacmomd — no NOKA3aHUAM.

PexoMenayercs uccienoBaHue ypoBHs TponoHuHOB |, T B KpoBHM mamueHtam ¢ OO0JI€3HBIO
@®abpu, npH HaIMYUM TOKa3aHUH, B Mpolecce AMHAMUYECKOro HAOIIOACHUS, C IEINbI0
BBISIBIICHHS MTopakeHus cepana (cm. [pumokenune A3.5) [9, 11, 26-29, 58-60].

Yposenb yoenurenbHocTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH A0KA3aTENbCTB S)
KommeHTapum: y nayuenmog ¢ GblpajiceHHOU eunepmpoueli  1e8020  dHcenyo0ouKa

06Hapyxcusaemcs nosviuieHue mpononuros. Yacmoma me peosice 1 paza 6 200
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o Pexomenayercss  ucciefoBaHus — ypoBHA ~— N-TepMUHalIbHOro  (pparMeHTa  MO3TOBOTO

HaTpuiiyperudeckoro mnpomnentuaa (NT-proBNP) B kpoBu maruenTam ¢ 6one3npro ®@adpu, npu
HATMYUU TIOKa3aHUH, B IPOIECCe TUHAMUYECKOTO HAOIOICHHUS, C IIENIbIO BBISIBIICHUS CEPICTHON
HenocratouHocTH (cm. Ipunoxenne A3.5) [9, 11, 26-29, 58-60].

YpoBenb yoeaureabHocTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KAa3aTeJIbCTB 5)
KommenTapuu: vacmoma ne peoce 1 paza 6 200

PexomenaoBaHo peructpanusi 3JIEKTPOKApIUOTPAMMBI, IPOBEACHUE 3XOKapauorpaduu,
XOJITEPOBCKOTO MOHHTOPUPOBAHHS CEPJACYHOTO pPUTMA H CYTOYHOTO MOHUTOPUPOBAHUS
apTepHalIbHOTO JaBJeHHUS BCeM ManueHTam c Oose3nHpio ®albpu B mpolecce AMHAMHUYECKOTO
HaOmoieHus: He pexe 1 pa3a B 12 MecslieB ¢ LEIb0 OLEHKU JUHAMHUKH COCTOSIHHSI CEpACYHO-
cocyauctoi cuctemsl (cM. [Ipunoxenune A3.5) [9, 11, 26-29, 59].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB 4)
KommeHnTapuu: xapakmepHuim npusnakom nopadicenus cepoya npu oonesnu Pabpu sasnsemcs
eunepmpohusi 16020 Hceryo00uKa, Komopas moxcem ovims gvisignena ¢ nomouwvio IKI, Oxo-KI
U MACHUMHO-PE30HAHCHOU MOMO2paghuu.

PexomeHn10BaHO MpOBEICHNE MAarHUTHO-PE30HAHCHOW TOMorpaduu cepilia U MarucTpalbHbIX
COCyIIOB TalmeHtam ¢ Oone3Hpto Pabpu 1Mo TOKa3aHWAM B IMpoIecce TUHAMHYECKOTO
HaOmoIeHust He peke 1 pa3za B 24 MecsIeB C IO OICHKH KapJAHOJOTHYSCKUX W3MEHEHUN
(cm. IMpunoxenne A3.5) [9, 11, 26-29, 41, 59].

YpoBeHb yoeIUTEILHOCTH PeKOMeHIaluii — A (YPOBEHb IOCTOBEPHOCTH JI0KA3ATEIbCTB 3)
KommenTapuu: npu neoboxooumocmu npogoosim MacHumHo-pe30HaHCHas momozpaguio cepoya
¢ KOHmMpacmuposanuem. Bo3smooicHo npumenenue momanvbHOU 6HYMPUBEHHOU aHecmesul,
KOMOUHUPOBAHHO20 UH2ATIAAYUOHHO20 HAPKO3d. XapakxmepHviM NPU3HAKOM NOpadcenus cepoya
npu 6onesnu Pabpu saenisemcsa cunepmpopusa 1e8020 AHceryOouUKda, KOMOpds Modxcem Oblmb
svisgniena ¢ nomouppto IOKI, Oxo-KI' u MPT. [[na oyenxu ¢hyHkyuu cepoya npumeusrom
mKanegyo oonniepaxoxapouoepaghuro (donnaep-IxoKr).

PexomMeHna0BaHO TIPOBEJCHHE MArHUTHO-PE30HAHCHOW TOMOTpauu TOJIOBHOTO MO3ra BCEM
nmanueHTam ¢ 6ose3npo @abpu B mporiecce TMHAMUUECKOro HaOmoIeHnus He pexxe 1 paza B 12
MECSIIEB B clydyae, eCIM U3MEHeHHUs ObutH BhIsiBIEeHBI 10 Hadana O3T wnu 1 pa3 B 48 mecsnes,
€CII U3MEHEeHUs ObUTH BhIsBJICHBI Tocie Hayana O3T ¢ 1enbio BBISIBICHUS MOPaXXeHHUs 0el10ro
BEIIIECTBA T'OJOBHOTO MO3Tra, MIIEMHYECKHX 04aroB mo mokazanusm (cm. [Ipuinoxenue A3.5 )
[26-29, 40, 61].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB D)

KomMmeHTapuii: 60o3modcHO nposedeHue MacHUMHO-pE30HAHCHOU MOMOZpauu  20J106HO20
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MO032a ¢ KOHMPACMUPOBAHUEM, A MAKdHce NpUMeHeHue KOMOUHUPOBAHHO20 IHOOMPAXeanlbHO20
HApKo3a, MOMAIbHOU 6HYMPUBEHHOU aHecme3uu, nposoonuxkosou anecmesuu. Ilpu MPT
20/I0OBHO20 MO324 V NAYUEHMO8 MO2YM  OOHAPYHCUBAMbCA — UUWEMUYECKUL  UHCYIbM,
MUKDOKPOBOU3NIUAHUA U BHYMPUMO3208ble  2eMaAmoMbl, USMEHeHUs 0eno2o  eeujecmea
(netikoapeo3) u cepozo sewecmsa (Karvyuurayus 3a0He2o maiamyca), @ maxKice cocyoucmole
Manvghopmayuu, npeumyuwecmeeHHo npedcmagierHnble 00IUXOIKMAZUAMU 8epmedpOoOaA3UIAPHOU
apmepuu. Omu usMeHenus He ABNAIOMCA BblCOKOCheyuduunvimu 0ns 6oaesnu Dabpu, mozym
ecmpeuamuvcs Y nayuenmos ¢ Opyeou namonozuell. B psoe cnyuaes 603moocno npoeedeHue
KOMNbIOMEPHOL MOoMO2paghuu 20J106H020 MO32d.
o PexomeHnaoBaHo TpOBEJCHHE OLIEHKHM OOMM MpH TOMOIIM BHU3YyaJlbHO-aHAJIOTOBOM
IIKaJIbI OIICHKH OOJIM MCXOJHO M KaXK/ble 12 MecsIeB ¢ 1eJbI0 MOHUTOPUHTA TEUCHUS OOJIC3HH,
orieHKH d(dexTruBHOCTH Tepanuu. KpaTkuii opoCHUK, CONEpKalIiii 9 BOIPOCOB, CBSI3aHHBIX C
00J1b10, OTBETHI Ha KOTOPBIE OIleHUBAIOTCs 1o mKaie ot 0 (orcyrcrBue 6omm) 1o 10 (Hauxynmas
601b).(cMm. ITpunoxenne I'l, Ipunoxenune A3.5) [121-123]
PexoMeH10BaHO TPOBEACHNE TOHAJIHHON ayJHMOMETPUHU BCeM manueHTam ¢ Ooneznpio dabpu
cTapuie 5 JeT B Ipolecce AWUHAMUYECKOro HabmojaeHus He pexe 1 paza B 12 mecsneB ans
paHHero BbIssBICHUs HapymeHui ciayxa (cum. [Ipunoxenue A3.5 ) [26-29, 61].
PexoMeH10BaHO TPOBEICHNE 6-TH MUHYTHOTO TecTa X0ab0bl (I1Ikana cyObeKTHBHOM OLIEHKH
nepeHocuMoCTH (u3udeckor Harpysku (mkana bopra) — cm. Tlpunoxenue [2)) 1 pa3 B 12
MecSlIeB BCEM MalMeHTaM C KIMHUYECKUMHU TMpu3HakamMu OosiesHn @abpu c  1enbio
orpeniesieHus] (U3NYECKOM BBIHOCIMBOCTH, OIpeNeNeHusl (YHKIUOHATBHOTO COCTOSHUS
OpraHu3Ma, TUarHOCTHKU CEpACYHON HeloCcTaToOqHOCTH [124]
YpoBeHb yoenuTebHOCTH pekoMeHanuii - C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB 5)
PexoMeHnayeTcsi mpoBelE€HUE YIbTPA3BYKOBOI'O HCCIIEOBAHUS OPraHOB OPIOLIHOM IMOJIOCTH
(KOMIIJIEKCHOTO) ManueHTaM c¢ Oose3Hpto ®abpu B mpolecce TUHAMUYECKOIO HaONIOAEHUS C
1eJIbI0 MOHUTOPUHTA COCTOSIHUSI BHYTPEHHUX opraHoB (cm. [Ipunoxenune A3.5) [64].
YpoBenb yoeauteabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJbCTB 4)
KommenTapuii: vacmoma — no nokasanusim.
. PexomMenayercst yIbTpa3ByKOBOE UCCIIEOBAHUE MTOYEK MAIleHTaM ¢ 6ose3Hbo @abpu B
npolecce JUHAMUYECKOro HaOmojeHus 1 pa3 B 12 MecsueB C 1ENbI0O CBOEBPEMEHHOTO
BBISIBIICHHSI TATOJIOTHH TOYEK, B TOM YHCIIE MapanelbBUKaIbHBIX KUCT (cM. [Tpunoxenne A3.5)
[62-64,68].
YpoBens yoenurejibHocTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB 5)

KOMMeHTapHﬁI yacmoma — no nOKA3aHusM.
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e PexomeHayeTcsi TNpOBEICHHE MPHUIETBHONM pPEHTreHorpaduu OpraHoB TPYOHOH KIETKH
nanueHTaMm ¢ Oosiesnpto Pabpu B mpoliecce AMHAMUYECKOTO HAONIONEHUS C LEIbI0 OLEHKU
COCTOSIHUSI OPTaHOB IpyaHOM KieTku (cM. [Tpunoxenue A3.5) [61, 67].

YpoBeHsb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH A0KA3aTeIbCTB 5)
KommenTapwuii: vacmoma — no nokazanusm.

o Pexomenayercss mpuem (OCMOTp, KOHCYJbTAaIlUsl) Bpaya-TieIdaTpa WU Bpada-TepaneBTa
NEPBUYHBII U TOBTOPHBIN, MPOBEICHHE AHTPONOMETPHUUECKUX MCCIEIOBAaHUN MAallMEeHTaM C
6ose3npio Pabpu B Mporecce TUHAMHYECKOro HabmroneHus He peke 1 pasa B 12 mecsieB ¢
[[EJTbI0 CBOEBPEMEHHOHN JMArHOCTHKH COIYTCTBYIOIIEH TEpareBTHYECKON IMATOJNOTHUH, OICHKU
00IIero COCTOSIHHSI 37I0POBbBS, OIPEHCICHHS TAKTHKU JabHEHIICH Tepamuu W OICHKH ee
s¢dextuBHOCTH M Oe30macHocTH [26-29, 63].

YpoBensb yoeaurebHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB 5)
KommenTapmii: makowce mooxxcem Ovimb nposeden npuem (0OCMOmMp, KOHCYIbmayus) epaid
obwell npakmuku (cemelno2o 8paia) nepeutdHsblll U NOGMOPHBLI U/UNU OUCNAHCEPHBLI Npuem

(ocmomp, KoHcyIbmMayus) 8paya odwel npaKmuKu (cemelno2o 8paia).

o Pexomenayercss 1mpueM (OCMOTp, KOHCYJbTAllMs)  Bpada-KapanoJiora/Bpadya-iaeTcKoro
KapauoJiora TEPBUYHBI M TOBTOPHBIA (OCMOTpP, KOHCYJIBTAIlMsA) Bpada-KapauoJiora/Bpaya-
JICTCKOTO KapJHOjora B XOje JAMHAMUYECKOTO HAOJIOJICHHS BCEM MAI[MeHTaM C OOJIE3HBIO
®abpu B mpoliecce ITUHAMHYECKOrO HaOmroeHus He pexe | pasza B 12 MecsieB ¢ IENbIO
CBOCBPEMEHHOM JMAarHOCTUKH COIYTCTBYIOMICH KapJHOJIOTHYECKOW MATOJIOTHUH, ONPEICICHUS
TaKTUKHU JabHEHINCH Tepanuu U olleHkH ee 3¢ dexTuBHOCTH U Oe3omacHoctH [9, 11, 26-29, 61-
63].

YpoBens yoeaqureJbHOCTH pekoMenaannii — C (YpoBeHb 10CTOBEPHOCTH /10KA3aTEJIbCTB 5)

o Pexomenayercss mpueM (OCMOTp, KOHCYJbTaIMs) Bpada-opTalbMONOra TEPBUYHBIA U
MOBTOPHBIA  (OCMOTpP, KOHCYNbTallusl) Bpada-opTalbMOJOra, a TaKXkKe HCCIeIOBaHue C
WCIIOJIb30BAaHUEM IIIEJIEBOM JIAaMIIOW B XOJ€ JAMHAMHUYECKOTO HAOJIOJCHMS TAllMeHTa BCEM
nanueHTaMm ¢ Oone3Hpro Pabpu B mpormecce He peke 1 pasa B 12 MecsmeB ¢ IEIbIO
CBOEBPEMEHHOI JMarHOCTUKH COMYTCTBYIOMIEH 0(TaTbMOIOTHIECKON MAaTOIOTHH, OTIPEACTICHUS
TaKTUKHU JAbHEHIICH Tepanuu U olieHKH ee 3 dekTuBHOCTH 1 Oe3omacHocTH [1, 15, 26-29, 42,
61-63].

YpoBenb yoeaurTeabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB 5)
. Pexomennyercst mpuem (0cMOTp, KOHCYJbTalMs) Bpaya-HeQposiora MEepBUYHBIA H

HOBTOpHLIﬁ (OCMOTp, KOHCYJ'ILTE[LII/IH) Bpaqa-He(ppOera B X0A€ AHMHAMHWYCCKOI'O HaGHIO,HeHI/IH
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BCEM MarnueHTam ¢ 6oe3Hpro0 @abpu B mporecce AMHAMHUYECKOTO HAOMI0IeHUS He peke 1 pa3a B
12 wmecsieB ¢ IETBI0 CBOCBPEMEHHOW JHATHOCTUKHM COMYTCTBYIOIICH IMAaTOJIOTHH IIOYEK,
OTIpEICIICHUS TAKTUKH JaJbHEHIIICH Tepaniy 1 OIICHKH € 3P (GEeKTUBHOCTH 1 Oe3omacHocTH [26,
28, 29, 39, 62, 103, 104].

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

Pexomenayercst npuem (0CMOTp, KOHCYJbTalMsl) Bpaya-raCTPOIHTEPOJIOra IEPBUYHBIA U
NOBTOPHBIA  (MPH  HEOOXOAMMOCTH) Bpada-TacTPOIHTEPOJIOTa B  XOJE JWHAMHYECKOTO
HaOroieHus nanueHTam ¢ Oose3Hbpto ®abpu, Npu HaMMYMM MOKa3aHUMl, C LEeJIbI0 KOHTPOJISA
COCTOSIHUSI, CBOEBPEMEHHON JUArHOCTHUKU W JICUEHHUS TacTPO’HTEPOIOIMYECKON IaTOJOrHH,
KOHTPOJIs 3)(HEKTUBHOCTH ¥ OE30MACHOCTH CUMITOMATHYECKOTO JiedeHus [26-29, 63].

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

PexomMenayercsi pueM (OCMOTp, KOHCYJIBTAIUs) Bpaya-HEBPOJIOTa MEPBUYHBIA M MOBTOPHBIN
(mpu HEOOXOJMMOCTH) Bpaya-HEBPOJIOra B XOJI€ TUHAMHUYECKOTO HAOJIIOJICHHS MAIlMEHTaM C
Oone3npro Dabpu, U HAIWYWAW TOKA3aHUH, C METbI0 KOHTPOJISI COCTOSIHHS, CBOSBPEMEHHOMN
JUATHOCTHKH ® JICUCHUS HEBPOJIOTHMYECKON MATOJNOTHH, KOHTPOJIA J(P(GEKTUBHOCTH U
0€30I1aCHOCTH CUMIITOMATHYECKOro Jieuenus [26-29, 61-63].

YpoBensb yoeaurebHOCTH pekoMenaanuii — C (YpoOBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 5)

e Pexomennyercss mpueMm (OCMOTp, KOHCYJbTallMs) Bpada-iepMaTOBEHEpoJiora IMEpBUYHBIA U
MOBTOPHBIA (MpM  HEOOXOAMMOCTH) Bpauya-JepMaTOBEHEpOJiora B XOA€ JUHAMHYECKOTO
HaOmo/leHusl nanueHTaMm ¢ Oone3Hpto Dalbpu, NMpU HATUYMM TOKAa3aHUM, C LENbI0 OIEHKHU
KOJIMYeCTBa M pa3Mepa aHIMOKEPAaTOM, BBINMOJIHEHHs CTaHJIAapTU3MPOBAaHHBIX (oTorpaduii ams
OLIEHKU JMHAMHUKH, a Takke KOHTPods 3(deKTuBHOCTH M 0€30macCHOCTH MAaTOrE€HETUYECKOro
neuenus. [120]

YpoBeHnb yoenuresbHocTH pekomenaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB 5)

5.3 lucnancepHoe Ha0JI0AeHHE

Jlucnancepnoe  nabnwooenue  nayuenmos ¢ - 00JE€3HLIO Dabpu  npeononacaem
MYTMUOUCYUNTUHAPHBITL NOOX00 C 005A3aMeNbHbIM  YYacmuem 6padd-Hesponozd, 6payd-
Kapouono2a/8pava-0emcKo2o Kapouonod, epaia-mepanesma/spava-neouampa/spava ooduyel
npakmuku (cemelinozo épaua), epava-rHeghponoea, 8paia-eacmpodIHmepoo2d, u paveli Opyaux

cneuuaﬂbnocmeﬁ, umernuux onvlm 6 JjaedeHuu snaoco pedkoeo 3abonesanus. ﬂucnaucepuomy
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HAONI0O0EHUI0 NoOaexcam nayuenmsl ¢ 6one3Hvio Pabpu Kaxk noayuaruue namo2eHemuyecKoe
nevenue P37, mak u nayueHmsvi, KOMOpvle NO pA3HLIM npuduHam ue noaydaiom DP3T (ne
docmuenu kpumepueg ons Havaia D3T, ne noomeepounu ceoé coenacue Ha nedenue), ¢ Yeibro
CBOEBPEMEHHO020 KOHMPOJSL COCMOSIHUSL 300P06bsL U KOPPEKYUU Mepanesmudeckol makmuky
[99]. IIpumepnwii naan obcnedosanus nayuenmos ¢ B® npuseoen ¢ Ipunoscenuu A3.5, o 6
CPOKU U 0OBLEM UCCIEO08AHUIL IeHAUUM 8PAYOM MO2YM OblMb 6HECEHbl KOPPEKMUBLL C YYemom

ocobennocmetl meyenus 3a00/1e6aHUS. Y KOHRKpeENHO20 nayuenma.

Pexomenayercss u3MepeHUE KOHICHTPALMU JIM30COMAIBHOTIO TIO00OTPHAO3UICHUHTO3UHA
(u30-'63) MeTosOoM TaHAEMHON Macc-CIEKTPOMETPHH C BBICOKOI(PGHEKTHBHON >KUJIKOCTHON
xpomatorpadueit (BOXX/MC) (KOMIUIEKC UCCIICIOBAHMM I TUArHOCTUKU Ooniesan Dadpm) 1
paz B 12 MecsleB B paMKax JUCIIAHCEPHOTO HAOMIONCHHUS JUIIaM MYKCKOrO Tiojia ¢
KIMHUYECKUMH  Tpu3Hakamu Oone3nn @Dabpu B KauecTBE JOMOJHUTEIBHOIO 93Tama
OMOXMMHYECKON UArHOCTHKH, JUI[AM MY>KCKOro moja ¢ Oone3nbto Pabpu, HaxoaAIIMMCS Ha
depmenro3zamectutenbHo Tepanuu (DO3T) mna oneHkn 3(GQEKTHBHOCTH, a TakXKe JHUIAM
MYyXCKoro mojia, He nosydaronmm O3T (cm. [Ipunoxenune A3.5) [10, 30, 38].

YpoBeHb yoequTeJIbHOCTH peKOMeHAauuu — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB 3)
KomMmeHnTapuu: xoauuecmeennoe onpedeienue auzoenobompuaozuic@uneosuna (muzo-163)
A61AeMCsL NOOMBEPAHCOAIOWUM  UCCTIe008aHueM O ouacHocmuku ooneznu DPabpu, makoice
ucnonvsyemcs: Ol paspeuwieHusi mpyoHvlXx OUAcHOCMuYeckux caydaes. Bmopoe eadchnoe
npumenenue auzo-163 — smo Momumopune cocmoanus u d¢pgdexkmusHocmu mepanuu
nayuenmos ¢ boaesuvto Paobpu. Iloxazano, umo npu adexeamuoi 3T konuuecmso cybcmpama
6 naasme Kposu ymeHvwiaemcsa. Iloomomy yenecoobpasHo coenamv KOAUYECHBEHHOE
onpeodenenue nu30-1 03 yacmvio MOHUMOPUH2A COCMOANHUSA NAYUeHmos ¢ boaesuvio Pabpu, Kak
HAaxXo0awuxcs Ha namozeHemudeckou mepanuu, max u xcusywux oez @3T. Oouaro, credyem
yuumseieams, umo oadce y nayuenmos, noayuarnouux DP3T, yposenv smoco memabonuma
NPAKMUYecKU HUK020a He 0ocmuaem HOPpMANbHuIX 3HaveHul. Ilpasuna 3abopa buomamepuana

07151 NPOBeDeHUst UCCTIe008AHULL 8 NAMHAX BbICYULEHHOU Kposu npusedensl 8 Ipunoscenuu A3.6.

PexomMenayercsi onpereneHne KOJMYecTBa Oellka B CyTOYHOH MO4Ye/COOTHOIICHUE abOyMIHA-
KpeaTMHUHA B Pa30BOM MOPLMU YTpEHEH MOYM, MCCIEOBaHUE YpPOBHs anbOyMuHa, OOIIEro
OenKa M KpeaTHHHHA B KPOBH C OTIPEIEIIEHUEM CKOPOCTH KITyOOUKOBOM (PUIIBTpAIMM 110 YPOBHIO
KpeaTHHHHA KpoBU pacueTHbIM MeTosioM (pCK®), uccrnenoBanue ambO0yMHUH-KpEaTHHHHOBOIO

COOTHOILIEHUSI B MOYe (M/WJIM COOTHOILIEHUS! OEIOK/KPEeaTUHUH MOYH: OIpe/ieleHHe KOJIHYecTBa
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Oenka B CYTOYHOW MoOYe, HCCIIEJOBaHME YPOBHS KpeaTMHHHA B MOYE) BCEM MAaI[MeHTaM C
Oone3npro @abpu B mporiecce AUCTAHCEPHOTo HaOroaeHus He pexe 1 pasa B 12 mecsieB ¢
LIEJIBIO OLICHKU JMHAMHUKHU cocTosiHus mouek (cm. [Tpunoxenne A3.5) [26, 28, 29, 39, 58, 61, 64,
91, 92, 93].

YpoBeHb y0equTeJIbLHOCTH pekoMeHAaluil — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB 3)
KommenTapuii: onpedenenue ckopocmu Kiy60ukogol (uibmpayuu no ypoeHio KpeamuHuHa
Kkposu pacuemuvim memooom (pCK®) credyem nposooums no ¢opmyne CKD-EPI na ocrose
VPOBHSA KpeamUuHUHA 8 KPO8U, U, 8 OMOeNbHbIX cyuasx, Ha ochose yucmamuna C (Mccnedosanue
yucmamuna C 6 kpoeu) [91,92,93].Ilpu uanmuuuu noxazaunuii mocym OblMb NPOBEOEHbL:
uccnedosanue yposHs MOYeBUHbl 8 KPOBU U UCCIIe008AHUE VPOBHS MOUEB0U KUCIOMbl 8 KPOSuU
[91].Hccneoosanus neobxooumo npoodums nayuenmam ¢ nOOMEEPHCOCHHBIM MOJLEKVIAPHO-
2eHeMUYeCKUMU Memooamu OuacHo3om 6oaesnu @Pabpu, 6 mom uucie, 6ecCUMNMOMHbIM

Hocumessim, 6bliA6JIEHHbIM npu cemelHom CKPUHUHCZE.

PexoMeHI0BaHO pEruCTpaIys 3JICKTPOKAPAUOTPAMMBI, MPOBEICHUE dXOKapauorpaduu BceM
narueHTam ¢ 6osiesnpro @abpu B mporiecce TUCIAHCEPHOTO HaOItoIeHHs He pexke 1 paza B 12
MECSIIEB C IENbI0 OIECHKH JTUHAMUKHA COCTOSIHHS CEpPJCYHO-COCYAUCTOH CHCTEMBI (CM.
[Mpunoxenne A3.5) [9, 11, 26-29, 59].

Yposens yoeauteabHoCTH pekoMenaannii — C (ypoBeHb JOCTOBEPHOCTH N0KA3aTeIbCTB 4)
KomMeHTapuu: xapakmepHoim npusHakom nopasicenus cepoya npu oonesnu Pabpu sensemcs
eunepmpoghus 1e6020 Hcenyoouka, KOmopas Mmoxcem ovimo gviasiena ¢ homowwvio KT, Ixo-KI'
U MAZHUMHO-PE30HAHCHOU MOMOZpaghuu.

o PexkomMenayercst ypTpa3ByKOBOE HCCIIEOBAHUE TTOYEK MaueHTaM ¢ 0one3npio @abpu B
npolecce TUCIaHcepHOoro HaOmoxeHuss 1 pa3 B 12 MecsleB ¢ I€JIbI0O CBOEBPEMEHHOIO
BBISIBJICHUS TTATOJIOTHHU TIOYEK, B TOM YHCIIE TapaneibBUKaIbHbIX KUCT (cM. [Tpunoxerne A3.5)
[62-64,68].

YpoBenb y0eauTeabHOCTH pekoMeHaanuii — C (YpoBeHb J0OCTOBEPHOCTH J0KA3ATEJIbCTB 5)

KOMMeHTapHﬁ: yacmomd — no NOKA3aHUAM.

. Pexomennyercst ~ qucnaHcepHbld  mpueM  (OCMOTp,  KOHCyJbTalus)  Bpada-
nenuarpa/Bpadya-TepaneBra/ Bpaya oOmiel IpakTHKH (CEMEHHOro Bpaya) MmalueHTam ¢ 00JIe3HbIO
®abpu B mporecce AMCIAHCEPHOTO HaOIrogeHUs He peke 1 pasa B 12 MecsmeB ¢ IENbIo
CBOEBPEMEHHOI JUAarHOCTHKU COMYTCTBYIOIIEH TepaneBTUYECKOW MaTOJIOTHH, OLIEHKH OOIIEro
COCTOSIHUSL ~ 3/10pPOBbs, ONPEIECIECHHUA TAKTUKM JaJbHEHIIEW Tepaluu U OLEHKU €€

s pexTUBHOCTH U Oe3omacHocTu [26-29, 63].

41



YpoBenb yoeauTebHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTeJIbCTB D)
KommenTapuii: makowce moocem 6vimb npogeden npuem (0OCMOMp, KOHCYIbMAayus) eépaia
obwell npakmuku (cemeuno2o 8paia) nepeutdHsvlll U NOGMOPHBIU U/UIU OUCNAHCEPHBLI Npuem

(ocmomp, KoHCyTbmMayus) epava oowel NPaKmuKu (Cemelroco epaya,).

Pexomenayercsi  mpueM  (OCMOTP, KOHCYIbTAaLUs)  Bpada-KapIuoJiora/Bpada-IeTCKOro
Kap/roJiora TEPBUYHBIA M MOBTOPHBIN/IUCITAHCEPHBIH MpHeM (OCMOTpP, KOHCYJIbTAIKsA) Bpaya-
Kap/HoJIora/Bpada-IeTCKOro Kapanojora BCceM MalieHtaMm ¢ Oosesnpio ®abpu B mporiecce
JMCIIAHCEpHOro HalOmroxeHus He pexke | pasa B 12 MecaueB ¢ LENBIO CBOEBPEMEHHOMN
JMAarHOCTUKU  COIYTCTBYIOLIEH KapIWOJIOTUYECKONW IATOJOIMH, ONPENEIEHUS TaKTHUKH
JanbHeIei Tepanuu u oeHku ee 3¢ dextuBHOCTH 1 6e3omacHoctu [9, 11, 26-29, 61-63].

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

. Pexomennyercst mpuem (0cMOTp, KOHCYJIBTAIMs ) Bpada-Hedposiora NepBUYHBIN 1
MOBTOPHBIN/TUCTIAHCEPHBIN TTpHEeM (OCMOTp, KOHCYJIbTAIMs) Bpaua-Hedpoiora BCeM MallueHTaM
¢ 6one3npr0 Padbpu B MpoIiecce AUCIIAHCEPHOT0 HaO M0 IeHUs He peke 1 pa3a B 12 mMecsieB ¢
IIEJTBI0 CBOCBPEMEHHOM JTUArHOCTHKY COITYTCTBYIOMICH ITATOJIOTHH MTOYCK, OTPEACIICHUS TAKTUKA
nanpHeHIei Tepanuu u oeHku ee 3¢ dexTuBHOCTH U Oe3omacHocTH [26, 28, 29, 39, 62, 103,
104].

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

Pexomenayercst mpuem (0CMOTp, KOHCYJbTalMsl) Bpaya-raCTPOIHTEPOJIOra IMEPBUYHBIA U
HNOBTOPHBIA  (IpM  HEOOXOAMMOCTH) Bpaya-racTPO’HTEPOJIOTa B  XOAE JAMCIIAHCEPHOIO
HaOroieHusl mamnueHTam ¢ 6osne3Hpto ®abpu, Npu HaMMYMM MOKa3aHUM, C LEJIbI0 KOHTPOJISA
COCTOSIHUS, CBOEBPEMEHHON JHMAarHOCTUKHA M JICYEHHs T'aCTPOIHTEPOIOIMYECKON IaTOJIOTHH,
KOHTPOJIs 3)(HEKTUBHOCTH ¥ OE30MACHOCTH CHMITOMATHYECKOTO JiedeHus [26-29, 63].

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

Pexomenayercs npueM (OCMOTp, KOHCYJIbTallMs) Bpada-HEBPOJIOra MEPBUYHBIA M MOBTOPHBIN
(mpu HEoOXOAMMOCTH) Bpayda-HEBpPOJIOTa B XOJI€ JUCIAHCEPHOTO HAOIIOJCHHS MalMeHTaM ¢
6one3npto ®abpu, IpU HAIMYUU MOKA3aHUM, C LIETbI0 KOHTPOJSI COCTOSIHUS, CBOEBPEMEHHOM
JUArHOCTUKM M JICUEHUS HEBPOJIOTMYECKON MAaToNOruH, KOHTPoJis A(P(GEeKTUBHOCTH U

0€30IMaCHOCTH CUMIITOMATUYECKOTO JieueHus [26-29, 61-63].
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e Pexomenayercsi mpuem (OCMOTp, KOHCYJbTAIlHs) Bpada-JepMaTOBEHEPOJIOra MEpPBUYHBIA U

MOBTOPHBIA  (IpU  HEOOXOJUMOCTH) Bpaya-IepMaTOBEHEPOJOra B XOJE JAUCIAHCEPHOIO

HaONO/IeHUsT TareHTaM ¢ OoJie3Hbpro Daldpw, MpU HATWYMHM TOKA3aHWMA, C IENbI0 OICHKH

KOJIMYEeCTBAa M pa3Mepa aHTMOKEPAaTOM, BBIMOJHEHHS CTaHIAPTU3UPOBAHHBIX (oTorpaduii ams

OLOCHKHW JHHAMHKH, a TAKKC KOHTPOJIA 3(1)(1)6KTI/IBHOCTI/I 1 0e30IaCHOCTH MATOreHETHYECKOIO

neuenwus. [120]

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (YpOBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 5)

6. Opranusanus oka3aHusi MeIUIUHCKOH MOMOLIH

[Taruentam ¢ Oosesnpto ®abpu, B 3aBUCUMOCTH OT HEOOXOJUMOCTH, MOXET OBITh

OKa3aHa MEJWIMHCKAs TIOMOIIb JI00T0 BHIA, YCIOBUA, (OPMBI, MPEITyCMOTPEHHBIX

3akoHOAaTeNbcTBOM Poccuiickon denepannm.

IMoka3zanus Ui NJIAHOBOH rOCMUTATU3ANMH B MEJUIIUHCKYIO OPraHU3aLHIO:

[IpoBeneHue IMArHOCTUKU M JIeYEHUs, TPeOyrolue KpyrioCyTOYHOIO MEAULUHCKOTO
HaOJIIOIEHNS;

CocrosiHue, TpeOylollee aKTUBHOTO JIEUEHHs M KPYIVIOCYTOYHOI'O  MEIUIIMHCKOTO
HaOIIOCHUS

CocrosiHue, TpeOytoliee MPOBEACHUSI BBICOKOTEXHOJIOTHYHBIX METOAOB JIeYeHUs (B TOM
yHyclie TpaHCIUIAHTAIMsl OpraHoB, HMIUIAHTALMS BOJUTENSl pPUTMa, KapAHOBEpTepa-
nedubpuiaropa);

OrcyrcTBue BO3MOXHOCTH oOecnedeHus @O3T B aMOynaTOpHBIX M CTallMOHAp
3aMelAIoLINX YCIOBUSX;

HeoOxonuMocTh NpoBeACHMS] pa3MYHBIX BUIOB DSKCHEPTU3 WM O0OCIEI0BaHUS B
MEAMIMHCKOW OpraHu3allud IpU HEBO3MOXKHOCTH NPOBEACHHMS HX B aMOYJIaTOPHBIX
YCIOBUAX, TpeOyOIUX JUHAMMYECKOro HabOmoAeHus (B TOM uwucie odopMieHue

3aKIIOYCHUA (bez[epanLHoro KOHCI/IJ'II/IYMa).

IToka3zanus k 3KCTpeHHOI71 FOCIIUTAJIM3AIIMHA B MEIUINUHCKYI0 OPraHu3anuio:

Octpbie 3a0oneBaHMs, OOOCTpEHHsS XPOHHUYECKHUX OOJe3HEH, OTpaBlieHHs] M TpPaBMBI,
COCTOSIHUS, TpeOylolre WHTEHCUBHOM Tepanmuu U TMepeBojia B peaHUMAI[MOHHBIE
OTJENICHUs] WIM OTJENeHHs] WHTEHCUBHOW Tepanmuu (B TOM 4YHCIEe MOOOYHBIE peakiuu,
POHMCXOJAIIee UM BO BpeMs MH(Y3UU UM B TedeHue THs npoBeaeHus nudysun O3T u

Ipyrue yrpokarouie J>KU3HM OCTphle COCTOSIHUSI), a TakkKe KPYIJIOCYTOUYHOTO
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MEIUIUHCKOrO HAONIOJEHUH M MPOBEJCHMS CIEUUAIbHBIX BUAOB 00CIEIOBAHUSA U
JICUCHMUA.
IToxa3anus K BbINKUCKe NAllMEHTA U3 MeJUIIMHCKON OPraHu3alum:
e  OrtcyTcTBHE YIpO3bl XKU3HU NAILUECHTA;
e  OtcyTcTBHUE YrpO3bl PA3BUTHUS OCIIONKHEHUHN, TPEOYIOIINX HEOTIO0KHOIO JICUCHHUS;
e Crabunuzanust COCTOSIHMSI M OCHOBHBIX  KIMHHMKO-Ta0OpaTOPHBIX  IOKa3aresnen
HaTOJIOTHYECKOTO MIPOIIECCa IO OCHOBHOMY 3a00JIEBaHHUIO;
e OtcyrcTBHE HEOOXOIMMOCTHM B IIOCTOSSHHOM BpaueOHOM M KPYIVIOCYTOYHOM
MEIUIIMHCKOM HAOJIIOJICHUH [10 OCHOBHOMY 3a00JIEBaHHUIO;
e HeoOxomuMocTu mepeBoja TMAalMEHTa B JpPYrylo OONBHUIYY WJIH YYPEKICHUE

COIMAIIBHOTO 00€eCIICUEHIS

7. JonosHuTebHAst ”H(popManus (B TOM 4Yucje (PaAKTOPbI, BJUAKIINE HA

HCXO0/1 3200J1eBAHUS WJIH COCTOSTHNS)

o PexoMenayercsi nmpoBelEHHE CEMEHMHOrO CKPUHMHIA JJIsl POJICTBEHHUKOB IMalMEHTOB ¢ b®d
(mpoBeneHNE TEHETUYECKHX HCCIENOBAaHUM) C 1eNbl0 auarHocTUku b® Ha paHHe#l cragumn
Ooute3nu [28].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuu — C (YpoBeHb I0CTOBEPHOCTH JI0KA3ATEIbCTB 5)

o Pexomenayercs npoBe/ieHUs CKPUHUHTA TPYIIN BHICOKOTO PUCKa (PaHHHE MHCYIBTHI, TOUCYHAS
HEJI0OCTAaTOYHOCTh, TUIEPTPOPUUECKas KapIUOMHUONATHS) C IIEJIbIO BBISIBJICHHS MaleHToB ¢ bD
[7, 12, 18,76].

YpoBens yoeaureJbHOCTH pekoMeHAanuu — C (YpOBEeHb 10CTOBEPHOCTH 10KA3aTEJIbLCTB 4)
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Kpurepuu oneHky kayecTBa MeJUIMHCKON IOMOLIH

KpnTeplm OLICHKHU KaYecTBa HepBl/I‘IHOﬁ MeI[l/IKO-CaHI/ITapHOﬁ nmomMomm

Ne

Kpurepun kavyecTBa

OneHKa BLINOJTHEHHUSA

Bemonnen mpuem (OCMOTp, KOHCYNIbTallMs) Bpada-mneauaTpa
WJIM Bpadya-TepaneBTa NEepBUYHBII

Ja/mer

Boinonnen mnpuem (0cMOTp, KOHCYNbTallMs) Bpaya-reHETHKa
TIePBUYHBII

Ja/mer

BrimonnHeHo ompeseneHne akTHBHOCTH JIM30COMHOTO (hepMEHTa
anb(a-rajakTo3u1a3bl B MATHAX BBICYIIEHHON KPOBH METOJIOM
TaHJIEMHON MAacC-CIEKTPOMETPUHN (KOMIUIEKC MCCIIeI0BaHUM
JUIsL AuarHocTuku 6oneznn dabpu) BceM manueHTaMm My>KCKOTro
M OSKEHCKOro ToJla € KIMHUYECKUMHU TpPU3HAKaMU OOJIE3HH
®abpu npu AMATHOCTUKE

Ja/mer

Brimonaeno UCCIIEIOBAHHE YPOBHSI
JIM30TI000TpHa3HICHUHTO3MHA B MATHAX BBICYHICHHOW KPOBU
METOZIOM BBICOKOI(PPEKTHBHON KHUIKOCTHOH XpomaTtorpaduu
TaHJEMHOW Macc-CIIEKTPOMETPUH (ITallMEeHTaM KEHCKOTO 1oJa ¢
KJIMHUYECKHUMH TTpU3HaKaMu 0ose3Hn Pabpu) mpu JUarHoCTHKE
u naiee 1p/6 mec

Jla/mer

Bremonneno ompenenenne myrauumii B rene GLA B kpoBu
(KOMIUIEKC HCCIEIOBAaHUN ISl JUArHOCTUKH OojesHn Pabpu)
METOJIOM CeKBeHHpOBaHUs 110 CeHrepy

Jla/mer

BeimonHeno mnpoeneHue oO0mero (KIMHHYECKOTO) aHaln3a
MOUH IIPpU YCTAHOBJIEHUM JAMArHo3a u jajiee He pexe 1 paza B 6
MECSI1IEB

Ja/ner

BeinonneHo onpezeneHue KoiauyecTBa Oelika B CYyTOUYHON Moue,
U HCClelOBaHWE YPOBHS anbOyMuHa, oOmero Oenka u
KpeaTHHUHA B KPOBU C OIpPENEIEHUEM CKOPOCTH KITyOOUKOBOM
GWIBTpalu 1O YPOBHIO KpEaTWHWHA KPOBH PAaCYETHBIM
metonoM(pCK®), wuccrnenoBanue ambOyMHH-KpEaTHHUHOBOI'O
COOTHOILLIEHUS! B MOYe (W/MJIM COOTHOLIEHUs O€JIOK/KpeaTHuHUH
MOYM: OINpejeTeHHe KOJIUYecTBa Oelka B CYTOYHOH Moue,
UCCIIEIOBAaHNE YPOBHS KPEaTHHHHA B MOYE) NIPU YCTAHOBJICHUHU
JMarHo3a u janee He pexxe 1p/6 mec

Ja/ner

Brimosnneno Ha3HA4YCHHE/KOPPEKTUPOBKA (dhepmeHTHOM
3aMecTUTeNbHON Tepanuu npenapatamu A16AB04 arancuaaszoit
oera**, A16ABO03 arancunazoit anbha** umm nmaryHuranzuaasa
anb(a TanMeHTaM C YCTAHOBJIGHHBIM JHMarHO30M OoOJIe3Hb
®abpu (BceM mamyreHTaM MYKCKOTO ToJia TTociie Bepudukammm
JMarHo3a J1a0opaTOpPHBIMU METOAAMHU C LEJIbI0 JIOCTHUKEHUS
HauOobiIel 3((HEeKTUBHOCTH Tepanuy; JHUIAM >KEHCKOTO Iojia
¢ 6one3npro ®abpu, UMEIOIUM MPU3HAKHU MPOTPECCHPYIOLIETO
MOpaKEHUS] OpPTaHOB-MHIICHEW, NPUBOIAMINX K CHIDKEHUIO
KadecTBa JKM3HM: Kpu3bl Dabpu W/MAM pE3UCTEHTHas K
CTaHJAPTHOW Tepamuu PEeIUINBUPYIONIAs WM XPOHHUYECKas
Heijporatuueckass ©Oonb B KHUCTAX W CTOHAax  W/WIM
NEPCUCTHUPYIOIAass TPOTCHHYPHUS W/WIM CHIDKEHHE CKOPOCTH
KI1y0oukoBoM ¢unbTpanmn <80 wu/mun/1,73 M2 w/wim

Ja/ner
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Kpurtepuu kayecrBa

OIIeHKa BbIIIOJTHCHUSA

MOpaXCHWE  cepala  W/WIM  HapyIIeHHS  MO3TOBOIO
KpOBOO6paH_I€HI/IH I/I/I/IHI/I HUINEMHUYCCKNUEC U3MCHCHHUA T'OJIOBHOI'O
MO3ra, BBISBJICHHBIC NP MAarHHUTHO-PE30HAHCHOW TOMOTpaduu
TOJIOBHOTO MO3Ta)

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

Ne

Kpurepun kavyectBa

OneHkKa BLINOJTHEHHUS

Bremonnen mpuem (OCMOTp, KOHCYNIbTallMs) Bpada-meauaTpa
WJIM Bpada-TepareBTa NePBUYHBIN

Jla/mer

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

Ja/ner

BeimosHeHO onpesiesieHre KoIMYecTBa Oelika B CYyTOYHOW Moue,
M UCCJIEJIOBAaHHME YPOBHS anbOyMuHa, oOmero Oenka u
KpEaTHHUHA B KPOBU C OINPEIIEICHUEM CKOPOCTH KIYOOYKOBOIA
GWIbTpau 1O YPOBHIO KpEaTWHHWHA KPOBH PAaCUETHBIM
meTonoM(pCK®D), wuccrnenoBanue anb0yMUH-KpEaTHHHHOBOTO
COOTHOIIECHUSI B MOY€ (WM/WJIM COOTHOMICHHUS! OENOK/KpeaTMHUH
MOYH: OIpE/CICHUE KOJIUYeCTBa Oelika B CYTOYHOH Moue,
UCCIIC/IOBAaHNE YPOBHS KPEaTHHHHA B MOYE) NIPU YCTAHOBJICHUHU
JMarHo3a u janee He pexxe 1p/6 mec

Jla/mer

Brmmosmeno peructpanusd SJICKTpOKaApAUOrpaMMBbl, IPOBCACHUC
sXOKapauorpadpu, XOJITEPOBCKOTO MOHHUTOPHUPOBAHHUS
CEepJIEYHOr0  pPUTMAa U  CYTOYHOIO  MOHHUTOPHPOBAHUS
apTepHAJIbHOTO JABJIEHUS BCEM NAIMEHTaM C KIMHUYECKUMH
npusHakamu 6osie3Hn ®abpu B mpolecce MOCTaHOBKU JUarHo3a
U Jajiee B Tpolecce UCIAHCEPHOro HaONIOJEHUS HE peke
1 p/12 mec

Ja/ner

BeinonneHo Ha3Ha4YeHUe/KOPPEKTUPOBKA (bepMeHTHOI
3aMecTHTEeNbHON Tepanuu npenapatamu A16AB04 arancuaaszoit
6era**, A16AB03 arancunazoif anbda™* niam myryHuran3ugaoi
anb(a. TaIMEeHTaM C YCTaHOBJCHHBIM JIMAarHO30M OOJIE3HBb
®abpu (BceM MaleHTaM MYKCKOTO IoJa Tociie Bepudukanuu
JarHo3a J1a0OpaTOpPHBIMH METOAAMH C IEJIbI0 JTOCTHIKCHUS
HanOosbIIel YPPEKTUBHOCTH TEPANUM; JIUIAM KEHCKOTO Moja
¢ 6one3npro ®adpu, UMEIOIIUM IPU3HAKU MTPOTPECCUPYIOLIETO
MOpaXEHUs] OpPraHOB-MMILICHEW, NPUBOIAMIMX K CHIKEHUIO
KayecTBa JKM3HU: Kpuszbl @abpu u/WiM pe3ucTeHTHas K
CTaHJApTHOW Tepanuu pelUIUBUPYIOIIAs HIM XPOHHUYECKas
HeWpornatudeckass O0lMb B KUCTAX H  CTOMAaX  W/WIH
HNEPCUCTUPYIOIIAass MPOTEUHYPHUS W/WIM CHIKEHHE CKOPOCTH
KiyooukoBor  dunpTpamuu <80 wmu/mue/1,73 M2 w/wm
nopakeHHMe  cepala  W/WIM  HapylIeHUs  MO3TOBOTO
KPOBOOOPAIIICHUsT W/WIIM WIIEMHYECKHE W3MEHEHHs TOJIOBHOTO

Ja/ner
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KpnTeplm KayeCcTBa OIIeHKa BbIIIOJTHCHUSA

MO3ra, BBISBJICHHBIC NP MarHHUTHO-PE30HAHCHOW TOMOTpapuu
TOJIOBHOTO MO3Ta)

Cnucok jureparypbl

. Germain D.P. Fabry disease//Orphanet J Rare Dis. 2010. V.22. P. 5-30.
. Spada M., Pagliardini S. et al. High incidence of later-onset Fabry disease revealed by

newborn screening// Am J Hum Genet. 2006. V.79. P. 31-40.

Hwu W.L., Chien Y.H. et al. Newborn screening for Fabry disease in Taiwan reveals a
high incidence of the later-onset GLA mutation ¢.936+919G > A (IVS4+919G > A)//
Hum Mutat. 2009. V.30. P.1397-1405.

Elstein D., Altarescu Gh. et al. Fabry disease// Springer Science & Business Media. 2010.
Hopkin R.J., Bissler J. et al. Characterization of Fabry Disease in 352 Pediatric Patients
in the Fabry Registry// Pediatr Res. 2008. V. 64. P. 550-5.

Hoffmann B., Beck M. et al. Nature and prevalence of pain in Fabry disease and its
response to enzyme replacement therapy—a retrospective analysis from the Fabry
Outcome Survey// Clin J Pain. 2007. V.23. P.535-42.

. Sims K., Politei J. et al. Stroke in Fabry disease frequently occurs before diagnosis and in

the absence of other clinical events: natural history data from the Fabry Registry// Stroke.
2009. V.40. P.788-94.
Mehta A., Clarke J.T. et al. Natural course of Fabry disease: changing pattern of causes

of death in FOS - Fabry Outcome Survey//J Med Genet. 2009.V.46. P.548-52.

Ryan P. Morrissey. Cardiac abnormalities in Anderson-Fabry disease and Fabry’s

cardiomyopathy// Cardiovasc J Afr. 2011. V. 22. Nel. P. 38-44.
10. Sakuraba H., Togawa T., Tsukimura T. et al. Plasma lyso-Gb3: a biomarker for

monitoring Fabry patients during enzyme replacement therapy// Clin Exp Nephrol. 2018.
V.22. Ne4. P. 843-9.

11. Schiffmann R., Warnock D.G. et al. Fabry disease: progression of nephropathy, and

prevalence of cardiac and cerebrovascular events before enzyme replacement therapy//
Nephrol Dial Transplant. 2009. V.24. Ne7. P. 2102-2111.

12. Linhart A., Kampmann C., Zamorano J.L. et al. Cardiac manifestations of Anderson-

Fabry disease: results from the international Fabry outcome survey// Eur Heart J. 2007.
V.28. P.1228-1235.

13. Weidemann F., Breunig F., Beer M. et al. The variation of morphological and functional

cardiac manifestation in Fabry disease: potential implications for the time course of the
disease// Eur Heart J. 2005. V. 26. P.1221-7.

14. Gupta S., Ries M. et al. The relationship of vascular glycolipid storage to clinical

manifestations of Fabry disease: a cross-sectional study of a large cohort of clinically
affected heterozygous women// Medicine (Baltimore). 2005. V.84. No5. P. 261-8.

15. Cordeiro C.A., Oréfice F. et al. Cornea verticilata - marcador clinico da doenga de Fabry:

relato de caso// Arq Bras Oftalmol. 2007. V.70. Ne4. P.701-5.

16. Mayes J.S., Scheerer J.B. et al. Differential assay for lysosomal alpha-galactosidases in

human tissues and its application to Fabry’s disease// Clin Chim Acta. 1981.V. 112.
P.247-251.

17. Linthorst G.E., Vedder A.C., Aerts J.M., Hollak C.E. Screening for Fabry disease using

whole blood spots fails to identify one-third of female carriers// Clin Chim Acta. 2005.
V.353. P.201-3.

18. Linthorst G.E., Bouwman M.G., Wijburg F.A.et al. Screening for Fabry disease in high-

risk populations: a systematic review//Journal of Medical Genetics. 2010. V.47. P.217-
22.

47



19.

20.

21.

22.

23.

24.

25.

26.

217.

28.

29.

30.

31.

32.

33.

34.

35.

36.

37.

Keating G.M. Agalsidase alfa: a review of its use in the management of Fabry disease//
BioDrugs. 2012. V.26. Ne5. P.335-54.

Keating G.M., Simpson D. Agalsidase Beta: a review of its use in the management of
Fabry disease// Drugs. 2007. V.67. Ne3. P.435-55.

Schiffmann  R.  Agalsidase treatment for Fabry disease: uses and rivalries//  Genet
Med. 2010. V.12. Nel1. P.684-5.

Banikazemi M., Bultas J. Agalsidase-beta therapy for advanced Fabry disease: a
randomized trial//Ann Intern Med. 2007. V.146. Ne2. P.77-86.

Teondel C.,Bostad L. et al. Agalsidase benefits renal histology in young patients
with Fabry disease// J Am Soc Nephrol. 2013. V.24. Nel. P.137-48.

Warnock D.G., Ortiz A. et al. Renal outcomes of agalsidase beta treatment for Fabry
disease: role of proteinuria and timing of treatment initiation// Nephrol Dial Transplant.
2012.V. 27. Ne3. P.1042-9.

Bénichou B., Goyal S. A retrospective analysis of the potential impact of IgG antibodies
to agalsidase beta on efficacy during enzyme replacement therapy for Fabry disease//
Mol Genet Metab. 2009. V.96. Nel. P.4-12.

Ortiz A., Germain D.P., Desnick R.J. et al. Fabry disease revisited: Management and
treatment recommendations for adult patients// Molecular Genetics and Metabolism.
2018. V.123. Ne4. P. 416-27.

Mehta A., West M.L. Therapeutic goals in the treatment of Fabry disease// Genet
Med. 2010. V.12. Nel1. P.713-20.

Laney D.A., Bennett R.L., Clarke V. et al. Fabry disease practice guidelines:
recommendations of the National Society of Genetic Counselors// J Genet Couns. 2013.
V.22. Ne5. P.555-64.

Desnick R.J., Brady R., Barranger J. et al. Fabry disease, an under-recognized
multisystemic disorder: expert recommendations for diagnosis, management, and enzyme
replacement therapy// Ann Intern Med. 2003. V.138. Ne4. P.338-46.

Polo G., Burlina A., Ranieri E. et al. Plasma and dried blood spot lysosphingolipids for
the diagnosis of different sphingolipidoses: a comparative study// Clinical Chemistry and
Laboratory Medicine (CCLM). 2019. V.57. Ne12. P.1863-74.

Mariélle J. van Breemen et al. Reduction of elevated plasma globotriaosylsphingosine in
patients with classic Fabry disease following enzyme replacement therapy// Biochimica
et Biophysica Acta. 2011.V.1812. P. 70-76.

Lenders M., Canaan-Kithl S. et al. Patients with Fabry Disease after Enzyme
Replacement Therapy Dose Reduction and Switch—2-Year Follow-Up// J Am Soc
Nephrol. 2016. V.27. P. 952-962.

Goker-Alpan O., Gambello M. J. et al. Reduction of Plasma Globotriaosylsphingosine
Levels After Switching from Agalsidase Alfa to Agalsidase Beta as Enzyme
Replacement Therapy for Fabry Disease// JIMD Rep. 2015.V.25. P. 95-106.

Beck M., Hughes D. et al. Long-term effectiveness of agalsidase alfa enzyme
replacement in Fabry disease: A Fabry Outcome Survey analysis// Mol Genet Metab
Rep. 2015. V.3. P.21-7.

Politei J.M., Bouhassira D., Germain D.P. et al. Pain in Fabry disease: practical
recommendations for diagnosis and treatment// CNS Neuroscience and therapeutics.
2016. V.22. P. 568-576.

Shi Q., Chen J., Pongmoragot J. et al. Prevalence of Fabry disease in stroke patients — a
systematic review and meta-analysis// J. Stroke cerebrovasc. Dis. 2014.V. 23. Ne5. P.985-
92.

Fuller M. et al. Immunoquantification of a-galactosidase: evaluation for the diagnosis of
Fabry disease //Clinical chemistry. 2004. V.50. Ne.11. P.1979-85.

48


http://www.ncbi.nlm.nih.gov/pubmed/?term=Genet+Med.+2010+Nov%3B12(11)%3A713-20
http://www.ncbi.nlm.nih.gov/pubmed/?term=Genet+Med.+2010+Nov%3B12(11)%3A713-20
http://www.ncbi.nlm.nih.gov/pubmed/26303609
http://www.ncbi.nlm.nih.gov/pubmed/?term=Beck%20M%5BAuthor%5D&cauthor=true&cauthor_uid=26937390
http://www.ncbi.nlm.nih.gov/pubmed/?term=Hughes%20D%5BAuthor%5D&cauthor=true&cauthor_uid=26937390
http://www.ncbi.nlm.nih.gov/pubmed/26937390
http://www.ncbi.nlm.nih.gov/pubmed/26937390

38.

39.

40.

41.

42.

43.

44,

45.

46.

47.

48.

49.

50.

51.

52.

53.

54.

55.

56.

Kramer J., Weidemann F. Biomarkers for diagnosing and staging of Fabry disease
//Current medicinal chemistry. 2018. V. 25. Nel13. P.1530-7.

Rombach S. M. et al. The value of estimated GFR in comparison to measured GFR for
the assessment of renal function in adult patients with Fabry disease //Nephrology
Dialysis Transplantation. 2010. V. 25. Ne 8. P. 2549-56.

Korver S. et al. Development and clinical consequences of white matter lesions in Fabry
disease: a systematic review //Molecular genetics and metabolism. 2018. V. 125. Ne 3. P.
205-216.

van den Boomen M. et al. Native T1 reference values for nonischemic cardiomyopathies
and populations with increased cardiovascular risk: A systematic review and meta-
analysis //Journal of Magnetic Resonance Imaging. 2018. V. 47. Ne 4. P. 891-912.

Van der Tol L., Sminia M. L., Hollak C. E. M., Biegstraaten M. Cornea verticillata
supports a diagnosis of Fabry disease in non-classical phenotypes: results from the Dutch
cohort and a systematic review// British Journal of Ophthalmology.2015. V.100. Nel. P.
3-8. doi:10.1136/bjophthalmol-2014-306433

Mohr J.P. Stroke: pathophysiology, diagnosis and management// Elsevier, sixth edition,
2016.

Alegra T., Vairo F., de Souza M.V. et al., 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.
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. V.10. 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. et.al. Enzyme replacement therapy for Anderson-Fabry
disease: A complementary overview of a Cochrane publication through a linear
regression and a pooled analysis of proportions from cohort studies// PLoS ONE. 2017.
V.12. Ne3. P. e0173358.

Schuller Y. et al. Pain management strategies for neuropathic pain in Fabry disease-a
systematic review /BMC neurology. 2016. V.16. Nel. P. 25.

Ersozlii S. et al. Long-Term Outcomes of Kidney Transplantation in Fabry Disease
//Transplantation. 2018. V. 102. Ne 11. P. 1924-33.

Di L. Z. et al. Severe bradyarrhythmia linked to left atrial dysfunction in Fabry disease—
A cross-sectional study //Clinical cardiology. 2018. V. 41. Ne. 9. P. 1207-13.

Morais P. et al. Angiokeratomas of Fabry successfully treated with intense pulsed light
/lJournal of Cosmetic and Laser Therapy. 2008. V. 10. Ne4. P. 218-22.

Bolsover F. E. et al. Cognitive dysfunction and depression in Fabry disease: a systematic
review //Journal of inherited metabolic disease. 2014. V. 37. Ne 2. P. 177-87.

Favalli V. et al. Genetic screening of Anderson-Fabry disease in probands referred from
multispecialty clinics //Journal of the American College of Cardiology. 2016. V. 68. Ne
10. P. 1037-50.

49



o7.

58.

59.

60.
61.
62.
63.

64.

65.

66.

67.

68.

69.

70.

71.

72.

73.

74.

Sirrs M. et al. Outcomes of patients treated through the Canadian Fabry disease initiative
//Molecular genetics and metabolism. 2014. V. 111. Ne 4. P. 499-506.

Pieroni M. Iopaxenue cepaua npu Oone3nn Padpu: HOBbIC MEXaHU3Mbl Pa3BUTHI U
noaxoabl K tedenuto. Kinun dapmaxon tep 2021;30(2):6-16 [Pieroni M. Cardiomyopathy
in Fabry disease: insights in the pathogenesis and new treatment options. Klinicheskaya
farmakologiya i terapiya = Clin Pharmacol Ther 2021;30(2):6-16 (In Russ.)]

Hagege A, Réant P, Habib G, et al. Fabry disease in cardiology practice: Literature
review and expert point of view. Arch Cardiovasc Dis. 2019;112(4):278-287.
d0i:10.1016/j.acvd.2019.01.002

Hughes D.A., Ramaswam U., Elliott P. et. al. Guidelines for the Diagnosis and
Management of Anderson-Fabry Disease. — 2008. — 32 p.

El-Abassi R, Singhal D, England JD. Fabry's disease. J Neurol Sci. 2014;344(1-2):5-19.
d0i:10.1016/j.jns.2014.06.029

Bonaruna, C. f1. (2012). bone3ns @abpu. [Ipaktraeckas meauiuna, (7 (62)), 75-79.
Germain DP, Fouilhoux A, Decramer S, et al. Consensus recommendations for diagnosis,
management and treatment of Fabry disease in paediatric patients. Clin Genet.
2019;96(2):107-117. doi:10.1111/cge.13546

Oliveira JP, Valbuena C, Baldaia Moreira A, et al. Splenomegaly, hypersplenism and
peripheral blood cytopaenias in patients with classical Anderson-Fabry disease
[published correction appears in Virchows Arch. 2011 Nov;459(5):555-6]. Virchows
Arch. 2008;453(3):291-300. doi:10.1007/s00428-008-0651-4

Visser SL, de Groot WP. Electroencephalographic and electromyographic changes in a
case of angiokeratoma corporis diffusum (Fabry's disease). Confin Neurol.
1970;32(1):25-32. doi:10.1159/000103391

Ginsberg L. Nervous system manifestations of Fabry disease: data from FOS — the Fabry
Outcome Survey. In: Mehta A, Beck M, Sunder-Plassmann G, eds. Fabry Disease:
Perspectives from 5 Years of FOS. Oxford: Oxford PharmaGenesis; 2006.

Sudheera Magage, Jean-Claude Lubanda, Dominique P. Germain, Jan Bultas, Debora
Karetova and Ales Linhart. Atteinte respiratoire de la maladie de Fabry. Med Sci (Paris),
21 (2005) 37-39. DOI: https://doi.org/10.1051/medsci/20052111s37

Vaisbich MH, Andrade LGM, Silva CAB, Barreto FC. Recommendations for the
diagnosis and management of Fabry disease in pediatric patients: a document from the
Rare Diseases Committee of the Brazilian Society of Nephrology (Comdora-SBN). J
Bras Nefrol. 2022 Apr-Jun;44(2):268-280. doi: 10.1590/2175-8239-JBN-2021-0216
Moucees A.C., bynmanoB H.M., Tao E.A. u np. DddextuBHOCTF M 0€30MACHOCTH
JUINTENIbHOW (pepMEeHTO3aMECTUTENbHON TepanuK arajcuaa3ol anbda M araicujazoiu
Oeta y B3pOCIBIX MAIUEHTOB ¢ Oone3npto ®adbpu. Kimun gapmakon tep 2022;31(4):28-34
Moucees A.C., Mepmmna E.A., Cadapoa A.®. u np. [lopaxxkenue cepaua npu 6ose3HH
@®abpu: 0COOEHHOCTH TEUYEHHS] U JIMAarHOCTUYECKOE 3HAYEHHWE MarHUTHO-PE30HAHCHOM
toMorpaduu u speckle-tracking sxokapauorpaduu. Kimun ¢apmaxon tep 2022;31(3):22-
29

Moucees A.C., Tao E.A., bynanos HM. u np. Ilopaxkenue neHTpanbHON HEPBHOMN
cuctemsl ipu 6one3nn @abpu. Kimma dpapmaxon Tep 2022;31(1): 32-38

Kynes C.M., Moucees C.B. CeMeliHbIiI T'€HETHUECKUN CKPUHMHI TIpU PEAKUX
HaCJIEICTBEHHBIX 3a0osieBaHuAX (Ha mpumepe Oonesnu Pabpu). Knun dapmaxon tep
2021; 30(4):6-12

Momucees C.B., Tao E.A., MouceeB A.C. u np. KnuHnyeckne NnposiBIEHUS U UCXOIBI
6one3nu @adpu y 150 B3pocabix nammentoB. Kinun dapmakon tep 2021;30(3):43-51
Moiseev S, Tao E, Moiseev A, Bulanov N, Filatova E, Fomin V, Germain DP. The
Benefits of Family Screening in Rare Diseases: Genetic Testing Reveals 165 New Cases

50


https://doi.org/10.1051/medsci/20052111s37

75.

76.

77.

78.

79.

80.

81.

82.

83.

84.

85.

86.

87.

88.

89.

of Fabry Disease among At-Risk Family Members of 83 Index Patients. Genes (Basel).
2022 Sep 9;13(9):1619

Moiseev S, Karovaikina E, Moiseev A, Bulanov N, Fomin V. Strategies of Screening for
Fabry Disease in Patients with Unexplained Left Ventricular Hypertrophy. Mayo Clin
Proc. 2019 Aug;94(8):1644-1646

Moiseev S, Fomin V, Savostyanov K, Pushkov A, Moiseev A, Svistunov A, Namazova-
Baranova L. The Prevalence and Clinical Features of Fabry Disease in Hemodialysis
Patients: Russian Nationwide Fabry Dialysis Screening Program. Nephron.
2019;141(4):249-255

Hwang S, Lee BH, Kim WS, Kim DS, Cheon CK, Lee CH, Choi Y, Choi JH, Kim JH,
Yoo HW. A phase Il, multicenter, open-label trial to evaluate the safety and efficacy of
ISU303 (Agalsidase beta) in patients with Fabry disease. Medicine (Baltimore). 2022 Sep
16;101(37):€30345. doi: 10.1097/MD.0000000000030345

Cole AL, Lee PJ, Hughes DA, et al. Depression in adults with Fabry disease: a common
and underdiagnosed problem. J Inherit Metab Dis. 2007; 30: 943-951

Wanner C., Arad M., Baron R. et al. European expert consensus statement on therapeutic
goals in Fabry disease. Mol Genet Metab. 2018 Jul;124(3):189-203. doi:
10.1016/j.ymgme.2018.06.004

Nowicki M., Bazan-Socha S., Btazejewska-Hyzorek B. et al. Enzyme replacement
therapy in Fabry disease in Poland: a position statement. Pol Arch Intern Med. 2020 Jan
31;130(1):91-97. doi: 10.20452/pamw.15117

Sirrs S, Bichet DG, Iwanochko RM, et al. Canadian Fabry disease treatment guidelines
2017. Toronto, Canada: The Garrod Association; 2017 Sep 22. http://www.garrod.ca/wp-
content/uploads/Canadian-FD-Treatment-Guidelines-2017.pdf

Savostyanov K, Pushkov A, Zhanin |, Mazanova N, Trufanov S, Pakhomov A, Alexeeva
A, Sladkov D, Asanov A, Fisenko A. The prevalence of Fabry disease among 1009
unrelated patients with hypertrophic cardiomyopathy: a Russian nationwide screening
program using NGS technology. Orphanet J Rare Dis. 2022 May 16;17(1):199. doi:
10.1186/s13023-022-02319-4

Kysenkona JI.M., HamazoBa-bapanosa JI.C., ITlonknernoBa T.B. u ap. bonesus ®abdpu:
0COOEHHOCTH 3a00JIeBaHus Yy JIeTell U MOAPOCTKOB / Bompocsl COBpeMEHHON MeInaTpyH.
—2015. - T. 14. — Ne 3. — C. 341-348. — DOI 10.15690/vsp.v14i3.1369

CaBocthsiHOB K.B. CoBpeMeHHbIE aNrOpuUTMbl T'€HETUYECKOW JUArHOCTHKU PEIKHUX
Haclle/ICTBEHHBIX Ooyie3Hell y poccuiickux mnanueHtoB. Hayunoe wuznanwe / K.B.
CaBoctbsiHOB — MockBa — [lonmurpaduct u uznarens — 2022 — 452 crp.

Mehta A, Beck M, Sunder-Plassmann G, editors Oxford: Oxford PharmaGenesis
Chapter 27 Pulmonary involvement in Fabry disease; 2006
https://www.ncbi.nlm.nih.gov/books/NBK 11589/

[Tpuka3z Munszapasa Poccun ot 06.12.2021 Nel 1221 «O0 yTBepkKA€HUN HAIIMOHAIBHOIO
KaJICHOapsa HpO(I)I/IJIaKTI/I‘-IeCKI/IX IMPUBHUBOK U KaJICHIAAPA HpO(I)I/IJIaKTI/IHCCKI/IX IIPUBHUBOK
I10 SIIMACMUYCCKUM ITOKA3aHUSAM)

Metonuueckue ykazanuss MY 3.3.1.1095—02. MenuuuHckue HTPOTUBOMNOKA3aHUS K
MPOBEJEHUIO MPOGUIAKTUUECKUX TMPUBHUBOK MpernaparaMd HAIMOHAJIBHOTO KaJleHAaps
IIPUBUBOK

Laney DA, Germain DP, Oliveira JP, Burlina AP, Cabrera GH, Hong GR, Hopkin RJ,
Niu DM, Thomas M, Trimarchi H, Wilcox WR, Politei JM, Ortiz A. Fabry disease and
COVID-19: International expert recommendations for management based on real-world
experience. Mol Genet Metab. 2021 Feb;132(2):S62

Tartour E, Germain DP. Humoral Immune Response to SARS-CoV-2 Vaccination after a
Booster Vaccine Dose in Two Kidney Transplant Recipients with Fabry Disease and

51


http://www.garrod.ca/wp-content/uploads/Canadian-FD-Treatment-Guidelines-2017.pdf
http://www.garrod.ca/wp-content/uploads/Canadian-FD-Treatment-Guidelines-2017.pdf

Variable Secondary Immunosuppressive Regimens. Vaccines (Basel). 2021 Nov
30;9(12):1412

90. Meroanyeckne PEKOMEHIAMU 110 BBIBICHUIO, PACCICIOBAHUIO M TNPO(UIAKTHKE
MOOOYHBIX MPOSIBICHUH mociie uMMyHu3anuu. M., 2019. — 56 c.

91. Braga MC, Fonseca FLA, Marins MM, Gomes CP, Bacci MR, Martins AM, D'Almeida
V. Evaluation of Beta 2-Microglobulin, Cystatin C, and Lipocalin-2 as Renal Biomarkers
for Patients with Fabry Disease. Nephron. 2019;143(4):217-227

92. Muntean C, Starcea IM, Stoica C, Banescu C. Clinical Characteristics, Renal
Involvement, and Therapeutic Options of Pediatric Patients With Fabry Disease. Front
Pediatr. 2022 Jun 1;10:908657. doi: 10.3389/fped.2022.908657. Erratum in: Front
Pediatr. 2022 Oct 19;10:1045199

93. Ezgu F, Alpsoy E, Bicik Bahcebasi Z, Kasapcopur O, Palamar M, Onay H, Ozdemir BH,
Topcuoglu MA, Tufekcioglu O. Expert opinion on the recognition, diagnosis and
management of children and adults with Fabry disease: a multidisciplinary Turkey
perspective. Orphanet J Rare Dis. 2022 Mar 2;17(1):90.

94. Faverio P, Stainer A, De Giacomi F, Gasperini S, Motta S, Canonico F, Pieruzzi F,
Monzani A, Pesci A, Biondi A. Molecular Pathways and Respiratory Involvement in
Lysosomal Storage Diseases. Int J Mol Sci. 2019 Jan 15;20(2):327. doi:
10.3390/ijms20020327.

95. Svensson CK, Feldt-Rasmussen U, Backer V. Fabry disease, respiratory symptoms, and
airway limitation - a systematic review. Eur Clin Respir J. 2015 Jun 26;2.

96. Yazdanfard PDW, Effraimidis G, Madsen CV, Nielsen LH, Rasmussen AK, Petersen JH,
Serensen SS, Keber L, Fraga de Abreu VH, Larsen VA, Feldt-Rasmussen U. Hearing
loss in fabry disease: A 16 year follow-up study of the Danish nationwide cohort. Mol
Genet Metab Rep. 2022 Feb 15;31:100841

97. Radulescu D, Crisan D, Militaru V, Buzdugan E, Stoicescu L, Grosu A, Vlad C, Grapa C,
Radulescu ML. Gastrointestinal Manifestations and Treatment Options in Fabry Disease
Patients. A Systematic Review. J Gastrointestin Liver Dis. 2022 Mar 19;31(1):98-106

98. Gugelmo G, Vitturi N, Francini-Pesenti F, Fasan I, Lenzini L, Valentini R, Carraro G,
Avogaro A, Spinella P. Gastrointestinal Manifestations and Low-FODMAP Protocol in a
Cohort of Fabry Disease Adult Patients. Nutrients. 2023 Jan 28;15(3):658

99. Effraimidis G, Rasmussen AK, Dunoe M, Hasholt LF, Wibrand F, Sorensen SS, Lund
AM, Kober L, Bundgaard H, Yazdanfard PDW, Oturai P, Larsen VA, de Abreu VHF,
Enevoldsen LH, Kristensen T, Svenstrup K, Bille MB, Arif F, Mogensen M, Klokker M,
Backer V, Kistorp C, Feldt-Rasmussen U. Systematic cascade screening in the Danish
Fabry Disease Centre: 20 years of a national single-centre experience. PLoS One. 2022
Nov 16;17(11):e0277767

100. Kouvaras SN. Endoscopic images in Fabry disease. Ann Gastroenterol.
2012;25(4):354. PMID: 24714151; PMCID: PMC3959418. Politei JM, Solar B.
Gastrointestinal involvement in Fabry disease. Rare Disease and Orphan Drugs Journal.
2024; 3(2): 17. http://dx.doi.org/10.20517/rdod]j.2023.46

101. Lux TJ, Meining A. Endoscopic treatment of a Fabry disease-related, lumen-
obstructing colonic tumor. United European Gastroenterol J. 2023; 11(7): 690-691.
https://doi.org/10.1002/ueg2.12418

102. Caputo, F.; Lungaro, L.; Galdi, A.; Zoli, E.; Giancola, F.; Caio, G.; De Giorgio,
R.; Zoli, G. Gastrointestinal Involvement in Anderson-Fabry Disease: A Narrative
Review. Int. J. Environ. Res. Public Health 2021, 18, 3320.
https://doi.org/10.3390/ijerph18063320

103. Kurschat CE. Fabry disease-what cardiologists can learn from the nephrologist: a
narrative review. Cardiovasc Diagn Ther. 2021 Apr;11(2):672-682. doi: 10.21037/cdt-20-
981. PMID: 33968644; PMCID: PMC8102258.

52



104. By Muntean C, Starcea IM, Stoica C, Banescu C. Clinical characteristics, renal
involvement, and therapeutic options of pediatric patients with Fabry disease (2022)
Front Pediatr. 10: 908657. doi: 10.3389/fped.2022.908657

105. Mroczek Magdalena , Maniscalco Ignazio , Sendel Manon , Baron Ralf , Seifritz
Erich , Nowak Albina Neuropsychiatric Symptoms and Their Association With Sex, Age,
and Enzyme Replacement Therapy in Fabry Disease: A Systematic ReviewFrontiers in
Psychiatry, v.13, 2022, DOI1=10.3389/fpsyt.2022.829128

106. Ramaswami U, Parini R, Kampmann C, Beck M. Safety of agalsidase alfa in
patients with Fabry disease under 7 years. Acta Paediatr. 2011 Apr;100(4):605-11. doi:
10.1111/5.1651-2227.2010.02101.x

107. Hopkin RJ, Jefferies JL, Laney DA, Lawson VH, Mauer M, Taylor MR, Wilcox
WR; Fabry Pediatric Expert Panel. The management and treatment of children with
Fabry disease: A United States-based perspective. Mol Genet Metab. 2016
Feb;117(2):104-13. doi: 10.1016/j.ymgme.2015.10.007

108. Mackels L, Servais L. The Importance of Early Treatment of Inherited
Neuromuscular Conditions. J Neuromuscul Dis. 2024;11(2):253-274. doi: 10.3233/JND-
230189. PMID: 38306060; PMCID: PMC10977423.

109. Madsen CV, Christensen EI, Nielsen R, Mogensen H, Rasmussen AK, Feldt-
Rasmussen U. Enzyme Replacement Therapy During Pregnancy in Fabry Patients :
Review of Published Cases of Live Births and a New Case of a Severely Affected Female
with Fabry Disease and Pre-eclampsia Complicating Pregnancy. JIMD Rep. 2019;44:93-
101. doi: 10.1007/8904 2018 129. Epub 2018 Aug 17. PMID: 30117110; PMCID:
PMC6323029

110. Fernandez P, Fernandez SO, Gonzalez JGM, Fernandez T, Fernandez CC,
Fernandez SP. Enzyme Replacement Therapy in Pregnant Women with Fabry Disease: A
Case Series. JIMD Rep. 2019;45:77-81. doi: 10.1007/8904 2018 141. Epub 2018 Nov 8.
PMID: 30406505; PMCID: PMC6336548

111. Stepien KM, Broomfield A, Cole D, Deegan PB, Forshaw-Hulme S, Hughes D,
Jovanovic A, Morris L, Muir A, Ramaswami U. Management of pain in Fabry disease in
the UK clinical setting: consensus findings from an expert Delphi panel. Orphanet J Rare
Dis. 2023 Jul 21;18(1):203. doi: 10.1186/s13023-023-02796-1. PMID: 37480023;
PMCID: PMC10362568

112. Schiffmann R, Goker-Alpan O, Holida M, Giraldo P, Barisoni L, Colvin RB,
Jennette CJ, Maegawa G, Boyadjiev SA, Gonzalez D, Nicholls K, Tuffaha A, Atta MG,
Rup B, Charney MR, Paz A, Szlaifer M, Alon S, Brill-Almon E, Chertkoff R, Hughes D.
Pegunigalsidase alfa, a novel PEGylated enzyme replacement therapy for Fabry disease,
provides sustained plasma concentrations and favorable pharmacodynamics: A 1-year
Phase 1/2 clinical trial. J Inherit Metab Dis. 2019 May;42(3):534-544. doi:
10.1002/jimd.12080. Epub 2019 Apr 8. PMID: 30834538,

113. 2. Hughes D, Gonzalez D, Maegawa G, Bernat JA, Holida M, Giraldo P, Atta
MG, Chertkoff R, Alon S, Almon EB, Rocco R, Goker-Alpan O. Long-term safety and
efficacy of pegunigalsidase alfa: A multicenter 6-year study in adult patients with Fabry
disease. Genet Med. 2023 Dec;25(12):100968. doi: 10.1016/j.gim.2023.100968. Epub
2023 Aug 24. PMID: 37634127.

114. 3. Linhart, A., Dostalova, G., Nicholls, K. et al. Safety and efficacy of
pegunigalsidase alfa in patients with Fabry disease who were previously treated with
agalsidase alfa: results from BRIDGE, a phase 3 open-label study. Orphanet J Rare
Dis 18, 332 (2023). https://doi.org/10.1186/s13023-023-02937-6

115. 4. Wallace EL, Goker-Alpan O, Wilcox WR, Holida M, Bernat J, Longo N,
Linhart A, Hughes DA, Hopkin RJ, Tendel C, Langeveld M, Giraldo P, Pisani A,
Germain DP, Mehta A, Deegan PB, Molnar MJ, Ortiz D, Jovanovic A, Muriello M,

53


https://doi.org/10.1186/s13023-023-02937-6

Barshop BA, Kimonis V, Vujkovac B, Nowak A, Geberhiwot T, Kantola I, Knoll J,
Waldek S, Nedd K, Karaa A, Brill-Almon E, Alon S, Chertkoff R, Rocco R, Sakov A,
Warnock DG. Head-to-head trial of pegunigalsidase alfa versus agalsidase beta in
patients with Fabry disease and deteriorating renal function: results from the 2-year
randomised phase 11l BALANCE study. J Med Genet. 2024 May 21;61(6):520-530. doi:
10.1136/jmg-2023-109445. PMID: 37940383; PMCID: PMC11137442].

116. Holida M, Linhart A, Pisani A, Longo N, Eyskens F, Goker-Alpan O, Wallace E,
Deegan P, Tendel C, Feldt-Rasmussen U, Hughes D, Sakov A, Rocco R, Almon EB,
Alon S, Chertkoff R, Warnock DG, Waldek S, Wilcox WR, Bernat JA. A phase IlI,
open-label clinical trial evaluating pegunigalsidase alfa administered every 4 weeks in
adults with Fabry disease previously treated with other enzyme replacement therapies. J
Inherit Metab Dis. 2025 Jan;48(1):e12795. doi: 10.1002/jimd.12795. Epub 2024 Oct 9.
PMID: 39381863; PMCID: PMC11667655,

117. Lenders M, Brand E. Was ist gesichert in der Therapie von Morbus Fabry? [What
iIs confirmed in the treatment of Fabry's disease?]. Inn Med (Heidelb). 2024
Dec;65(12):1188-1198. German. doi: 10.1007/s00108-024-01741-z. Epub 2024 Aug 6.
PMID: 39105759.

118. Mignani R, Biagini E, Cianci V, Pieruzzi F, Pisani A, Tuttolomondo A, Pieroni
M. Effects of Current Therapies on Disease Progression in Fabry Disease: A Narrative
Review for Better Patient Management in Clinical Practice. Adv Ther. 2025
Feb;42(2):597-635. doi: 10.1007/s12325-024-03041-2. Epub 2024 Dec 5. PMID:
39636569; PMCID: PMC11787255

119. Azimpour K, Dorling P, Koulinska I, Kunduri S, Lan Z, Poritz J, Tremblay G,
Raad-Faherty A. Health State Utility Values in Fabry Disease: Insights from the
Pegunigalsidase Alfa Clinical Trials. Adv Ther. 2025 Mar;42(3):1421-1434. doi:
10.1007/s12325-024-03095-2. Epub 2025 Jan 23. PMID: 39847314; PMCID:
PMC11868215.

120. Jesus PMR, Martins AM, Chiacchio ND, Aranda CS. Genital angiokeratoma in a
woman with Fabry disease: the dermatologist's role. An Bras Dermatol. 2018
Jun;93(3):426-428. doi: 10.1590/abd1806-4841.20187128. PMID: 29924222; PMCID:
PMC6001091.

121. Arends M, Hollak CEM, Biegstraaten M. Quality of life in patients with Fabry
disease: a systematic review of the literature. Orphanet Journal of Rare
Diseases. 2015;10(1):77. d0i:10.1186/s13023-015-0296-8

122. Mehta A, West ML, Pintos-Morell G, Reisin R, Nicholls K, Figuera LE, Parini R,
Carvalho LR, Kampmann C, Pastores GM, Lidove O. Therapeutic goals in the treatment
of Fabry disease. Genet Med. 2010;12(11):713-20. doi:10.1097/GIM.0b013e3181f6e676.

123. Poquet N, Lin C. The Brief Pain Inventory (BPI). J Physiother. (2015),
http://dx.doi.org/10.1016/j.jphys.2015.07.001
124. Pietila-Effati P, Soderstrom J, Saarinen JT, Loyttyniemi E, Kantola 1. Pulmonary

manifestations and the effectiveness of enzyme replacement therapy in Fabry Disease
with the p. Arg227Ter (p.R227*) mutation. Mol Genet Genomic Med. 2022
May;10(5):e1915. doi: 10.1002/mgg3.1915. Epub 2022 Mar 4. PMID: 35246967,
PMCID: PMC9034682

54


http://dx.doi.org/10.1016/j.jphys.2015.07.001

IIpunoxenue Al. CocraB padoueii rpynnsl mo paspadorke u

MEPECMOTPY KIMHUIECCKUX peKOMeHHaHHﬁ
AuucumoBa HMura BagmmMoBHa — K.M.H., 3aBEIyIOLIasl OTIEJIOM OpraHU3aLUU
MenuuHcko niomoun  DI'BHY  «Meauko-reHeTU4eCKUii Hay4YHbId LIEHTP HWM.
akagemuka H. I1. boukoBay, yieH Acconuanyuy MeIUIMHCKUX TSHETHKOB
bapanoB Aunekcanap AJjekcanapoBuud — akagemMuk PAH, mnpodeccop, aA.M.H.,
noueTHeld mnpe3useHT Coro3a neaumarpoB Poccum, coBetHuk pykoBoautens HUN
neauatpun U oxpansl 310poBbs aereit HKI[ Ne2 (UKb PAH) ®I'BHY «PHIX um. aka.
b.B. IletpoBckoroy, npodeccop kadeapsl neauaTpuu 1 aeTckoi peBmaroioruu PI'AOY
«IIepBpiit MI'MY wum. WM. CeuenoBa» MunzapaBa Poccun (CedeHOBCKHIA
YHUBEPCUTET), TJIABHBIN BHEIITATHBIN CEIIUANKCT neauarp Munsapasa Poccun
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 xadenps! hakynbTeTCKON MeIUATPUN MEAUATPUICCKOTO (haKyIbTeTa
OI'AOY BO «PHUMY um. H.U. ITuporosa» Munzapasa Poccuun
Boaruna Csersiana SIkoBiaeBHa — 1.M.H., npodeccop kadeapsr PI'BOY BO
«Ka3zaHckunii rocy1apCTBEHHBIM MEAUIIMHCKUI yHUBEpcUTeT» MuH3npasa Poccun
Boponun Cepreii BaagumupoBuy — k.M.H., rnaBHbeiii Bpau ®I'BHY «MI'HL»,
IJ1aBHBIA BHEIITATHBIM CHEHHAIMCT MO MEIUIIMHCKOW reHeTuke Mwun3npaBa Poccun B
JlanbHeBoCTOYHOM (hesrepaibHOM OKpyTe
Kupos Hropr BuragapbeBM4 — 1.M.H., BEeAyllMHd Hay4yHbI COTPYAHHMK OTAENA
3aboseBaHnil MUOKapaa u cepaeuHoit HepoctatouHoctn OI'BY «HMMUL] kapauonoruu
umenu akajgemuka E.J.Yazoa» Munsnpasa Poccun, npodeccop xadeapbl KapaHOIOruu
OI'BOY AITO PMAHIIO Munsapasa Poccun
KypxoBa Haranusi BsiyeciaBoBHa - K.M.H., BeAyliuil HayuyHbeli coTpyauuk HWU
nequaTtpu M oxpanel 3a0poBba gered HKI[ Ne2 ®I'BHY «PHLX wum. akan.
b.B.IlerpoBckoroy», wien Coro3a neauarpoB Poccum, wieH Acconuanuyd MEAUITUHCKIX
T€HETHKOB
3axapoBa Exarepuna IOpseBHa — .M.H., 3aBedyromas JabopaTopueit
HacyeacTBeHHBIX Oone3neir oomena GI'BHY "Menuko-reHeTHYECKU HAy4IHBIA IICHTP
nM. akagemuka H.I1. boukosa", unen Poccuiickoro o0mecTBa MEIUIIMHCKAX NeHETHKOB,
YlleH EeBPOIENCKOro oOIecTBa MO M3YYEHHI0 HACIEACTBEHHBIX Ooyie3He oOMeHa
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3axapoBa Esnena BukTtopoBHa — K.M.H., 3aBefytolas otaeiacHueM Hedpoaorun Ne 24,
Bpau-uepponor 'bY3 I'Kb um. C.I1. borkuna JI3M

Konummuckass Csersana BacmiabeBHa — K.M.H., JoueHT lccienoBarenbckoro
nentpa YHuBepcutera JlaBams (r. KBeOek, Kananma), umen EBpomelickoil akameMuu
HEeBpoJIOTHH, wieH Paboueii rpymbl o 6o EBporielickoit akaaeMuy HEBPOJIOTHH, YWICH
EBpomneiickoii Ceru mo Oone3nm [entunrrona, wiex IIpesmamyma HarmumonampHOTO
Cogera skcrepToB 1o opdanHsiM 3abosieBaHusIM, WwieH Poccuiickoro oOmiecTBa 1o
HEPBHO-MBILIIEYHBIM 3a00JI€BaHUSIM

Koctuk Muxaun MuxaidiaoBudy — JI.M.H., npodeccop kadeapsl TOCITUTAIBHON
neauatpun ®I'bOY BO Canxr-llerepOypreckuil rocyaapcTBEHHBIM IeIUaTpUUYECKU
MenunmHckuit yausepeuretr M3 Poccuu, Cankt-IletepOypr

Ky3senkoBa Jliogamuiaa MuxaijioBHa — 1.M.H., mpodeccop, HaudyaJbHUK IIEHTpa
JETCKOM  TICUXOHEBPOJIOTMH, 3aBEAYIOIIas  OTAEJIECHHUEM  IICUXOHEBpPOJOTMU U
ncuxocomarnyeckoil narosorun ®I'AY "Hayunslil MEAMIIMHCKHUI HMCCIIE10BATEIbCKHUM
LEHTp 3710pOBbs jieTer" Munznpasa Poccun

KyuneB Cepreit UBanoBuu — axanemuk PAH, n.m.H., qupexktop ®I'BHY "Menuko-
reHeTUYeCKU HayuHbIi HeHTp uM. akagemuka H.Il.boukosa ", IIpe3uaeHt Acconuanuu
MEJUIIMHCKUX T€HETUKOB

Jlapuonosa  Bajnentuna  HabmHumyna —  aMmH., @OIBHY  "HuctutyT
OKCIIEPUMEHTaIbHOW MeauiuHbl", uneH Poccuiickoro o0miecTBa METUIIUHCKUX
TE€HETUKOB

MakcumoBa IOuaus BaaagumupoBHa — 1.M.H., mpodeccop, 3aB. Kkadempoit
MeaunuHckor reHetuku U ouonorun ®I'bOY BO «HoBocubupckuili rocyjapcTBEeHHbIN
MEIUIMHCKUI yHHBepcuTeT» MuHn3apaBa Poccun, 3aB. MEIUKO-TEHETUUECKUM OTAEIIOM
I'BY3 HCO "T'KB Ne 1", unten Acconuanuy MEAULMHCKIX TEHETHKOB

MuxaiisioBa Cpersiana BurtanbeBHa — 1.M.H., 3aBenytomas otraeneHuem DOI'BY
«Poccutickas Jlerckas Knmuunaeckas bonpaumna» M3 PO

Moncees Cepreii BajleHTHHOBHY — J.M.H., 3aBeJyIOUIMi Kadeapoil BHYTPEHHHX,
npodeccuoHanbHbIX Oone3Heit u pesmatonoruu ®I'AOY BO Ilepssiit MIMY um. .M.
CeuenoBa (CeueHoBckuil ynusepcurer) M3 PO

MsicuukoB Poman IlerpoBMY — K.M.H., B.H.C. OTJ€Jla KJIMHUYECKOW KapAWOJIOTHH,
PYKOBOAMTENb KIMHUKM cepiaedHod HepocrarouHoctn PI'BY "HMMUMIL Tepanum u

npodunaktuyeckor MmeaunuHbl" Munzapasa Poccun
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Hama3zoBa-bapanoBa Jleiiia CeiimypoBna — akan. PAH, mpodeccop, A.M.H.,
npesugeHt Coro3a neauarpoB Poccun; mact-npesuneHt EPA/UNEPSA; pykoBoaurensb
HUN nenumarpun u oxpanbl 310poBbs  jereit  HKL[ Ne2 ®OI'BHY «PHIX
uM. akan. b.B.IletpoBckoro», 3aBemyromass kadeapoir GakyIbTETCKOW TMEAUATPUU
neauatpudeckoro axkynprera PI'BOY BO «PHUMY um. H.U. ITuporoBay Mun3znpasa
Poccum, riaBHBIN BHEMITATHBIA JETCKUH CIIEIUATKCT MO MPOPIIAKTHYECKON METUITUHE
Munsapasa Poccun

IHamkoB AJsiekcanap BiaaaiuMupoBHY — K.M.H., 3aB. OTZI€JIOM OTOPHHOJAPUHIOJIOTUU
u cypaosnorun HUW menuarpum m oxpanbsl 3mopoBbs aereit HKI[ No2 (IIKB PAH)
OI'BHY «PHUX um. akan. b.B.IlerpoBckoro»

IMoakuernoBa Tarbsina BaagumupoBHa — K.M.H., C.H.C. JIaDOpaTOpUU HEPBHBIX
Oonesuneit y gereii ®I'AY "Hay4nblif MEIUIIMHCKHUM HCCIIEI0BATENBCKHUM LIEHTP 340POBbS
nereit" Munznpasa Poccuu

IlonoBa Beponuka Muxaiii0BHA - Bpay-TEHETHK, HAYYHBIM COTPYJHUK HAy4HO-
KoHCynbTaTuBHOro otaena Ne2 HayuHo-ucciegoBarenbckoro umHctutyra Ileauarpum
Poccuiickoro HayyHoOro neHTpa xupypruu umenu akajgemuka b.B. Ilerposckoro
IIymkoB AJiekcanap AJiekceeBMY — K.0.H., BEAYIIMA Hay4HbI COTPYAHUK
naboparopun MeauuuHckoil renomuku ®I'AY "HMMUIL] 3nopoBbs nereit”" Munsapaa
Poccun, unen accounanuy MeAUIIMHCKUX T€HETUKOB

Pennna Csersiana AdaHacbeBHA — K.M.H., Bpauy-T€HETUK OTJela OpraHU3alHU
MeaunuHckod nomom DI'BHY  "Menuko-reHeTHUeCKUi HaydHBId LIEHTp UM.
akagemuka H. I1. boukoBa", ujeH Accolnuanuy MeIUIIMHCKUX T€HETUKOB

CaBoctbsinoB Kupuiaa BuxkropoBuu — 1.0.H., HauaabHUK MeEIUKO-TEHETUYECKOTO
LEHTpa, 3aBeayromuil 1adboparopueit Mmeaunuackoi renomuku OI'AY "HMUL 310poBbst
nereil" MunsznpaBa Poccumn, mpocdeccop kadeapsl neiuaTpud U OOIECTBEHHOTO
3nopoBesi OI'AY "HMMUIL 3mopoBes geteit" MunsnpaBa Poccum, uneH acconuariu
MEUIIMHCKUX T€HETHKOB

Caunory6 I'anuna HukonaeBHa — K.M.H., JIOIICHT, 3aBeayrolias kKadeapoil BHyTpEHHUX
oonesneit ®I'BY «C3OMUII umenu B. A. Anmazosa» M3 PO

CpupunoBa Banepuss BajeppeBHa — Bpau-TEHETUK OTAela OpraHHU3aIUH
MenuuHcko mniomoum  PI'BHY  «Meauko-reHeTH4eCKUii Hay4dHbId LEHTP HUM.
akagemuka H.I1. boukoBay, M.H.c. nabopatopun myrareneza ®I'BHY «MI'HL»
CeaumssinoBa Jlnamsa PoOeproBHa — K.M.H., 3aB. OTIOelIOM CTaHIApPTU3ALUU U

HU3YUCHUA OCHOB JoKa3aTeabHoM Meaunuusl HUI NneaAnaTpu U OXpaHbl 3J0POBLA JeTen
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29.

30.

31.

32.

33.

34.

HKIL Ne2 ®T'BHY «PHIIX umMm. akaa. b.B.IlerpoBckoroy, noueHT kadeapsl MeauaTpun u
nerckoil pesmatonorun ®I'AOY «llepeiit MI'MY um. U.M. CeuenoBa» Munzapasa
Poccun (CeueHoBckuii YHUBEpCUTET), AOLEHT Kadeapsl (PaKyIbTeTCKOW NeIuaTpuu
neauatpudeckoro axynprera ®I'BOY BO «PHUMY um. H.U. ITuporosa» Munszapasa
Poccun, unen Coro3a neauarpoB Poccuu

Cemsiuknna Ajsiia HukonaeBHa — J.M.H., I'H.C. OTJEJIEHUs KJIMHUYECKOW I'€HETUKU
OI'bY «Mockosckuit HUM nenunarpun u nerckoit xupypruu Munsapasa Poccuny, dnen
Acconuanuy MeIUIIMHCKUX T€HETUKOB

Cvupnosa Ouibra SIkoBjieBHa — Bpay-T€HETUK, CTAPIIMI HayYHBINA COTPYJIHUK OTAENa
CTaHIAPTHU3aLMM W H3YyYECHHS OCHOB J0Ka3arenbHOM meauumusl HUM nempmatpuu u
oxpanbl 310poBbs aereir HKI] No2 ®I'BHY «PHIIX um. akaa. b.B.IlerpoBckoroy, dnex
Coro3a neguatpoB Poccun, unen Accounanuy MEIULIMHCKUX T€HETUKOB

CoxkoioB Anekceii AJb0epToBHY — J.M.H., mpodeccop Kadeapsl BHYTPEHHUX
O6onesnerr u Hedposoruu [BOY BIIO «CeBepo-3amaanblii  rocyqapCTBEHHBIH
MEIUIUHCKUN yHuBepcuTeT uM. M.MA. MeuyHukoBa», C.H.C., HAa4aJlbHUK OTACJICHUSA
Knunnueckoro LleHTpa SKCTpakoprnopalibHOM JE€TOKCHKAaUUKW BoeHHO-MeAUIMHCKON
aKaJIeMHUH, BEAYIIMI HAYYHBIN COTPYAHUK, PYKOBOAUTENb IPYIIIbI IO U3YUEHUIO PEIKHUX
Oonesneit HayuHo-uccnenoBaTeabCKOr0 HWHCTUTYTa SKCIEPUMEHTAIBHOM MEAMIIMHBI
C30 PAMH, wunen Cankr-IlerepOyprckoro oOmiecTBa MEIUIIMHCKONW T'e€HETUKH,
[Ipencenarens CoBera 3kcnepToB HarmoHanpHON acconuanuy OpraHU3anuil OOJBHBIX
penkuMu 3aboneBaHusiMu «l'eHeTnka», uwieH MenunuHckoro Cosera DxcneptoB CEE
GN (Lentpanbuoit u Bocrouno-EBponeiickoii ['enernueckoit Cetn)

Cy60oTun JImutpuii MuxaiinoBuu — Bpau-renetuk ®I'BHY «Menuko-reHeTH4eCKuit
HayuyHbld LeHTp uM. akazemuka H. II. boukoBay», wieH Acconuanuy MeIULIUHCKHUX
TE€HETUKOB

CypxoB  Amnapeii  HwukosaeBuu —  I.M.H., 3aBeAyOIIHA  OTJEICHUEM
racTPO3HTEPOJIOTHH IS IeTeH cTalmoHapa JUIsl JIeTel, 3aBelyIoHi OT/IeJI0M HayYHBIX
OCHOB JIETCKOI TacTpO’HTEPOJIOTHH, I'eNIaTOJIOTHH U MeTabonnueckux Hapymenuid HUU
nenuaTpuu U oxpansl 310poBbs neteid HKI[ Ne2 (LIKb PAH) ®I'BHY «PHIIX um. akas.
b.B.Ilerposckoroy», mpodeccop kadenpsl GakyabTETCKON MeauaTpuu neguaTpuyeckoro
¢dakynerera PI'AOY BO PHUMY um. H.U. ITuporosa Munsapasa Poccuu

Tomuauna Haranbs ApkaabeBHa — JA.M.H., npodeccop, 3aBenyromias kadeapoit

Hedposnoruu B ®I'bY BO MI'MCY um. A.U. EBnokumoBa
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35. ¥YnanoBa Ouabra BacuabeBna — k.M.H., OOO «Meauko-TeHETHYECKUNA IICHTP
«I"enom»», npencenarens Huxeropoackoro otaenenus POMIT, pykoBogutens Llentpa
MeauuuHckod reHetukun OI'BOY BO «(IIMUMVY» MunznpaBa Poccum, r. Huxauit
Hosropon

36. ®enoceenko Mapuna BiiaguciaBoBHA — K.M.H., 3aBEIyIOIIas OTIEIOM pa3padOTKH
HAYYHBIX MOJIX0JI0B K MUMMYHH3AIIUU MMAIIUEHTOB C OTKJIOHEHUSIMU B COCTOSIHUU 3/I0POBbBS
U XPOHMYECKMMM OOJIE3HSIMM, BEAYIIMH HAay4HbIH COTPYIHUK, Bpad-nexuatp HUU
nequatpu U oxpanbl  310poBbs  gereit  HKI[ No2  ®OI'BHY  «PHIIX
uM.b.B.IletpoBckoroy», poueHT kadenpsl GakylIbTeTCKON MeaUaTpuu MeauaTpuyecKoro
¢akynprera PI'BOY BO «PHUMY um. H.U. Iluporosa» MunsapaBa Poccuu, unen
Coro3a nneguatpoB Poccun

37. ®omuH BukTtop BukropoBuu — uin.-kopp PAH, 1.M.H., IpOpeKTOp MO KIMHUYECKON
paboTe W JIOMOJHUTEIBHOMY NPOGECCHOHATHLHOMY 00pa30BaHUIO, 3aBEAYIOLIUI
kadenpoii daxynprerckoit Tepamuu Nel ®IAOY BO Ilepeiit MIMY um. U.M.
CeuenoBa (CeueHoBckuil ynusepcurer) M3 PO

38. Xapaan Mapus CepreeBHa — K.M.H., B.H.C. OT/ieJla HAPYyILIEHUI CEpACUYHOTO pUTMA U
nposoaumoctd O®I'BY "HMUL] Tepanuu u npodunaktuyeckoir MequuHb» MuH3IpaBa
Poccun.

ABTOpBI MOATBEPKAAIOT OTCYTCTBHE (DUHAHCOBOW MOJIEPKKHU/KOH(DINKTA UHTEPECOB, KOTOPBIN

HE00X01MMO 00HAPO10BATb.

IHpuioxkenue A2. MerogoJiorusi pa3spadoTKu KIMHUYECKUX

peKoMeHaaui

Hact (03330005 (§] PEKOMCHAAINN npe€aHa3Ha4YCHBbI JJISL IMPUMCHCHUA MCAUIITMHCKUMHN
opraHusalvsMu MW YUYPCKICHUAMU q)e):[epaanblx, TCPPUTOPHUATIBHBIX W MYHUIHUIAJIBHBIX
OpTraHOB  YyIpaBJICHUA  3JPABOOXPAHCHUECM, CHUCTEM 00513aTEILHOIO0 | I[O6p0BOJ'ILHOFO
MCIULNHCKOI'O CTpaxoOBaHU, APyruMunu MCIUITMHCKUMU OpraHHu3alusIMu PAa3JIMIHBIX
OpTaHU3AIMOHHO-TIPABOBBIX (HOPM NIEATEITLHOCTH, HAMPaBICHHONW Ha OKa3aHWE MEAUIIMHCKON
IIOMOIITH. Kimanueckne PEKOMEHOAIMKU CO3JaHbl Ha OCHOBAHHU CHCTEMATHYCCKOI'O 0630pa
mutepatypsl 1992-2022 r. Medline (Pubmed version), Embase (Dialog version) u Cochrane
Library databases, ¢ ucroap30BaHHEM CO3JaHHBIX MPOTOKOJIOB 10 JeueHHnio 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;
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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// PL0oS
ONE. 2017. V.12. Ne3. P. ¢0173358;

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 .

[Ikanbl oLEHKH ypoBHEH aocToBepHOCTH AokazaTenbeTB (YIJ]) u oneHku ypoBHeEH

yoemutenbHOCTH pekomeHaanuit (YYP) npusenenst B Tabnumax 1-3.

IleseBasi avaiuTOpHs AaHHBIX KIMHUYECKHX PEKOMEHIAIMINA:

Bpauu o6m1eit BpaueGHOI MpaKkTUKH (CeMelHbIe Bpaun);
Bpauu-nenuarpsr;

Bpauu-tepanesTs;

Bpauu-renerukuy;

Bpauu-naboparopHbie reHETHKH;

Bpauu-nedponoruy;

Bpauu-kapauoioru;

Bpauu nerckue-kapamosiory;

© 0o N o g B~ w DN PE

Bpauu-ueBporory;
10. Bpauu-ractposHTepOJIOrH;

11. Bpaun-sHI0CKOIHUCTHI,
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12. Bpaun-peHTreHOJIOTH;

13. Bpauu-nepmMaToBeHEpOIIOTH;

14. Bpaun-o¢TanbMosory;

15. Bpaun ¢pyHKIIMOHAIBHOW TUATHOCTHUKHY;

16. Bpaun-ricuxuarpsi,

17. MeauuuHCKUE ICUXOJIOTH;

18. Crynentsl MmenunuHcKkux BY30B;

19. Obyyaromuecs B OpIMHATYPE U HHTEPHATYPE

Ipuaoxenne 1. [llkana omeHKH ypoBHEH M0CTOBepHOCTH mokazatenbeTB (Y IJ1) s

METOAOB AUATrHOCTUKU (ZII/IaFHOCTI/I‘-IeCKI/IX BMeHIaTeJIBCTB)

YA Pacun¢pposka

1 Cucremarnueckre 0030pbl HCCIIEOBAHUN C KOHTPOJIEM pedepeHCHBIM METOAOM WIIH
cUCTeMaTH4YecKuil 0030p pPaHIOMHU3UPOBAHHBIX KIMHUYECKMX HCCIEJOBAHUH ¢
NPUMEHEHHEM MeTa-aHajn3a

2 OTtnenbHbIE MCCIEJOBAHUSA C KOHTPOJEM pePEepeHCHBIM METOJOM WM OTAeIbHbIE
PaHIOMHM3HPOBAHHBIC KIMHUYECKHWE HWCCIEAOBAaHUS W CHCTEMAaTHYECKHe 0030pHI
UCCIIeI0BaHMM J1000ro Au3aiiHa, 3a UCKIIOUEHHEM PaHIOMU3UPOBAHHBIX KIMHUYECKUX
WCCIICIOBaHMIA, C TPIMEHEHNEM MeTa-aHaJIn3a

3 HccnenoBanust 06€3 MOCIENOBATEIBHOTO KOHTPOJIS pe(EepeHCHbIM METOJIOM HIIU
UCCIICIOBAaHUS C pEPEepeHCHBIM METOJIOM, HE SBJSIOIIMMCS HE3aBHUCHMBIM  OT
UCCIIEIyeMOT0 METOJa MM HEepaHJAOMU3UPOBAHHbIE CPABHUTENIbHBIE HCCIEIOBaHUS, B
TOM YHCJIE€ KOTOPTHBIC UCCIIEIOBAHUS

4 HecpaBHuTEIbHBIE HCCIIEIOBAHUS, ONTMCAHUE KIIMHUUYECKOTO CITydast

5 HNmeercs b 000CHOBaHHE MeXaHU3Ma JICHCTBUS WIM MHEHHE SKCIIEPTOB

Ipunoxkenne 2. Illkama oneHkn ypoBHEW TOCTOBEpHOCTH AokazatenbeTB (Y /) s

METOJ0B HpO(i)I/IJ'IaKTI/IKI/I, JICUYCHHUA , MCI[I/IIII/IHCKOI\/'I pea6I/IJ'II/ITaIII/II/I, B TOM 4HCJI€ OCHOBAaHHBIX Ha

UCMOJIb30BAaHUU  TNPHPOJHBIX  JIeueOHbIX  (akTOpoB  (MPOPUIAKTHYECKUX,  JIEUEOHBIX,

pea6I/IJ'II/ITaI_II/IOHHBIX BMeIJ_IaTeJIBCTB)

YA Pacuugposka

1 | Cucremaruueckuii 0630p PKH ¢ npumeHeHneM MeTta-aHanmnsa

2 | Ornensupie PKUM u cucrematnueckue 0030pbl HCCIIEAOBAaHHMM r000r0 Ju3aiiHa, 3a
nckirouennem PKH, ¢ npumenennem Mera-aHanusa

3 | Hepangomu3upoBaHHbIE CPABHUTENIbHBIE UCCIIEIOBAHUS, B T.4. KOTOPTHBIE HCCIIETOBAHUS

4 | HecpaBHUTENbHBIE UCCIIEOBAHMS, ONMMCAHUE KIMHUYECKOTO Cliydyas WM Cepuu CIy4aes,
UCCIIEIOBAHMS «CIIY4aii-KOHTPOJIb)

5 | Umeercs nuiup 0OOCHOBaHHWE MeXaHM3Ma JEWCTBUS BMELIATENbCTBA (JIOKIMHUYECKHE

I/ICCJ'IC,Z[OBaHI/Iﬂ) HJIM MHCHUC SKCIICPTOB

Ipunoxenne 3. lllkana oneHku ypoBHEW ydenutenbHOCTH pekoMmeHmanuid (YYP) mis

MCTOO0B HpO(bHHaKTHKH, JUarHoCTUKH, JICUCHHUA , MEIUIIMHCKOMN pea6I/IJ'II/ITaI_II/II/I, B TOM 4YHCJIIC

61




OCHOBaHHBIX Ha WCIIOJIB30BAHUN TPUPOAHBIX JIe4eOHBIX (HAKTOPOB (MPOPUIAKTUUECKHX,

Je4eOHBIX, peaOMITUTAIIMOHHBIX BMEIIATEIIHCTR)

YYP Pacuudgposka

A CwibHas pekoMmeHaamus (Bce paccMaTpuBaeMble KpUTEpUH P(HEKTUBHOCTH
(MCXOnbI) SBISIOTCS BAXKHBIMH, BCE HCCIICIOBAaHHS WMEIOT BBICOKOE HIIH
YIIOBJIETBOPUTEIBHOE  METOJOJIOTMYECKOE  KaueCTBO, WX  BBIBOABI IO
WHTEPECYIOIIUM UCX0JIaM SIBJISIFOTCS] COTJIACOBAHHBIMHU )

B YcnoBHas pekoMeHanus (He BCe paccMaTpuBaeMble KpuTepuu 3¢(HEeKTUBHOCTH
(Mcxonpl) SIBISIFOTCSL BaXHbIMHU, HE BCE MCCIEIOBAHUS HMMEIOT BBICOKOE I
YIOBJIETBOPUTEILHOE METOAOJIOTMYEeCKOe KayecTBO W/WIM HMX BBIBOJBI 110
MHTEPECYIOIIUM UCX0JIaM HE SBJISIIOTCS COTJIACOBAHHBIMHU )

C Cnabast pekoMeHanus (OTCYTCTBUE JI0KAa3aTEIbCTB HAJJISKAIIET0 KauyecTBa (BCe
paccMmarpuBaeMble KpUTEpUH dPPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAKHBIMH,
BCE HMCCJIEAOBAHMS MMEIOT HH3K0E METOHOJOTHYECKOE KaueCTBO M UX BBIBOJEI ITO
MHTEPECYIOIINM HCXO[aM HE SIBJISIFOTCSI COTJIACOBAHHBIMH )

IMopsinok 00HOBJIEHUS KIMHUYECKUX PeKOMEH AL,

Mexanu3sm  OOHOBJICHHSI ~ KIMHUYECKHMX  PEKOMEHJIAlUW  MpelycMaTpuBaeT  HX
CHCTEMAaTHUYECKYIO aKTyaIM3alllIi0 — HE PEKE UeM OJIMH pa3 B TPU Tofia, a TAKXKe MPHU MOSBICHUU
HOBBIX JAHHBIX C ITO3UIINU I[OKa?;aTeJII)HOﬁ MCOAUILIUHBI I10 BOHpOC&M JUAarHoCTUKH, JICUCHUSI,
NpoPUIAKTHKK W peadWIMTallMM KOHKPETHBIX 3a00JICBaHHM, HAIMYMA OOOCHOBAaHHBIX

JOTIOTHEHU/3aMeuanuil K panee yrBepkaéHHbIM KP, HO He yaie 1 pa3a B 6 MecsIies.

62




IIpunoxenue A3. CipaBo4Hble MaTepHAJIbI, BKIKYas COOTBETCTBHE
MOKA3aHUH K NPUMEHEHHUIO U MPOTHBONOKA3AHU I, CII0CO00B MPUMEHEHUA U
1103 JIeKAPCTBEHHBIX NPENapaToB, HHCTPYKIMHU 110 IPMMEHEHHI0

JJEKApPCTBCHHOI'0 IIperiaparTa

. Ilpuka3z MunznpaBa Poccun ot 21 ampens 2022 r. Ne 2741 «OO0 yTBepKICHHH TOPSIKA
OKa3aHUsi MEIUIIMHCKOW MOMOINM MAIMEHTaM C BPOXIACHHBIMH M (WUJIM) HACJIEICTBEHHBIMU
3a00JIEBAaHUSIMUY

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

. Kiimanueckue pexkoMmeHnanuu «TpaHCIUIaHTanMs IOYKH, HAJIWYKME TPAHCIUIAHTHUPOBAHHOMU
MOYKH, OTMHUPAHHME ¥  OTTOP)KCHHE  TPAHCIUIAHTATa  MOYKHY ID: 934 1
(http://cr.rosminzdrav.ru/)

. IIpuka3z MunzapaBa Poccun (MunucrepctBo 3apaBooxpanenus P®) ot 24 nHos6ps 2021 1.
Nel094n  «OO6 yrBepxnaenuun Ilopsiaka HazHAUYEHUS JICKAPCTBEHHBIX IpEmaparoB, (hopm
pelenTypHbIX OJaHKOB Ha JEKapCTBEHHbIE mpemnapathbl, [lopsaka odopmieHHs yka3zaHHBIX
ONMaHKOB, WX ydeTa W XpaHeHus, (opM OJIAHKOB pPELENTOB, COJEPXKAIIUX Ha3HAYCHUE
HApPKOTUYECKUX CPEACTB WJIM TCUXOTPONHBIX BemecTB, llopsaka HMX HM3rOTOBICHUS,
pacrmpenerneHus, perucTpaliy, ydera U XpaHeHus, a Taxke llpaBun opopmieHus OIaHKOB
PEILEnTOoB, B TOM YHCIE B ()OPME IINEKTPOHHBIX TOKYMEHTOB)

. MexnyHapoaHast kinaccudukanusi 00Je3HEH, TpaBM U COCTOSIHHM, BIMSIOUIMX Ha 370pOBbE
(MKB — 10);

. Ilpukaz M3 P® ot 2 mas 2023r. Ne 2051 «OO0 yTBepKI€HHH HOMEHKJIATYPHI TOJKHOCTEH
MEAMIMHCKUX PaOOTHUKOB U (hapMalieBTUUYECKUX paOOTHUKOBY.

. [lpukaz M3 PD or 23 wmronas 2010 1. Ne 541 «OO0 yTBEpXKIEHUU E€IUHOTO
KBTM(UKAIIMOHHOTO  CIIPABOYHUKA JODKHOCTEH  pPYKOBOAMTENEH, CIENUaTNCTOB U
ciayxammx, pasnen «KBamuduxkaimoHHbIE XapaKTEPUCTHUKU OJDKHOCTEH paOOTHUKOB B
chepe 31paBOOXpaHEHUSY.

. @enepanbHblil 3aK0H OT 25.12.2018 Ne 489 489-D3 «O BHeceHUM M3MEHEHUU B cTaThio 40
®enepanbHoro 3akoHa "OO o00s3aTedbHOM MEIUIIMHCKOM CTpaxoBaHUMM B Poccuiickoit
Oenepanun" u denepanpHblil 3akoH "OO0 OCHOBaX OXpaHbI 3/I0pOBbs IpaxkaaH B Poccuiickoit
®enepanun’ 1o BOIpocaM KIMHUYECKUX PEKOMEHIALNI.

. IIpuxa3z Munzapasa Poccuu Ne 1031 ot 28.02.2019 r. «O0 yTBEp:K/I€HUU MOPsIIKA U CPOKOB
pa3paboTKN KIMHUYECKMX PEKOMEHJAlMH, UX MepecMoTpa, TUMOBOH (OpPMbI KIMHHUYECKUX
pexkoMeHAauuid U TpeOOBaHUM K MX CTPYKTYype, COCTaBy M HaydyHOHl OOOCHOBAaHHOCTH,
BKJIIOUAE€MOMN B KIIMHUYECKUE PEKOMEHAANN HH(POPMAITUN.

10.  Ilpuka3 Munszapasa Poccun ot 13.10.2017 Ne 804n "OO6 yTBep>KICHHUH HOMEHKJIATYpPbI
MEIUIUHCKUX YCIyr".
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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 Penmao-Ocnepa-Bebepa, anrnokeparoma
doppaiica, anrnokeparoma MuoOen, orpaHUYCHHAS
HEBU(OPMHAS aHTHOKEepaTOMa TyJIOBHILA, Oone3Hs [nnmiepa,
(byK031103, TAHTIIMO3U/103, ACTIAPTATIIIIOKO3aMUHYPUS U
CHAJINJ03.

AHFI/IOKepaTI/IOMBI

Jlnaberndeckas ¥ aKoOToIbHAs 00JIeBast MOJIMHEHPOaTHS,
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

cucreMa
Od¢ranbpmonornyeckue JlexapcTBeHHbIe O TaabMONaTUH (TIPX IPUMEHEHUN
HapyIICHHS T'HIPOKCUXIIOPOXUHA* ¥, aMuoapoHa™>)
KenynoyHo-KuneuHbli

TpaKr. CuHApOM pa3apakeHHOIo KUIIeYHHKa, 0o1e3Hb Kpona

65



IIpunoxenne A3.3. Kpurepuu HasHayenust 3T

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 (wnmm | 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 (mnmm | 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 KPUTEPUHU:

+ Hepponarus ®abpu co camxennoit CKD

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

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

COCYAUCTHIN PrOPO3 UK CKIEPO3) — TOJBKO MYKUUHBI

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 MPOAOIKUTEIBHOCTBIO HE MeHee 1 roaa
* [TaTonOrHs BEICOKOTO PHCKA MPH OMONCHH MOYKH (TJIOMEPYIIOCKIepO3, KaHaIbIIeBask aTpodus,

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

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

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

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

(crenenp 2 uau 3 B COOTBETCTBUU C PEKOMEHIAUSMI AMEPHUKAHCKOTO 00IIeCTBa YXOKapAHOrpapuu
W/WIM HAJTM4Me aHOMAJIMi B OTCIIC)KMBAHUH aKyCTUYECKHX 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 IeBOM HOXKKM IMydka [ 'uca, kenyJoukoBas WM NpeacepAHas TaXHapuTMUsi, CHHYCOBasI
Opaaukapaus (6e3 mpuMEeHEeHHsI MPenapaToB ¢ OTPULIATENbHON XPOHOTPOITHOW aKTUBHOCTBIO) WIIN
Jpyryue NpUYMHBI

* YMepeHHast UM TsDKesasi perypruTaius riIaBHOro UM MUTPAJIbHOTO KilanaHa

« JIT'D muokapaa JOK na MPT cepana

* [Tosbimenue ypoBHst NT-proBNP Bblie BepxHel rpaHHIlbl HOPMBI JJIs1 BO3pAcTa U 1oJa

WM MTOBBIILIEHUE YPOBHS BHICOKOYYBCTBUTEIBLHOTO TPOIIOHMHA (3aMECTUTENbHBIN MOKa3aTenb (udpo3a)

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

* [IpeapLaymuii MHCYNBT WM TPAH3UTOPHAS UILIEMUYECKasl aTaka
» CuspHast HeliporaTuueckas 00J1b, YCTONYHBAs K JICUYCHHUIO
* BuesanHast 0THOCTOPOHHSIS TOTEPSI CIIyXa, KOT/1a UCKIIOYEHBI IPYTUe BO3MOXKHBIE PUYUHBI.

® OCTpaSI HIIEMHYCCKast HCprOHaTI/ISI SPUTCIBHOIO0 HEPBA, KOI'/la UCKIIIOYCHBI APYTHUC BO3MOXKHBIC ITPUYNHBL.

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 m/mun/1,73 m %, XBII 2 cTenenn: He MeHee 3 KOHKOPJAHTHBIX OLEHOK 1tk u3mepennii CK® ue menee 6 Mec ¢ HakioHoM kpusoit CK® Gombrie
BO3pAcTHOH HOpMBL; i pCK® >135 min/mun/1,73 M 2 : camkene CK® Ha 15% nin Hakinon kpusoit CK® Bbillie BO3paCTHOI HOPMBI, H3MEPEHHOI
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 — no3zanee ycunenue ragonianeM; MPT — marautHo-pe3oHaHcHast Tomorpadust; NT-proBNP — N-koH1eBoii )parMeHT nporopmoHa
HATPUHYPETHYECKOrO HENTHIa To0BHOro Mo3ra; pCK® — pacdeTHast ckopocTh Kity0o4ukoBoii punprpauum; GL-3 —

rno6oTpraosmInepamu; 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

Kpurepumn ormeHbl

[Tponyck nanuenToM™> 50% unpy3uit

[TocTosSTHHBIC JKU3HEYTPOXKAIOIIME WM TSDKENbIe CBSI3aHHBICE ¢ WH(Y3WEH peakiuu, He
pearupymomnme Ha NpoQHIaKTHKY, HanpuMep aHaduiakcus

Kenanue nanuenra

TepmuHanbHast cTaausi OOJIE3HH MOYEK, 0€3 BO3MOXKHOCTH MEPECaJKH MOYKH, B COUYCTAHUU
¢ TsDKeson cepaeunoit HepocrarouHocthio (IV kitace mo NYHA)

TepmunanpHass b® wiM WHBIE CONMYTCTBYIONIME 3a00JICBaHMS TMPU  OKUJIAEMOM
MPOJIOJKUTENIBHOCTH KU3HU MeHee | rona

Tsxenplli KOTHUTUBHBINA JEDUIINAT 000 3THOJIOTHN

OtcyTrcTBUE OTBETa B TeueHUE | roja, eciiu eIUHCTBEHHBIM MokazanueM Kk 3T smisiercs
Heliporiatnyeckass 00Jib, TPU YCIOBHM MAaKCHMAaJIbHOTO OOBbEMa IOICPKUBAFOIICH
Tepanun’

Kpurepun nporuBonokasanuii kK Hayaay ©3T

Tspxenoe 3a0osieBaHuE cepilla C pacpOCTPaHCHHBIM (HUOPO30M, €CIH MOpaKeHHUE cepala
SIBIISIETCS €IMHCTBEHHBIM oKa3zanueMm Kk O3T

TepmunanbpHas craausi 60JI€3HU TOYEK, O€3 BO3MOXKHOCTH TEPECAIKH ITOYKH, B COYCTAHUU
C TsDKeJIoU cepieuHol HepocTatouHocThIo (IV kitacc mo NYHA)

TepMI/IHaJ'IBHaH b® wnu wunHbBIE COIIYTCTBYIOIIIUC 3a00J1eBaHUS IIpu omnnaeMoﬁ
IMPOAOJDKUTCIIBHOCTHU )KU3HU MCHEC 1 roaga

Tsoxenplli KOTHUTUBHBIA AUINAT 000 3THOJIOTHN
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Ipunoxenne A3.5. MoOHMTOPHPOBaHUE NALUEHTOB ¢ 00J1e3HBI0 Dadpu

Uccnenyemblii mokasareib

Ucxonuo
(1 1o Havana

nposeaeaus O3T)

Kaxnrie
48 mec

COop aHaMHe3a M Xajno0 IMPU T'CHETUYECKOM

KOHCYJIbTUPOBAaHHH. BusyanbHnoe
MCCIICIOBAHKE pu TEHETUYECKOM|
KOHCYJIbTUPOBAaHHH. AHTpPOIIOMETPUYECKUE]
MCCIICI0BAHMSL. Ayckynpranus
TepaneBTUYECKAs.

BusyanbHblii OCMOTD TEpaneBTUYECKUIA.
[Tanmbnanusa  tepaneBThueckas.  llepkyccus
TepaneBTUYECKasl.

O01mme 1aHHbIC

BoisiBieHue MAaTOTCHHBIX  BapHAHTOB B
FEMU3UTOTHOM cocTosiHuM B TeHe GLA B kpoBH|
METOJIOM CeKBeHUpOBaHUs 110 CeHrepy.

OnpeneneHue  aKTUBHOCTU  JIM30COMHOTO
(depmenTa anbda-ranakro3ugasbl B ISITHAX
BBICYIICHHOM KPOBM METOAOM TaHAEMHOU
MaccC-CIIEKTPOMETPUU

BrissBIcHME  TATOTCHHBIX  BapUaHTOB B
FEMHU3UTOTHOM cocTostHiH B reHe GLA B KpoBH|
METOJIOM CeKBeHHpOBaHUs 110 CeHrepy

y POJICTBEHHUKOB ITpoOaHia

MOHHUTOPUHT r710060TpHa03UICHUHTO3UHA
(mu30-I'63) B KpOBM Yy  MAIMCHTOB,
noydarorux O3T

IHoukn

ccnenoBanue ypoBHSI MOYEBUHBI B KDOBHU

HccrnenoBanue YPOBHS KpCATHHUHA B KPOBH

VccnenoBanue ypoBHS MOYEBOM KHCIOTHI B
KpPOBH

Onpenenenne CKOpPOCTH KJIIyOOYKOBOH
(GWIbTpalul MO YPOBHIO KPEaTHHHHA KPOBH
pacueTHbIM MeToJIoM (pCK®D)

Hccnenoanue ypoBHs nucratuia C B KpOBH

ATEOYMUHYPUS/TIPOTEUHYPUS (mokazarenp
NOJDKEH OBITh BBIPQKEH KaK OTHOIICHHE K|
KpEeaTMHUHY B  MOYe WJIH  TPOBOJIUTCH
MCclieIoBaHNE MOYH, COOpaHHOM 3a 24 yaca)

VccnenoBanue  ypoBHS  MOHHU3UPOBAHHOTO
KAJTBITUS B KPOBH

Y 1bTpa3ByKOBOE HCCIIEOBAHNE TOYEK
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Cepaue

Perucrpanus 31€KTpoKapAMOrpaMMBbl + +
Oxokapauorpadus + +
X0JITEPOBCKOE MOHUTOPUPOBAHUE CEPACUHOIO +

pUTMa

CyTOYHOE€ MOHHUTOPHUPOBAHHE APTEPHUAIBLHOTO +

[TaBJICHUS

MarHuTHO-pe30HaHCHasi ToMorpadus cepamna ¢
KOHTPAaCTUPOBAHUEM

VccnenoBanust  ypoBHA ~ N-TepMHHAJIBHOIO|
(bparmMeHTa HATPUHYPETHUYECKOIO MPOIMENTUAA|
MO3IOBOT'O (NT-proBNP) B KpOBH,
WccnenoBanue ypoBHs TponoHuHoB [, T B
KpOBU

HepBHasi cucrema (1iepe0poBacKyJ/isipHasi CHCTEMA)

MaraiTHO-pe30HaHCHAs TOMOTpadus

rOJIOBHOT'O MO3Tra *
Bu3syaibHO-aHAJIOroBasi MIKajda OIEHKH OO0JH N N
(ITpunosxerne I'1)

I'acTPpOMHTECTHHAJbHAS CHCTEMA
930(aroracTpo1yo1CHOCKOIHSI W/
KOJIOHOCKOTIHST (st oIpeesIeHus]

MOBPEKJCHUS WJIM BOCHAJICHUS CIU3UCTOM
o0Oosiouku) u buorcus ABeHaALATUIIEPCTHOM
KUIIKKM C TIOMOINBIO SHIOCKONMH, buoncus
TOHKOM KHWIIKM DJHAOCKOIHMYecKas, buomncus
000I0YHOI KHIIIKU 3HAOCKOIUYecKas, brorncus
CHTMOBHTHOM KUIIKA c IIOMOIIIBIO,

BH/ICOIHJOCKONINYECKUX TEXHOJIOTHH, ¥
buoricuss  OpsIMOM  KUIIKUM € MOMOIIBIO
BHJICOOHIOCKONINYECKUX TEXHOJIOrui, broncus
TOJICTOM  KUIIKM  OpH  JIAAPOCKOIHUH-B]
3aBHCUMOCTH OT XapakTepa MopaxxeHus (s
BLISIBJICHUST Hanmuuyusi oTioxkenuii Gb3 B
HEMPOHAX BOPCHHOK)
YIbTpa3ByKOBOE  HCCIIEJOBAHME  OPraHOB +
OPIONTHOM MOJI0CTH (KOMILJIEKCHOE)

I'iasza
[Ipuem (ocMOTp, KOHCYJbTalMs) Bpaya-
odranpmornora MIePBUYHBII/TIOBTOPHBIH] +
,JACCJIEIOBaHNE C KCIOJIb30BAaHUEM IIEJIEBON
ITaMITbI 2

Koxa
[lpuem (ocMOTp, KOHCYyJIbTalMs) Bpaua-
IepMaTOBEHEPOJIOTa MEPBUYHBIN/TIOBTOPHBIN C|
LEIbI0  OLIEHKM KOJMYECTBA U pa3Mepa) + +

QHTMOKEPaTOM, BBITIOJTHEHUS]
CTaHJApTU3UPOBAHHBIX (oTorpaduii

JbIxaTenbHas cucrema
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[TpunenbHas peHTreHorpadus OpraHoB
CPYAHOM KIETKH

TpeHupoBKa ¢ OHOJOTMYECKOW OOpaTHOM
CBS3bI0 TIO CIHPOTPAPUUECKHM IOKA3aATEISIM| +
npu 3a00JIeBaHUSX CepJlla U epuKkapaa

JApyrue ucciienoBaHust

TonanbHas ayTMOMETPHS (moporoBast)
TOHAJbHAs  ayJIUOMETpPUs B  CBOOOJHOM|
3BYKOBOM I10JIe/pedeBasi ayAHuOMETpUs/UrpoBast

QyTOMETPUS/PErHCTpaLUs CTallMOHAPHBIX *
CIIyXOBBIX BBI3BaHHBIX MOTeHIIMAIOB (ASSR|
rect) (crapiie S Jer)
OnpeneneHne aKkTUBHOCTH KpPEAaTUHKHHA3BI B +
KpOBU
TecT Ha MIECTUMUHYTHYIO XOAB0Y (Ikana
CyOBEKTUBHOM OLICHKH IEPEHOCUMOCTHU +
¢uznueckoit  Harpy3kum  (mkaia  bopra
(ITpunoxxenue 12))

[Ipumeuanue:

1_

vHUIManus yepe3 6 mec. nocie Hadana O3T u nanee 1 pa3 B 12 mec.
2 .

-KaXK bl BU3UT

5 qamie 110 ImoKasaHusIM
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IIpunoxenne A3.6. 3adop

Onmomarepuasa

NSl TPOBeJleHus

ANAIrHOCTHKH B IIATHaAX BblcymeHHOﬁ KpoBH

KpoBs coOupaercs Ha CTaHIAPTHBIA TeCT-
OJIaHK, KOTOPBIM MPUMEHSETCS JUIsl CKPUHUHTA
HOBOpOXAEHHbIX B Poccuiickoit ®Denepaunu
WM QaHAJOTUYHBIM JJI1 TIOJNY4EeHUS] CYXOro
MATHA KPOBHU.

KpoBp Moxer ObITh, Kak

KanwuisipHas (M3 manblia, MATKH), TaK U

BeHO3Has. BeHo3Has KpoBb cobOupaercsi B
NpPOOMPKY, AaKKypaTHO TEPEMEIINBACTCS U
3aTreM OBICTPO C MOMOUIBIO MUMETKH HAHOCUTCS
Ha TecT-OjaHK — 1o 25-50 MKI KpoBM Ha
KOKIYI0 BBIICICHHYIO obnacts. HeoOxommumo
XOpOILIO MPOIMUTATh BBIACICHHYIO 00JIaCTh Ha
¢unbTpe (puc. 1). [IpenmoururensHo coOMpaTh
o0pasisl mocsie enbl yepe3 40 muHyT — 1 yac.
Bo3MOoxHO Takke OCYIIECTBUTH 3a00p KPOBU U
HATOIIAK.

Ha tecr-Onanke 00sA3aTeabHO JOJDKHBI OBITH
yeTko ykazansl @O, keM 1 0TKy/1a HampaBiIeH
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 JAOJIKCH COIIpUKACaThCA C I‘pH3HOI>i

MOBEPXHOCTEIO W € oOpasliamMu  JIpyrux
nmanueHToB. HeoOXxonuMo  MPUIOXKHTH K
obpaziam nH(pOpPMUPOBAHHBIE corjacus

nanmueHTa Wi €ro 3aKOHHBIX HpeHCTaBHTeHeﬁ
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AJNTopuTM JeficTBU MeIMIMHCKOT0 MEPCOHAJIA PH B3ATHH 00pa30oB KPOBH

®  BBIMBITH PYKH (TUTHEHUYECKHUI YPOBEHB), HAJIETh IEPUYATKHY;

e  BBIMBITH PYKHU NanueHTa (IATKy peOeHKa, B Cllydae eciii KpOBb OepeTcs U3 MATKH);

®  TpOTEepeTh 00JACTh MPOKAIBIBAHHS CTEPUIBHON canderkoi, cmoueHHOH 70% crmpToM,
OPOMOKHYTb CYXOM CTEpWJIBHOH caindeTKol; MPOKOJIOTh CTEPWIBHBIM  OJHOPA30BBIM
cKapu(pUKaTopoM;

®  CHATH [IEPBYIO KAIUIIO KPOBU CTEPUIIBHBIM CYXUM TaMIIOHOM;

®  MSTKO Ha/JIaBUTh JUIsl [TOJIy4Y€HUSI BTOPOI KaIUIM KPOBHU;

® [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 YHCTOH OO0€3KUPEHHOMN
IIOBEPXHOCTU HEe MeHee 4 4 0e3 NPUMEHEHHUs TElIoBOi 0OpabOTKM M MOMAaJaHUs MPSMbIX
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 OKa3aTh BIIMSHME Ha pe3yJbTaTel TecToB. Hampumep, mpu nepennBaHun
IUIa3Mbl  KPOBM MOTYT OBITh HOJYYEHBl JIO)KHOOTPULATENbHBIE pE3ylbTaThl, TaK Kak
onpezenseMble (EpPMEHTbl HaXOAATCS B IUIa3ME U B KIETKax KpoBU. Pexomenayercs
oCyIIecTBUTh 3a00p kpoBu st pepmeHTHo 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 mociie 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 XpaHEHU 10 MOMEHTa OTIPABKU HE JOJKEH MPEBBIIATh 7 AHEH. Ecnu
XpaHUTh J0JIbIIE U IpH OoJiee BHICOKOM Temreparype, TO aKTUBHOCTh (pepMeHTa Jjake B HOpMe

MOKCT CHHUXATBCA, YTO IMPUBCIACT K JIOKHOIIOJIOKUTCIILHBIM PE3YJIbTaTaM.
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IIpunoxenne A3.7. Ilpenaparsl pepMeHT3aMeCTUTEIBHON Tepanum,

npuMeHsieMble npu 6oJie3Hun Dadpu

B Poccuiickoiit @enepauuu 3apeructpupoBano 3 npenapata g 3T bO: arancunasza
anpda**, aramcupaza Oera** u maryrwmramsugasa anbda. J[aHHBIE JIEKapCTBEHHBIC CPEICTBA
OBUTH 3apErUCTPUPOBAHBI B MUPE Ha OCHOBAHUH PE3yJbTaTOB PaHIAOMH3MPOBAHHBIX, IUIanedo-
KOHTPOJIUPYEMBIX ~ HCCIIEOBAaHWH, B KOTOPBIX 3aMECTHTENIbHAs TEpamus yMEHbIIaia
BBIPKEHHOCTh HEHPOMaTH4eCcKoi 00IH, BbI3bIBATIA perpecc runepTpopuu JIEBOTo KeIya0uKa U
cTabmim3anuio (yHKIHUU TOYEK, 110 CpaBHEHUIO ¢ manebo. 1o JaHHbIM cucTeMaTH3MPOBAHHOTO
0030pa nuTepaTypsl, 3 (HEKTUBHOCTH 3aMECTHTEIIFHON TEpaliy M3ydaiach 10 KpaifHeil Mepe B
52 TpPOCTIEKTHBHBIX HMCCIIEAOBAHUAX (KOHTPOJIMPYEMbIX HIIM HaONroNaTenbHbIX). B 22 u3 Hux
OpUMEHsUIM arajcuipaszy anbpa**, B 22 — arancupazy Oera**, B 4 uccinenoBaHuix ObUIH
00001IeHBl  pe3yabTaThl NMPHUMEHEHUs o0Oomx mnpenaparoB [19-22], a B 4 wucClIeJOBaHHUIX
NPUMEHSUTH TIdTYHUTan3uaa3y anbga. [116-119].
B menom, pe3ynbTaThl 3THX HCCleAOBaHUN monarBepawnn OnaronpusTHeid ddpdexkr 3T Ha
(GYHKIMIO cepAlla U MOYeK, HeHpOoNaTHUYEeCKylo 00JIb U KauyecTBO >KM3HM HalnueHTtoB. Yepes 12
MecsieB ypoBHH Jn30-Gb3 B 1uiazMe KpoBH YIYYIIMIIMCH Y TALMEHTOB MY)KCKOTO TOJa U

YIYUIIUIUCh WX OCTAJIMCh CTaOUIBLHBIMU Y NaMEHTOB JKCHCKOI'0 I10JIa.
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[Isrynuran3unasa anbda obmagaer 6ojee IIUTENbHBIM IIEPUOJIOM MOTYBBIBEACHUS, YTO MOXKET
oOecrieunBarh OoJyiee CTaOWJIbHBIE YPOBHHM IIpenapaTa B KpPOBH Ha MPOTSHKCHWU WHTEpBaia
no3upoBanus. OJHAKO KPAaTHOCTh BBEACHUS IATYHHTAICHAa3bl anbha (Kaxaple 2 HEHeIH)
COOTBETCTBYET TAaKOBOW aramuciasbl anbda** wum aramcupmasel  Oera**. Kpome Toro,
IPTUIMPOBAHUE OOECeUYnBaeT MACKMPOBAHHE HWMMYHOT€HHBIX OEJKOBBIX 3IHUTONOB, YTO
NPUBOAUT K CHIDKEHHIO MMMYHOT@HHOCTHM Ha OCNKOBBIA Ipernapar ¥ MOXKET YyIay4lIaTh
CHOCOOHOCTh JICKQPCTBEHHOT'O IIperapara JOCTUTaTh MUIIEHH 3a CUYeT MOBBIIMICHUS €ro
pacTBOPUMOCTH M CTaOMJIBHOCTH B OpraHusme. B mpsMoM cpaBHUTENBHOM HCCIEAOBAHUU
MATYHUTAICHIa3a anbda He ycTymnaja arajicuaaze o6era** mo spdexkruBHOCTH B TIpodHIaKTHKE
CHIDKEHHMSI (YHKUIMH TOYeK M HMeNa MPEHMYIIECTBa IO IMEPEHOCHMOCTH. Takke B ITOM
UCCIICIOBAaHUH B TPYIIIIE, MOMyYaBIIeH MATYHUTAN3Ua3y ajdb(pa 0TMEYaIoCh YMEHBIICHHE JT0JTH
NAlMEHTOB C AaHTUTENaMH K JIEKapCTBEHHOMY TMpemnapary (pekoMOWHAaHTHOW anb(a-
rajiakto3ujiaze A) Mo CpaBHEHUIO C TPYIMION, MPOJODKABILIEH MONydaTh JeUEHUE arajicuaa3on
o6era** [115, 124]. IlpsMbie cpaBHHUTENbHBIE HCCICIOBAHUS MATYHHUTAICHAA3bl anbda u
arancuaassl anbPa** He MPOBOMMINCH. B MPOCIEKTHBHOM KIMHUYECKOM HCCIICOBAHHUH II0
MEepeBOly MAIMEeHTOB C arajicuaasbl anbda** Ha moryHuransugasy anbda y OONbIIMHCTBA
NAlMEHTOB C YXyAmamoIendcs (yHKIUEH M[MO4YeK OTMedYajoch MOJOKUTEIbHOE H3MEHEHHUE
exxeronHoro HakinoHa pCK®.

Umncao manueHToB ¢ YMEPEHHO MPOTPECCHPYIONIEH WM OBICTPO MPOrpeccCUpyromeil 60Ie3Hb0
MOYEK YMEHBUIMJIOCh, U OOJIBLIIMHCTBO MAIlMEHTOB JIOCTUTIIM CTAOMJIBHOTO COCTOSIHHS IOCHe
CMEHBI IIpemnapata jgedeHus. [114].

VYV manueHToB ¢ HENEepEeHOCUMOCTHIO arajicuaasbl anbha*™* wim arancumasel Oeta**, a Takxe B
clly4ae pa3BUTHS IpPOrpeccUpoBaHusi 3aboseBaHMs Ha (POHE UX NPUMEHEHHs Lieraecoo0pa3Ho
MPUMEHEHHE TIITYHUTAT3UAa3bl adbda.

Arancunazy anbda** (pa3pemreHa cornmacHo MHCTpyKiuu ¢ 7 jeT) BBOAAT BHYTPUBEHHO B J103€
0,2 Mr/kr oguH pa3 B ABe Heaenu, Araicuaasy Oera*™* (paspemena corimacHo MHCTpykumu ¢ 8
JeT) — BHYTpHUBEHHO B A03¢ 1,0 Mr/kr ogumH pa3 B nBe Hemenu. [IdryHuramsumasy anbga
(pa3pemiena coriaacHo MHcTpykuuu ¢ 18 neT) BBOAAT BHYTPUBEHHO B 7103€ 1 MI/KT Macchl OJUH
pa3 B naBe Heaenu. [lepBple BBEACHUS TPENApaToOB TOJKHBI MPOBOJUTHCS B YCIOBHUSIX
crannonapa. [IpenapaTsl moanexaT HEMeIJICHHOMY BBEIIEHHUIO ITOCIIE MTPUTOTOBIICHHUS PacTBOpa

Uit uHQy3uu.
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Her ocHoBaHMii a7 CMEHBl Tepalmuu B CiIydae, €CIM MAlUeHT JJIUTEIbHOE BpeMs
CTaOMIIM3UPOBAH Ha Mpernapare, 0TMEYACTCs MOJIOKUTENbHBINH 3((EKT OT MPOBOIUMON TEPAIUH,
a npo¢uns Oe3omacHoctu octaéres koMm@opTHhIM. CMeHa Tepanmuu y CTaOWIM3UPOBAHHOTO
HalMeHTa C XPOHUYECKHM MPOrPEeCCUPYIOINM 3a00JIeBaHMEM MOKET MPEACTaBIATh PUCKU IS
€ro 3710pOBbSI.

[lepexiroueHue ¢ OJHOTO Ipernapara Ha APYroi BO3MOXHO TOJIBKO B CIy4ae BO3HHUKHOBEHUS
HEKOHTPOJIMPYEMBIX CEPbE3HBIX HeKeNaTeabHbIX siBieHuil (H), moBTOpsromuxcs HecMOTps Ha
aJIeKBaTHYIO IpeMeAuKalnuio nepen uH@ysueil. Pemenue o mepeBojie JOKHO HNPUHUMATHCA
TOJIbKO I10 3aKJIIOUeHHUI0 BpadeOHoro koHcuinumyma denepanbHoro nentpa. IlanumeHt uam ero
3aKOHHBIE MPECTABUTENHN JIOJKHBI OBITh POMH(OPMHUPOBAHEI O IPUYHMHE 3aMEHBI Mperapara u
JanbHeWel TakTuke BeieHus. HeoOxoaumo HalOoneHuEe 3a MalMeHTOM B CIyyae CMEHbI
Tepanuu Uil OLleHKU Y3PPEKTUBHOCTU U 0€30MACHOCTH JICUEHUS.

B teuenue nepBbIx Tpex mecsueB (6 MH(DY3Uil) JeueHUs IpenapaToM MATyHUTran3ujas3a ajibgpa
ClIeZlyeT TPOJMOJIKHUTH IMPEIIISCTBYIONIYI0 CXeMy MpPEeMEAMKAIMK C MOJTAITHOM €€ OTMEHOH B
3aBHCUMOCTH OT MHIMBHyaJIbHON MIEPEHOCHMOCTH.

Beenenne 3T MoOXeT MPOBOAUTHCS B YCIOBHUSX KPYIVIOCYTOYHOIO CTalMOHapa (B cilydae
HaJIN4YMs MH(Y3UOHHBIX PEaKLUH, OCIOKHEHHOIO TeUeHMsI OOJIE3HU), B CTAllMOHape JHEBHOI'O
npeObiBanuss wiu amOynatopHo 1 pa3 B 2 Henmenu. Craexyer oOpamiaTh BHMMAHHE Ha
COOITIO/IEHNE WHTEPBAJIOB MEXIYy WHQY3MSIMH U HEJOIMyCTUMOCThH TIEPEPHIBOB B TEpaInH, T.K.
HapyLICHUE PEeXUMA JICUEHHsI COMPOBOXKIACTCS MOTEHIIMATBLHBIM PUCKOM YXY/IIIEHUS COCTOSHUS
nalyeHTa U IporpeccupoBaHusi cuMnToMoB bO.

B cmywae  pa3BUTHSA  TSOKENBIX — PEAKIHMH  TMOBBIIICHHOW  YYyBCTBHTEIBHOCTH  WJIH
aHaQHUIIAKTHYECKUX pEeaKIuii HEeoOXOIMMO HEMEIJICHHO NpPeKpaTHTh HH(QY3UI0 W HavaTh
TEpanuio ¢ COOJIOJEHUEM COBPEMEHHBIX CTaHJApTOB OKa3aHMUsS HEOTJIOXKHOW MEAMLIMHCKON

IIOMOIIH.
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HaunGonee vacteiMu mo6ounbiMu 3 dexramu, cBszanHbiMA ¢ D3T, Obut MOCTUH(Y3MOHHBIC
peaKIMy, peaKkiMyi TMIePUyBCTBUTEIBHOCTH M aCTeHUS. BONBIIMHCTBO M3 HUX OBUIM JIETKHMMU
WIA YMEpPEHHBIMH, HE SBISUIUCh NPUYMHOM TPEKpamieHHs Tepanud M HUCUe3ald TpU
MOCNEAYIOIUX BBEACHUAX. UTOOBI CBECTH K MUHUMYMY HX TSKECTb, MOKHO YMEHBIIUTb
ckopocth BBeaeHuss @O3T wu mpoBecTH NpeMEIUKALUIO AHTUTHCTAMHUHHBIMU CpPEICTBAMU
CHCTEMHOTO neicTBus, HECTEPOUIHBIMU MIPOTHBOBOCTIATUTEIbHBIMH u
IPOTHUBOPEBMATHYECKUMHU TIpenapaTaMu HW/WIM KOPTUKOCTEPOUIAMU CHUCTEMHOTO JICHCTBHUS.
O3T Henb3sl UCIOJIB30BaTh OJHOBPEMEHHO C XJIOPOXHMHOM, aMHUOJAPOHOM**, GEH30XHHOHOM
WIM TEHTAaMUIMHOM™**, MOCKOJBbKY 3TH BEIIECTBa MOTEHLHUAIbHO WHTHOUPYIOT aKTUBHOCTh
BHyTpuKieTouHOH 0-GAL A. Ilamuenram, y KOTOpBIX BO BpeMs HH(Y3HUH HAOIIOIAINCH
TSDKETIbIE  PEaKIMHM TUIePYyBCTBUTEIBHOCTH, IIOBTOPHOE BBEJCHHE IIperapara Ccjenyer
MPOBOAUTHE C OCOOON OCTOPOXKHOCTHIO, B TaKWX CIIy4asX BCEr/ia JOJKHBI OBITh JOCTYITHBI

COOTBCTCTBYROIINE MEPBI MGHHHHHCKOﬁ IIOMOIIIH.

IIpuioxkenune b. AjiropuT™Msl AeHCTBUI Bpaya
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MpusHaku b® y naumeHTa nam 6P y
POACTBEHHUKOB
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[OunarHos
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MoHuTOopUHI
COCTOAHMA NauueHTa

Tepanua

apdekTnBHA?

PaccmoTpeHuns BO3MOXKHOCTEN
OPYrMx METOA0B fieyeHus (B
TOM YMC/Ie TPAHCMAAHTaLMA

opraHos)




Hpuiaoxenue B. Undopmauus A4 nanueHra

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
HaOrofaroTes HelponaTuyeckass 00ib (Kryuue OOJIM B KHUCTSAX M CTOINAX, YCHIMBAIOLIUECS B
KapKyl TMOoroay, npu (GU3HYECKOW Harpyske), KOXKHBIC IPOSIBICHUS (aHTMOKEPaTOMBI),
HapyLIeHHE MOTOOTAEICHUs (TUMO-, aHTUPO3), TMOpaKEHHE Nepudepuyeckoil M HEHTPAIbHON
HEPBHOW CHUCTEMBI (MHCYJBT), IMOYEK, CEpJla, OpraHa 3peHMs (BUXPEBUAHAsS 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 HAMOMHUHAIOT ANICHIUIWT. bBojM ycWiIMBAaKOTCA TpPU TOBBIICHUH
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, KOTOPHIE €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, PAaCHpOCTpaHssACh Ha JIpyrue
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
XKeHIMH nocie 40 jer, YTo NPUBOJUT K MOYEYHOH HEAOCTATOUYHOCTH U TpeOyeT MpoBeJeHHE
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-
ramakro3unasy (A-I'AJl ). DTor pepMeHT ydacTByeT B peaKIUsiX paclIEIUICHUSI 0COOBIX 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 OTJAMYMM OT MHOTUX JAPYruX X-CLEIJICHHBIX PELECCUBHBIX 3a00JI€BaHUM,
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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 CKPUHHUHTOBOE
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 MHOTMX cTpaHax, B TOM uucie B Poccun, 00caenyroT naiueHToB
U3 OTZEJICHUI reMOouan3a, HEBPOJOTHYECKIX U KapAUOJIOTMUECKUX CTallMOHAPOB.

Kak ycranaB/IuBalOT AUArHos.

Bpaun Ha OCHOBaHMM KIMHMYECKHX CHMITOMOB MOTYT 3allof03pHTH OO0JIe3Hb. 3aTteM
MPOBOASATCS TaOOPATOPHBIE TECTHI U HHCTPYMEHTAIBHOE HCCIIEI0BaHUE.

TouHblll TUarHO3 MOXKHO YCTAaHOBHUTH, U3MEPUB aKTHUBHOCTh (DEPMEHTA, WU OMpEACIUB
KOHIIEHTpAIUIO Jn3ochuHTOIMIIUAA -1130-1 63 B KpoBH. )i 3TOr0 JOCTAaTOYHO cOOpaTh KPOBb
Ha KapTOYKYy-(QMIBTP W3 Majblla MJIM W3 BEHBL. Takue KapTOYKH €CTh B JIIOOOW METUKO-
TeHETUYECKOM KOHCYNIbTAIlMU U B MOJTUKIMHUKE.

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

Jleuenmne.

Hns B® paspaboran >hPekTUBHBIA MeTOA JiedeHUS — (epMEeHTHO-3aMeCTUTENIbHAS
tepanust (D3T), mosToMy paHHsSS TUATHOCTHKA 3a00JIeBaHUS UMEET OOJbIIOE MPAKTUYECKOe
3HaueHue. K coxaneHuto, yacThb ciay4yaeB AMArHOCTUPYETCS HA MO3JHUX CTAausAX OOJIE3HM, YTO
HE /aeT BO3MOXKHOCTb MOJY4YUTh 3HauuTenbHbIM 3pdexkt P3T. Oxnako, Ha 1000H cTanuu
Oone3nn Hayano O3T mo3BonsSeT 3aMeUIUTh MPOTPECCUPOBAHHE M CMSATYUTH KIMHUYECKUE
CHUMIITOMBI.

PoJib ceMbM 1 nanmeHTa.

Ha mpumepe b® M0kHO 1TOKa3aTh BaKHOCTh COCTABIICHHSI POJOCIOBHOM M 00CIeT0BaHUS
poacTBEeHHUKOB. CunTaercs, 4To, yCTAHOBUB JAMATHO3 Y OJHOTO MAIMEHTa, IpU 00CIeT0BaHUU
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 OyJeT yCTaHOBIEH 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 — IIETTMKOM B PyKaX CaMHX MalleHTOB.

Ponnbie OpaThst U cecTphbl, 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 mocne 40 ner sABIseTcs MmodeyHas HepoctaToyHocTh. Ho B panHeM Bospacrte
OCHOBHas Ka00a — 3TO aKpomapacTe3uu, aHTHOKepaTOMBbl. JKEHIIMH MOTYT OECIIOKOUTH 0OJIH,
a MOYeYHas HEIOCTaTOYHOCTh BCTPEYACTCS PEXE M MOXKET Pa3BHBAThCS B IMO3JHEM BO3pacTe.
[IpoBeneHne MONEKYISIPHO-TEHETUYECKOTO aHAIN3a, HANPABICHHOTO 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 oieHKH, BONPOCHUKHU H Apyrue
OLICHOYHBbIC HHCTPYMEHThI COCTOSIHUA NMALMEHTA, IPUBEICHHbIC B
KJIMHUYECKHX PEKOMEHIALUAX

IIpunoxenue I'l Kparkuii onpocHuk 601 BRIEF PAIN INVENTORY
Hcrounuk: [Poquet N, Lin C. The Brief Pain Inventory (BPI). J Physiother. 2016 Jan;62(1):52.
doi: 10.1016/j.jphys.2015.07.001. Epub 2015 Aug 21. PMID: 26303366.].

Tun: mkana oneHKu

Ha3nauyenue: cyObeKTUBHOM OIIEHKA IEPEHOCUMOCTH 00N

OueHoYHbI HHCTPYMEHT: IIKaja

Conep:kanue M KJI104:

[MTanMeHT moyyaeT MHCTPYKIIMH O OIIEHKE OJIBIIIKU BO BpeMs (PU3NUECKOi Harpy3ku: ot 0
0aJJTOB - CIIOKOMHOE JbIXaHKE, HET OILIYIICHHS OJIBIIIKY U aaniee — 10 10 6aioB, Koraa oAbIKka

MakCuMaJIbHa. OIICHI/ITG CBOM OIIYIICHUA B HaCTOSIHII/Iﬁ MOMCHT.

1.B TeueHue )XU3HU KaX/blii YETIOBEK UCIBITHIBAET 00JIb — IOJIOBHYIO 3yOHYIO,
007b B cycTaBax Wi Mblinax. McnbsiTeiBanu 1 Bel ceroins kakyro-nmu6o 60:b,
OTJIMYAIOILYIOCS OT IIEPEUNCIICHHBIX ?

1— pma, 2 — Her.

2. 3amTpuxyire 00s1acTh, B KOTOpOil Bbl ucnbIThIBaeTe 60s16. Mecto
HauOobIIeNH O0JIE3HEHHOCTH TOMETHTE KPECTUKOM X

() Q

( ‘/}Len Left{{i
\

5
3. [Noxanyiicra, oOBenuTe UQpy, COOTBETCTBYIONIYIO HanboJiee CUILHOM 06011,
KOTOpYIO BbI ucnbIThIBANM 32 ocineaHue 24 yaca.
Her0 —1—2—3—4—5—6—7—8—9— 10 HeBsiHOCUMas 00
4. Moxanyiicta, o0BeauTe NU(pPy, COOTBETCTBYIOIIYIO caMoii c1aboit 6ouu,
KOTOpPYIO Bl ncnibIThIBaNM 3a nociegaue 24 yaca
Her0 —1—2—3—4—5—6—7—8—9— 10 HeBeiHOCHMAas1 60TTh
5. [Moxamnyiicra, oOBenute nudpy, COOTBETCTBYIOIIYIO CpeaHEl 001, KOTOPYIO
Bel ucnisiThiBanM 3a mocneanue 24 yaca
Her0 —1—2—3—4—5—6—7—8—9— 10 HeBsiHOCUMas 60
6. [Toxanyiicta, oOBeauTe PPy, COOTBETCTBYIOLLYIO O0IH, KOTOPYIO BbI
HCTIBITBIBAETE Ceyac
Her0 —1—2—3—4—5—6—7—8—9— 10 HeBeiHOoCHMAas1 601Tb
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7. Kakue nexapctBa Bl npunumaere 11t obnerdenus 6omm?

8. Hackoapko 00J1b yMEHBIITUIIACH TIO]T ACHCTBUEM MEIUKAMEHTOB 3a MOCJICTHHE
24 gaca

0% 10% 20% 30% 40% 50% 60% 70% 80% 90% 100%

He uzmenunach [10MHOCTHIO yMEHBITIIIACH

9. Hackonbko 3a nmociiequue 24 yaca 00Jp BiMsIa Ha

A. IloBceTHEBHYIO aKTUBHOCTD

He smugana0 —1—2 —3—4—5—6—7—8—9 — 10 Ouens BiusIa
B. Hactpoenue

He smuana0 —1—2—3—4—5—6—7—8—9 — 10 Ouens BiusaIa
C. CrnocoOHOCTb XOIHUTh

He smugana0 —1—2—3—4—5—6—7—8—9— 10 Ouens BiusIa
D. CiocoGHOCTH BBIMOIHATH PaboTy MO JJIOMY

He smuana0 —1—2 —3—4—5—6—7—8—9 — 10 Ouens BiusiIa
E. OtHomIEeHUd ¢ T10AbMU

Hesmusna0 —1—2 —3—4—5—6—7—8—9 — 10 Ouens BiusiIa
F. Con

Hesmusana0 —1—2—3—4—5—6—7—8—9 — 10 Ouens BiusiIa
G. CocoGHOCTH MOTyYaTh YIOBOJIHCTBHE

Hesmusana0 —1—2 —3—4—5—6—7—8—9 — 10 Ouens BiusaiIa
Ilosichenns:

JIBe OCHOBHBIE IIKAJIBI: OLIEHKY TSHKECTH OOJU M OLeHKY BIusHUA 60mu. OlLieHKa TSKECTH 001n
pacCUMTHIBACTCS HA OCHOBE YETHIPEX MYHKTOB 00 MHTCHCHBHOCTHU O0yH. KaxIpIii myHKT
onenuBaercs ot 0 (orcyrcTBue 60mm) 10 10 6amioB (6016 HACTONBKO CUIIbHA, HACKOJIBKO BbI
MoskeTe ce0e IPeICTaBUTh) U BHOCUT OJMHAKOBBIN BKJIaJ B UTOTOBBIN Oait B 1uamnaszone ot 0 1o
40. OreHKa BIMSHKS: CEMb MOAMYHKTOB oreHuBatoTcs ot 0 (e memraet) 10 10 (mosHOCTHIO
MEIIIaeT) ¥ BHOCUT OJIMHAKOBBII BKJIaJ] B UTOrOBBIH Oayut B auamazone ot 0 mo 70. [TepBsii,
BTOPOW M JBaAUATh YETBEPTHIM MYHKTHI HE YUYUTHIBAIOTCS MPU MOACUETE.
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https://www.sciencedirect.com/topics/nursing-and-health-professions/pain-severity

IIpunoxenue I'2 lllkaya cy0beKTUBHOM OLIEHKHU NMEPEHOCUMOCTH (PU3NYECKOi

Harpy3ku (mkaJjia bopra) (Borg scale)

Hcrounuk: [Borg GAV. Psycho-physical bases of perceived exertion. Med Sci Sports Exerc
1982;14:377-381, Borg, G. Borg's Perceived Exertion and pain Scales. USA: Human Kinetics,
1998, p. 2, Grant S, Aitchison T, Henderson E, Christie J, Zare S, McMurray J, Dargie H. A
comparison of the reproducibility and the sensitivity to change of visual analogue scales, Borg
scales, and Likert scales in normal subjects during submaximal exercise. Chest. 1999
Nov;116(5):1208-17].

Tun: mkana oneHku

Ha3nayenue: cyObEeKTUBHOM OlLIEHKA IEPEHOCUMOCTHU (PU3HUECKOIM HArpy3Ku

OueHOYHBbIH HHCTPYMEHT: IIIKala

Conep:xaHue M KJIIOY:

HaHI/IeHT MMOoJIy4a€T MHCTPYKIUH 110 OLICHKE OJABIIIKH BO BPEM:I (1)I/I3I/I‘leCKOI7I Harpysku: OoT 0
0aJJIoB - CIIOKOWHOE JIBIXaHUE, HET OLIYIIEHUS OJBIIIKU U Aanee — 10 10 6anioB, Koraa oJblimKa

MakCuMaJIbHa. OIICHI/ITG CBOM OIIYLICHUA B HaCTOSIHII/Iﬁ MOMCHT.

Banisl OuryuieHust OBIKH
0 OtcyrcTBYyeT
0,3
0.5 [TpakTruecku HeT (e/1Ba 3aMeTHas)
0,7
1 0
YeHb ciadas
15
2,5 Jlerkast ompIIIka
3 JI0BOIBLHO TsDKeIas OJIbIIIKA
4
5 Tspxenasa onplmka
6
7 CHIbHO BBIpOKEHHAS TsDKEJIas OJIbIITKA
8
9
10 OueHb BBRIpOKECHHAS TSDKEIas OfbIIIKA (Ha TIpeIesie BO3MOYKHOCTEH)

87



88



