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KJIMHUYECKUE PEKOMEHJALIMU
(ITPOTOKOJIbI JIEUEHU ST
10 IMATHOCTUKE U JIEYEHUIO ITALIMEHTOB C CUHJIPOMOM
®UILIEPA-DBAHCA

Clinical recommendations (Protocols for patient's cure). Diagnostics and

treatment of patients with Fisher-Evans syndrome

1 OOaacTp npuMeHeHHS

Hacrosmuii cTanmapT ycTaHABIMBAeT KIWHUYECKHE PEKOMEHIANUU (TIPOTOKOI
JICYCHUS) 110 JUATHOCTUKE M JICUCHHUIO MAIIUEHTOB ¢ cuHApoMoM Duirepa-OBaHca
(manee — MPOTOKOJ), OMPEACIAIONINN 00BEM M MOKa3aTeIM KauyeCTBA BBITTOJTHEHUS
MEIUITMHCKON TTOMOIIN OOJILHOMY TPH TTOI03PEHUN Ha cHHApoM Duriepa-IBaHca.
Hacrosmmii  crangapT mpeaHa3HayeH JUIS  NPUMEHEHUS  MEOUIIMHCKUMH
OpraHW3alUsIMH W  YYPSKICHUAMH  (eIepabHBIX, TEPPUTOPHAIBHBIX U
MYHUITUTIATHHBIX OpraHOB YIIpaBICHUS 3/IpaBOOXpaHEHUEM, CUCTEM
00s13aTENPHOTO W JOOPOBOJBHOTO MEIUIIMHCKOTO CTPAaxXOBaHUSA, JIPYTUMU
MEJIUIIMHCKAMH OPTaHU3AIUSIMH Pa3IUYHbIX OpPraHU3allMOHHO-IIPABOBBIX (GOpM
NeATEeIIbHOCTH, HAIPABJICHHON HA OKa3aHWE MEIUITMHCKOM ITOMOIIIH.

2 HopmaTHBHBIE CCBLIKH

B HacrosinieM ctanaapTe UCIOJIb30BaHA CChUIKA HA CIEAYIOIIMI CTaHIapT:
['OCT P 56034 — 2014 Knunuveckue peKoMeHAAIUU (MPOTOKOIbI JICUCHHUS).

OO0111e moJIOKEHUS.

IIpumeuwanne — Ilpu mosb30BaHUM HACTOSIIUM CTAaHIAPTOM IEIECOO0PA3HO MPOBEPUTH
JIeHCTBHE CCBUIOYHBIX CTaHAApTOB B HMHPOPMANMOHHONW CHCTeME OOINero MOoJb30BaHUS —  Ha
opunranpHOM caiite PenepaabHOTO areHTCTBAa 0 TEXHUYECKOMY PEryJIMPOBAHHIO M METPOJIOTHH B CETH
WHuTepHeT niam mo exXeroqHoMy HH()OpPMaNMOHHOMY yka3zaTento «HarmoHanpHbIE CTaHAAPTHDY, KOTOPHII
ONMyONMKOBaH MO COCTOSHMI0O Ha | SHBapsd TEKyNIeTO ToJa, M MO BBITYCKAaM €XEeMECIYHOIo
nH(pOPMAIIMOHHOTO yKa3arens «HarnonansHbIe CTAaHAAPTHD) 3a TeKylui roa. Eciu 3aMeHéH cChUIOYHBII
CTaHAApT, HA KOTOPBIM JaHA HEAATHUPOBAHHAS CChUIKA, TO PEKOMEHIYETCSI UCIOJIb30BATh JEHCTBYIOLIYIO
BEPCUIO ITOr0 CTAaHJAapTa C Y4ETOM BCEX BHECEHHBIX B JAHHYK BEPCHI0 M3MEHeHui. Ecinu 3ameHeH
CCBUIOYHBII CTAaHIApPT, HAa KOTOPBIA JaHa JAaTHUPOBAHHAs CChLUIKA, TO PEKOMEHIYETCS HCIIONb30BaTh
BEPCHIO 3TOTO CTaHJAapTa C YKa3aHHBIM BBIIIE TOAOM yTBepxkJaeHHs (mpunsatus). Ecmm mocie
YTBEPKICHUS HACTOSIILETO CTAHJApTa B CChUIOYHBIN CTaHJApT, HA KOTOPBIA JaHa JATUPOBAHHAS CCBLIKA,
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BHECEHO HW3MEHEHHE, 3aTparuBalolllee IMOJIOKEHUWE, Ha KOTOpOE JaHa CChUIKA, TO 3TO IMOJIOXKEHUE
peKOMEHyeTCs MPUMEHATHh 0e3 yueTa MaHHOTO m3MeHeHWs. Ecim CChUIOYHBINA CTaHIApT OTMEHEH 0e3
3aMEHbl, TO MOJIOKEHUE, B KOTOPOM JaHa CChLIKa Ha HEro, peKOMEHIyeTCs NMPUMEHSATh B YacTH, HE
3aTparuBarolliei 3Ty CChUIKY.

3 OO0mmue noJjIoKeHUA

IIpoTokon BemeHus: 0OIBHBIX «/[MarHOCTHKA W JIEUEHHE TMAIlMeHTOB C CHHIAPOMOM
dumepa-IBaHca» pa3paboTaH sl pEIICHUN CIEAYIONIUX 3a/1ay:

- OMNpEeNeNICHUs aJTOPUTMOB JHArHOCTHKH W JICYEHUS MAIUEHTOB C CHHAPOMOM
Oduirepa-IBaHca;

- yHU(UKAIUUA PAcueTOB 3aTpaT Ha MEAUIIMHCKYIO MOMOIIb, Pa3pabOTKU IporpaMm
00s13aTeTbHOTO0 MEAUIIMHCKOTO CTPAXOBaHUS U TapU(POB HA METULIMHCKUE YCIYTH;

- OCYILECTBJICHUSI KOHTPOJI OOBEMOB, JOCTYIIHOCTH M KauecTBa MEIMUIIMHCKOM
MOMOIIM, OKa3bIBAEMOI MAIMEHTy B MEIUIMHCKOM OpraHu3allid, B TOM YHCIE B
paMKax TOCYJapCTBEHHBIX TapaHTHil oOecrnedyeHusi TrpaxaaH OecruiaTHOM
MeIUIMHCKON ITOMOIIBIO.

B Hactosimiem cranpapte HUCMHONb3yeTCs YHUGUIMPOBAHHAS IIIKajda OLCHKU
yOeAUTENBbHOCTH JIOKA3aTeNIbCTB NPUMEHEHHS MEIAUIMHCKUX TEXHOJOTUM B
coorBeTcTBHU ¢ ['OCT P 56034

3.1 OO0mue BONPOCHI

Oumep (J.A.Fisher) BnepBrie ommcan 3aboneBanue B 1947 roa u mpeanonoxuil
MMMYHHBIM TeHe3 aHemMuu U TpomOoruronenuu. IDBaHc (R. S.Evans) u ero
corpyaHuku B 1951 rox Ooznee moapoOHO omMcalyd KIWHHUKY ayTOMMMYHHOM
reéMOJIMTUYECKON aHEMHH, COYETAIOLIEHCS C ayTOMMMYHHON TpPOMOOIIMTOIEHHEN
[1].

BeiensoT CUMIOTOMAaTHYECKYI0 U uauonatuueckyro dopmy Dumepa—
OBanca cunapom (®OC). Ilpu wunuomaruueckoil (opmMe YCTaHOBHUTH CBSI3b
reMoyii3a W TPOMOOLMTONEHUH C KaKUM-IUOO JPYTUM MAaTOJOTHYECKUM
nporieccom He ymaaércs. Cumnromatuueckas (¢Gopma HaOmogaeTcs mOpu
XpPOHMYECKOM  TemaTuTe, CUCTEMHOM KpacHOM  BOJIYAHKE, XPOHUYECKOM
nuMoreiikose, nuMpoMax, peBMaTOUIHOM apTputTe, TyOepkynése u apyrux. B
PEIKHX CIydastX CUHAPOM SIBJISIETCS MEPBBIM MPOSBICHUEM 3TUX 3a001eBaHmi[2].

3.2 Ilarorenes

B ocHoBe mnaroreHesza JE€XHUT IMOBBIIIEHHOE PAa3pYyIICHUE SPUTPOIUTOB H
TPOMOOIIMTOB BCJEACTBUE (PUKCALIUM HA UX TTOBEPXHOCTU OEIKOB — ayTOAHTHUTEI.
AHTHIPUTPOLIUTAPHBIE aHTUTENA 4Yalle SBISIOTCA HEMOJHBIMH  TEIUIOBBIMHU
arrfiOTUHUHAMHA U TPUHAJUIEKAT K UMMYHOTJIOOYJIMHAM pa3lnuHbIX kiaccoB (G,
pexxe — M unu A). OHu crieru@uYecKku CBS3BIBAIOTCS C aHTUTEHAMHU CHCTEMBI
pe3yc, B HEKOTOPBIX CIydasiX HaNpaBJi€Hbl MPOTUB AHTUIEHOB JPYTHX CHUCTEM.
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CrnenuduuHOCTh AHTUTPOMOOLUTAPHOTO HUMMYyHOTNIOOynuHa kinacca G He
YCTaHOBJIEHA, OJHAKO JOKAa3aHO, 4YTO €ro COJEpKaHHE€ Ha TMOBEPXHOCTH
SPUTPOLIMTOB MO CPABHEHHIO C HOPMOHM YyBeJIMYEeHO. Pa3pyllieHre 3puTpOIlUTOB U
TPOMOOIIMTOB OCYILECTBIISIETCS MPEUMYIIECTBEHHO B CEIE3€HKE, HHOT/IA B MEYEHU
U KOCTHOM Mo3re. B CBsI3u ¢ 3TUM NpOAYLHPOBAHUE KPOBETBOPHBIX KIIETOK B
KOCTHOM MO3T€ YBEIUYEHO, B MUEJIOIPAMME OTMEYAETCSl YBEIMUYCHUE COJIEPHKAHUS
SPUTPOUIHBIX KIETOK U METaKapuOLUTOB [3,4].

3.3 KiauHnveckasi KapTUHA

Bone3nb HaunMHaeTCs MCMOJBOJb; OONBHBIE KATYIOTCA Ha OOJU B CyCTaBax,
®UBOTE, cyOdeOpuiabHyo TemnepaTrypy. lloznHee mpucoenuHsieTcss yMepeHHas
c1aboCTh W OJIbIIIKA, HA KOXE OOHApY>KMBAIOTCS TreMopparuu (dPKXHUMO3BI,
METeXUU), KPOBOUBIUSIHUS B CIM3UCTYIO OOOJIOYKY pTa, KOHBIOHKTHUBY,
HaOJII0/1al0TCS. HOCOBBIE U MATOYHBIE KpoBOTeueHHs. ['eMopparuueckuit CUHAPOM
(BHyTpeHHHE ¥  HapyXXHbI€  KPOBOTEUYEHHUS,  KPOBOUBIUSHUS)  MOXKET
MPEIIECTBOBATh MOSIBICHUIO KJIMHUYECKUX, U JIA0OpaTOPHBIX MPU3HAKOB
MMMYHHOTO TeMoju3a. B HEKOTOpBIX ciydasX reMoJiM3 HauMHaeTcs paHblie. Y
psana OOJBHBIX aHEeMHsI W TPOMOOIIUTONEHHUS BBISBISIIOTCS OJHOBPEMEHHO.
TpoMOOLIUTONIEHHST MOXKET Pa3BUTHCS Y€pPe3 HECKOJBKO JIET MOCIHE CIUIEHIKTOMUU,
BBITIOJTHEHHOM M0 TMOBOJY ayTOMMMYHHOW TE€MOJIMUTHYECKONW aHEeMHUH, MPU 3TOM
MPU3HAKU F€MOJIA3a MOTYT OTCYTCTBOBATH [5,6].

3.4 OOmue moaxoabl (NIPUHLUHUINBI) K IMATHOCTHKE cMHApPoMa Puuiepa-
JBaHca

JlnarHo3 ycTaHaBJIMBAIOT HA OCHOBAHMM KIMHUYECKOW KapTUHBI U MPAMOU
npoosl  KymOca, moaTBepKiawomieil ayTOMMMYHHBIM —XapakTep TIeMoJju3a.
OTtpunarensHble pe3ynbTaThl mpoosl KymbOca He HCKII0UaloT Hatnuue y 00JbHOTO
MMMYHHOTO T€MOJIM3a, TaK KaK IpU YCUJIEHUM TeMOJIM3a 3HAYUTENIbHAs 4acTb
Harpy>kKeHHbBIX AHTUTEJAMHU SPUTPOLMTOB pa3pylIaeTcsi. Y CTAaHOBUTh TIe€MOJIHU3
MOMOTaeT TakXe OOHApyXEHHUE TMOBBIIIEHHOTO  COJAEPXKaHUS B  KPOBHU
PETUKYJIOIUTOB, YKOPOUEHHUS  MPOJOJDKUTEIBHOCTH  KU3HU  SPUTPOIUTOB,
YBEJIUYEHUSI KIETOK JPUTPOUJIHOTO psiia B KOCTHOM Mo3sre. [Ipu BbIsIBICHUH
TPOMOOIIUTONIEHUA W TOBBIIMIEHHOTO  WJIM  HOPMAJbHOTO  KOJUYECTBA
METaKapuoILMTOB B KOCTHOM MO3T€ JMArHOCTUPYIOT TPOMOOIMTONN3 (Tpoliecc
pacmana TpoMOouUTOB). UMMYHHBIN XapakTep TPOMOOIMTONEHUN MOATBEPKAAECT
npeioxkennsiii Jlukconom (M. Dixon) u Pocce (W. Rosse) koamdecTBEHHBIM
METOJl  ONpeeieHUuss MMMYHOINIOOyIMHOB kiacca (G Ha  MOBEPXHOCTH



tpombOonuToB. Konuenrpauus Ig G Ha moBepxHoctu TpomOoruToB npu OIC
MOBBIIIEHA[ 7 ].

3.5 OOmmue mnoaxoabl (MPUHIUINBI) K Tepanuu cuHapoma Dumepa-
IBaHCA

Jleyenue ®OC TpagUIIUOHHO MTPOBOMST TITIOKOKOPTUKOUIHBIMH TOPMOHAMU;
npu OTCyTCTBUM 3(dexTa B MOpeablaylie oAbl NalMeHTaM  MPOBOAMIH
cruieHAKTOMHI0. Eciu mocnie omepanuu COXpaHseTCs BbIPAXXEHHBINM TeMoJiu3 U
(wnu) TPOMOOIUTONMN3 PELUIUBUPYIOT, HA3HAYAIOT IIUTOCTATUYECKHUE MpernapaTsl
(azatuonpun, mukiodochaH, BUHKPUCTUH), OOBIYHO UX KOMOMHUPYIOT C
[NIIOKOKOPTUKOUIHBIMU ~ TOpMOHaMHU. JleTaM TIpu  OTCYTCTBHM  KU3HEHHBIX
MOKAa3aHUM Ha3HAYEHUsI LMTOCTATHYECKUX TNpenapaToB cienyer uzberatb. C
nosBiaenuemM CD20 antuten (rituximab, Rituxan, Mabthera) and CDS52 antuten
(alemtuzumab, Campath-1H) , aHTUTUMOUUTAPHBIX TJIOOYJIUHOB, BEICOKOJO3HOTO
BHYTPUBEHHOTO MMMYHOTJIOOYJIMHA U JIPYyTHUX, CIUICHIKTOMUS BBITECHSETCS W3
apceHaja CHEUHAINCTOB, PadOTAIOIMIMX MO MNPOUII0 «JIETCKas TeMAaTOJOTH.
Hcnonb30BaHre TapreTHBIX IpenapaToB 00€CTEYMBAET JTOCTUXKEHHE JJIUTEIIbHOU
pemuccun. M3-3a Masiol yuciaeHHOCTH mauueHToB ¢ OOC paHIOMU3HPOBAHHBIX
UCCIIEIOBAHUN C 1IeJIbI0 Pa3pabO0TKU ONTHUMAJIBHBIX MPOTOKOJIOB TEpanuu HE
npoBoAwiIochk. Hanbomee Xopoio U3BECTHBI pe3yibTaThl NpuMeHeHus: MalTepsl
no ob6menpuHsaTon cxeme 375 mr/kr 1 pa3 B Hen, kypc u3 4 BBeaeHul. OIOC
OTHOCHUTCSl K KaTeropuu 3a00J€BaHUM, ISl W3JIEUEHHUS OT KOTOPBIX BO3MOXKHO
MPUMEHECHHUE TPAHCILUIAHTANHU KOCTHOTO MO3ra[8,9].

[Ipu TsKEemol aHeMHM, YrpoOXKaroUed KU3HU OOJBHOr0, TMOKAa3aHbI
TpaHCPy3UH DSPUTPOIUTHON MACChl UM OTMBITBIX IPUTPOILUTOB, MOAOOPAHHBIX
WHJMBUAYAIbHO € TMOMOIIp0 HempsiMod mpooslt KymbOca.  IlepenuBanue
TPOMOOIIMTAPHOM MacCchl HE OKa3bIBaeT JUIMTENBHOTO d(ddekTa, Tak Kak
JIOHOPCKHUE KIJIETKU OBICTPO pa3pylIaloTcs, HO TpaHC(Y3UU BKIIOUYEHBI B aJITOPUTM
BEJICHUS TAI[UEHTOB B CBS3U C BO3MOXHBIM C Pa3BUTHEM >KU3HEYTPOKAIOIINX
KPOBOTEUYEHHIA.

3.6 JlucmancepHoe HaOJKOAeHHE

B amOynaTopHbIX yCINOBUSIX TAalMEHT HaAOIIOJAaeTcsl TeMaTojoraMmu,
neanaTpaMu, TEPANEBTaMU.

[leprogUYHOCT, ~ KOHTPOJBHBIX ~ OCMOTPOB  OMNpPEACNSIETCS  KIMHUKOM
3a007€BaHUs U TPOBOJAMMOI Teparnueil: B Iepuojie pPEMUCCUU — OCMOTPHI 1 pa3 B
3 Mec c o00s3aTeNbHBIM HUCCIEJOBAHUEM TeMorpammbl, peakuun KymOca.
UccnenoBanne MuenorpaMmbl TPOBOAUTCS MO TMOKA3aHUAM: MPEKIE BCEro IpHU
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YXYJIIEHUH TEeMaTOJIOTHYECKUX TMOKa3aTeNsiX: HapacTaHUU AaHEMUU U /UiIu
TPOMOOIIUTOTICHUU.

[Iporno3 wyacto HeOmaronpustTHbid. [lpu DOIC Hepeako HaOMOAAIOTCA
TSDKENIbIE TE€MOJUTUYECKUE KpPU3bl, CUJIbHbIE KPOBOTEUYEHUs, OOYCIOBJICHHBIC
nedurutom TpomMoObouuToB. D®IC MOXKET OBITh aCCOUMMPOBAH C JAPYTUMHU
3a007€BaHUSIMU  ayTOUMMYHHOM mnpupoasl. Ha ¢oHe AnuTenbHOro Te4YeHUs
OMUCaHO pa3BUTHE T-KIETOYHON JUMGPOMBI, BOBJICUCHHE B MATOJOTHYECKUM
MPOIIECC APYTUX OPraHOB, MOYEK, ITUTOBUIHON KEJIE3bl.

[Ipu nocranoBke auarnoza ®OC nmamueHT cieayeTr Hanpasiate Ha MCD nmd
o opMIIEHUSI UHBAJIMIHOCTH.

[Ipu ®OC cnenyer ynensatb oco00€ BHUMaHUE MPODUIAKTUKE PEIUIUBOB
reMoJin3a U/ Wik TpOMOOIIUTONIN3a TPY BOSHUKHOBEHUH UH(PEKIIMOHHBIX 00Ie3HEeH,
B OCOOEHHOCTU BUPYCHBIX (B HEKOTOPBIX Clly4yasix Ha3HA4YalOT HEOOJIbIINE 03B
[NIIOKOKOPTUKOUIHBIX TOPMOHOB). bosibHBIE JOKHBI M30€raTh WHCOJISIUU;
UCKJIIOYAETCAd MpHEeM TMpenaparoB, OJIOKUPYIOMUX (DYHKIHUIO TPOMOOILMTOB
(HampuMmep, MpenapaTtoB CAIMIIMIOBOM KHCIOTHI). [lpoBeneHue BakIUMHAIMK B
Nepuoj JIUTEIbHOM PEMUCCUM — BOIMPOC JAUCKYTaOEIbHBIA U OMNpeaesseTcs B
MEPBYIO OUYEPEb AMUANOKA3aHUSIMU U UMMYHOJOTHUYECKUMHU TECTaMHU.

4 Xapakrepucruka TpeOOBaHM

4.1 Moaeab nauuenta. Cungpom @umepa-IBanca

OO6s3aTenbHas cocTapisitomias | Onucanue COCTaABISIONIEN

MOJIEJH

Hozonorudeckast popma Cungpom @uiiepa-IBaHca

Cranus 3a001€eBaHus Her

®da3a 3a00ieBaHUA Pa3BepHyTass KiIuMHHUYECKas KapTHUHA,
peMuccHsi, peruanuB

OcnoxHeHus Cucrema OpraHoB KpOBETBOPEHHUS U
KpPOBb
TpomOouuTonenus c
KPOBOTOYUBOCTHIO.

CucteMa MUKPOLIMPKYJISIITUN
KpoBotouuocts (mypmypa).
Mukpotpom6booOpazoBanue  (IBC-
CUHJIPOM).

IInmeson, JKENYIOK,
JBEHAIIIATUIIEPCTHAS KUIIIKA
[TueBogHOE KPOBOTEUYEHME.




JKenynouHoe KpOBOTEUEHHE.
KpoBoTeuenne u3
JIBEHAIIIATUIIEPCTHOMN KUIIIKH.
TONCTHIN KMIIEUHUK

KpoBoTeuenune u3 TOJICTOTO
KUIIICYHUKA.

Oprassl 3peHus

KpoBousnusinue B TKaHb 000JI0YEK
rJ1a3a U B KOHbIOHKTHUBY.
KpoBousnusinue B nepeaHIon Kamepy
(rudpema).

KpoBousznusinue B  CTEKIOBHIHOE
Teno (remodTansm).

Opran 00OHSHUS

HocoBoe kpoBoTeueHue.
JIumponponudepaTuBHbie
paccTporcTBa

Kox mo MKB-10 D69.3

Pucynoxk 1 — Ho3onornueckast mogens namuenrta ¢ cuaapomom @umepa-OBaHca

4.1.1 Kpurepun ¥ NpPU3HAKH, ONpeleJAlIINe MOAe/b
nanueHTa

Knunnueckn KapTUHA XapaKTEPU3yeTCs aHEMUEH, BBICOKUM
PETUKYJIOMUTO30M U HENPSAMOW TUNEepOMIupyOUHEMUEH, COYETAIOUIUMHUCS C
TPpOMOOLMTONIEHUEH, TO €CTh CHMITOMaMH, CBOWCTBEHHBIMH ayTOMMMYHHOM
FeMOJIMTUYECKOM aHeMUu U TpPOMOOLUTONEHUYECKOM mypmype. B ocHoBe
MaTtoreHe3a JIEKUT TOBBIIIEHHOE pa3pylIEHUE HPUTPOLUTOB U TPOMOOIIMTOB
BCIIE/ICTBUE (DUKCAIIMM HA WX MOBEPXHOCTH AyTOAHTUTEN. AHTHUIPUTPOIUTAPHBIC
AHTHUTENA 4Yallle SBJISIIOTCA HEMOJHBIMH TEIUIOBBIMU  arrJIlOTHHUHAMU u
MpUHAJJIEKAT K MMMYHOTJI00yIMHAM pa3nuyHbIX KiaccoB (G, pexe — M unu A).
OHu cnenu@uyecku CBS3BIBAIOTCS C AHTUTEHAMH CHUCTEMBI PE3yC; B HEKOTOPBIX
CllydyasX HalpaBJieHbl MPOTUB AaHTUTCHOB Jpyrux cucteM. CnenudpuuHocTb
AHTUTPOMOOIIUTAPHOTO MMMYHOINIOOynnHA kjacca G HE YCTaHOBJIEHA, OJIHAKO
JIOKa3aHO, YTO €ro COAEpKaHWE Ha MOBEPXHOCTU IPUTPOLIMTOB IO CPABHEHUIO C
HOPMOI1 yBenuueHo. Paspylienue 3puUTpOUUTOB U TPOMOOIUTOB OCYIIECTBISETCS
MPEUMYIIECTBEHHO B CEJIE3€HKE, NHOIa B MEYEHW U KOCTHOM MO3re. B cBsi3u ¢
3TUM MNOPOAYKUHUS KPOBETBOPHBIX KJIETOK B KOCTHOM MO3r€ YyBEIHYEHA, B
MHEJIOTpaMME OTMEYAETCS YBEIWYCHUE COJCPKAHUS SPUTPOUIIHBIX KIETOK U
METAKaPHUOLIUTOB.



JluarHo3 ycTaHaBJIMBAIOT Ha OCHOBAHUM KJIMHUYECKOW KapTUHBI U MPSIMOU
npoosl Kym6ca. OtpunarenbHbie pe3yibrarhl mpoOsl KymOca He HCKIIOYaAIOT
Hanuyue y OOJBbHOr0 MMMYHHOTO T€MOJIM3a, TaK KaK MPU YCUJIEHUHM TeMOJIu3a
3HAUYUTENIbHASL YACTh HArpy>KEHHBIX aHTUTEJIAMU SPUTPOLIUTOB Pa3pyIIaeTCs.

4.1.2 Ilepeuyenn MEAUIMHCKUX  YCJIyr OCHOBHOI'0 U
JAOIOJHUTEJIBbHOI0 ACCOPTUMEHTA
B nepuon manudecraunu 3abosieBaHUs, PEUUAMBUPOBAHUS MPOLECCA IMALMEHT
MoJTy4aeT JIeueHHe B yCIoBUsIX cranuoHapa. [lepeuens MenquuuHckux ycnyr (MY)
cormacHO «HomeHkiarype yciayr B 3ApaBOOXpPAaHEHHUW» JUIA JUArHOCTUKHU B
YCIOBHSIX CTallMOHapa MpecTaBieH B Tadbauue 1.

Tabnuma 1
JInarHocTu4YecKre yCIyTru B CTallMOHApE
Kog MY HaumenoBanune MY Yacrora KpaTtHocTb
MIPEJOCTABICHUS | BBIIOJHEHUS

B01.005.001 | I[Ipuem (ocmoTp, KOHCydbTanus) | 1 1
Bpaya-reMaTosora nepBUYHbIN

B01.005.003 | ExxenHeBHBII ~ OCMOTp  BpadoMm- | 1 15
reMaTojioroM C HaOJIIOJICHHEM H
YXOJOM CpEIHEro M  MJIAJIIEro
MEJIUIITHCKOTO nepcoHasna B
OTJIEJICHUH CTAllMOHApa

A11.12.009 | Bzstue xpoBu u3 nepudepuueckoit | 1 6
BEHBI

B03.016.003 | OOuuit  (kiuHUYeCKuil)  aHamu3 | 1 6
KPOBHU Pa3BEPHYTHIN

B03.016.004 | Ananu3  KpoBH  OMOXUMHUYECKHUU | 1 3
oO1eTepaneBTUYCCKUN

B03.016.006 | Ananu3 Mouu oOuui 4

A12.05.008 | Henpsimoii aHTUrOOYJIMHOBBIN TecT | 1 2
(tect Kym0Oca)

A08.05.008 | Uccrienoanue ypoBHS | | 6
PETUKYJIOIUTOB B KPOBU
HccnenoBanne MueIorpaMmabl 1
CopepxaHue UMMYHOTJI00YJIMHOB 2
Hccnenosuue cyOnonoynasauuros | 1 2
JTUMQOIMTOB
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4.1.3 XapakrepucTHKA aJIrOpUuTMOB " 0co0eHHOCTeH
NPUMEHEHUS] MEAULUMHCKUX YCJIYI MPH AAHHON MOJeJH
nanueHTa

JluarHo3 ycTaHaBJIMBAIOT Ha OCHOBAHUM KIMHUYECKOW KapTUHBI U MPSMOMN
npoosl  KymOca, moaTBepKiawomieil ayTOMMMYHHBIM —XapakTep TIeMoJju3a.
OTtpunarenbHble pe3ynbTaThl Mpoosl KymbOca He HCKITI0Ua0T HaIMuKne y 00JBbHOTO
MMMYHHOTO TE€MOJIM3a, TaK Kak NpU YCUJIEHUM TEeMOJIM3a 3HAUMUTENIbHAas 4acThb
Harpy>kKeHHbBIX aHTUTEJaMHU SPUTPOLMTOB pa3pylIacTcsi. YCTaHOBUTh TIe€MOJIU3
MOMOTaeT TakXke OOHApyXEHHUE TMOBBIIIEHHOTO  COJAEPXKaHUS B  KPOBHU
PETUKYJIOIUTOB, YKOPOUECHHUS  NPOJODKUTEIBHOCTH  KU3HH  SPUTPOIUTOB,
YBEJIUUEHUSI KIETOK JPUTPOUJHOIO psiia B KOCTHOM Mo3sre. [Ipu BbIsIBICHUH
TPOMOOIIUTONIEHUM W TOBBIIMIEHHOTO  WJIM  HOPMAJbHOTO  KOJUYECTBA
METaKapuoIMTOB B KOCTHOM MO3T€ JIMArHOCTUPYIOT TPOMOOIMTONN3 (Tpoliecc
pacmaza TpoMOOUUTOB). UMMYHHBIN XapakTep TPOMOOIMTONEHUN MOATBEPKAACT
npeioxkennsiii Jlukconom (M. Dixon) u Pocce (W. Rosse) koamdecTBEHHBIM
METOJ]  ONpeJeieHUus HUMMYHOINIOOynnHOB kiacca (G Ha  TOBEPXHOCTH
tpomOonuToB; Tipu DOC uUX coAepkaHUE HA TMOBEPXHOCTH TPOMOOILIUTOB
MOBBIIIEHO.

4.1.4 TpeOoBaHUA K JIEKAPCTBEHHOW MOMOILIU CTALUOHAPHOM
YuuTeiBass peaKoCTh AaHHOTO 3a00J€BaHMs, OTCYTCTBHE PaHIOMHU3UPOBAHHBIX
MYJIbTULEHTPOBBIX HUCCIEIOBAaHUM OOYCIaBIMBAET WHIWBUAYAIbHBIA MOJ00D
Tepanuu € y4EeTOM KIMHUYECKON KapTUHBI.
TpeboBaHuss K JEKAPCTBEHHON TMOMOIIM CTallUOHAPHOM TPEACTABICHHI B
3anoJIHEHHOW (hopme, MoKa3aHHOU B Ta0:. 2.

Tabnuua 2

[IpenapaTel AJis1 HA3HAYCHUS TEPANUU MTALIMEHTaM ¢ CHHAPOMOM Puirepa-IBaHca

dapmakoTepaneBTUIECKas Mexnynaponnoe | Hacto | OpueHTH | DKBUBaIEH
rpyammna HENATEHTOBAHHOE | Ta pOBOYHA | THas
HAUMEHOBAaHUE Ha3Ha |4 KypcoBas
YEHUW | CyTOYHA | 71032
A 103a
NMmMyHOAEnpeccanThl 1 - -
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[Ipequu3zonon 2 mr/kr | 20Mr/kr

A3zatnonpuH 1-5 10-50
MT/KT MT/KT

AnemTy3ymab 30mr/kr | 300mr/kr

Purykcumad 375mr 3750mr

NMmyHOTI00Y 1M 1-2r/m2 | -

H B/B

[Mutocratukn 1

Bunkpuctun 1,5mr/m2 | 15mr/m2

Hukmodocdan 200mr/m | 2000mr/™M2
2

[IpuBenennsie B ¢GopmMe 036l MOpenapaToB SBIAIOTCA OPUEHTUPOBOUYHOM
BeNMUMHOM. llepeueHb mpenapaToB BKIKOYEHHBIX B MPOTOKOJ MOXKET BKJIKOYATh B
KauecTBE Oa3UCHBIX TJIOKOPTUKOUJBI B KauyeCTBE MOHOTEpANuu W/WIH B
KOMOMHAIMKM C JPyTMMHU TpernapaTaMd HMMYHOCYIPECCHUBHOTO neicTBus. B
Ka)XJIOM KOHKPETHOM clly4ae J103a MpenapaTroB JA0KHA OBITh TOA00paHa MaIUEHTy
VHIWBUIYAJIbHO. DKBUBAJIEHTHAS KypcoBas J103a — paccuurtana g 10 BBeneHun
npenapara; JIUTeIbHOCTh Kypca JOJKHA ObITh MOJ00paHa UHANBUYIBHO.

B cnywae Oesycnemnoctu Ttepanuu TI'CT paccmaTpuBaeTcsi B KayecTBe
aJIbTEPHATUBHOTO METO/1A JICUEHUS.

4.1.5 XapakTepucTUKHU aJITOPUTMOB " oco0eHHOCTEeH
NpUMeHEeHUsI MeINKAMEHTOB

JleyeHue TpaAUIIMOHHO MPOBOAAT TIIIOKOKOPTUKOUIHBIMU TOPMOHAMU; MIPU
OoTCYyTCTBUU 3(pQekTa BO3MOXKHO  MpOBEACHUE CIUIeHdkToMuU. Eciaum mocne
omepaluu  COXpaHAETCs BBIPDQKEHHBI TE€MOJIU3 W/WIK  TPOMOOIUTONIN3
pPEUUIUBUPYIOT, HA3HAYAIOT IUTOCTATUYECKUE TpenapaThl  (a3aTHONPUH,
nukinodocdan, BUHKPUCTUH), OOBIYHO UX KOMOUHUPYIOT C TTIOKOKOPTUKOUIHBIMU
ropMoHamMu. JleTssM mOpu OTCYTCTBHM JKM3HEHHBIX TIOKa3aHUW Ha3HAYEHUS
LUTOCTAaTUYECKUX TpenapaToB cieayer uzderarb. C nosiBienueM CD20 antuten
(rituximab, Rituxan, Mabthera) u CD52 antuten (alemtuzumab, Campath-1H),
AHTUTUMOILIUTAPHBIX rJ100yJINHOB, BBICOKOJTO3HOTO BHYTPUBEHHOTO
MMMYHOTJI00yIMHA U JpYTuX, CIUICHPKTOMHS BBITECHSETCS U3 apceHana
CIELUAIIUCTOB, pa0OTAIOIINX 10 TPOPUITIO «IETCKAsi TEMATOJIOTUS.

Hcnonp30BaHuWe TapreTHBIX MPENnaparoB O00ECHEYUBAECT JOCTHIKEHUE
IJIATEILHON peMuccuu. M3-3a Mayioil 4YHMCIEHHOCTHM TanueHToB ¢ POC
PAaHIOMU3UPOBAHHBIX UCCIEJOBAHUM C 1ENbI0 Pa3paOOTKH  ONTUMAIbHBIX
MPOTOKOJIOB TEpANUu He MPOoBOAUI0oCh. Hanbonee Xopomio u3BeCTHBI pe3yIbTaThl
npuMeHeHuss MaOtepsl o oOuenpuHsaToi cxeme 375 mr/kr 1 pa3 B Hell., KypcC U3
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4 Begaenuit. ®IC oTHOCUTCA K KaTeropuu 3a00JE€BaHUM ISl U3JICUEHHUS, OT
KOTOPBIX BO3MOXHO MPUMEHECHUE TPAHCIUIAHTALIMU KOCTHOTO MO3ra.

[Ipu TsKenmolt aHeMuu, Yrpokarolmel KU3HU OOJBHOrO, IOKa3aHbI
TpaHCPy3UU DSPUTPOIUTHON MACChl UM OTMBITBIX IPUTPOILUTOB, MOAOOPAHHBIX
WHJMBUAYAIbHO ¢ TMOMOIIb0 HempsiMod 1pooslt KymbOca.  IlepenuBanue
TPOMOOIIMTAPHOM MacChl HE OKa3blBaeT JUIMTENBHOTO d(ddekTa, Tak Kak
JIOHOPCKHUE KIIETKU OBICTPO pa3pylIaloTcs, HO TpaHC(y3UH BKIIOUYEHBI B aJTOPUTM
BEJCHUS IMAIMEHTOB B CBA3W C BO3MOXHBIM C PAa3BUTHUEM KU3HEYTPOKAIOIIUX
KPOBOTEUYEHHIA.

Hcnonp3oBanne coBpeMeHHOM uMMyHocynpeccuBHor , TI'CK moxer
MIPUBECTH K JOJTOBPEMEHHON PEMHUCCHUMU.

4.1.6 TpeGoBaHusi K peKMMY TPYyAa, OTABIXA, JICYCHUS HJIIH
peaduIMTANUNI
OrpaHndeHust B COOTBETCTBUHU C TEKYIIIMM CTAaTyCOM NALlEHTA

4.1.7 TpeOoBaHuA K yXO01Yy 32 MALMEHTOM U BCIIOMOIaTeJIbHBIM
npoueaypam
Co0mtoieHre naireHTaMy paBuil JIMYHOW TUTHEeHbl. TpeOoBaHUsl B COOTBETCTBUU
C TEKYIIIUM CTaTyCOM.

4.1.8 TpedoBanus K  JHEeTHYECKUM HA3HAYCHUSAM U
OTrpaHUYEeHUSIM
[Ipu Hanuuum ajeproaHaMHe3a HEOOXOJAMMO HMCKIIOYaTh MPUYMHHO-3HAYMMBIE
MPOAYKTHI MUTAHUSI U MEIUKAMEHTHI.

4.1.9 Ocobennocru HH(GOPMHUPOBAHHOIO A00POBOJIBHOIO
corjiacusi MalMeHTAa TMPU BbINOJHEHUH TPOTOKOJA
Be/JleHNsl 00JIBHBIX U JAONOJHHUTEIbHAsi MH(OpMANUSA IJIA
NANMEHTA U YJIEHOB €ro ceMbH
NudopmupoBanHoe 10OPOBOJIBLHOE COTJIacue MalMeHT (OMEKyH MalleHTa) JaeT B
MUCbMEHHOM BHJIE.
[TanienTy (onexkyHy) clienyeT OOBSICHUTh HEOOXOAMMOCTh W MpaBWiia PEKHUMA,
UEeThl, HeoOXoauMocTh Tepanuu npenapatamu BBUI, riaroxokopTukoumamu,
aHTu-D UMMYHOTTI00YJTMHOM, a TaKXKe IPyron (papmMakoIornueckoil HHTEPBEHIINH.

4.1.10IIpaBusia wu3MeHeHHs TPeOOBAHMH TMPH BbINOJHEHUH
NMPOTOKOJIa M TMpeKpaleHue  JeiicTBUS TpeOOBaHMU
MPOTOKOJIA
IIpoTrokon mepecraeT MAEUCTBOBATH TMPH JOCTHIKEHUH CTOMKOM pPEMHUCCUU
OCHOBHOTO 3a00JI€BaHUSI.
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4.1.11 Bo3MoskHBIe HCXOAbI U UX XaPAKTEPUCTHKA
Bo3moxubie  ucxoapt ®OC w uUX  XapakTepucTuka  OOYCJIOBJICHBI
nporpeccupyromen nuronenuen. [lo mepe pacmmpeHnns nepevyHs, UCIOIb3yEeMbIX
MMMYHOCYIIPECCUBHBIX M I[IMTOCTAaTHYECKUX IMPEMapaToOB CHUXKETCS YacTOTa
JIETAIbHBIX UCXOJIOB.

5 I]HNqueCKOB, CXeMaTHIECCKOC H Ta0JIM4YHOE npeacraBJICHUsA

IIPOTOKOJIAa

He nmpenycmotpensl.

6 MoHuTopupoBaHMe NPOTOKOJIA

6.1 Kpurepum u MeT010JI0THSI MOHUTOPHUHIA M OLleHKH 3(P(PeKTUBHOCTH
BBINOJIHEHUS MPOTOKOJIA

MonutopupoBaHu€  NPOBOAUTCA B MEAUUMHCKUX  OpPraHU3alHusX,
OKa3bIBAIOIINX aMOYyJATOPHYI0O M CTAIIMOHAPHYIO creluanu3upoBaHuyio u BMII
IIOMOIb JETAM U ITOJPOCTKAM..

YupexxaeHue, OTBETCTBEHHOE 34 MOHUTOPUPOBAHUE HACTOSIIEr0 IMPOTOKOJIA,
HA3HAYAIOT B YCTAHOBJIECHHOM TMopsaake. [lepedeHp METUIIMHCKUX: YUPEKICHHM, B
KOTOPBIX MPOBOIAT MOHUTOPUPOBAHUE HACTOSIIETO IMPOTOKOJA, OIPEHEAET
€XKETOJHO YYPEXKIECHUE, OTBETCTBEHHOE 3a MOHUTOpHUpPOBaHUE. MeIUUHMHCKUE
opraHu3zanuu UHPOPMUPYIOT O BKIIOYEHUU B MEPEUECHb MO MOHUTOPUPOBAHUIO
MIPOTOKOJa MUCbMEHHO.

MonuTtopupoBaHue MPOTOKOJIA BKIIOYAET B CEOSI:

- coop uHpOpPMALUU O BEJECHUM MAIMEHTOB C JUArHOCTUPOBAHHBIM CHUHIPOMOM
Qduirepa-OBaHca;

- QHAJIU3 NOJIYYEHHBIX TaHHBIX;

- COCTaBJICHUE OTYETA O pe3yJIbTaTax IPOBEACHHOIO aHAJIN3a;

- mpeAcTaBieHne otyera B DeiepalibHbIN OpraH UCIIOJHUTEIBHON BIIACTH.

HcxonabpiMu MatepraiaMyi NP MOHUTOPUPOBAHUH SIBIISTFOTCS:

- MEJIUIIMHCKAs IOKyMEHTAIus;

- Tapudbl HA MEJUIUHCKUE YCITYTH;

- LICHBI HA JICKAPCTBEHHBIE MPENIAPATHI.

[Ipy HeoOXOIMMOCTH TNpU MOHUTOPUPOBAHMHM  CTaHIapTa MOTYT  OBIThH
HCMOJIb30BaHbI U NHBIE MEAUIIMHCKUE U HEMEIULIMHCKUE TOKYMEHTHI.

6.2 IIpUHUOUIBI PAHIOMU3ALUHA
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B nacTosiiiem npoTokoiie paHAoMU3aNUsS (MEAUIMHCKUX YUPEKICHUN, TAIIUEHTOB
U T.J.) HE MIPEelyCMOTpPEHA.

6.3 Ilopsanok oOUEeHKHM M JAOKYMEHTHPOBAHHMS NMOOOYHBLIX a((PeKTOoB U
Pa3BUTHSA OCT0KHEHU I

Nudopmaruio o mobounHbix 3PdeKkTax JIEeKApCTBEHHBIX CPEICTB, BO3HHUKIIUX B
MpoIlecce BeIeHHs OOJIbHBIX, PETUCTPUPYIOT B OTUETE.

6.4 HpOMe)KyTO‘IHaSI CIHCHKAa 1 BHECCHHC U3MEeHEeHHI B MIPOTOKOJI

OneHka BBINOJTHEHHUS CTaHAapTa MPOBOJUTCS OJIMH pa3 B TOJ IO pe3yjibTaTaMm
aHaJu3a CBEJEHUM, MOJYUYECHHBIX TP MOHUTOPUPOBAHUHU. BHEeceHNe n3MEeHEHUN B
MPOTOKOJI TPOBOJUTCS B CJlydae NOJydeHUs HHPopManuu 00 yOeauTeIbHBIX
JAHHBIX O HEOOXOJIUMOCTH U3MEHEHU MPOTOKOIA.

6.5 HOpﬂI[OK H UCKIIYCHHUA NMANUCHTOB U3 MOHUTOPHUHI A

[TaniueHT cuwuTaeTCs BKIIOYCHHBIM B MOHHTOPHUPOBAHHWE TPU YCTAHOBJICHHUH
JIUar€o3a aHeMHH TeMOJUTHYECKOM H TpomOoruToneHuu. VckmoyeHne u3
MOHUTOPUPOBAHUSI TMPOBOJMUTCS B CIy4ae HEBO3MOXHOCTH TPOIOJDKEHUS
HaOJIFOICHUS.
B sTrom ciydae B oTuéTe perucTpupyercs NMpUYNHA HCKIIOYCHUS TAIlMeHTa U3
IIPOTOKOJIA.

6.6 IlapameTpbl OLlEeHKH Ka4eCTBA )KU3HHU NPH BHINOJHEHHUH MPOTOKO0J1A

Ornenka KayecTBa >KM3HM TMAIlMeHTa MPU BHIMOJHEHUN HACTOSIIETO MPOTOKOJA HE
MpeayCMOTpPEHA.

6.7 O].leHKa CTOUMMOCTH BBINNOJHCHHUA IMTPOTOKOJA M ICHBI KAY€CTBa

Pacuer 3aTpar Ha BBINIOTHEHHE MUHUMAIBLHOTO 00beMa MEAUIIMHCKON MOMOIIHU 1O
MPOTOKOJIYy TPOBOAAT MO (hopMyse, YTBEP>KICHHOW B YCTAHOBIEHHOM IMOPSIKE.
IIpu oueHke 3aTpar y4YWUTHIBAIOTCA BCE MEIMIMHCKHE YCIYTH, JIEKapCTBEHHBIE
CpEeACTBa, HA3HAYCHHBIC MALUECHTY.

[Ipu BKIIIOYECHUH B IJIaH OKa3aHUSA MEIULIMHCKOMN MTOMOIIH YCIIYT U JIEKAPCTBEHHBIX
CPEACTB JOMOJHUTEIBHOTO ACCOPTUMEHTA OHU BKJIIOYAIOTCS B PACCUUTHIBAEMYIO
0OIIyI0 CTOUMOCTH BBITIOJIHEHUS TPOTOKOJIA.

6.8 CpaBHeHHe pe3yIbTaTOB

[Ipu MOHUTOPHUPOBAHUHU CTAHJAPTA €KETOJHO TPOBOAUTCS CPABHEHHUE PE3YIIBTATOB
BBITIOTHEHUS TPeOOBaHUM MPOTOKOJIA.
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6.9 Ilopsizok ¢popMHUpPOBAHUA OTHYETA

B exeromHeldi OT4EeT O pe3yJbraTaXx MOHUTOPUPOBAHUSA  BKIIOYAKOTCSA
KOJIMYECTBEHHBIE PE3YJIbTaThl, IOJIYyYEHHbIE TP pa3padOTKe MEIULUHCKUX KapT, U
MX Ka4E€CTBEHHBIN aHAJIN3, BBIBOJBI, IIPEUIOKEHHS IO AKTyaTU3alMU IPOTOKOJIA.
OTyer mnpencraBisIET B OpraHU3alMI0, OTBETCTBEHHYKD 332 MOHHMTOPHUPOBAHHE
HACTOSAILETO IPOTOKOJIA.

Pe3ynbpTaTel 0T4ETa MOTYT OBITH OITyOJIMKOBAaHBI B OTKPBITON MEYaTH.

16



[Tpunoxenue A
(crrpaBOYHOE)

YHudumpoBaHHas 1IKasa OIICHKH yOeAUTENHLHOCTH JI0Ka3aTEeJIbCTB
11eJ1eCO00Pa3HOCTH MPUMEHEHUS MEIUIIMHCKUX TEXHOJIOTHI

YHudummpoBaHHas 1IKajaa OIEHKHA BKIIFOYAET B CeO0s:

- YpOBEHb YOEIUTEIbHOCTH JOKa3aTeIbCTBA A — JI0Ka3aTelbCTBA YOEIUTEIbHbI:
€CTh BECKHME JI0KA3aTENbCTBA MIPEATIAraéMOro yTBEPKIACHUS,

- YPOBEHb YOEIUTENBbHOCTU J0Ka3aTebcTBa B — oTHOcUTENbHAs yOeUTEIbHOCTD
JI0Ka3aTeIbCTB: €CTh JOCTATOYHO JIOKA3aTE€NbCTB B IMOJB3Yy TOrO, UTOOBI
PEKOMEHI0BATh JAHHOE MPEAJI0KECHUE;

- YPOBEHb YyOEIUTEIbHOCTU JoKazaTeiabcTBa C — JOCTATOYHBIX JOKA3aTEIbCTB
HET: UMECIOIMXCSA JOKA3aTEIbCTB HEJIOCTATOYHO JJII BBIHECEHUS PEKOMEHAIINU,
HO PEKOMEHJIalIMM MOTYT OBITh IaHBI C YYETOM HUHBIX OOCTOSITEILCTB;

- YpOBEHb YOEIUTENbHOCTH Jl0Ka3aTelbcTBa D — J0CTaTOYHO OTpUIIATEIBHBIX
JIOKA3aTeIbCTB: HMMEETCI JOCTAaTOYHO JOKa3aTeJIbCTB JUIS TOrO, YTOOBI
PEKOMEHI0BATh OTKA3aThCsl OT MPUMEHEHUS J1a MHOTO JIEKAPCTBEHHOTO CPEICTBA B
KOHKPETHOMU CUTYallUH;

- ypoBeHb YOEIUTENbHOCTH JoKa3aTeabcTBa E — Beckue oTpulaTeNbHbIe
JI0Ka3aTeIbCTBA: €CTh JOCTAaTOYHO YOEIuTENbHbIE JI0Ka3aTelbCcTBA [JIsi TOTO,
YTOOBI UCKIIFOYUTH JIEKAPCTBEHHOE CPEACTBO MU METOAUKY U3 PEKOMEH IAlIHA.
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