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KJIMHUYECKUE PEKOMEHIALTIN
(ITPOTOKOJIBI JIEUEHUS)
T10 IUATHOCTHUKE U JIEYEHUIO TTIALIUEHTOB C X-CLEIIJIEHHBIM
JIMM®OITPOJIMPEPATUBHBIM CUHIPOMOM

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

with X-linked lymphoprolyperative syndrome

Hara BBegenus — 2016 — 03 — 01

1. O0s1acTb NIpUMEHEeHUs

Hacrosimuii cTtaHAapT ycTaHaBIMBAeT KIMHUYECKHE PEKOMEHAAUMM (IIPOTOKOJ JIEYEHHS) IO
JMAarHOCTHKE M JICYEHHUIO MAIMEHTOB C X-CIHEIJICHHBIM JIMM(ONpPOoIr(epaTUBHBIM CUHIPOMOM
(XJIIT) (mamee — MPOTOKON), OMPENENAIOMUNA 00bEM M IMOKa3aTelu KadecTBa BBHIMOJTHEHUS
MEIULUHCKOU [IOMOIIU O60nbHOMY npu [IOJ03PEHUH Ha X-CLEIIEHHBIN
muMdonponnpepaTUBHBINA CUHIPOM.

Hacrosimuii crangapt npeaHa3HadeH [UIsi NPUMEHEHHS MEOUIMHCKUMHU OpraHu3alusMHU U
YUPEKACHUSAMHU (pelepaiabHbIX, TEPPUTOPHATBHBIX M MYHHULIMIAIBHBIX OPraHOB YIpaBJICHUS
3IPaBOOXPAaHEHHEM, CUCTEM O0S3aTENBHOIO M J0OPOBOJIBHOTO MEIUIIMHCKOTO CTPAaxOBaHUS,
APYTUMH  MEIUIMHCKUMHU OPTaHU3AlMsMH Pa3IMYHBIX OpPraHU3alMOHHO-TIPABOBBIX  (OpM
JEeSTEIbHOCTH, HAIIPABJIEHHON HA OKa3aHUE MEIULIUHCKON ITOMOIIIH.

2. HopmaTuBHbBI€ CCHLIKH

B HacTosieM cTaHzapTe NCIOJIb30BaHA CChIJIKA HA CIEAYIOIUI CTaHIapT:
I['OCT P 56034 — 2014 Kinunuueckue pexoMeHAauuu (IPOTOKOJbI jeueHus). OOmue

ITOJIOXKCHHUA.

Wznanue odunmanpHOe



IIpumeuanune — Ilpu nonb30BaHUM HACTOSIIMM CTAaHAAPTOM LIEIECOOOPA3HO
NPOBEPUTH JCUCTBHE CCHUIOYHBIX CTAaHAAPTOB B HH(POPMAIMOHHON cucTeMe OOIIero
MOJb30BaHUA —  Ha o¢uIHMaIbHOM caiite @DenepanibHOTO areHTCTBa IO TEXHUYECKOMY
PEryJIUpOBaHUI0O M METPOJOTHHM B CETH VIHTEpHET WM MO €XEroJHOMY HWH(POPMALUOHHOMY
ykazaTenio «HammoHanpHble cTaHAAPTHI», KOTOPBIH OMyOJMKOBaH MO COCTOSHUIO Ha 1 sHBaps
TEKYILETro rojia, ¥ Mo BBITyCKaM €XEeMEeCSYHOro MHPOPMALMOHHOTO yka3aTens «HamnonambHbie
CTaHZAPTBD» 3a TEKylHd rox. Ecim 3aMeHEH CCBUIOYHBIM CTaHAApT, Ha KOTOPBIM JaHa
HEJaTUPOBAHHAs CCBLIKA, TO PEKOMEHIYETCS WCIOJIb30BaTh [EHCTBYIOIIYIO BEPCHUIO 3TOTO
CTaHJapTa C Y4ETOM BCEX BHECCHHBIX B JAHHYIO BEPCUIO U3MEHEHMN. ECIIM 3aMEHEH CChIIIOYHBII
CTaHZapT, Ha KOTOPBIMA JaHA JAaTUPOBAHHAS CCBUIKA, TO PEKOMEHIYETCS MCIOJIb30BaTh BEPCHUIO
3TOr0 CTaHJapTa C YKa3aHHbIM BBIIIE TOAOM yTBepxkiaeHus (npunsatus). Ecnum mocne
YTBEPKICHUs HACTOSAIIErO CTaHAApTa B CCHUIOYHBIM CTAHIAPT, HA KOTOPBIM aHa JaTUPOBAHHAS
CCBUIKA, BHECEHO M3MEHEHUE, 3aTparuBarollee I0JIOKEHUE, HA KOTOpOEe JaHa CChIIKA, TO 3TO
MIOJIOKEHUE PEKOMEHJIIyeTCsl NMPUMEHATh 0e3 yueTa JaHHOTO H3MeHeHHs. Ecnu cchuiouHbIN
CTaHJapT OTMEHeH Oe3 3aMeHbl, TO TMOJOXEHHe, B KOTOPOM JaHa CChbUIKA Ha HEro,
PEKOMEHIyEeTCsl IPUMEHSATD B YAaCTH, HE 3aTPArMBAIOLICH 3TY CCBUIKY.

3. O0Me moJIoKeHus

[Iporokon BeaeHuss OONMBHBIX «JlMATHOCTHKA W JIEYCHHWE TMAIUEHTOB C X-CIEIUICHHBIM
muM@onposnpepaTUBHBIM CHHIPOMOMY pa3padoTaH i PeUIeHUH CIIeAYIOINX 3a/1a4:

- ONpEJENICHUS AITOPUTMOB TUATHOCTUKU U JICUCHHSI MMALMEHTOB C TSHKEIION KOMOMHUPOBAHHOM
MMMYHHOH HEZ0CTaTOYHOCTHIO

- yHUQUKALMKM PACYETOB 3arpaT HA MEIUIMHCKYI IOMOIb, pa3padOTKH MPOrpaMMm
00513aTeTLHOT0 METUITMHCKOTO CTPaXOBaHUs U Tapu(OB HA METUITUHCKUE YCIYTH;

- OCYIIECTBJICHHUS KOHTPOJIS OOBEMOB, JOCTYITHOCTH M KadyecTBa MEAMIIMHCKOW MOMOIIIH,
OKa3bIBAEMOM MALIMEHTY B MEAUIIMHCKON OpraHU3alliy, B TOM YHCIIE€ B paMKaX roCy/1IapCTBEHHBIX
rapaHTuii obecredeHus rpakaan OecrIaTHOM MEAUIIMHCKONW TOMOIIBIO.

B Hacrosimem craHmapTe HCMONB3YeTCs YHU(PUIMPOBAHHAS IIKaTa OLUEHKH YOEeIUTEIThbHOCTH
JI0KA3aTeNIbCTB MPUMEHEHUS MEAUIIMHCKUX TexHoJorui B cootBeTcTBuM ¢ ['OCT P 56034

3.1 OOmmue BONPoOCHI

X-cueruieHHbsld mumdonponudepatuBueiii cuaapom (XJII) — 3To penkuil nmepBUYHBIN
UMMYHOJICUINT, XapaKTePU3YIOUIMICA AaTUIMUYHOM peakuuell Ha MHQEKUUI0 BUPYCOM
Omnirelina-bapp (EBV), BCJIC/ICTBUE 4ero pa3BHUBaETCs reMoaronuros,
aucraMMmaryioOynmHeMHuel, ayTOMMMYHHOW —TaToJIoruei, U, B 3aBUCHUMOCTM OT THIIA,
3710KauecTBeHHOW uMbonpoiudepanueit. Ha ceroansmuauii 1eHb 0XapakTepu30BaHbl TPH T'€HA,
MyTalMu KOTOpbIX BenyT K mpossieHusM XJII - SH2DIA, XIAP u MAGTI. Yacrora
BCTPEYAEMOCTH 3TOTO 3a00sIeBaHMs cocTaBisieT 1-3 Ha 1 MHJUIMOH POXKIEHHBIX MaTbuuKoB. Kak
CIIeZyeT U3 Ha3BaHUs, 3a00JIeBaHNE HAaceayeTcsl X-CLEeIUIEHHO.

3.2 Knaccudukanus

Hcropnueckn 3aboneBanne kiaccupuumpyercs xak XJII1, XJII2, XJIII3, B 3aBHCHMOCTH OT THIa

reHeruueckoro aepexra — mytauu reaos SH2D1A, XIAP u MAGT1, cooTBETCTBEHHO.



3.3 KiuHnyeckasi KApTHHA

Knnnngeckas kapTuHa 3a00JI€BaHHSI HECKOJIBKO OTINYAaeTCs B 3aBUCUMOCTH oT Tumna XJIII.

Kak ormeueno Beime, s naumeHtoB ¢ XJII  xapakrepHa  BbICOKast
npenpacnoiaokeHHocts kK EBV-undexun, npu stom 6onee, yem B monoBuHe ciyyaeB XJIIT1
THIa pa3BuBaeTca (GyIbMHUHAHTHBIA MOHOHYKiIe0o3 (PMH), korTopelii QaxTHUECKU
NPEJCTaBIsAET COOOM remModaronuTapHeiii  mumdoructuonnTos. Cremyromed Mo 4Yactore
BCTPEYAEMOCTH KIMHUYECKUX IMPOSBICHUN SBISETCS JUCTaMMarioOyJlInHeMus, HabmogaeMas y
38% maumentoB. Kak mnpaBuwio, B JaOOpaTOPHBIX MOKa3aTENsAX CHIDKEHO KOJIWYECTBO
ummyHornooynuHoB kinacca G (IgG), oqHako B HEKOTOPBIX CIy4asX HapsAIy ¢ STUM MOXKET OBbITh
noBbliieHre ypoBHs IgM. Hakonen, eme ogHuM vacto BeTpedaroniumcsi nposienueMm XLP1
apnsieTcs pasButHe JuMpom. B 90% ciaydaeB oHM uMeOT B-kieTtouHyio mnpupomy U
JOKJIN3YIOTCA TUIIMYHO B mieolekaabHoM peruone. K penknm nposisaenusm XJIII1 otHocsTes
arylacTU4ecKass aHeMHs, HEKPOTH3UPYIOIMN  JTUMQOUAHBIA  BacKyJdUT,  JTUMQOUIHBIHA
rpaHyJIeMaTo3 JIETKMX, OPOHX0IKTa3bl, YaCTOTA UX BCTPEUAEMOCTH COCTABIISIET BCEro 0KoJio 3% .
Knuanyeckast kapTHHa MOXET OBITh MPEICTABICHA OJHUM WIM KOMOWHAIMeW MpUBEICHHBIX
BBILIE COCTOSIHMM, IIPU 3TOM KIMHHKA Yy IPEACTABUTEIICH ONHOW M TOH K€ CEMbU MOXKET
pa3auyaThes.

Hns maumentoB ¢ XJII 2 Ttuna (XJI12) rtaxxe, kak w pansa XJII1, xapakrtepna
npeapacnoiaokeHHocts Kk EBV-ungexuun: remadarountapHbli mudoructuonntos3 (I'JII)
pasBuBaerca B 49% cnyuaeB y EBV-no3utuBHbix nanueHtoB U B 24% y EBV-HeraTuBHBIX.
Opnnako neranbHOCTH OT ['JII' mpu XJII2 Huxe. HanbGonee yacteiv cumntomoMm XJII2 sBnsetcs
CIuIeHOMeramnusi, BcTpevaromasica B 88% ciyuyaeB. OHa HOCHUT PELUJIMBHUPYIOLIUNA XapakTep,
HEPEJIKO CONPOBOXAAETCS JIMXOPAIKOM U IUTONEHNUEN, U HEKOTOPHIMH aBTOPAMHU, OCHOBBIBASICh
Ha THCTOJIOTMUYECKON KapTHHE, OTHOCHTCA CKopee K MuHHManbHOM ¢opme [JII.
JucrammarnoOynuHeMus Betpedaercss B 28% ciyyaeB M 4acTO MMEET TPAH3UTOPHBIA XapakTep
(B ommume ot XJIIl), onucansl ciayyan BOCCTAHOBJIEHHS HOPMA@JIBHOIO  YPOBHS
umMmyHornooynuHoB [2].  IlepBeiM cymiectBeHHBbIM oTiimuneM XJIIT 2 tuma ot XJII 1 tuna
ABJIAETCS YacTOTa Pa3BUTHS TI'E€MOPPAarM4yeckoro Kosura (kKak MHUHUMYyM B 19% ciydaes),
HATlOMUHAIOMIETO TUCTOJIOTMYECKH M KIMHMYECKH BOCHAINTENIFHOE 3a00JeBaHME KUIICYHHKA
win 6one3ns Kpona. BropeiM — T0, 4TO emie He 3aUKCHPOBAH HU OAMH CIy4yaill JTUMQOMBI y
nanueHTos ¢ XJIII2.

Jns  maumentoB ¢ XJII 3 TAMIAa HE OTMEYEHO pa3BUTUS TremMadaroruTapHOro
muMmdoructuonuToza. Jns HuX xapakrepHa nepcucteHuuss EBV  —muHdekunu, pasButue
JarcraMMmaryioOyTnHeMHUH, TUMQONICHHUH, COIIPOBOXKAAIOIIHNECS UHQEKITMOHHBIMU

OCJIOKHEHUSIMHU, a TAK)Ke BBICOKas yacToTa pa3BuTtus EBV-acconunpoBanHbx TuMQpom.

3.4 OOmme moaxoabl (NPUHIHUNBI) K JUHATHOCTHKE THXKeJI0H KOMOMHHMPOBAHHOM
HMMYHHOI HEJOCTATOYHOCTH

Anamues

IIpu cbope cemeitHoro anamHe3a Hazo oOpamiaTh BHUMaHNE Ha CIy4Yau PaHHUX CMEpPTEeil MaTbIMKOB C
npu3HakamMu TreMadaromurosa, nuMdomnponudepanuy, a TakKe CIy4aW TSDKEIOr0 KOJNHWTA Y JIHII

MYCKOT0 10JIa.



[Ipu ompoce poguTenei cieqyeT yTOYHHTh OCOOCHHOCTH (PU3MUECKOro pa3BUTHS peOeHKa, MPHUOaBKy B
Bece, CpPOKM BO3HMKHOBEHHUS, YacTOTy W THKECTh KHIIEYHBIX IPOSBICHHUH, 3MH30]IbI

HCMOTI/IBI/IpOBaHHOﬁ JIMXOpaaKu, HE OTBeanOmeﬁ Ha Teparuro AHTUOMOTUKAMHU.

dusukanpHOE 00CIIEIOBAHNUE

dusnyeckoe pa3BUTHE

[ManmenTsr ¢ XJIII HEpeako cTpagatoT runoTpodueil BCIeCTBHE TAKEIOTO TEUSHHS KOJINTA.

Koka u cimsucrteie

VY 6oapabIX ¢ XJIII 1 1 2 THIIA MOTYT OTMeYaThCs MATHUCTO-TIAITYJIE3HbIE CHIITH, XapaKTepHBIE IS
I'JIT'. Ilpu pa3BUTHYM IIUTONIEHNH, B TOM YHCJIe TPOMOOIIMTONIEHNH, OTMEYAETCs TeMOopparnieckas

CBIIIb.

[anenamus rpynn nepudepuueckux TMMGOy310B

Onenuts pasmepsl nepudepndecknx aumpoysnos. s conpabrx XJIIT HEpenko xapakrepHa
reHepanu3oBaHHasA TUMGaIeHONaTHs, WM YBEIHYCHHE TPYIIEI TUM(OY3II0B B CIIydae pa3BUTHA

TUM(OMBI.

Ilanpnamus MeYeHH, CeJIC3CHKU

VYBelMUeHNEe IEYEHU CEJIE3EHKU OTMEYAEeTCsl HEPEJKO - KaK IpOsIBIEeHUE XpoHUUeckoil EBV

nnpexun, ['JII" mwim numpoms.

JlaGopaTopHas AMarHOCTHKA

Knuandeckuii aHaan3 KPOBHU

[Ipn nabopaTopHOM 00CII€JOBaHMHM BO MHOTHX ciydasx BeisBisieTcs numponenus (1000 kmeTok B
MK 1 MeHee). llpu teuenun I'JII' oTMedaeTcs B mepByIO odepeas TPOMOOIUTONICHUS, B JaIbHEHIIIEM —
AHEMHsI U JICMKOIIECHUS.

broxuMuveckuit anaau3 KpoBu ¢ 0053aTEBHBIM HCCIIEIOBAHIEM MOYECBUHEI, KPEATHHHUHA,

6mnnpyouna, AnT, AcT, JIAL, LI{®, ratoko3sl HE0OXO0AUM JUTS OLIEHKH NMOPaKeHN BHYTPEHHHUX
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opranos. [loBeimenne ¢peppuTHHa, TPUTIHIIEPUIOB, CHIKEHNE (GHOPHHOTEHA OTHOCSITCS K

kputepusm I'JIT. [Tosermenue JI/II" ocoO0eHHO XapaKTepHO I TUMPOM.

WMMYHOTr100YJIMHEI CHIBOPOTKH KPOBH

B GonpmmuCTBEe cimydaeB y 6onpHBIX ¢ XJIII mMeroTcst Te miM MHBIE HapyIIEHHWS KOHIEHTPAalHH
MMMYHOTJIO0YJIMHOB — CHIDKEHHE BCEX KJIACCOB MMMYHOTJIOOYJIMHOB, MJIM MOBBIIICHUE OJHUX KJIAcCOB
U CHHIKEHUE JAPYTUX.

Koanuectso T u B numdonuTos

Y wmuormx manumeHTtoB ¢ XJIII ormewaeTrcss cHmXeHHe (BIUIOTH IO HYJEBBIX 3HAUCHWI) ducia B

nuMm¢poruToB. B HEKoTOPHIX ciydasx mMoxkeT O0bITh cHIKeHHne CD4 n\uiin CD8 T numdonuTos.

[IpoBesieHnE MOJEKYJIIPHO-TEHETUYECKOTO aHAIN3a

MounekynsipHO-T€HETUUECKON MCCIIEJOBAHUE COOTBETCTBYIOIIMX T'€HOB IPOBOAUTCS C IIOMOIIBIO
MIOJINMEPA3HON LIEHOM peaKMy U MOCJIETYIOIIEr0 CEKBEHUPOBaHUS POLYKTOB.

Tak kak TpaHcIIaHTanus remaTonodTHueckux cTBoJOBBIX KieTok (TI'CK) mpu XJIII saBnsiercs
€IUHCTBEHHBIM KypaTUBHbIM MeTonoM JiedeHus XJIII, HLA-tunupoBanue AOIKHO
IIPOBOAUTHCS BCKOPE TOCIIE MOCTAHOBKH IMArHO3a.

NHcTpyMeHTanbHas IMarHOCTUKA
Kowmmerotepras Tomorpadus TpyAHOH KJIETKH W OPIOMIHOI IMOJOCTH C KOHTPACTOM — JJIS OLEHKH
BBIPAKEHHOCTH UM ponpoaudepannn, NCKIIOUYEHUS TUMPOMBI.

MPT rnoBHOTO MO3Ta ¢ KOHTpacTOM — st onieHky mopaxkenus HHC mpu [JIT.

JIpyrue UHCTpYMEHTAJIbHBIE HMCCIEAOBAaHUS - MPHU HAJIUYUU COOTBETCTBYIOIIMX KIMHUYECKUX
HOKa3aHUM.

[Ipouee
KocTtHo-M03roBast myHKIusi HeoOxoauma Juisi moaTrBepxkaeHus teduenus [JI[, a taxke OIEHKH

€ro MOpPaXeHUs IPU PAa3BUTUH JTUMQPOM.
3.5 Oomme noaxoas! (mpuHUuNbI) K Tepanuu XJIII

TKHH sBnsieTcsa HEOTH0XHBIM cocTosiHueM B neauarpun. Ecniu TKMH nuarnoctupoBaHa B nepBbie
MecsAlbl JKU3HM, aJeKBaTHas Tepanuss U nposejaeHue ajoreHHod HLA wuaeHTHuHol wunm
TalUIONACHTHYHOW TpaHcaHTanuu cTBoJoBbIX KieTok (TI'CK) obecmeunBaeT BeDKHBaHUE Ooliee
80% manueHToB He3aBHCHMO OT (hopmbl MMMyHonepunuTa. B ciayuae Oornee mo3mHeH AUArHOCTHUKH
Pa3BUBAIOTCS TsDKENbIe MH(EKIINH, II0X0 MOIJAI0IIHECS TePaluy, 1 BBDKHBAEMOCTh MAIUEHTOB PE3KO

majgaer.



Cpaszy mocne moctaHoBku nuaruoza TKWH getw momxHBI HaXOAUTHCS B THOTOOMOJIOTHUECKUX
yCIIOBHAX (CTEpWJIBbHBIH OOKC), HEoOXoAWMa ITOCTOSHHAs MpoduIakTHUecKass MPOTHBOMUKpPOOHAS
Tepanus: IMPOTUBOIPHOKOBas - (HIIOKOHA30JI0M, MNPOQIUIAKTHKA IMTHEBMOLHCTHON WH(PEKIHH KO-
TPUMOKca3oyioM, mnpo¢unaktuka [[MB-uHpeKInn TaHIMKIOBHPOM, peryisapHas 3aMeCTHUTENIbHAS
Tepanus BHyTPUBEHHBIM MMMyHoOrnoOynuHoM. Tak kak B Poccum Bakmmuamus BLDK mpoBonutcs B
nepBble AHM Ku3HU, TO AeTH ¢ TKMH B 60apmMHCTBE CilydaeB OKa3bIBAIOTCS WH()UIMPOBAHHBIMH, U Y
HuxX pasBuBatoTcs BLDK-utsl pasnuyHoi TsDKecTH (OT JOKaIbHOW A0 TeHepaln30BaHHONW MH(EKINN).
BIUK unHpexnusa TpeOyeT Ha3HAYEHUS ATUTEIHHOW WHTEHCHUBHOM MPOTHBOTYOEpKyJe3HOH Tepanuu. B
Cllydae IpHCOEANHEHNS WH(PEKINH MPOBOANTCS MHTEHCHUBHAS MPOTHBOMUKPOOHAS, MPOTUBOBUPYCHAS
n TpoTUBOTpUOKOBas Tepamusa. CiexyeT oco00 OTMETHTh, YTO HPH HEOOXOIWMOCTH IPOBEACHHS
MepeIMBaHN ~ KOMIIOHEHTOB KpPOBH (3PUTpOIMTApHAs Macca, TPOMOOKOHIIEHTpAT), CIEIyeT
HCIIOJIb30BaTh TOJBKO OONydeHHBIE W OT(HMIBTpOBaHHBIE mpemapaTel. B cimydae mnepennBaHuA

HEOOJTy4YeHHBIX IPUTPOIUTOB U TPOMOOIIMTOB pa3BuBaeTcs nocrrpancdysuonnas PTIIX.

TI'CK

IIpoBoguTCs OT POJACTBEHHOTO COBMECTUMOIO, HEPOACTBEHHOIO COBMECTHMOIO WM TaIlIO-
HJEHTHYHOIO  JOHOpa 1O  CTaHJAPTHOM  METOJUKE, €  UCHOIb30BAHUE  IPOTOKOJIOB
KOHJIUIIMOHUpOBaHUs, pa3paborannbix ;is TKMH. IIpu oTcyTcTBHE COBMECTUMOTO POACTBEHHOTO
JOHOpa Pe3ynbTaThl ralIO-TPAHCILNIAHTALMM CPAaBHUMBl € pPE3ylbTaTaMU HEPOACTBEHHOM
TPAHCIIAHTALlMM  OT IOJHOCTBIO COBMECTUMOIO JOHOpa, OJHAKO, MPOBEIACHUE TaIlIO-
TpaHCIUIAHTAIlMM BO3MOXKHO B KpaTdailline CpOKH, IMO3TOMY IPH HECTaOMIBHOM COCTOSTHHUH

00JILHOTO rarIo-TpaHCIJIaHTalluA ABJISICTCA HpCZ[HO‘ITHTCHBHOfI.

IIporuos

IMIpu ycmemmnoit TI'CK mnporHo3 B menoM OiaronpusiTHBIA, OH BO MHOTI'OM OIPENENsSeTCs
TsokecThio chopmupoBaBiiuxcsa k MomeHTy TI'CK xponndeckux ouaroB uHpexkuuu. CpenHss
MPOJOIKUTENHHOCTD kU3HU O00mbHBIX TKIH 6e3 TI'CK — 8 mec.

3.6 /IucmaHcepHoe HA0IKOIEeHHE

[Tocne ycraHoBneHWS JWarHo3a, Moadopa 103 TMpemapaToB NAIMEHT TMepefacTcs o
IUCTIaHCepHOE HaONoIeHne Tmenuatpa (€ciu ecTh JOJDKHOCTh - HMMYHOJIOTa) O MECTy
xuTenbcTBa. [Ipodunakrtudeckas Tepanus MPOBOIUTCS aMOyIaTOPHO, MITUTEIBHO/TIOKU3HEHHO.
BonbHbIE U YIeHBI MX CeMEl TOJDKHBI OBITh 00yYEHBI MpaBUIaM UHIUBUAYaTbHONW THTUEHBI.
JlaboparopHbie ucciea0BaHus



. OOumii KIMHUYECKUH aHaiIn3 KpoBU (00s3aTeIeH MOJCYET JIEUKOIMTApHON (OpMYIIbI)
nposoaurcs 1 pa3 B 2-3 mecsina, 110 NOKa3aHUAM Yalle.

. Buoxumudeckuii aHanu3 KpoBU € OINpPEesIEHUEM aKTHBHOCTH NEUYECHOYHBIX (EpMEHTOB,
CPb - 1 pa3 B 6 Mec, yalle 1o NoKa3aHUusIM
. OO0t anau3 MOYH - 2 pasa B TOJ U IPU MHTEPKYPPEHTHBIX 3a00JICBAHUAX

NHcTpyMeHTalIbHBIE HCCIIEA0BAaHUS

. OKI - 1 pa3 BTOx

. Y3U OpronrHo# onocty - 1 pas B roj

. Pentrenorpadus rpyaHoi kietku - 1 pa3 B rox

IlepyoguuHOCT  OCMOTpPa  CHELUAINCTAMH, POBOAMBIIMMU  TEPAUI0 M CMEXHBIX
CIELUAJIbHOCTEN

HMmmyHonor ocMaTpuBaeT manueHTta 1 pas B 3 Mecsua B nepBbli roj HaOmoaeH s, aainee 1 pa3 B
6 mec. [Ipu yacThIX / XpOHUYECKHX MH(EKIIMOHHBIX 3a00JIeBaHUSX - Yallle.

OnkoremMaoJsior ocMaTpuBaeT manueHTta 1 pas B 3 mecsia B mepBblid roJl HaOmoAeHus, ganee |
pa3 B 6 Mec.

Ocmortp xupypra - 1 pa3 B ron OcMoTtp okyinucta - 1 pa3 B 6 Mec.
OcmoTtp cromatonora - 1 pa3 B rog Ocmotp JIOP Bpaua - 1 pa3 B rox

Baknunanus: He ImokasaHa.

B03MOXXHOCTH ~ XHUPYpPrHUeCKOr0 BMEIIATEIbCTBA: OTPAHUYECHBI YUCIOM  TPOMOOIIUTOB.
B03M0KHOCTH OPTOJOHTHYECKOIO JICUEHUS: HE OTPAHUYECHBI.

OcCHOBHbBIE TIOJIOKEHUS TIPU PA3BUTHH JPYTUX 3a00JIeBaHUN

Pexomennarmu no opopMICHUIO HHBAIUIHOCTH: PEKOMEHI0BAaHO 0(hopMIIeHHE MHBAJTUIHOCTH.

3.7 CouunajbHasi ¥ ICUX0JOTMYECKAs] peaduIuTANNSA

Jo mposenenuss TI'CK B cBs3u ¢ KU3HEYTpOXKAIOIIUM XapaKTEpoOM 3a00JIeBaHUS CEMbE
HE00XOIMMBI KOHCYJIbTAIIH TICUXO0JIOTA.

Bo3MoxHOCTh TpeObIBaHUS B OPraHU30BAHHOM KOJUIEKTHBE: Ha (OHE MPOPUIAKTHIECKON
TEpaIruy BO3MOXKHO MPEeObIBAHUE B IETCKOM KOJUIEKTHBE .

Bo3MOXHOCTB MyTenIecTBUM, MOE3I0K 3a TPaHHIly, IPEOBIBAaHUS B JIETCKOM O0310pPOBHTEIHHOM
jarepe OrpaHU4YeHa JIUACMHUOJOTMYECKOM CUTyallMei U BO3MOJKHOCTBIO  PETYJISIPHOU
poUTAKTUIECKON TEPATTHH.

Bo3MOXXHOCTP Harpy3ok © 3aHSATHH CIOPTOM: BO3MOXHBI OCCKOHTaKTHBIC BHIBI CIIOPTA
(naBanwme, ap.).

3.8 Bni0op npodeccun

[Ipu ycnemmnoi TT'CK orpanndenuii HeT.
3.9 OrtHomEeHNE K POKICHHUIO TeTeH

[Tocne mpoBeaennoii TI'CK Bo3zMoxHO Oecriozue.
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3.10 IIpenarajbHasi JMATHOCTHKA M FeHeTHYECKOE KOHCYJIbTHPOBaHHE

Cembs 6ompHOTO XJIIT

Heo0xonuma mpeHataigbHas JUarHOCTHKA MPU BCEX MOCIENYIOIUX OCPEeMEHHOCTSIX MaTepH B
TaHHOM WJM Apyrux Opakax. HeoOXxonumo TecTHpOBaHHWE HAa HOCUTEIBCTBO MYyTallUU CECTEp
O0JILHOTO, BCEX CECTep MaTepH JIETOPOJHOTO BO3PACTa, M0 MOKA3aHUAX - APYTUX POJACTBEHHUKOB
’KEHCKOTO0 T10J1a.

bosbnoM XJIIT

[IpenaTanpHasi IUAarHOCTHKA HE IMOKa3aHa, TaK KaK PUCK 3a00JIeBaHUS y MAIBYMKOB (CHIHOBEH
00JBHOT0) OTCYTCTBYET, Yy JeBouek (modepeid OompHOro) cocraBisier meHee 0.1%. Puck
HOCHUTEIIbCTBA TOPAXEHHOT0 TeHa y Joueped OonpHOro cocraviser 50%, HeoOXoauMMoO
o0clieioBaHE 10 AOCTHXKEHHSI IETOPOJAHOTO BO3pacTa, ceMeitHOe KOHCYIbTHPOBAHHUE.

4. XapakrepucTuKa TpeOOBaHUM

4.1 Mogeanr nanuenra. XJII

O0s3aTenbpHas COCTABIISIONIAST MOAEN Omnucanne coCTaBISIONEN

Ho3zonoruueckas gpopma X cuemneHHbIH guM@onponudepaTuBHbINA
CHHIPOM

Cranusg 3a00eBaHus Her

daza 3a00neBaHM Her

OcnoxHeHus CucremMa opraHoB KpOBETBOPEHUS U KPOBb
TpomOGouuToneHus.
[Tanuronenus

I'emagaromnurapHblii TUMPOrHCTHOLUTO3

NMmmyHHas cuctema

ryMOpaJIbHBI IMMYHOE(PHIINT.

Knerounsliit ”UMMYHOIE(UIIHT.
[InmeBon, kenyI0K, IBEHaAUATUIIEPCTHAs

KMIIKa

I'actposnTepur.

ToscThIi KUIIEYHUK

Komnut

3n0KaueCTBEHHbIE HOBOOOPA30BaHUS
Hpyrue ocioxHeHus

Hepmatur.

WHndexmonHbie TposiBICHUS

Kox mo MKB-10 DR2.3

4.1.1 KpwuTepun u npusHAKH, oNpee/JsI0NIAe MO/1eJIb MAlMeHTA
AHaMHECTUYECKHE U OGBGKTI/IBHBIG JaHHBbIC:

AHamMHecTHYECKHE 1 OOBEKTUBHBIC TaHHBIE!

cllyual CMEpTel MaJIbYMKOB B CEMbE B PAHHEM BO3pacTe ¢ KIIMHUKON JuMponponudepanuu u
LUTONCHUN

OTCTaBaHUE B POCTE C KIIMHUKOW KOJIUTA, STIM30/[b] HEMOTHBHPOBAHHON JTMXOPAIKU
EBV-accouuupoBanHnas auMpoma
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JlaGopaTopHble JaHHBIE:

TpomOoIuTONeHNS WK MTAHITUTONICHUS

cHIKeHrne B-mumdonuTos,

TUIOraMMarjio0yTuHEMUS WM AUCTaMMAario0yInHEeMUs
BBISIBJICHHE MYTAIlMH COOTBETCTBYIOIIMX T€HOB METOJIOM CEKBEHHPOBAHUS

4.1.2 IlepeyeHb MEJUIUHCKHX YCJIYI OCHOBHOIO M JONOJHHUTEILHOIO

aCCOPTHMEHTA

Ilepeuens MmeauuuHckuX ycayr (MY) cornacHo «HomeHknaType yciyr B 3ApaBOOXPaHEHUN» JUIS
JMAarHOCTHKH B CTallMOHApe Mpe/icTaBieH B Taduure 1.
Tabnuna 1 — JluarHocTHKa B CTallMOHAPE

Kog MV Hanmenosanue MY Hacrora Kparuocts
IIPEAOCTABIICHHUS] | BBIITOJIHCHUS

B01.002.00 | IIpuem  (ocmoTp,  KOHCyJIbTalus)  Bpaya- 1 100
1 aJUIEpProJIora-uMMYHOJIOra IIEPBUYHBIN

ExenHeBHBII  OCMOTP  BpauoM-aJuIepProIOrom-

UMMYHOJIOTOM C HaONIONEHHEM M  YXOJOM

1 100

B01.002.00 | cpenHero u Muaamero MEAUIIMHCKOIO MEepCOHaNa
3 B OTJICJICHUH CTallMOHapa

[Tanpnanus Nnpu MaTOJOTMM OPraHOB UMMYHHOM 1 100
A01.06.003 | cuctemsl

MornexymsipHO-01oI0TnYecKoe UCCIIE/IOBAHHE | 3
A08.30.008 | myTanuu reHoB B TKaHsIX
A08.30.008 | HLA-TunupoBanue 1 10
A12.06.001. 1 100
001 UccnenoBanne CD3+ mumdoruton
A12.06.001. 1 100
002 Uccnenoanne CD4+ mumdoruton
A12.06.001. 1 100
003 Hccnenosanne CD8+ nmumdponuTon
A12.06.001. 1 100
004 Hccnenosanne CD16+/ CD56+numdponuton
A12.06.001. 1 100
005 Hccnenosanne CD19+mumdonnTtos
A12.06.001. 1 100
006 Hccnenosanne CD20+numdonnTos
A12.06.001. 1 100
007 Hccnenosanne CD21+mumdonnTtos
A12.06.001. 1 100
008 Hccnenosanne CD25+mumdonnTos
A12.06.001. 1 100
009 Hccnenosanne CD45+mumdponnTtos
A12.06.001. 1 100
010 Uccnepoanne CD3+HLADR+numdoruTon
A12.06.001.
011 UccnepoBanne HLADR=mumbonmToB 1 100

HccnenoBanue YPOBHs CBIBOPOTOUHBIX | 15
A09.05.054 | UMMYHOTTIOOYJIMHOB B KPOBH
B03.016.00 | OGmwmii (KTMHUYECKUN) aHaIN3 KpoBH | 1 100
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Yacrora Kparnoctb
Koa MYy Hanverosanne MY MIPEJJOCTABJICHUS | BBIOJIHCHHS
3 pa3BEepHYTHII
B03.016.00 1 50
3 buoxuMuyeckuii aHaJIU3 KPOBHU Pa3BEPHYTHIN
B03.016.00 1 30
3 KoarynorpamMma
B03.016.00 1 20
6 AHanu3 MOYH 00LIHii
A05.10.006 | Perucrpaiius 3JeKTPOKapAHOrPAMMbI 1 4
Pentrenorpadus rpyIHON KIETKU 0.8 2
KomnbrotepHast ~ Ttomorpadus  JETKUX  C 1 )
KOHTPacToM
KomnbrorepHas Tomorpadusi OpIOIIHON MOJIOCTH 1 )
C KOHTPAaCcTOM
ITLIP nuarHocTuka Bo30yauTeNel B KPOBU 1 30
[P pmarHocTHKa BO30yIUTENEH B JIABAKHOM 08 20
KHUJIKOCTH
[P pmarHOCTMKA BO30yaUTENEH B JHUKBOPE 0.5 20
KHUJIKOCTH
[{uTtonoruyeckoe UCCIIEIOBaHHE CIIMHHO- | o 1
MO3TOBOM YKUJKOCTH
Bbponxockonusi ¢ 1aBaxxoM 0.8 2
MPT rosioBHOro mosra 0.5 1
["Actpockonus 0.5 2
Kononockonus 0.5 2
IToceB kpoBu 0.5 3
IToceB aBaxa 0.5 2
B04.004.00 | IIpuem  (ocmMOTp,  KOHCyJIbTalus)  Bpaya- 0.2 10
1 raCTpPOIHTEPOIIOra ’
Ilpuem (ocMOTp, KOHCYJIBTAaIysI) Bpada-IeTCKOTO 02 10
B04.010.002 | xupypra ’
B04.028.00 | [Ipuem  (ocmMoTp,  KOHCyJibTalus)  Bpaya- 0.2 10
1 OTOPUHOJIAPUHI0JIOra ’
B04.029.00 | [Ipuem  (ocMoTp,  KOHCyJibTalus)  Bpaya- 0.2 20
1 odrampMoliora '
B04.023.00
0,2 10
1 ITpuem (ocMOTp, KOHCYJIBTAIMs) Bpaya-HEBPOJIOTa

4.1.3 XapakTepucTHKa AaJIrOPUTMOB M OCOOCHHOCTeH NPHMEHEHHs
MEIHIUHCKHUX YCJIYT PH JAHHOH MOJe/IH NalieHTa

EnuncTBEHHBIM KypaTUBHBIM MeTonoM Tepanuu XJIII sBisercs TpaHCIulaHTanus
remaTonodtuyeckux ctBooBbIX KiIeTok (TT'CK). YcnoBuem ycnemrnoit TT'CK siBnsiercs
OTCYTCTBHUE aKTUBHOTO reMaaroruTapHoro JuMQparucTHOUTO3a, a TAKXKE PEMUCCHS 10
OHKOTeMaToJIorHyeckoMy 3aboneBanuio (muMdome). Jleuenue 3TUX COCTOSHUI TPOBOAUTCS 110
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COOTBECTBTYIOIINM IIpoTokoaaM. B nepuon noarorosku k TI'CK koHCEpBaTUBHOE JIeUEHHE
BKJIIOYAET B €051 MPOTUBOMHUKPOOHYIO U 3aMECTUTENBHYIO TEPAINIO, HAIIPABICHHYIO Ha

crabmnm3zanuto coctossHus 6onpHoro. TI'CK mpoBoauTcs B COOTBETCTBHE CO CTaHIAPTAMHU
TI'CK.

4.1.4 TpeGoBaHuSs K JIEKAPCTBEHHOI MOMOIIH CTALMOHAPHOM
TpeboBanust K JeKapCTBEHHON MOMOIIM CTAI[MOHAPHOM MpEACTaBJICHBI B 3aloJIHEHHON (opwme,
MOKa3aHHOM B TabuIIe.

®apmakorep | AHaTOMO- MexnyHaponHoe Yacrora OpueHntupo | DKBHUBAJIEH

a TEpaneBTH | HENATEHTUPOBAHHOE Ha3HAY€HU | BOYHAs THas

NEBUYECKasl | YecKas HAaUMEHOBAaHUE i CYTOYHas KypcoBas

rpynna XUMHYECKas 7032 7032
rpymnmna

CucremMHbIe IPOTUBOMUKPOOHEIE ITpenapaThl

AHTHOHOTHKHU

ITpoTuBOrpHOKOBEIE pENapaTh

IIpoTrBOBUPYCHBIE NIPENAPATHI

[ERN VNN U U —
1
1

["anumknoBUp

VMMyHOMOAYAMPYIOIIKE IPENapaThl - -

VIMMyHHBIE CBIBOPOTKH U UIMMYHOTJIO0YIHHBL | | - -

NMMyHOII100y1MH 1 250 mr 1000 mr
YEJIOBEKAa HOPMAJIbHBIN
Putykcumab 0.8 250 1000

[IpuBenennsie B ¢Gopme 03Bl MPENapaToB SBISIOTCS YCPEAHEHHOW BEJIMYMHOM. B kaxkaom
KOHKPETHOM Cllydae J103a  JOJDKHA OBbITh MojoOpaHa MalMeHTy HHIUBUAYalbHO, COTJIACHO
MHCTPYKLMU K IPUMEHEHHUIO JIEKAPCTBEHHOIO Ipenapara. JKBHUBAJIEHTHas KypcoBas [03a —
paccunTaHa Kak J103a IIpU CPEeAHEN MPOJOJIKUTEIBHOCTH TEPANNUU 3 MecALa.

4.1.5 XapakTepucTHKH aJIrOpUTMOB H OCOOCHHOCTEH NPHMEHEHH
MeIMKAMEHTOB

Bce Oombubie ¢ XJII sBusiroTcs KaHAWAaTaMd Uil TPOBEACHHUS  TPAHCIUIAHTAIIUU
remaronodtudyeckux cTBOJIOBBIX KiIeTOK (TT'CK), xak eIMHCTBEHHOrO KypaTHBHOI'O METOAA
nanHoro 3aboneBanusi. Ha mepuwon moarotoBkn k TI'CK ¢ MOMEHTa MOCTaHOBKM JHMAarHo3a
OonbHBIE  JOJDKHBI IMMOJlydaThb  3aMecTuTeNnbHylo Tepanuio BBUI,  mpodunaktuueckyro
TEpanuio aHTUOAKTEpPUATIbHBIMH TpenapTamH, IpYryl TEpanui — IO nokazaHusam. Ilpu
BbIsIBIIeHUsT  Kosuta, [JII, numdombl Tepamus 3TUX  COCTOSHUM  HPOBOJUTCA IO
COOTBETCTBYIOIIUM ITpoTOKoJsaM. [lokazaHnem Kk Ha3HA4YEHMIO Mpenapara pUTKYCUMal SBISIETCS
coxpanstowmascs EBV supemus.

[Ipu Bo3HUKHOBEHMH HH(peKIMH Ha (oHE NPOPUIAKTHUECKOW Tepanuu HEO0OXOAUMO
HEMEJUICHHOE Ha3HAUYeHUE AaHTUOAKTEPHAJBHBIX IPENapaToB MIUPOKOTO CHEKTpa JCUCTBUS
[IapIHTEPAIIBLHO.
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4.1.6 TpeGoBaHusi K PpekUMY TPYyAa, OTAbIXa, JeYECHUA WJIH
peaduanTanumn

4.1.7 TpeOoBanuss K YyX0Ay 32 NAUMEHTOM W BCIOMOraTeJbHBIM

npouexypam
YXOI[ 3a MaUCHTOM HOJDKCH OCYHICCTBIIATHCA C COGJIIO,Z[GHI/IC MpaBUJI aHTUCCIITUKU.

4.1.8 XapakTepucTHKa MEPONPHUATHI MO YXOAY 32 NALMEHTOM
[Tpodunaktuueckas Tepanus MPOBOAMTCS aMOyJIaTOPHO, MOJA KOHTPOJEM IMeauarpa M Bpada-
uMMmyHosora. OJHAaKO THepBOHAYaJIbHOE OOCIIEOBaHWE M IMOAOOP TEpanuu PEKOMEHIIOBAHO
MIPOBOJIUTH B THEBHOM MJIM KPYTJIOCYTOUYHOM OT/EICHUU (B 3aBUCMOCTH OT OOILEro COCTOSIHUA)
JIITY, KoTOpoe NOIKHO UMETh B CTPYKTYpE OTAEIEHHE (I1anaTy) aHEeCTE3UOJIOIMU-PEaHUMALINH,
OT/eNICHHE XHUPYPTUH, CTIOCOOHOE BBIMIOJIHATH TOPAaKaIbHbIE U a0JOMUHAIBHBIE OTepaIuy 000
CTETIEHH CJIOXKHOCTH. Kpome Toro, HeoOXOIMMO HMETh B IITaTe TacTPOIHTEPOJIOTa,
HeBpormaroJyiora, okyiaucra, JIOP-spaua. [Ipn BO3HMKHOBEHMHM Takux ociokHeHui, kak ['JII'
n\w 1uM¢poma, Teparnuo HeoOX0AUMO MTPOBOIUTH B CTAIIOHApE.

OO0s13aTeNIbHO ~ HAJNIMYUE  ITUTOJOTHYECKOW, WMMYHOJOTHYECKOH,  OaKTepHOIIOTUYECKOM,
OMOXMMHYECKOHN M SKCIPECC-Tab0paTOPHiA.

4.1.9 TpeGoBaHusi K AHETHYECKNM HA3HAYCHHUAM U OTPAHUYCHUSIM
Mcnonp30BaTh MUIlly, MPOLIEANTYIO0 TepMUYECKYI0 00paboTKy. Ilpu Hannuuu ajmieproaHamHesa
HUCKIIIOYaTh MPUYINHHO-3HAYHUMBIC TPOAYKTEL

4.1.10 Oco0enHocTn HMHGPOPMHUPOBAHHOTO J00POBOJIBHOIO  COIJIACHUS
NalHEeHTa NPU BbINOJHEHHH TPOTOKOJa BedeHUS] OOJBHBIX H
JAOTOJTHUTeIbHAsl HHPOPMALUS 1JIsl NAHEHTA U YJIEHOB ero cCeMbH
WNudopmupoBanHOe T0OPOBOIBHOE COTJIACHE MALMEHT (OMEKyH MalMeHTa) JaeT B MUChMEHHOM
BUJIC.
[Tanmenty (omekyHy) cieayeT OOBSICHUTh HEOOXOAMMOCTh W TpaBWIa PEXHMa, JUETHI,
HE00X0IMMOCTh Tepanuu, BKimouas nposeaeHue TT'CK.

4.1.11 IIpaBuja u3MeHeHHs TPeOOBAHUH NPH BLINOJHEHUH NPOTOKOJA H
NpeKpamieHne AelicTBUs TPeOOBaAHMI NPOTOKOJIA
[Ipotokon nepecraer nevictBoBath nocie BoinonHenus TI'CK (MeaunuHckas moMoIb NauueHTy
OKa3bIBaeTCsl B COOTBETCTBUM ¢ TpeboBanuaMu npotokona TI'CK) unu aoznuknosenus [JIIN nim
TUM(OMBI (MEIUIMHCKAsT TOMOIIb MAIlMEHTY OKa3bIBACTCSI B COOTBETCTBHHM C TPEOOBAHUSAMHU
COOTBETCTBYIOILIETO IPOTOKOJIA).

4.1.12 Bo3MokHBIE HCXOABI M X XapPAKTEPUCTHKA
Bosmoxnsle ucxoas! XJIII n ux xapakrepucTka NpecTaBIeHbl B Tabnuie 3.
Ta6nuna 3 Bo3moxusie ncxoas! XJIII u ux xapakrepuctuka

Yacrora OpuentupoBounoe | [IpeemcTBEeHHOCTH
HanmenoBanue Kpurepun u

pa3BuTHS, BpeMs JOCTHXKEHHUS | U 3TarHOCTh
nucxoja o MIPU3HAKU

% HCXO0JIa, JIET OKa3aHUs
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MEIUIIUHCKON
OMOIIN

TI'CK Brimoaaenne TI'CK Ilanuent Benercs
60 5 1o IIPOTOKOJTY
TI'CK

JleranbHbIit Hacrynienune
UCXO0J cMeEpTU B
pe3yabTare
UHPEKIUOHHBIX  /
reMOpparniaeckKux
OCJIO)KHEHUH,
37I0KAY€CTBEHHBIX
HOBOOOpa3oBaHUM

40

5. TI'paduyeckoe, cxemMaTuyeckoe M TaO0JUYHOE TPeACTABICHUS

MIPOTOKOJIAa
He npengycmotpensl.
6. MoHuTOpPUPOBaHUE NIPOTOKOJIA

6.1 Kputepum ¥ MeTOAOJOrHSI MOHHUTOPMHIAa ¥ OuleHKH 3¢ dekTHBHOCTH
BBINOJTHEHHSI TPOTOKO.J1Aa

MonuToprupoBaHue MPOBOAUTCA B MEAULUHCKUX OPraHU3alUsAX, OKa3bIBAIOILIMUX CTALlMOHAPHYIO
MEUATPUIECKYIO TTIOMOIIb OOJIEHBIM.
VYupexxeHrne, OTBETCTBEHHOE 3a MOHMTOPUPOBAHHE HACTOALIETO IMPOTOKOJIA, HA3HAYAIOT B
YCTAaHOBJIICHHOM  mopsake. IlepedeHb MEAMIIMHCKUX: YYPEKICHUH, B KOTOPBIX MPOBOIAT
MOHUTOPHUPOBAHUE HACTOALLEIO IIPOTOKOJIA, ONPENEISET €KETOJHO YUPEKIACHUE, OTBETCTBEHHOE
32 MOHMTOpUpPOBaHHE. MeIUITMHCKIE OpraHu3alui HHPOPMHUPYIOT O BKIIOYEHUH B MIEPEUYCHD T10
MOHUTOPHUPOBAHUIO IIPOTOKOJIA TUCEMEHHO.
MoHUTOpHpPOBaHUE MMPOTOKOJIA BKIIIOYAET B CeOsl:
- cOop uHpOopMAaIUH O BEJCHUH MAIMEHTOB ¢ qUarHoctupoBaHHbM XJIIT;
- aHAJU3 MOJYYEHHBIX TAHHBIX;
- COCTaBJICHHUE OTYETA O Pe3yJIbTaTax IIPOBEICHHOIO aHAJIN3A,
- mpeacrasieHue ordyera B GenepalbHblil OpraH UCIIOJHUTEIIBHOMN BIACTH.
HcexonHbpIMu MaTepuanamMu IIpU MOHUTOPUPOBAHUH SBJISIFOTCS:
- MEIMIIMHCKAsA JOKYMEHTaLUs,
- TapuQbl HA MEIUIIUHCKHUE YCITyTH;
- LICHBI Ha JICKAPCTBEHHBIE IIPEIapaTHhI.
[Tpu HEoOXOAMMOCTH MPU MOHUTOPUPOBAHMM CTaHIAPTAa MOTYT OBITh HMCIIOJIb30BAaHBI U UHBIE
MEJIULUHCKUE U HEMEAULIMHCKHAE JOKYMEHTBI.

6.2 I[IpuHIUNBI pAHAOMHU3ALUHU

B nacrosmem npoTtokosie paHmomMuzanus (MEAMLIMHCKUX YUpPEXKACHUH, MAlMEeHTOB M T.JI.) HE
IIpeAYCMOTpPEHA.
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6.3 IlopsaaoKk OUEHKM H [IOKYMEHTHPOBAHUSI NMO0OYHBLIX apdeKToB M pa3BUTHS
OCJIOKHEHHUH

Hudopmanuio o moObouHbIX 3 (hekTax JeKapCTBEHHBIX CPEACTB, BO3HUKIINX B MPOIIECCE BEACHUS
OOJIbHBIX, PETUCTPUPYIOT B OTUETE.
6.4 IIpome:kyTouHasi ClIeCHKA U BHeCeHUE H3MEHEHHUI B MPOTOKOJI

OneHka BBINOJIHEHNS CTaHAApTa MPOBOJUTCS OJUH pa3 B roJl IO pe3yJibTaTaM aHaJlInu3a CBEJACHUI,
IIOJIyYEHHBIX IIPU MOHUTOPUPOBAaHUU. BHECEHHE U3MEHEHUH B NPOTOKOJ IIPOBOJIUTCA B Cily4ac
MOJTy4YeHHs UH(GOPMAIMU MIPH MOJTYYEHUH YOCTUTEIbHBIX TaHHBIX O HEOOXOIMMOCTH U3MEHEHU I
TpeOOBaHUI MPOTOKOJIA 003aTEIBHOTO YPOBHSI.

6.5 Ilopsanok M MCKJIIOYEHHS MAMEHTOB U3 MOHUTOPHHIA

[TarueHT cumTaeTcsl BKIIOYCHHBIM B MOHHTOPHpPOBAHHE MpHU ycTaHOBieHuu auarnosza CBO.
Hckmrouenne u3 MOHHTOPHPOBAHUS TMPOBOJUTCS B CIy4ae HEBO3MOXKHOCTH IPOJIOJDKEHUS
HaOIIOeHUS.
B sToMm cnyuae B 0T4ETE perUCTpUPYETCs MPUUMHA UCKITFOUCHHUS MAIUEHTa U3 MMPOTOKOJIA.

6.6 IlapameTpbl OLIEHKH KAYeCTBA KU3HHU MPH BBHITOJIHEHUH MPOTOKOJIa

OueHka KauecTBa OSKM3HM TMAlMEHTa TPU  BBINOJHEHUM HACTOAILIETO0 TMPOTOKOJNA HE
IIpelyCMOTpEHA.
6.7 OueHka cTOMMOCTH BbINOJIHEHNS MPOTOKOJIA U IEHbI KA4YeCTBa

Pacuer 3aTpaT Ha BBIIOJIHCHUC MUHUMAJIBHOTO o0beMa MCHHHHHCKOﬁ oMo mo IMImpoOTOKOJIY
IpoOBOJAT MO (opMysie, YTBEPKICHHOM B YCTaHOBJIEHHOM mopsnake. [Ipu oueHke 3aTtpar
YUUTBIBAIOTCA BCC MCAUIUHCKUC YCIIYTH, JICKAPCTBCHHBIC CPCACTBA, HA3HAYCHHBIC MMAIIUCHTY.
HpI/I BKIIIOUCHHUHN B IIJIaH OKa3aHUA MGHHHHHCKOﬁ nmomMomu YyCJIyT U JICKAPCTBCHHLIX CPCACTB
AOMIOJHHUTCIBHOIO aCCOPTUMCHTA OHH BKIIIOYAIOTCA B PACCUHUTLIBACMYIO O6IJ_IYIO CTOUMOCTDb
BBIITOJIHCHHUA MMPOTOKOJIA.

6.8 CpaBHeHue pe3yJbTaTOB

[Tpu MOHMTOPUPOBAHUM CTAHAAPTA €XKETOIHO MPOBOAUTCS CPABHEHHUE PE3yJIbTATOB BHIMOIHEHUS
TpeOOBaHUI MPOTOKOIIA.
6.9 Ilopsinox ¢popMupoOBaHHs OTYETA

B exeromsslli OT4ET O pe3yJbTaTax MOHUTOPUPOBAHUS BKIIIOYAKOTCA KOJIUYECTBEHHBIC
pe3yJabTaThl, MOJyYEeHHBIE MPU pa3pabOTKe METUIMHCKUX KapT, U UX KadeCTBEHHBIH aHAIIU3,
BBIBOJIBI, ITPEJIOKECHUS 110 AKTYAJIN3aLUU IIPOTOKOJIA.

Otyer npenacTaBIsIET B OPraHU3alldi0, OTBETCTBEHHYIO 33 MOHMTOPHPOBAHHE HACTOSILETO
IIPOTOKOJIA.

Pe3ynbraThl 0TYETAa MOTYT OBITH OITyOJIMKOBAaHBI B OTKPBITON TIEUATH.
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[Ipunoxenne A
(cipaBoYHOE)

YHuduuupoBaHHas IIKaja OLEHKA YOETUTEIBHOCTH JIOKA3aTEeNIbCTB LEIecO00pa3HOCTH
[IPUMEHEHHUs MEIULIMHCKUX TEXHOIOTUI

YHu}UUIUpoBaHHAS LIKaJIa OLIEHKU BKIIOYAET B CEOS:

- YPOBEHb YOEIUTENbHOCTH JI0Ka3aTelbcTBAa A — M0Ka3aTeIbCTBA YOEIUTENbHBI: €CTh BECKHE
JI0Ka3aTeIbCTBA MPEATIaraéMoro yTBEPIKICHHUS;

- YpoBeHb YOEIUTENBHOCTH JlOKa3aTenbCcTBAa B — OTHOCHTENbHAas yOEIUTEIHHOCTD
JI0Ka3aTeNIbCTB: €CTh JOCTATOYHO JO0KA3aTeNbCTB B MOJIb3Y TOTO, YTOOBI pEKOMEHI0BATh TaHHOE
NIPEIOKEHHE;

- YPOBEHb YOECIUTEIHHOCTH JoKa3aTeabcTBa C — JOCTATOUHBIX J0KA3aTEILCTB HET: HMEIOIIUXCS
JI0Ka3aTeIbCTB HEIOCTATOYHO ISl BHIHECEHUS PEKOMEHIAlMU, HO PEKOMEHAALUU MOTYT OBITh
JaHbI C YYETOM MHBIX 00CTOSITEIILCTB;

- YpOBeHb YOEIUTENbHOCTH J0Ka3aTeNbcTBA D — JHOCTaTOYHO OTpUIATEIbHBIX TOKAa3aTeIbCTB:
UMeeTCs JIOCTaTOYHO JIOKA3aTeNbCTB JUIS TOrO, YTOOBl PEKOMEHJOBATh OTKA3aThCS OT
NPUMEHEHHMS J]a WHOTO JIEKAPCTBEHHOT'O CPEJCTBA B KOHKPETHOW CUTYAallUH;

- YPOBEHb YOeIUTEIbHOCTH JOKa3aTeabcTBa E — Beckue oTpuLaTeNbHbIe T0Ka3aTeNbCTBA: €CTh
JOCTaTOYHO YyOeOUTENbHbIE [0Ka3aTeIbCTBA I TOTrO, YTOOBI HMCKIIOYUTH JIEKApPCTBEHHOE
CPEACTBO MM METOJUKY U3 PEKOMEHIAIIH.
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