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Mporpamma

NPOBEepPKUN Ka4yecTBa MCC.I'Iep,OBaHMﬁ ANArHOCTUKN MyKoBUCUMNA03a, ﬂepBM‘-IHOVI NaKTa3HoW HeA4o0CTaTOYHOCTH,

Tpombodunumn, 6onesHn Xunbbepa nocpeacrsom mexx1a60paTOPHbIX CAMYEHUIA

MNpoBaiiaep
MexnabopaTopHbIX
CANYUTENBHbIX
ncnoitalmin (MCW)

Accoumauma cneunanmcros HEKOMMeEpPYECKOE MapTHEPCTBO ((LLeHTp BHELWHEro
KOHTPOANA KayecTBa KAMHWYECKUX NabopaTopHbix wuccnegosBaHuiny (ACHIM
«LUBKK»)

KoopauHatop
pasgena MCU

K.m.H. CanyHoBa MpuHa OmutpuesHa

Agpec u TenedoH
KoopanHaTtopa

109316, r. Mocksa, Boarorpaackuii npocnekr, 4. 17, ctp. 1, nom. 2/1, ACHMN
«LUBKK», Ten. (495) 225-50-31.

Kputepuu Boibopa
y4yacTtHukos MCU

Hanuume KoHTpakTa/morosopa ¢ ydacTHMKOM MCW Ha oKasaHuue ycayr no

BHELWHEN OUEHKe KayecTBa BbINOJHAEMbIX WM  WUCCNEA0BAaHUA  MyTeEM
MeXNabopaTopHbIX CAMYUTENBHBIX UCNbITaHU MCU «PCBOK-2026»
n/n KaranoHbin HanmeHoBaHuMe nporpammbl MCU
HoMep

1 12-01 AnarHocTMka MyKoBmucunaosa

2 12-04 [narHocTMka nepBUYHOM NaKTa3HON HeAO0CTAaTOYHOCTH

3 12-05 [dunarHoctmka Tpombodpunmnm

4 12-06 OunarHoctrka 6onesHn Mnnbbepa

Konwnyectso, TMn
npeanosaraemblix
y4yacTtHnkos MCU

45 KNMHWUKO-JMarHocTMyYecknx nabopartopuii

Uccnepyembliin
maTepuan

[OwnarHocTtuka mykoBucumaosa (12-01) — npenapatbl ounweHHon JHK yenoseka,
antonpoBaHHoit TE 6ydepom. B OMNK B TOM uucne coaeprkatca pasaunyHble
naToreHHole BapuaHTtbl B reHe CFTR.

[AvarHocTMKa nepBUYHOM NaKTa3HoOK HepocTaTouHocTu (12-04) — npenapathbl
ounweHHon AHK yenoseka, antompoBaHHon TE 6ydepom. B ONK cogeprkartca
pa3nnMyHble annenbHble BapuaHTbl nonmmopdusma - 13910 T>C (c.1917+326C>T)
reHa MCM6 (NM_005915.6).

[AunarHoctuka Tpomboduanmn (12-05) — Mpenapatbl ounweHHon JHK yenoseka,
antompoBaHHon TE 6ydepom. B ONK B TOM uncne coaep)atcs 3ameHbl
¢.1601G>A (NM_000130.4:c.1601G>A; p.Arg534GIn; «myTaumns flenaeHa») reHa
KoarynaumoHHoro ¢akTtopa V (F5) n c.97G>A (NM_000506.5:c.*97G>A) reHa
npotpombuHa (F2).

DOwnarHoctuka 6onesHn Munbbepa (12-06) — MMpenapatbl ouuweHHon [OAHK
yenoBeKka, 3noupoBaHHoli TE 6ydepom. B OMK B TOM umncne comaeprKutcs
nHcepuus 7 TA-nosTopoB (NM_000463.3:c.-40_-39insTA; UGT1A1*28) B
npomoTopHOM pervoHe reHe UGT1A1.

Uccneayemeole
nokasatenu

[varHocTtuka mykoBucumnaosa (12-01) - NatoreHHble BapuaHTbl B reHe CFTR.
[OvarHocTMka nepBUYHON NlaKTa3HOM HepoCTaToOuHOCTU (12-04) - pasnnyHble
annenvHble BapuaHTbl noaumopomsma 13910 T>C (c.1917+326C>T) reHa MCM6
(NM_005915.6).

[AuarHoctuka Tpombodpuaum (12-05) - 3ameHa c.1601G>A
(NM_000130.4:¢.1601G>A; p.Arg534GIn) reHa KoarynaumoHHoro ¢aktopa V (F5)
(«myTauma JlengeHa»), 3ameHa c.97G>A (NM_000506.5:c.*97G>A) reHa
npotpomb6uHa (F2).

[OwnarHoctuka 6onesHn Mwunbbepa (12-06) — MWHcepuma 7 TA-nosTOpa
(NM_000463.3:c.-40_-39insTA; UGT1A1*28) B NPOMOTOPHOM pPErNOHE reHe
UGT1A1.

OnucaHue obpasua
ON19 NPOBEPKU
KayecTBa

[OwnarHoctuka myKosucumposa (12-01) - ONK npeacrasnaoT coboit npenapaThbl
ounweHHon [HK yenoBeka, BblaeNeHHON U3 LLEe/IbHON KPOBU, 3/1tl0MpoBaHHOM TE
6ypepom obbemom 50 MKA, C KOHUeHTpauuen ~5-40 Hr/mKa, B TOM uucie
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nccnenosanuii (ONK)

cofeprkaline pasanyHble natoreHHble BapmaHTbl B reHe CFTR B romo3nrotHom
N/UNN reTepo3nroTHOM COCTOAHUMN.

[JmnarHocTMka nepBMUYHOM NAKTa3HOW HepocTatouHoctTn (12-04) - OI€K
npeacrtasnaoT coboit npenapatbl oumweHHo [AHK yenoseka, BblaeneHHON U3
LUenbHOM KpoBW, 3aomMpoBaHHoi TE 6ydepom, obbemom 50 MKA, C
KOHUeHTpaumen ~5-40 Hr/MKA, codepskalime pasindHble annenbHble BapuaHTbl
noammopousma - 13910 T>C (c.1917+326C>T) rena MCM6 (NM_005915.6).
OwvarHoctuka tpom6odunum (12-05) - OMNK npeacraBnsaoT coboit npenapaTbl
ounwieHHon [HK yenoBeka, BblgeNeHHON M3 LLe/IbHOW KPOBW, 3/1t0MpoBaHHOM TE
6ypepom, ob6bemom 50 MKA, C KOHUeHTpauuehd ~5-40 Hr/mMKA, B TOM uumcne
cogepskawme 3ameHbl €.1601G>A (NM_000130.4:c.1601G>A; p.Arg534GlIn;
«MyTauma JleliieHa») reHa KoarynsumoHHoro ¢aktopa V (F5) u c.97G>A
(NM_000506.5:¢c.*97G>A) reHa npoTpombuHa (F2).

OwnarHoctuka 6onesHn Mwunbbepa (12-06) - ONK npeacrtasasoT coboi
npenapatbl ounieHHon [AHK 4yenoBeKa, BblA€NEHHON W3 LENbHOM KpOBW,
anomposaHHoi TE Bydepom, o6bemom 50 MKA, ¢ KoHUeHTpaumen ~5-40 Hr/mKn,
B TOM uucine cogepxawpe uHcepuuto 7 TA-nostopa (NM_000463.3:c.-40_-
39insTA; UGT1A1*28) B npomoTopHOM pervoHe reHe UGT1A1.

TpeboBaHua K

XpaHeHne OlK B 3aKpbITbiX yNakoBKaxX Mpu TemnepaTtype -20°C He 6onee 12

? XpaHeHuto OMK MecALEeB.
10 TpeboBaHua K Kaxkaomy yyacTHUKY byaeT npeaoctasneHo oT Tpex (Kat Ne 12-01, 12-04, 12-06)
pacnpeaeneHunto OMK | ao yeTbipex (Kat. Ne 12-05) OMK B ogHOM LMKAE UCCAeA0BaHUN.
Mepebl 1. OIlK paccbinatotca B nabopatopum 6e3 yKasaHMA NPUNUCAHHbIX 3HAYEHUN
NpeaoCTOPOXKHOCTH nuccnefyemoro nokasarens.
no npeAoTBpPaLLEHUIO 2. OIlK nocTasaAatoTcA B labopaTtopum B 3alulMPpOBaHHOM BUAE.
11 | croBopa mexay 3. TpeboBaHue ko Bcem KAJ1 npeactaBaaTb pe3ynbTaTbl MUCCNEAOBaHUMA K
YHaCTHUKaMU Unun KOHKPETHOM Ha3Ha4YeHHOW aaTe.
danbcudukaymm 4. KoHduaeHumanbHocTb noctynatowmx B ACHM «LUBKK» pesynbtatos u
pesynbLTaTtoB OTCYTCTBME A0CTYNa K OLLeHKam Apyrmux nabopatopui.
1. Nporpamma MCH.
2. OfMK 1 MHCTPYKLMA NO BbINOJHEHUIO UX UCCe0BaHUA.
3. BO3MOXHOCTb BBOJQ W OTNpPaBKU pe3ynbTatoB wuccnegosaHma OlK B
YTto npepocrasnnerca JINYHOM KabuHeTe MHTEepPHEeT-NoPTana MAN C UCMNOb30BAHMEM ByMaxKHOToO
12 | yyacTHMKam MCH 6naHKa.
4. OT4yeT NO NpoBepKe KayecTBa UcCCNefoBaHUN nabopaTopuu, BKAKOYAIOLLMIA
KOMMeHTapun 1 Tabnauubl.
5. CeuaetenbctBo o peructpaumu, Ceupetenbctso/CeeaeHna o6 ydactum B
MCH.
Mpoueaypbl gna
ncnbiTaHUM (meToabl
o B pasgenax WCNoONb3ylTCA  YHUKanbHble Habopbl npenapatos  [HK,
13 z:g::s::m) WHOMBUAYaNbHbIE [ONA KaXAO0ro y4vacTHWUKa pasgena. [llpouenyp nposepku
oAHopoAHOCTU U cTabunbHocTh OMNK He TpebyeTcA.
0AHOPOAHOCTU U
cTabunbHoctn ONMK
TpeboBaHuAa K .
14 | nogrotoske OMK K MNoparotoska OTK K Mccnep,oeal-lvmo NPOM3BOANTCA B COOTBETCTBUM C UHCTPYKUMEN
no BbINOJIHEHUIO uccneaoBaHui OMK.
nccnenoBaHuUIo
15 MeTtoguKku YuyacTHUKM aonxHbl nccnegosatb OMK Kak 06blyHble Npobbl NauMeHToB, MO TOM
nccnenoBaHusA K€ MeToaMKe, B TeX Ke aHAIMTUUYECKUX CepUAX U B TEX XKe YCI0BUAX.
YyacTHUKM npegocTasaatoT Mposanaepy NPOTOKOA pPe3ynbTaToB UCCNEf0BAHUN B
16 dopma oTyeTHOCTH dopme, onpeneneHHOMN B IMYHOM KabuHeTe MHTepHeT-NnopTana uam BymarKHbim

y4aCTHMKOB

61aHKOM BBOAA M OTNPABKM pe3ynbTaToB uccnegosaHma ONK, B COOTBETCTBUM C
WMHCTPYKUMel no npumeHeHuto OMMK.
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Kputepumn oueHkmn
KauecTsa

MpoBepKa KayecTBa UCCNeAOBAHUI M BbIHECEHWUA 3aKNHOYMEHUIN OCYLLECTBAAETCA
nyTem CpPaBHEHMA Pe3y/bTATOB UCC/IeA0BaHNM, NPoOBeAEeHHbIX 1abopaTopmusamm, ¢
pe3ynbTaTaMn UCCNefoBaHUN, NpPoBeAeHHbIX 3akcnepTamm MCU «DCBOK». B

17 | nccnepoBaHuin, MeToz,
NabopaTopuio BbICBIIAETCA WX OLLEHKA C PEKOMEHAALMAMM MO MOBbILEHWUIO
CTaTUCTUYECKOro .
aHaAu3a KayecTBa JaHHOroO BUAA UCCnef0BaHUN.
MeTop, cTaTUCTMYECKOro aHaIn3a He UCNONb3yeTCA ANA KaueCTBEHHbIX pPa3ae/os.
MpoucxoxaeHue o
OUMCAHHbIX Ona KayecTBeHHbIX McCneaoBaHUM MpuNUcaHHble 3HaveHua OIK asnatoTca
3:aqum71 oMK COrNAaCoOBaHHbIMW  3HAYEHUAMM Ha OCHOBAHUWM KOHCEHCYCHOro peLlueHus
18 ) 3KCNepToB-CNeuManmcToB B 061acTi AaHHbIX Pa3aesos.
MeTponormnyeckasn
MeTponornyeckaa nNpocnexnmBaemocTb U HeonpeaeneHHoOCTb B AaHHOM Buae
NpoCNeXMBaemMoCTb. .
NCNbITAaHWIN HE MPUMEHUMDbI.
HeonpegeneHHOCTb
[ns yyactHMkoB MCU cobntogaeTtcs NpUHLMN KOHPUAEHLMANBHOCTHU:
1. Kaxgomy y4yacTHMKYy MCU npucsamBaeTcs KOZOBbIA HOMEpP, KOTOpPbIM
n3BecTeH ToNbKo coTpyaHukam ACHI «LUBKK» n camomy y4acTHUKY.
2. [MMpoBsaitpaep obasyetca He nepegasBaTb Pes3ybTaTbl W 3akaw4veHua MCU
TpeTbuM nnuam 6e3 cornacus y4acTHMKa.
CreneHb rnacHocTH KoHpUaeHUMaNnbHOCTb MOXKeT OblTb OTBEPrHyTa YYaCTHMKOM C  Le/blo
19 | pe3ynbTaToB U 06CyKAEHNA N B3aMMOMNOMOLLM, MPU BbINOJHEHUN PAabOT B 3aKOHOAATE/IbHO
3aKkaoyeHnii MCU peryanpyemoit ob6aactu unm c uenbto npusHaHma. B 6oablLUMHCTBE cyyaeB
pesynbTaTbl  MPOBEPKM  KayecTBa  MOryT  ObiTb  NpeaocTaB/eHbl
COOTBETCTBYIOLLEMY OpraHy CaMUMM YH4aCTHUKAMW.
3. B uCcKAuMTeNbHbIX CcAyyaax, Korga oduumanbHbli opraH TpebyeT ot
nposaigepa MCU npegoctaBneHna emy pesynbTaToB MPOBEPKM KayecTBa,
YHYACTHUKN AOMKHbI ObITb YBeAOMIEHBI 06 STOM NUCbMEHHO.
Mpu ob6Hapy*KeHMM HecoOoTBETCTBMA NOCTaBneHHbix ONK npunaraembim
[lelicTaus B cnyuae OOKyMeHTam, a Takxe nospexaeHua OlK, aenawowmx Mx HENpUroaHbIMM ANA
eDU AN 4 UccnenoBaHUA, KomMMCCMA  3aKasyuMKa CcoCTaBnseT M nognucbiBaeT  AKT
yrep HecooTBeTCTBMA U yBegomnseT ob atom [MpoBaigepa B TeyeHUe 5-Tm paboumx
20 | nospexaeHusa OlK

NPV TPaHCMOPTMPOBKE
3aKasunKy

AHell ¢ MomeHTa nosyyeHus. MpoBaligep paccmaTpuBaeT AKT HECOOTBETCTBUA
(popma AkTa (0bpaseu) npeacrasneHa Ha caite Mposaligepa MCHU) u B cayvae
ero 060CHOBaHHOCTM MOBTOPHO HanpaBaAeT 3akasumky OMK ¢ MHCTpyKumen no
BbIMOJIHEHUIO UccaeaoBaHuin OMK.
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