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D81 Kom6uHMpoBaHHbIE MMMYHOAE(ULNTI
D 80 VIMMyHOAE(MLMTBI C NPENMYLLECTBEHHOM
He0CTaTOYHOCTLI0 aHTUTES
D 82 VIMMyHOAe(ULMTDI, CBA3AHHbIE C APYTrMU
3HauMTeNbHbIMK JedeKTamu
CornacHo npukasy «O6  yTBepXAeHUM TapudoB  Ha
MeLULUMHCKME YCNYry, OKasblBaemble B pamKax rapaHTypOBaHHOro
obbemMa GecnnaTHOM MeAULMHCKOA MOMOLM WM B CUCTEME
00643aTe/IbHOr0  COUMa/IbHOro  MeAMUMHCKOrO  CTpaxoBaHus», B
[eVCTBYHOLLEM Tapu(mnKaTope npeacTasneHbl Tapudbl Ha:
* 1CcCnefoBaHMe UMMYHOrpaMMbl
* onpegeneHve Bu T -numpoLmToB
* VMMYHO(EHOTMNUPOBaHWE "NaHenb Ana onpeaeneHus
MMMYHHOr0 cTaTtyca (6 nap)" B KpOBW MeTOAOM MPOTOYHOM
LuToNyopuUMeTpUU
*  VMMYHO(EHOTUMMPOBaHKNe "tharounTos" B KPOBM METOAOM
NPOTOYHON LUTODIYOPUMETPUN
* MMMYHO(eHOTUNMpPOBaHME (Knactepa AMBNEPEHLNPOBKI)
CD 3+ B KpoBM METOOM MPOTOYHOM LUTONIYOPUMETPUM
NMMYHO(eHOTUNMpOBaHKe Fagotest B KPOBN METOLOM
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PI'T1 Ha MXB «Pecnyb6nnkaHCKWii LEHTP pasBUT U 34paBOOXPaHEHNS»
MuHMCTepPCTBa 34paBooXpaHeHns Pecny6nmkm KasaxcTaH

LleHTp skoHOMUKM 1 OT3

Homep akcnepTu3bl 1 gaTa CTpaHuya

OTp,en OUEHKN MEANLINHCKNX TEXHOMOMNM
Ne 362 o1 13 asrycTa 2020T. 2 13 25

OTuUeT OLEHKM MEANLIMHCKON TEeXHON0ornm

MPOTOYHOI LUTOhNYOPUMETPUN

KpaTkas nHgpopmaumsa o TexHonornm (CTpyKTypupoBaHHas)
MpoTOoYHas LMTOMETPMA — Cnocob 1cCnefoBaHNA KayecTBa MU KOIMYECTBA KIETOK,

KOTOpble MO OAHON KNeTKe NPOXOAAT 4vepe3 Y3KWA Kanunnsap. s 3TOro KaeTku rnomMevaroTcs
(h/IFOOPECLEHTHBIMU aHTUTENamMu UnnM aHTureHamn. OB6opyaoBaHWe ANt TaKoro MccrefoBaHus
Ha3blBaeTCS LMTOMETPOM. LIMTOMETPUA HasblBaeTCA «MPOTOYHOM», MOTOMY UYTO KJ/IETKU
nccneayoTcs B NPOTOKe. bnarogaps MUKPOKaNWNNSPHON CUCTEME KNETKY MOXHO BbIAENUTb U
N3y4nTb OTAENbHO.

CornacHo npukasy u.0. MuHKUCTpa 34paBoOXpaHeHus Pecny6nvkyn KaszaxcTaH oOT
30 okTa6psa 2020 roga Ne LIP ACM-170/2020 «O6 yTBEpPXKAEHMN TapuoB Ha MeAMLIMHCKUE
YCNyru, NpeaocTaBNseMble B pamKax rFapaHTMPOBaHHOro ob6bema 6ecniaTHOW MeAMLMHCKOW
noMolM M B cUCTEME 00653aTeNbHOr0 COUMaNbHOTO MEAULMHCKOrO CTpaxoBaHUs» , B
[eVCTBYIOLLEM TapudmnkaTope NpeLCcTaBeHbl Tapudbl Ha CiedytoLime TEXHONO0MMN:

. nccnefoBaHme MMmyHorpammbl - 1 173,20 TeHre

. onpegeneHve B un T-numgpounTos - 741,06 TeHre

. NMMYHO(EHOTUMNMPOBaHWE "'MaHesb ANs onpefeneHns uMMmyHHoro crtatyca (6
nap)" B KPOBM METOAOM NPOTOYHON LuTOdhyopumeTpum - 14 041.68 TeHre

. MMMYHO(EHOTUMMPOBaHNe  “haroynTo3” B  KPOBM  METOAOM  MPOTOYHOM
untonyopmumeTpumn-2 705,10 TeHre

. nMMyHo(eHoTUNMpPOoBaHWe (Knactepa AuggepeHumposkun) CD 3+ B Kposwu
METOZIOM MPOTOYHON UUTOQIyopuMeTprmn-3 646,48 TeHre

. MMMYHO(hbeHOTUNUpOBaHMe  Fagotest B KPOBM  METOAOM  MPOTOYHOM

unTohnyopmumeTpumn-5 266,95 TeHre.

Pe3tomMe (pe3ynibTaT 3KCNepTu3bI)

MpenmyLLECTBOM 3asB/ISIEMO TEXHONIOTMW ABNSETCA BO3MOXHOCTb U3YYEHWUS KNETOK B
MPOTOKe, 4TO MO3BOMAET WMCCNeAoBaTb  [JaHHble KIeTKU MO OTAeNbHOCTW. YTBepXAaTb O
BbICOKOM AMarHOCTUYECKOM LEHHOCTU MeTofa MpPeAcTaB/isieTCsl  C/IOXKHbIM,  MOCKOJbKY
nccnefoBaHnii no  3MEKTUBHOCTA TEXHONMOTMM C BbICOKUM YPOBHEM [0Ka3aTe/lbHOCTW B
MMPOBbIX 6a3ax [aHHbIX MO [OKa3aTeNbHOW MeAMLUMHE Ha AaHHbIA MOMEHT He OOHapYXXEHO.

Mpy comocTaBneHUn MHQOPMaUUM O AUArHOCTUYECKMX KPUTEPUAX B MeXAYyHapOLHbIX
PEKOMEHJAUMSAX CO  CBEAEHUSMW, NPeACTaBNeHHbIMU 3aiBUTENIEM, Obl0  BbISIB/IEHO, UTO
nMmmMmyHodgeHoTunmposaHne DNT (gabn HeratmsHbIX (CD3+/TCR+/CD4-/CD8-/) T-numdounTtos
MPUMEHSAKOTCA B KayecTBe KpUTEpUs AMArHOCTUKMA ayTOMMMYHHO-TMMGONPOIngepaTUBHOro



P Ha MXB «Pecnyb6nnkaHcKuii LeHTP pasBuTUSA 34paBoOXpaHEHUSI»
MwuHMCTepCcTBa 34paBooxpaHeHmst Pecny6nmkm KasaxcTaH

LieHTp aKkoHOMUKKU 1 OT3

o Homep skcnepTwusbl n gaTa CTpaHuya
OTAaen oueHKN MeAULIMHCKNX TEeXHO/0Mi
Ne 362 oT 13 aBrycTa 2020 . 3 13 25

OTYeT OLEHKN MENLIMHCKON TEXHONOrNn

cCvHApoMa. B OTHOWeHWM [pyrux nNpeanoXkeHHbIX — MEeTOAOB, CBWUAETENIbCTBYHOLMX O
HE0CTaTOYHOCTN KO/IMYECTBA MMMYHOKOMMETEHTHbIX KNETOK OnpeAeNieHHOro 38eHa UMMYHHO
CUCTEMbI WA CTaAMN MMMYHHOTO OTBETA, CBEAEHWIA O KIMHNYECKON 3HAYMMOCTU 3TMX TECTOB
He 6b1/10 06HaPYXXEHO.

Takke cnegyeT YyuuTbiBaTb pPefKy) 4acTOTy BCTPeYaeMoCTW 3abonieBaHWiA U
OAHOKpaTHOE MNPUMEHEHNE TECTMPOBaHMS, B CBA3M C 4eM, MpPeACTaBASeTCA BO3MOXHbIM
paccMaTpuBaTh TO/IbKO 1TeCT /19 peLLeHnst BOMpoca O UX BO3MELLEHNN.

YpoBeHb foKasaTenibHoCcTn - C

Cnuncok abbpeBumaTyp 1 COKpaLLeHNin
Ab6bpeBnatypbl  Paclumdposka

nmna MepBUYHbIE UMMYHOLEPULNTDI

SATA STUneHAnamMUHTETPaYKCYCHas KucoTa

AOM JokasaTtenbHaa MmeauumHa

NK EcTecTBeHHbIe Kninepsbl

CD4 Knacrep anddepeHumMpoBkn 4,  NpUCYTCTBYeT Ha  T-Xennepax,
obecrneymBaeT 1X B3aMOAENCTBME C MakKpodaramm

CD81 Knactep auddepeHumposku 8L

T-nuMoUUTbl  LieHTPa/IbHbIE PEryNsTOPbl UMMYHHOIO OTBETa

CD38 Knactep AnddepeHumpoBky 38; NpUCYTCTBYET Ha T-AmmdoumTax
KOPKOBOr0 BeLLeCTBa TMMYCa, aKTUBUPOBAHHBIX T-MMQoLMTax, He3pesbixX
B-numdoumtax n nnasmaTmyecknx Knetkax, y4acTtByeT B perynsauum
(hyHKUMIA B-numgoumnTos

HLA-DR knacc Il MHC peuenTop KneTo4yHor NOBEPXHOCTY

1. Uenb oT4yeta
OUEHNTb KIMHWUYECKYHO M 3KOHOMUYECKYO 3(IPEKTUBHOCTb, CPaBHUTE/IbHYH 6e30MacHOCTb
(heHOTMNMPOBaHMS NTUMDOLMTOB C UCMO/b30BaAHEM METOAA NPOTOUYHOM LIMTOMETPUN.

WccnepoBaTeNlbCKUIA BONPOC
ABnseTca M PeHOTMNMPOBaHWE  IMM(OLMTOB C MCMOb30BaHMEM MeTofa MPOTOYHOW
LUMTOMETPUM 3PDEKTUBHOM M GE30MacHOM TEXHONOTMEA?



PI'T1 Ha MXB «PecnybnKaHCKNin LeH TP pasBuTUS 34paBOOXPaHEHNSI»
MuHUCTepCcTBa 34paBooxpaHeHna Pecny6nvku KasaxcTaH
LleHTp skoHOMUKM 1 OT3

Homep akcnepTu3bl U gaTa CTpaHunua

OT,EI,GJ'I OUEHKN MEANLUNHCKNX TEXHOMOrNiA
Ne 362 oT 13 aBrycTa 2020T. 4 13 25

OTuUeT OLEHKN MeINLIMHCKON TEeXHONOrnn

MonuTmnyeckunii BoNpoc
fBnsetca M (HEHOTMNMPOBAHVE  NMMQOLMTOB C WCMO/Mb30BAHWEM METOAa MPOTOYHOM
LIMTOMETPUN IKOHOMUYECKMN 3(D(HEKTUBHON TEXHOSOTMel?

2. OnucaHue npobnembl

2.1.0nucaHwue 3aboneBaHnA (NPUYKMHBI, (haKTopbl PUCKA, AMarHOCTUKA)

MepBuyHble uMMyHoZepnumnTbl (MWL) - 3TO reHeTUYeCcKU [eTePMUHUPOBaHHbIE
3a00/1eBaHNSA; OHWM MOTYT MNPOSBNATLCSA OTAENIbHbIMU CUHAPOMaMWU WK ObiTb UX COCTaBHOM
yacTbto. B HacToswee BpeMsi onncaHo 6osiee 100 Nogo6HLIX 3a601eBaHUA; B Npefenax Kakaoro
13 HUX MOXET HabnMaaTbCA ONpeaeneHHas reTeporeHHocTb. bonee 80% CMHAPOMOB OMMCaHbI
Ha MOMEKYNAPHOM YPOBHE.

MepBUYHbIE UMMYHOLE(PULMTLI 0BbIYHO MPOABAAIOTCA B M/afeHYecTBe U B [ETCKOM
BO3pacTe Mato/orMyeckM YacTbiMM  WAM  HEOObIYHO MNPOTEKAKOLWMUMU  MHPEKLNOHHBLIMU
npoueccamu. lpossreHne MMMyHogepuumToB y 70% naumeHToB npoucxoaut o 20 fier;
MOCKO/IbKY MHOTMe CUHAPOMbI SIBMSKOTCA CLEMIEHHbIMU C X-XPOMOCOMOR, 0K0Mo 60% Takmx
OO0MbHbLIX - MYXUV/HbI.

Knaccnukaums — nepBuYHbIX  MMMYHOAE(UUUTOB  MPOBOAUTCA MO OCHOBHOMY
AeUUUTHOMY, OTCYTCTBYHOLEMY WK Ae(heKTHOMY KOMMOHEHTY MMMYHHOR cucteMbl (MSD,
2020)

OCHOBbIBasACb Ha MMEIOLLMXCA B HACTOsILLEe BPEMS CBEAEHUAX O MexaHW3Max pasBuUTUA
NepPBUYHbIX MMMYHOAE(UUNTOB, 3TV 3a00/1eBaHNA MOXHO Pas3fenTb Ha YeTblpe OCHOBHbIX
rpynnbi:

1- npenmyLLLeCTBEHHO ryMOpa/ibHble U B-KNeTouHbIe;

2 - KOMOMHMPOBaHHbIE MPY BCeX T-KMNETOYHbIX UMMYHOLePUUMUTaX B pe3ysnibTaTe HapyLueHW
perynauun ctpagaet yHKUUA B-KNeTok;

3 - fedheKTbl haroumTosa;

4 - pedpektbl KomniemeHTa (KoHapareHko, 2005)

®dakTopbl pucka passutusa MNAL
EAVHCTBEHHBIA M3BECTHbIM (PaKTOp pucKa ANs pa3BUTUA 3a00fieBaHMA - 3TO Ha/nyve B
CEeMeNHOM aHaMHe3e 60/1bHOro ¢ nepBUYHbLIM UMMyHogedmuuTom (Mayo Clinic, 2020).
OnarHoctuka ML,
TsKeNnbli KOMOMHMPOBaHHbLIA MMMyHOLe(MUMT. KOHCopumMyM MO /IeYEHUO MNEePBUYHONO
UMMYHOZeMumUTa onpeaenseT THKeNbIA KOMOUHMPOBaHHbIA UMMYHOAEMULUNT KakK OTCYTCTBUE
NN OYeHb HM3KOe KonmyectBo T-numdgountoB (CD3 T-kneTkn <300/MKn) M OTCYTCTBUE WA
BbIP@XKEHHOE CHMXXeHMe yHKUuK T-numpountoB (<10% OT HWDKHEro npegena HOPMbI),



P Ha MXB «Pecny6iMKaHCKUA LeHTP pasBuTuUA 34paBoOXpaHEHNSA»
MuHUCTepcTBa 3apaBooxpaHeHns Pecnyb6nmkn KasaxcTaH

LleHTp skoHOMUKM 1 OT3

Homep sakcnepTusbl 1 gaTa CTpaHnya

OTp,en OUEHKN MEANLIMHCKNX TEeXHON0ornmn
Ne 362 oT 13 asrycTa 2020 . 5 us 25

OTYeT OLEHKM MeANLIMHCKOW TEeXHONornm

BbISIB/IEHHbIX C MOMOLLUBI0  MCCMeaoBaHWiA  nponudgepaymy  T-KNETOK € MUCMOJb30BaHWEM
(uToremarrniOTUHUHA. [pyrvMu cnoBamun, Ans NOCTaHOBKM AMarHO3a HEO60AMMO M3MepeHve
T-nuMoumnToB Yy nNauyueHTa, UTO  YyKasblBaeT Ha  HeoOXOAMMOCTb  MPUMEHEHUS
NMMYHO(EeHOTUMMPOBaHKSA T-nnmoumToB (https://bestpractice.bmi.com/topics/ru-
ru/596/criteria).

X-cuenneHHbIn nAumdonponndepaTMBHbIN cuHAPOM. B 6a3e pgaHHbIX  National
Organization for Rare Diseases (NORD) cka3aHO, YTO BO MHOIMX ciy4asX, X-CUEn/eHHbII
NMMAONPonngepaTMBHbIA - CUHAPOM  AMArHOCTUPYeTCs, KOrga y MOPaXKEHHbIX  MY>XXUMH
NOABMAKTCA CUMMTOMbI, YTO OObIYHO NMPOMCXOAUT B BO3pacTe NMPUMEPHO OT LUECTU MeCALEB [0
10 net. [AmarHoctuka X-CUEMNEHHOro NMMQONpPoAnepaTMBHOrO CUHAPOMA MOXET OblITb
OCHOBaHa Ha TLWATEe/IbHON KAMHUYECKOA OLEHKe, BbISBMEHUM XapaKTepHbIX (U3NYEeCKMX
[aHHbIX, NOAPOoOHOM aHamHese naumeHTa u ero cembm (https://rarediseases.org/rare-diseases/x-
linked-lymphoproliferative-syndrome/) OfHako, cOrnacHo npefcTaBieHHbIM CBefeHUAM B Gase
[AHHbIX He yKa3aHO, YTo A1 NOCTaHOBKWU AuarHo3a X-CLUensieHHOro immgonpoamgepaTMsHoro
cuHgpoma TpebyeTcs MMMyHoeHoTUNMpoBaHNe MHBapuaHTHbIX NK.T-NK K1eToK MeToaom
NMPOTOYHON LUUTODIYOPUMETPUN.

MemoharounTapHbii numdormnctTnoumTos. B «Consensus recommendations for the
diagnosis and management of hemophagocytic lymphohistiocytosis associated with
malignancies» (2015) nponucaHo, YTO M3MepPeHNe eCTECTBEHHbIX KWUNEPOB SBMSETCA OAHUM U3
[ANarHOCTUYECKUX KPUTEPMEB MOCTAHOBKWN AMarHo3a remogarouMtapHoro MMgorncTmoLmTosa,
CBS3aHHOT0 CO 3/10Ka4YeCcTBeHHbIMM HOBOOOpaszoBaHuamMu (Lehmberg et al., 2015).

AYTOMMMYHHbIA nMmgonponudgepaTnBHblin cuHApoM. B 6ase fgaHHbIx UpToDate,
AMarHo3  «AyTOMMMYHHbIA  NUMDONPONNGePaTUBHbIA  CUHAPOM»  BbICTaBNAETCA  MyTeM:
MeAMLUMHCKOTO OCMOTPa; MpPOBefeHUS  BU3YaIn3aUMOHHbIX  UCCe0BaHWiM (Hanpumep,
KomnbtoTepHad Tomorpagua [KT] v / nam No3MTPOHHO-3MUCCUOHHOM Tomorpadun [M3T])
npegnosiaraemMbiX y4acTkoB Tena (0ObIYHO Liew, rpyaw, >XMBOTa W Tasa); W labopaTopHOW
OLLeHKM, KOTOopas BK/IHOYaeT U3MepeHve pasMepa KOMMapTMeHTa LMPKYIMPYHOLWKMX anbga-6eTa-
[BOMHbIX  oTpuuatenibHbIXT-(OXT)  KMeToK, YPOBHEN  CbIBOPOTOYHLIX  GMOMAapKepoB
(Hanpumep, ButammHa B12, nHTepneikuHa [IT] - 10, nuraHpa Fas [FasL]), aHanvM3oB Kposu, u
onpefeneHns  Haamuma  aytoaHtuten  (https://www.uptodate.com/contents/autoimmune-
lymphoproliferative-syndrome-alps-management-and-prognosis). O  BaXHOCTU  ABOMHbIX
oTpuuatenibHbIXT-(OXT) KNeTOK B KayeCTBe [AMAarHOCTMYECKOro KpuTepms YNOMUHANOCh Y
Teachey et al., (2012).
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MwuHuCTepcTBa 34paBooxpaHeHua Pecnybnvkn KasaxcTaH

LeHTp 3koHOMUKN 1 OT3

Homep akcnepTusbl n gaTa CTpaHuya

OTp,en OUEHKN MEANLIMHCKNX TEXHOMOMNM
Ne 362 oT 13 asrycTa 2020 . 6 13 25

OTuUeT OLEHKN MEANLIMHCKON TEeXHONOTN

2.2.  Anngemunonornyeckme faHHble (3a601eBaeMoCTb, PacNPOCTPaHEHHOCTb U T.4.)
MepBuyHble  UMMyHodedmumntbl  (MAA) - 310  pedkue  3aboneBaHUMs €
pacnpocTpaHeHHoCTbIO OT 1: 16 000 go 1:50 000. CpeaHerogoBasa pacnpocTtpaHeHHocTb ML B
nepuog ¢ 2010 no 2015 rog coctaensna 0,38 HoBbIX cnydvaeB Ha 100 000 >kuTenei
BenukobputaHumn (1 Ha 270 270), gocturHys nvka Benvkobputanumn B 2012 rogy (1 Ha 227
518) (Shillitoe et al., 2018).
CornacHo faHHbIM HauuoHasbHOro perucTpa O nepBvYHOM WMMMYyHoZeduunte B KyBeilTe,
pacnpoctpaHeHHocTb MWL coctasnseT 11,98 Ha 100 000 getei, a OLeHOYHAs BCTPEYaemMoCTb
MAL - 113 1000 XXMBOPOXAEHHBIX. ABCTPa/IMNCKOE 06LLECTBO MO KIMHUYECKON MMMYHOMOMMK
N annepronornm CBUAeTeNbCTBYET, UYTO pacnpocTpaHeHHocTs MWL, coctaenseT 4.9 Ha 100 000 B
Asctpanum n B Hooli 3enanamm (Kilic et al., 2012).

2.3. CoBpemeHHasa cutyauus B KasaxctaHe (B Mupe)

PacrnpocTpaHéHHOCTb MNepBUYHbIX UMMYyHoZepumumuToB 1:10000 B mupe. OueHOYHOE
Konnyectso naumeHToB ¢ MW B Pecny6nmke KasaxctaH okono 1600 naumeHToB. OfHako B
PErnucTpe Haxof4AaTCsA ToNbKO 135 nauyneHToB, YTO rOBOPUT O HU3KOW AuarHocTuke (Menno et al.,
2020, no paHHbIM Pecry6/MKaHCKOrO AMarHOCTMYeCKoro LUeHTpa KopnopatmBHoro ®oHaa
«University Medical Center»). Okono 200 nauueHTam B rog TpebyeTcs AaHHas npoieaypa B
Pecny6nnKaHCKOM [AMarHocTuyeckoM LeHTpe KopnopatusHoro doHga «University Medical
Center».

2.4, OnwucaHve TexHonorm (onmcaHue, roKasaHWda, MPOTUBOMOKa3aHUA, CPOK
aKcnayartaymm, noboyHble SABNEHNS, OKMAAEMbIA 3PGEKT OT BHEAPEHUS)
deHoTUNNPOBaHME NMMGOLNUTOB MPOBOAUTCA METOAOM MPOTOYHOW LUTOMETPUN NP
MOLO3PEHUN Ha HaIMYMe NePBUYHOIO UMMYHOAEMUUNTA.
MpoToYHas LUTOMETPUA — CMoco6 MCCNesoBaHUA KavecTsa M KOMMYeCTBa K/eTOK, KOTopble Mo
OAHOM LITYKe MPOXOAAT uepe3 Y3KWA Kanunanisp. [Na  3TOro  KAeTKU  MOMeYaroTCs
(hIHOOPECLEHTHBIMM aHTUTeNaMn UK aHTureHamn. O60pyfoBaHMe A1 Takoro MCCnefoBaHus
Ha3blBaeTCA LIUTOMETPOM.

LIMTOMeTpMS Ha3bIBaeTCA «MPOTOYHOM», MOTOMY UTO K/IETKW WCCNEeLYHTCA B MPOTOKE.
Bnarogaps MWKpPOKanuinspHOM cucTeMe KIETKY MOXHO BblAeNTb U U3yYnUTb OTAENbHO.
KneTouHyto cycneH3uno MeTAT (hlyOpecLeHTHbIMU KpacuUTeNsiMu, rnocse Yero BMECTE C MOTOKOM
XNAKOCTW NPONYCKAKT Yepe3 NPOTOUHYHO AYeliKy. KNeTKu BbIHYXKEHbI «BbICTpanBaTbCs» ApYT
3a Apyrom. 3TO MO3BOMSET UCCNeLOBaTb OMpefefieHHY KeTKy. [locne oTheneHns Knetka
06nyyaeTcs fla3epoM, a 3aTeM CUTHa/lbl  PacCcemBaHUA/CBEYEHWUS  PErucTpupyroTcs  Ha
cneuvansHoM annapate (MpoToyHas untometpus, 2020).



PI'T1 Ha MXB «PecnybnKaHCKWin LeH TP pasBnuTUsA 34paBoOXpaHeHNsI»
MwuHuCTepCcTBa 34paBooxpaHeHns Pecnybnnkn KasaxcTaH

LleHTp skoHOMUKM 1 OT3

Momep akcnepTuU3bl M gaTa CTpaHuya

OTaen oueHKN MeANLMHCKUX TEXHO/Or NI
Ne 362 oT 13 asrycTa 2020 . 7T 25
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[na  BbINONHEHMS  TECTOB  WCMOMb3YETCA  aHan3aTop  aBTOMAaTU3MPYHOLLMIA
(beyoTMNUpPOBaHME NUMAMOUMTOB. [epBMYHAA AMArHOCTMKA MMMYyHOZepuumUTa NPUMEHSAETCA
O[JHOKpaTHO. Y nayueHToB  3abupaetca  BeHO3Hasd  KpPOBb B Mpobupky ¢
3TUNEHANAMUHTETPAYKCYCHOW  Kucnotor (3ATA). [OuarHocTuka MNPOBOAUTCS C  XKMBbIMK
nmMdoumTaMmn Npu NpPoBefeHNn TecTa B AeHb 3abopa Kposu (N0 AaHHbIM Pecry6/MKaHCKOro
AmnarHoctuyeckoro ueHTpa KopnopatnsHoro ®oHga «University Medical Center»).

MpoToYHas UMTOMETPUS NO3BONSET NPOBOANTL GbICTPbIN aHanm3 (Ao 30 000 cobbIThiA B
CeKyHAy); aHa/m3 60Mbloro  KosimyectBa Knetok (go 106-108 knetok B 06pasue);
KOMIMYECTBEHHOE M3MEpPEHWNE MHTEHCMBHOCTM ()TyOPECLEHLMN; MONYYeHNEe [aHHbIX A1 KaXKAO0iA
KOHKPETHOW K/ETKW; O[HOBPEMEHHbIN aHaM3 pasHblX npoueccos.(buomonekyna, 2020).
HoBLUECTBOM TeXHOMOrMN  ABfsSieTCA  f06aBneHne  TeCTUPOBAHWA Ha  AOMNOHUTE/bHbIE
MOBEPXHOCTHbIE MapKepbl UMQOLUTOB ANS AUArHOCTUKM OrnpefenieHHbIX gegektos T- un B-
NMMGOLMUTOB, KOTOPbIE HacuMTbIBatoT 40 350 pasHOBMAHOCTEN. [aHHas AuarHOCTUKa SBMsSeTcA
0YeHb ObICTPON ANA peLleHMs BONpoca O TpaHCnIaHTauMm reMonoaTMyYecknx CTBOMOBbIX KETOK
(TrCK), no cpaBHEHUIO C FeHETUYECKOI, KOTopas NpoBOAMUTCA He MeHee 3 MecsiLieB (MO AaHHbIM
Pecny6nMKaHCKOro AuarHocTuyeckoro ueHTpa KopnopatusHoro ®oHga «University Medical
Center»). MMMYHO(EHOTUNMPOBaHWE /IEMKOLMTOB 3aKNtOYaeTcd B OOHapy>XXeHWW Ha WX
MOBEPXHOCTM MapKepoB AuddepeHumaumm, nam CD aHTUreHoB. J1eMKOUMUTbI 3KCMpeccupyoT
PAL  MOBEPXHOCTHbIX W LMUTOMMA3MATUYECKUX  aHTUIEHOB, YHUKa/IbHbIX [ANS  CBOEMN
cyérnonynaummn n ctagum passutus. CD aHTuredsbl (aHrn, cluster of differentiation antigens) -
3TO aHTUreHbl Ha MOBEPXHOCTU KNEeTOK, MapKepbl, OT/INYAIOLLME OAHM TUMbl KNETOK OT APYruX.
OnddepeHumaumm  3TMX  aHTUNEHOB  M3y4YeHbl W CTaHAAPTM30BaHbl, WM  MPUCBOEHBI
onpepeneHHble Homepa. CD MoOryt ObiTb pacro3HaHbl C MOMOLLbK COOTBETCTBYHOLLMX
MOHOK/IOHa/IbHbIX aHTUTES. cnonb3ys PparoopecLeHTHO-MeYeHble MOHOK/IOHA/IbHbIE aHTUTENa,
cBA3blBatoLmeca ¢ onpefeneHHbIMM CD, MOXXHO C MOMOLLbIO MeToAa MPOTOYHOM LUTOMETPUM
MPOV3BECTN MOACYET COAEPXKaHUA MMPOLMTOB, OTHOCALMXCA K Pa3IMYHbIM N0 (PYHKLMW WAn
cTagmn passutua cyononynaunam (JSlabopatopHas cnyk6a Xenmkc, 2020).

CorfacHo  KMHWMYeckoro npotokona Nel8 or «30» Hos6ps 2015 roga «llepBUYHbIe
UMMYHOAE(MUUNTBI Y AeTeil (C NPerMYLLECTBEHHOW HefOCTaTOYHOCTLHO aHTUTEN)», OCHOBHbLIMU
(obsi3aTenibHble) AMarHoCTUYeCKUMK obcnefoBaHmsmMn Ha MLy AeTeidr, NpoBOAUMBLIMKA Ha
CTaLMOHapHOM YPOBHE MPW 3KCTPEHHOM rOCMUTaIM3ALMM U MO WUCTEYEHUM CPOKoB Gonee 10
[HEN C MOMeHTa cfjayu aHa/M30B - 3TO OMpefesieHne OCHOBHbLIX K/IETOYHbIX Cy6rnonynaumi
NMMGOLMTOB METOLOM MPOTOYHOM umTothnyopumeTpun, (CD3+, CD4+, CD8+, CD16+/56+,
CD19+, CD20+, CD3+HLADR, CD3-HLADR), pAna BbiSBieHUA abCOMOTHOIO MU
OTHOCUTENbHOrO feduuynta 7' v B- nmoumToB.
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MpoToYHas UMTOMETPUS M3MepseT obLLee KOMMYeCTBO T-KNETOK, NOArpynn T-KneTok (T.
e., CD4+ T-knetok, CD8+ T-KneTok), HausHbIX T-numMgoumntos (CD4 + CD45RA +), T-K/1eToK
navatn (CD4 + CD45RO +), B-numdoumtoB ©n ectecTBeHHbIX kunnepos (NK) B
nepuepuyeckori Kposn (BMJ Best Practice, ccbinka https://bestpractice.bmi.com/topics/ru-
ru/596).

Pa3finuHble TeCTbl MMMYHO(MEHOTUMMPOBAHUSA WMEIKOT pas/IMYyHOe npeAHasHayeHne B
nnaHe BblisB/IeHWs 3a00M1eBaHnsA. [leTanibHOe OnMcaHme KaKaoro Tecta npeacTas/eHo B Tabnuue
4. (B NpUNOXeEHNM). YKaszaHHble AaHHble B Tabnuue 4 npeAcTasieHbl U3 MaTepPUasioB 3asBUTENS.

2.5. WcTopua cosgaHus, pasnvyHble Mogenu /Bepcun/ Moangukauunu.

Pa3BUTME COBPEMEHHOI MNPOTOYHOM ULUTOMETPUM Havanocb, Korga dynsunep (Jloc-
Anamocckas HauuoHanbHas nabopatopus CLLA) noctpoun COPTUPOBLUMK KIIETOK, UCMOb3yS
npuvHuMn Koyntepa 4na onpegeneHns pasmepa KIeToK 1 3/1eKTPOCTaTUYeCKOn 3apsafKu Karesb
LN VX COPTMPOBKW.

MepBoe YCTPOMCTBO [ANA MPOTOYHOM UUTOMETPUM HA OCHOBe (PyopecueHLMn  Obino
paspabotaHo B 1968 rogy BonbraHrom [éte u3 YHuBepcuteta MioHcTepa, [epMaHus
(Bioscience, 2020).

O6beanHUB M3MepeHne 06beMa, CBETOpacCesHWUs W (iyopecueHuun B ofHOM npubope, Mon
MannaHn (Takke wu3 Jloc-Anamoca) nNpeacTaBu/l  MHOTOMapaMeTpuyecKyto  MPOTOYHYHO
untomeTputo. K cepeguHe 1970-X Ha PbIHOK HAYMHAOT BbIXOAUTb MPOTOYHbIE LMUTOMETPbI
(Flow Cytometry, 2020).

2.5.1. OnbIT UCMNONb30BaHNA B MUPe (KaKue Npon3BoanTeNN).

MpoToyHas yutomeTpusa ncnonb3yetca Bo Bcem mupe (Flow Cytometry, 2020).
OCHOBHbIMW NMPOV3BOAUTENSAMW Ha PbIHKE NPOTOYHON LMTOMETpUK aBnatoTcs Becton, Dickinson
and Company (CLUA), Beckman Coulter, Inc. (CLLA), Thermo Fisher Scientific, Inc. (CLUA).
Merck KGaA (IepmaHus), Sysmex Partec GmbH (IepmaHus)., Luminex Corporation (CLLA),
Miltenyi Biotec GmbH ("epmaHus), Bio-Rad Laboratories, Inc. (CLLIA), Sony Biotechnology,
Inc. (CLLUA), Agilent Technologies, Inc. (CLLUA), bioMerieux SA (®paHuus), Enzo Life
Sciences, Inc. (CLUA), Stratedigm, Inc. (CLWA), Cytonome / ST LLC (CLUA), Cytek
Biosciences (CLUA) n Apogee Flow Systems Ltd. (BenukobputaHusa) (MarketsandMarkets,
2020).

TexHonorusa nNpoToyHasa uMTomeTpma so3meryaetca B CLLA Bo3smelleHre no nporpammve
Medicaid, nonyyaemoe 0TAeNbHbIMU 1A00PATOPUAMN CYLLECTBEHHO Pa3NyaeTcs B 3aBUCUMOCTY
OT pPas3/MYHbIX BO3MELLEHWMIA B pasHbIX LWTaTax M PasHOro 3KOHOMWUYECKOTO MOJOXEHWS
naumeHToB, 06cnyXunsaeMblx naboparopusamu (McCoy. 2001).
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K unccnefosaHuam, KOTOpble MoKasaHbl B MepByt0 ovepedb npu guarHoctuke MW, cornacHo
BMJ Best practice, oTHocATCA npoToyHad umTomeTpus (BMJ Best Practice, ccbiika
https://bestpractice.bmj.com/topics/ru-ru/596).

25.2. OnbIT ucnonb3oBaHWA B KasaxcTaHe, KagpoBbIA  NOTeHUMan,
MaTepuasnibHO-TeXHUYeCKoe obecrieveHve 415 BHEAPEHNUSA.
[aHHbIA MeToa NpuMeHsieTcs Ha 6ase Pecry6/MKaHCKOrO AMarHOCTUYECKOro LEeHTpa

KopnopatneHoro @®oHga «University Medical Center». o npefcrtaBneHHbIM martepuasam, B
3a5B/19EMOW TEXHOMOMMUN eXXEerofHO Hy)XXgatoTcs npumepHo 200 nauyneHToB. 3asButenb 061a8aeT
BCEM HEOOXOAMMbIM MaTepuasibHO-TEXHUYECKNM 06ecreveHemM 1 KafpoBbiM NOTEHLMANOM As
npoeeAeHus  (PEHOTUMUPOBAHUA MMMAQOUNTOB AN AMArHOCTUKM  MEPBUYHBIX
UMMYHOAEe(UUMTOB  C UCMOMb30BaHWEM MeTofda MPOTOYHON LMTOMETPUMM (MO  [aHHbIM
Pecny6nvMKaHCKoro gmarHoctuyeckoro ueHtpa KopropaTtmsHoro ®oHpa «University Medical
Center»).

2.6.KnnHnueckuii 063op
2.6.1. MeTtoabl, cTpaTermss mnoucka Mo KANHUYECKOM 3(PGEKTUBHOCTN W

6e3onacHocTun
Monck nuTepaTypbl NPOBOAUCA B 6a3ax [JaHHbIX MO AoKasaTenbHOW MeauunHe (AM):

PubMed, Cochrane Library and MedlinePlus.
KntoueBbIMM cnoBamm noucka 6biin: "Flow cytometry” AND “immunophenotyping” AND
"Immunodeficiency"

B npouecce noucka [oKasaTeNbCTB  UCMOMNb30BANCL — (DUILTPLI N0 AU3aiiHY
nccnefoBaHuiA, No garte nybnvkaumm (3a nocnegHue 5 net) n 06bekTy uccnegoBaHus (Jlroan).
Monck nuTepatypbl 6blT CY)XeH A0 CUCTeMaTUyeCKMX 0630pOB M MeTa-aHain30B. OfHaKo,
BbICOKOKQYeCTBEHHbIE ~ MCCMEAOBaHMS  C  BbICOKMM  YpPOBHEM  [oOKa3aTe/lbHOCTM A
(cuctemaTyeckmini 0630p 1 MeTa-aHanm3sbl, PKI1) He Obinv 06HapyeHbl. M0O3TOMY MOMCK
[0Ka3aTeNbCTB OblN pacluMpeH C OTK/IHOYEHVEM (DUIbTPOB; TakMM 06pa3oM, B 3KCMEPTU3Y Bbln
BKJ/IHOYEHbI 1CCNef0BaHNA ¢ 60/1ee HU3KMM YPOBHEM [0Ka3aTeNlbHOCTU U 0630pHas nnTepartypa.

KpuTepnn  UCKMOYEHNS:  3KCMEPUMEHTbI HA JKMBOTHBIX, HaMymMe COMyTCTBYHOLMX
OHKO/OIMYecKnx 3a60s1eBaHMin NN BTOPUYHBIX UIMMYHOAE(ULMTOB Y UCNbITYEMbIX.

[ns opMynMpoBKKN MccnefoBaTeNbCKOro Borpoca 6bi1a npumeHeHa mogens PICO (Tabnuua
1).
Tabnuua 1-Mogens PICO

Population MaumeHTbl C NOLO3PEHMEM HA MEPBUYHbIN
Monynaumsa UMMYHOAEMULNT
Intervention BmelatensCTso  MpoTo4HAs LIUTOMETPUS
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Comparator darotecT

Komnapatop VimmyHorpamma

Outcome KnuHnyeckas 7 3KOHOMMYeCKas
Vcxop 3(h(heKTMBHOCTb, 6€30MacHOCTb

Mpouecc oT6opa NuTepaTypbl NpeacTasneH npu nomowwm mogenn PRISMA (PucyHok 1).
Bcero 6bino HavgeHo 53 ny6nvkaumu, HO 6OMbLUMHCTBO M3 HUX ObII0 UCK/IKOYEHO ©3-3a
HECOOTBETCTBUSA KPUTEPUAM MOUCKA UM He OTHOCWU/IUCH K 13y4aeMOMy BOMpPOcCY.

Mpy npoBegeHMM Moucka gokasartenbcTs B PubMed npu nprMeHeHUW KHOYeBbIX (ppa3
"iImmunogram™ AND "primary immunodeficiency” AND "Phagotest"c ncnonb3oBaHnem
(unbTpoB nomcka «Meta-Analysis, Randomized Controlled Trial, Systematic Review, Humans»
ny6nmKaumin He 6b1710 BbISB/IEHO.

KomnapaTtopsbl

daroTecTt
daroTecT M3MepSeT NPOLEHT (aroynToB, NPOrNOTUBLLMX GAKTEPUM N MX aKTUBHOCTb. Habop

ONA TECTUPOBaHUA Ha (harouMTOo3 COAEPKMT MeudeHble (1yOpecLerHOM OMCOHU3NPOBaHHbIE
6akTepun Escherichia coli n gpyrue Heo6xoaumble peareHTbl. MeNapUHU3NPOBAHHYIO LIENbHYHO
KPOBb WHKYOGUPYIOT C MeyeHHoW dnyopecuenHoMm E.coli. 6aktepuii npu 37 0 C, obpasel
OTPULATENIbHOTO KOHTPO/A OCTaeTca Ha fibfy. daroumtos ocTaHaB/IMBAKOT, Nomellas obpasupbl
Ha nef 1, no6asnas pacteop Ans raweHns (Ha aHrn. QUENCHING SOLUTION) 3ToT pacTsop
MO3BONAET pasMyaTb MNPUKPENIEHNe W WUHTepHaIM3aUM0  GakTepuii 3a CYET ralleHus
thnyopecueHLnm FITC MOBEPXHOCTHOCBSI3aHHbIX  GaKTepuid, ocTaBNas HEW3MEHHO
(hyopecLeHLMI0 MHTEPHAIM30BaHHbIX YacTul,. [locne ABYX CTaguidi MPOMbIBKM CMbIBAOLLMM
pacTBOPOM, 3PUTPOLMTBLI YaanatoTes fob6aBneHneM nnsuHra. Pactesop ana okpawwmsaHus AHK,
[06aBNSeMbI HEMOCPEACTBEHHO Mepes NMPOTOYHLIM LUTOMETPUYECKUM aHa/IM30M, UCK/OYaeT
apTethakTbl arperaumMm 6akTepuin UM KNETOK. 3aTeM  aHaIM3MpYOT MPOLEHT  KETOK,
BbIMNOMHMBLUMX (PAroumuTos, a TakxKe UX CPefHIOH MHTEHCUBHOCTL (hlyopecLeHUmnn (KOMYecTBo
MPOrnoYeHHbIX G6akTepuin).1

daroTecT NPUMEHSIETCA NP :
PeunavBupytowe MHMEKUMN, MHDEKUMOHHbIE 3ab0MeBaHNS C XPOHWMYECKMM U 3aTSHKHbIM
TeYeHueMm.
Mofo3peHne Ha reHeTUYeCKM 00YCOBEHHbIN UK NPUOBPETEHHBI MMMYHOLEPULNT.
AyTOMMMYHHbIe 3a001eBaHNS.
OHKOoNornyeckume 3aboneBaHus.

10ORPEGEN Pharma. (2020). Retrieved 4 November 2020, from
http://lwww.cyto.purdue.edU/cdroms/cyto2/6/orpegen/html3/phago/des.htm
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O6CcneaoBaHNe PELMMMEHTOB 10 U NOC/Ee TPaHCM/IaHTaLUM OPraHoB.

O6cneaoBaHne  NaUWMEHTOB  Mepef,  CEPbE3HbLIMM  OMepPaTMBHBIMM  BMELLATENLCTBAMM.
OCNOXHEHHOE TeYeHVe NoCcneonepaLoHHOro nepuroza.

KOHTPO/b Tepanun UMTOCTaTKaMi, UMMYHOAEMNpPeccaHTaMy 1 UMMYHOMOAYNSTopaMu2

MMmmyHorpamma

VIMMyHOrpamMmma - 370 aHa/iM3 KpOBW, B KOTOPOM WCCMEAYIOTCA KOMMOHEHTbl WUMMYHHOM
CUCTEMBI. B HEM yUMTbIBAETCS KOMMYECTBO KIETOK (IeAKOLMTOB, Makpoaros uam (arowumTos),
NX NPOLEHTHOE COOTHOLLEHWE U (PYHKUMOHa/IbHAs aKTMBHOCTb, @ TAKXKEe «BEeLLecTBa», KOTOpble
3TN KNETKM BbIpabaTtbiBalOT - MMMYHOrnobynuHel (lIg) knaccoB A, M, G, E, KOMMOHEHTbI
CUCTEMbI KOMMN/IEMeHTa. MHOor4a B MMMyHOrpamme OnpefenstoT «rnaTtoornyeckne aHTuTena» -
aHTUHYK/eapHbIA akTop, peBMaTouaHbI (hakTop, aHTUTeNa K ochonunmgam n gpyrue.3

PucyHok 1- IMpouecc oT6opa nutepaTypbl PRISMA

2Phagocytic activity of leucocytes. Retrieved 4 November 2020, from https://www.invitro.ru/analizes/for-
doctors/2589/15529/

3PaclwmngpoBka MIMMYHOTPaMMbl - KNETKU UMMYHHOU cucTemsl 1 1g. (2020). Retrieved 4 November 2020, from
https://online.zakon.kz/Document/7doc id=35532096#pos=I;-105
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2.7.Pe3ynbTaTbl N0 KIMHUYECKOW 3(h(heKTUBHOCTY 1 6e30MacHOCTU.
Mo npodmnto GesonacHOCTW, Npoueaypa He MpeacTasnseT OnacHOCTU ANA nauueHTa

MOCKO/IbKY BbIMOMHAETCA in Vitro (BHE XXMBOro opraHn3ma).

Y Martinez-Gallo n Marina Garcia-Prat (2017), npoToyHas LUTOMETpUA MO3BOMSET
MPOBOAUTL ObICTPYHD U TOYHYHO WAEHTUMKaUMIO Ccyononynsumin  nMMgoumuToB, KOTOpble
UrpatoT BaXKHYIO POJb B OLEHKE M NMOHMMaHUKN Cepbe3HbIX 3a00/1eBaHNM, TaKMX Kak NepBUYHbIE
UMMYHOLEeUUATBI U APYTUX UMMYHHbIX 3a60/1eBaHuiA. puMeHeHne NPOTOYHOW LUTOMETPUN
npy oueHke T no3BONAeT OUEHUTb NPOAUMEPaLMIO NMMAPOLUTOB, BHYTPUKIETOYHbIE
M3MEHEHUs,  CBfi3aHHble C  aKTueauuenl W NPoAyKUMEen  UWTOKMHOB W Jpyrue
NMMYHO(YHKLUMOH&/IbHbIE aHOManiMnm 1 aedpekTol. Boldt et al. (2017) yTBepxpgatoT, u4TO
NPOTOYHaA LMTOMETPUS NO3BO/ISET BbISBNATL aHOMa/INM B NEpUPEPUYEcKoii KpOBM NaLMeHTOB C
MepBMYHLIM  UMMYHOAEeULMTOM.  ABTOPbI BbIZENAOT HECKO/IbKO 3TanoB npoueaypbl. Ha
nepBoM 3Tane npoLeaypbl PeKOMEeHLYeTCs MpoW3BECTU O06LWMIA 0630p KNETOK C MPOCTbIM
NMMYHO(DEHOTUNMPOBaHNEM B KNIETOK, eCcTeCTBeHHbIX Kunniepos, CD41 , CD81 wn paBaxapbl
oTpuuatenbHble T-knetkn ¢ HLA-DR / CD38 aHanusom ansa guddpepeHumanmmn  mexay
cyérnonynAaumsamm nMMGOLUMTOB C HOPMasbHOM M TSHXKENOW akTMBauusMu. Hanpumep, o6Liuid
KNETOYHbIA 0630p AEMOHCTPUPYET 3PMEKTUBHOCTL AJ11 06HapYXXeHWs aeduumuta B-KeTok npu
60ne3Hn bpyTtoHa; fecuunt CD41 n CD81 npu cuHapome An [JyKopoku; AbTepHATUBHO, 414
TSXKENbIX  KOMOUHMPOBAHHbIX MMMYHOLEUUUTOB Npu  OoTCyTCTBUM T- M unn  B-KneTok
MHOr006eLLatoLLMN ABMISIKOTCA CKPUHMHIOBbIE aHa/IM3bl HOBOPOXAEHHbLIX; OAHAKO 3TU TeCTbl
00bI4YHO MPOMYCKaT UMMYHOAeUUUT 6e3 rnybokon uuToneHun. LedekTbl T-KNEeTOK 4acTo
ObIBAIOT TSXKENbIMU U MeHee pPacnpoCcTpaHeHHbIMU. BPOXAEHHbIA MMMYHOZE(ULMT, Hanpumep
JeuuUT  KOMMJIEMEHT3, 4acTO He YyuuTblBaeTCA W, C/efoBaTeflbHO, OCTaeTca  He
[ANarHOCTUPOBAHHbIM.

Ha BTOpoM 3Tarne Heobxoauma fanbHenwas auddepeHupauma nogmHoxects T, B /[ nm
NK-knetok, Hanpumep, npu oo6LlieM BaprabenbHOM WMMyHoZepuuuTe WM cuHgpomMe [u
Lxopmxu.

Ha TpeTbem 3Tane, ()yHKLMOHa/IbHbIE TeCTbl HE3aMEHNMbI MPY MHOTUX UMMYHOAe(ULmMTaX,
Hanpumep, npu XPOHUYECKOIA rpaHyiemaTo3HoM 6one3Hun nnm CUHApOMe
rMnepuMMyHornobynmHa M.  ABTOpPbI YTBEPXKAAKOT, YTO MMMYHO(WEHOTUNNPOBaHKE AB/SETCA
XOPOLUO-CTaHAaPTU30BaHHbIM M TMOKUM METOLOM TOYHOW MAEHTU(DMKALMN W XapaKTepUCTUKN
KNETOK M UX (DYHKUMIA. [aHHbIA MeTOA NO3BONAET UAEHTUPULMPOBATL KINETKN U 0BHapY>KMBaThb
UMMyHHble fedekTol (Boldt et al., 2017). AHalOrMyHble MNONOXWUTE/IbHbIE OT3bIBbl O
NMPUMEHEHUM MPOTOYMHON UMTOMETPUM Oblnn  AaHbl Takashima et al. (2017). ABTOpbI
3aKNH0YaloT, YTO METOZA NOJe3eH B OLEHKE MMMYHHOrO CTaTyca B AUarHOCTUKE Y MeHeLKMeHTe
nauneHTos c M.



P Ha MXB «PecnybnnkaHCKuiA LEHTP pasBnUTUS 34paBOOXPAHEHUSA»
MuHUCTepcTBa 34paBooxpaHeHns Pecny6nmku KasaxcTaH

LieHTp 3koHOMUKN 1 OT3

Homep akcnepTusbl 1 gaTta CTpaHuya

OT,EI,EI'I OLUEHKN MeJNLIMHCKNX TEXHOMOrNiA
Ne 362 oT 13 aBrycTa 2020T. 13 u3 25

OTYeT OLEHKN MEANLIMHCKOW TEXHOMOTN

B wuccnepoBaHum Salzer et al. (2019) npuvMeHeHMe NPOTOYHON LMUTOMETPUM MOKa3ano
YyBCTBUTE/IbHOCTb 96% u cneunpuyHocTb 88% Yy MaUMEHTOB C  BPOXAEHHbIM
UMYHHOZE(UUNTOM, UTO YKa3blBaeT Ha AMArHOCTUYECKYH 3HauMMOoCTb MeToda. B gpyrom
nccnegosaHun, B nepuop c aHBaps 2001 no uioHs 2018 roga B MeAULMHCKOM LIEHTpe Samsung,
Ceyn, Kopesi, npoToYHas UUTOMETPUS, BKIOYad aHain3 cybnonynauuid  1MmgoumTos,
06Hapy>keHWe MOBEPXHOCTHBLIX WM BHYTPUKIETOYHbLIX GENKOB-MULLEHEN U (DYHKLMOHAbHbIN
aHaIM3 UMMYHHBIX K/IETOK, Oblna MpUMeHeHa B OTHOLUEHWM MauMeHTOB C NOAO3PEHWEM Ha
Hannuve ML (Kwon et al., 2020). 13 60 nauneHToB ¢ onpefesieHHbIM uav BepoATHbIM ML, B
COOTBETCTBUM C KpuTepusiMn EBponeiickoro oobLiectsa MMMYHOAe(UUMTOB, 24 nauueHTa
nofyyunu  MNOMe3Hy  MHGopMaumMio 06  MMMYHONOrMYECKOW — AUCHYHKUMWM  Moche
NepBOHaYa/IbHOr0 TECTUPOBAHWUS METOAOM MPOTOYHOM LUTOMETpUK. Pe3ynbTaTbl MPOTOYHOM
LUMTOMETPUN NpefocTaBunv  ybeauTeNbHble [JOKa3aTeNbcTBa [N  MOCTAHOBKM  [AMarHosa
TSXKENIOro  KOMOMHMPOBAHHOTO MMMyHogeuumTta (N = 6),  X-CUEneHHbIX XPOHUYECKMX
rpaHyfiemMaTo3HbIX 3ab6onesaHuin (N = 6), gedmumTa agresum neikouyntos tuna 1 (n = 3), X-
CBA3aHHON arammarnobynmHemuy (N = 11), ayTOMMMYHHOro MMEONPOIMGepPaTUBHOIO
cuHgpoma-FASLG (n = 1) n ceMeiHoro remogaroumMTapHoOro nMmgorncTuoumTosa 2 Tmna (n =
1), a Takke BO3MOXKHble [0Ka3aTe/lbCTBa ayTOCOMHO-peLeccuBHoro CGD (n = 2), ayTOCOMHO-
[JOMUHAHTHOIO runep-uMmyHornobynuHa E (IgE) -cuHgpoma (n = 1) n MyTaumia, CBA3aHHbIX C
yBenuyeHneM yHKUMn STATL - reHa, y4aCTBYHOLLErO B MOSIOXUTENBbHON PErynaumMm reHoB no
curHanam uHTepgepoHa méo tvna |, Tmuna W, uam tuna il (n = 1). MprMeHeHne NPOTOYHOM
LMTOMETPUN, OCOOBEHHO C M3BECTHLIMY 6ENKaMU-MULLIEHAMW 415 UMMYHHBIX KNETOK, 06/1erimno
Obl CBOEBPEMEHHYHO auarHoctuky MO u, Takum 006pa3oM, OKa3asio Obl MOAAEPXKKY B
NPUHATAN  KIMHWUYECKUX PELUeHNA C YNnydlleHVem KaMHu4eckoro pesynbtata (Kwon et al.,
2020).

Takum 06pa3oM, MpPUMeHEeHWe MPOTOYHON UWUTOMETPUM B AUArHOCTUKE MEPBUYHbIX
UMMYHOAE(OUUMTOB  [AEMOHCTPUPYET AMArHOCTUYECKYHD 3(h(heKTUBHOCTb WM 6e30MacHOCTb
meTofa. OfHaKo, B CBA3W C TeM, YTO [aHHble BbIBOAbl OCHOBaHbl Ha MCCNeAoBaHUsX C Gonee
HWU3KUM YPOBHEM [10Ka3aTe/IbHOCTU, YTBEPXAeHNe 06 abCoNMOTHOM ANarHOCTUYECKON LIEHHOCTU
MEeTO/a AB/ISETCA NPEXAEBPEMEHHbIM N TPebYeT Aa/lbHeLIEro n3yyeHus.

4. DKOHOMWYECKUIA 0630p
4.1. MeTogpl, cTpaTernst noucka no 3KOHOMMYeCKOM aPPeKTUBHOCTU
Monck nuTepaTypbl MPOBOAMICS B 6a3ax [aHHbIX MO A0Ka3aTe/lbHOM

meguumHe (OM): PubMed. KntoueBbiMM crnoBamu noucka obin: “"Flow cytometry” AND
"immunophenotyping” AND "cost-effectiveness”. B npouecce noucka 6bina HaigeHa TONbKO
oaHa nybnukauma «Managing costs in primary immunodeficiency: minimal immunophenotyping
and three national references» by Dias et al. (2019).



PI'T1 Ha MXB «Pecnyb6nnkaHCKWii LEHTP pasBnUTUA 34paBOOXPaHEHUS»
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OTuUeT OLEHKN MeNLIMHCKON TEeXHONOrnn

4.2. Pe3ynbTaTbl N0 3KOHOMUYECKOM 3eKTUBHOCTU (0My6/IMKOBaHHble 3KOHOMUYECKMe
OLEHKW, 3KOHOMWYECKMe pacyeTbl C Y4YeTOM [AaHHbIX KasaxcTaHa, CTOMMOCTb

CyLLeCTBYOLLNX MeToA0B B KasaxcTaHe).
B wuccnepoBaHun Dias et al. (2019), aBTOpbl OLEHUNM 3KOHOMWUYECKYHD 3PPEKTUBHOCTb

KOMIMYECTBEHHOIO OnpefeneHns NOAMHOXECTBA IMMDOLMTOB METOAOM NPOTOYHOW LIUTOMETPUN
y [JeTel ¢ nopospeHMem Ha Haamuve MWL B bpasunmn. B OTHOWEHMM CTOMMOCTM
NMMYHO(EHOTUMMPOBaHNSA, NpefnaraeMas naHesb MMMQOLUTOB CD8-
FITC/CD56-PE/CD45-PerCP/CD19-APC/CD4-V450/CD3-V50 conpoBoXaanacb CTOMMOCTbHO
B pasmepe 183.90 gonnapos CLUA 3a TecT u 49,285.20 gonnapos CLLUA 3a 268 TecTtoB. Ecnm
NCMONb30B/IOCh MUHUMa/IbHOE MMMYHO(EHOTUNMPOBaHWe 6e3 numgoumTos CD8. cTOMMOCTb
TecTa CHwkanacb ao 180.53 gonnapos CLUA. YuuTbiBad pPefKOCTb AedmumTa ecTeCTBEHHbIX
kunnepoB (NK), B cnyuyae ucknoueHus cyononynsaumm CD8 numdgoumTtoB n NK 13 naHenu
MMMYHOMEHOTUNUPOBAHNSA, CTOMMOCTb 3a TECT CHU3WNach 6bl Ha 176.70 gonnapos CLLUA 1 Ha
47,355.60 ponnapoB CLLIA 3a 268 TectoB. 3a uckoueHnem CD8 numdoumtos, BCero 06bino
cakoHomneHo 3,37 ponnapa CLUA Ha TecT u 7,20 gonnapos CLUA, ecnn He Tectupytotcs CD8
n NK. ABTOpbl MUCCNefOBaHUSA YTBEPXAAKOT, YTO MUHUMa/IbHOE WMMMYHO(EHOTUMNMPOBaHME
NMeeT MOTeHUMaslbHyl0 LeHHOCTb Ana  auvarHoctuku AL n  3KOHOMUT  pacxofdbl B
pa3BMBAOLLIMXCA CTpaHax.

Pacxofbl B KOHTeKCcTe KasaxcTtaHa
3assutenem Oblna npeacraefieHa OLleHOYHasA Ka/IbKynsiyums CTOMMOCTH

UMMYHO(EHOTUNNPOBaHMA. KanbKynauns cTOUMOCTU UMMYHOMDEHOTUNUPOBAHUA NUMPOLUTOB
npeacTasneHa B Tabnuue 2.

[aHHble TeCTbl NPUMEHAKOTCA ANA AWMArHOCTUKW MEePBUYHBLIX WUMMYHOAEMULUTOB, THKENbIX
KOMOUHMPOBaHHbLIX X-CLEMIeHHbIX arammMarnioby/IMHeMMWiA, XapakTepusyoLmecs OTCYTCTBMEM
(PYHKUMOHAMbHBIX  T- 1 B-nMM(OLMTOB COOTBETCTBEHHO. bBe3 CBOEBPEMEHHON paHHel
OVNAarHOCTUKN U NeYeHns AeTU C YKasaHHbIMW MaToIorMsaMmn CTpajatoT OT MH(EKLUOHHBIX
3a60/1eBaHUA C TSHKE/bIM TEYEHMEM, YTO MPUBOAUT K MX WHBaMausaumm uaum cmeptu (no
npesCTaB/ieHHbIM MaTepuasiam 3aaBuTesns).

Tabnuua 2 - KanbKynsayms cToMMocT UMMYHO(EHOTUMMPOBaHNS TIMMGOLUTOB

TexHonorusa MaTepuasibHo- CebecToMMOCTb
TEXHUYECKME TexHonoruu (B Tr)
pacxofbl (B Tr)

VIMMyHOheHOTUNPOBaHKE PErynsaTopHbIX T- 3757. 82 4 993,37

numgoumtos (CD4+/CD25+/CD127-meTofom
NPOTOYHOM LUUTO(DNYOPUMETPUN



P Ha MXB «PecrnybnmKaHCKUn LeHTP pasBUT S 34paBOOXPaHeHNSA»
MwuHucTepcTBa 34paBooxpaHeHns Pecnybnvku KasaxcTaH

LieHTp 3koHOMUKN 1 OT3

Momep akcnepTu3bl M gaTa CTpaHuua

OTAen OUEHKN MeAULMHCKUX TEeXHOM0rnu

Ne 362 oT 13 aBrycTa 2020r. 15 un3 25
OTueT OLEHKU MG,EI,I/ILI,VIHCKOI\/'I TEeXHONornnm

VIMMyHO(eHOTUNNPOBaHNE TUMUYECKUX 6 999,26 8 174,80
murpaHTos (CD3+/CD4+/CD31+/CD45RA+)

METOZOM MPOTOYHON LUTOhIYOPUMETPUN

IMmmyHoteHoTUNMpoBaHe DNT 543111 6 606,65
(Oabn HeraTBHbIX T-NMMMOOLNTOB

(CD3+/TCR+/CD4-/CD8-/) MeTo40M MPOTOYHOW

LUTOMETPUU

VIMMyHOheHOTUNNPOBaHWE B -numdoumToB 574321 6 918,75
namatn (CD19+/IgD+/CD27+) meTofomM

NPOTOYHON LIUTOMETPUM

ViMMyHO(eHOTUNMPOBaHME TPaH3UTOPHBIX B- 4 256,98 5432,53
numdoumtos (CD19+/CD24+/CD38+)MeKW>M

MPOTOYHOW LIUTOMETPUM

VIMMyHobeHOTUNMpOBaHWe He3penbix B- 4 127,27 5 302,81
nugpoumtos (CD19+/CD38-/CD21-) meToaoM

MPOTOYHOM LUUTO(DNYOPUMETPUM

ViIMMyHO(eHOTMNNpPOBaHNe PerynaTopHbIX B- 3 303,85 4 479,39
numdoumtos (C019+/C020+/C05+)meToa0M

MPOTOYHON LUUTOMIYOPUMETPUN

iMmyHogeHOTMNNpoBaHNe MHBapMaHTHbIX NK, T- 4 679,69 5 855,23
NK KneToK MeToI0M MPOTOUHON

LMTONYOPUMETPUM

OnpepgeneHne akTUBHOCTN MeTabOoIMYECKOr0 11 588,99 13 267,50

B3pbiBa B flelKkoumTax "darobypcTt TecT"MeTOAOM
NPOTOYHON LUTODIYOPUMETPUM

CornacHo npuKasy K.0. MuHWUCTpa 3mpaBooxpaHeHus Pecny6nuky KasaxcTtaH OT

30 okTabpa 2020 roga Ne KP OCM-170/2020 «O6 yTBepXAeHUN TapuoB Ha MeLVLMHCKME
ycnyru, npegocTaB/iseMble B paMKax rapaHTMpOBaHHOro obbema 6GecriaTHON MeAMLMHCKON
nomMowy u B CUCTeMe 00653aTeflbHOTO0 COLMaIbHOrO MeAMLMHCKOIO CTpaxoBaHus» , B
[eCTBYOLLEM TapudmKaTope NpeacTas/ieHbl Tapugbl Ha:

nccnefoBaHne UMMyHorpammbl - 1 173,20 TeHre

onpegeneHve B n T -numdoumnTtos - 741,06 TeHre

NMMYHO(DEHOTUMNPOBaHWE "MaHesb 41S OnpeaeneHus UMMYHHOro crartyca (6 nmap)" B
KPOBM METOAO0M MPOTOYHOM LmTothyopumeTpum - 14 041,68 TeHre
MMMYHOheHOTUNNPOBaHNE "tparounTos” B KpoBu METOZ0M MPOTOYHOM
untohnyopumeTpumn-2 705,10 TeHre

NMMyHo(eHoTUNMPOBaHWe (knactepa aguddepeHumposkm) CD 3+ B KpoBW METOAOM
NPOTOYHON unTodyopumeTpun-3 646,48 TeHre



P Ha MXB «PecnybnKaHCKNn LeH TP pasBuTUSA 34paBOOXPaHEHNSI»
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*  VMMYyHO(beHOTMNUPOBaHNe Fagotest B KPOBM METOLOM MPOTOYHOW LMTODIYyOpPUMETPUM-

5266,95 TeHre.

Mo maTepuanam 3asBuTens, MMMyHO(eHOTUNMpPOBaHMe “lMaHenb AN onpefeneHus
MMMYHHOTO cTaTyca (6 nap) B KpOBM" METOAOM MPOTOYHOM UMTOMeTpun - OnpegeneHuve
MMMYHHOrO cTatyca (6 nap) B KpOBM METOAOM MPOTOYHON LMTOMETPUM MO3BOJISET MPOBECTU
OLEHKY COCTOSHUS MMMYHHOW CUCTEMbl 4enoBeka. [aHHbliA MeTOZ MO03BONMSET C MOMOLLBHO
MOHOK/IOHa/IbHbIX  aHTuTen (MAT), nytem cneyvanbHOM NPO60NOArOTOBKM, OMNPeaenvThb
aHTUTEHHblEe  KNIETOYHble  CTPYKTYpbl, 0ObeAWHEHHble O6LWMM  TEPMMHOM  «KnacTepsbl
anddepeHunpoBkn-CO».COBOKYNHOCTb  TaKMX MOJIEKY/T OTpaXkKaeT (PEHOTUM  KIeTOK WU
Mo3BO/IAET YCTAHOBUTL MOKas3aTenn, XapakTepusyrolime KONMYECTBEHHYHO U (DYHKLMOHANIbHYHO
aKTMBHOCTb K/IETOK MUMMYHHOW CUCTEMbl. BK/HOYaeT KneToYHOe 3BEHO MMMYyHMUTETa - 0bLlee
Konmuectso T 1 B-numdoumntoB 1 nx nonynsaumn. B komniekce obpasyeTtcs 6 nap nokasarenen
nvmmMmyHo cucutembl: CD 3 (T-numdoumntsl), CD 3+/CD 4+ (T-xennepsl),CO 3+/CD 8+ (T-
untoTokcuyeckue numdouuntsl),CD 19+/CD 3- (B-numdouuntsl),CO 3-/CD  16-56+ (NK-
KneTtkn), CD 3+/HLA-DR+ (3penble akTMBUPOBaHHbIe T-MMQOLNTLI).

Kak BugHO 13 Tabnuubl 2, UMMYHOMEHOTUNUPOBaHWE pa3HbIX MOArPYNn KNeTok
XapaKTepum3yeTcs pasfIM4HON CTOMMOCTbLIO. Hanpumep, caMbIM 3aTpaTHbIM TECTOM SB/ISIETCA
onpeaeneHne akTMBHOCTU MeTaboIMYecKoro B3pbiBa B nerikounTtax "darobypcT TecT" MeTo4oM
NMPOTOYHOM uuTonyopumMeTpuUn no CpaBHEHUIO c ApyruMu BapuaHTaMu
NMMYHO(heHOTUNMPOBaHWA. lMpefcTaBNeHHbIe B TapUUKaTope TEXHOMOTUN UCMONb3YOTCA ANA
OLeHKM COCTOSHUA UMMYHHOW CUCTEMbI, YTO MOXKET CBUAETENIbCTBOBATL O TOM, YTO 3asB/isieMas
TEXHO/IOMMS MOXKET ObITb 3aMEHAEMOIA.

3aTpatbl  Ha UMMYHO(DEHOTUNUPOBAaHME  PEryfiaToOpHbIX  T-1MME(OLUTOB
(CD4+/CD25+/CD 127-MeTOflOM MPOTOYHOM UMTO(yopumMeTpun B 4 pasa 6osnblle Mo
CPaBHEHVIO C MWCCMefoBaHWEM WMMYyHOrpaMMmbl, B 2 pas3a 00/blle MO CPaBHEHWUO C
UMMYHO(EHOTUNNPOBaHMEM "(paroumTo3s” B KPOBM METOAOM MPOTOYHON LUTO(IYOPUMETPUN.
CebecTomMmOCTb NMMYHO(EHOTUMMPOBAHNA TUMUYECKUNX MUTrPaHTOB
(CD3+/CD4+/CD31+/CD45RA+) mMeTOOM NPOTOYHOW UMTOGNIYOPUMETPMM B 2 pa3a 60/bLue
Mo CpaBHEHUIO C MMMYHO(eHOTUNMpPoBaHWeM (Knactepa AugdepeHunposkn) CD 3+ B Kposu
METOAOM MPOTOYHOM umTOthnyopumeTpun, 8 174,80 npotme 3 646,48 TeHre. Pacxogbl B
KOHTEKCTEe B/IMAHWSA Ha GHOMKET npefcTaBneHbl B Tabnuue 3 ¢ nepepacyeToM Ha OLEHOYHYHO
pacnpocTpaHeHHocTb ML, B KasaxcTaHe.



I/ﬂ- P Ha MXB «PecnybiMkaHCKUiA LeHTP pa3BUT WA 34paBoOXpaHEHNSA»
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OTUET OLEHKN MEAVLIMHCKO TEXHOMOTM

Tabnuua 3 - T[ofoBble O6HOMKETHbIE pacxodbl MMMYHO(EHOTUNUPOBAHUS C YYeTOM
OLIEHOYHOWM pacnpocTpaHeHHocTn MM B KasaxcTtaHe

HanmeHoBaHWe TexHoMornm Pacxogpl B rog Ha 1600 yen.
(B Tr.)

MiMMyHOdeHOTUNMpoBaHMe perynaTopHbiX T-AMMGoLnUTOB 7988 800
(CD4+/CD25+/CD 127-mMeTOA0M NPOTOYHOIA
LMTONYOPUMETPUM
iMMyHOdeHOTUNNpOBaHMe TUMUYECKNX MUTPaHTOB 13 078 400
(CD3+/CD4+/CD31+/CD45RA+) MeTo0M NPOTOYHOM
LuToyopumMeTpun
MmmyHotheHoTUNuposaHne DNT (Jabn HeraTuBHbIX T- 10 569 600
nnmgoumntos (CN3+/TCHA+/CN4-ICN8-/)MeTof0M NPOTOUHOM
LUTOMETPUN
ViMMyHoheHOTUNMPOBaHMe B -nMMpOLMTOB NamaTu 11 068 800
(CD19+/1gD+/CD27+) MeTo40M NPOTOYHOM LMTOMETPUN
VIMMyHO(heHOTUNMPOBaHMEe TPaH3UTOPHBIX B-nMdgoLmToB 8 691 200
(CD 19+/CD24+/CD3 8+)MeToA0M NPOTOYHOM LIMTOMETPUM
ViMmmyHOogeHOTUNNPOBaHWe He3penblX B-nupounTtos 8483 200
(CD19+/CD38-/CD21-) MeTofoM NPOTOYHOM
LMTONYOPUMETPUM
VIMMyHOheHOTUNMPOBaHKE PErynsaTopHbIX B-nmmdoumnTos 7 166 400
(CLLI9+/CM20+/CM5+)MeTOA0M NPOTOYHOM
LMTOTyOpUMETPUN
MimmyHopeHoTUNMpoBaHue nHBapuaHTHbIX NK, T-NK KieTok 9 368 000
METOZOM MPOTOYHOM LUTODIYOPUMETPUM

21 227 200
OnpefgeneHne akTUBHOCTU MeTaboMYeCKOro B3pbiBa B
neiikoumutax "darobypct TeCT"METOAOM MPOTOYHOM
uuTonyopuMeTpmn

5. BaXkHOCTb [/19 CUCTEMbl 34paBOOXpPaHeHuss  (MCUMXO0MIOrNYEecKue, coumaiibHble Y

3TUYECKME  acMeKTbl, OpraHM3aLUMOHHble U MNPOMECCUOHANbHbIE  MOC/EACTBUS;
3KOHOMMYECKME MOCNEACTBUA: NOCNeACTBUSA ANt PECYPCOB)

MepBUYHbIE oOXuaaemble pe3ynbTarhbl: YnydileHune AMarHoCTUKN
UMMYHOLEPUUUTHBIX COCTOSHWUIA, 4TO OYyfeT CnocobCTBOBaTb CBOEBPEMEHHOW MOCTaHOBKE
AMarHosa 1 Hauany npaBUIbLHOIO NIeYeHMs.



P Ha MXB «PecnybiMKaHCKUiA LeHTP pa3BUT s 34paBoOXpaHEHNSA»
MuHMCTepCcTBa 34paBooxpaHeHunst Pecrnybnnkm KasaxcTaH
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OTueT OLEHKM MeANLIMHCKON TEeXHOMOornm

BTopunuHble oXXngaemble pe3ynbTaTbl: Yay4lleHne pe3ybTaToB /leYeHUs MaumeHToB C
MepBUYHbIMA  UMMYHOZE(UUUTAMIN, YTO 3HAYMTENIBHO  CHWU3UT M/IaEHYECKYH0 U [eTCKYH0
CMEPTHOCTb M YPOBHSI WHBa/MAHOCTU (M3 MaTepuanoB PecnybnMKaHCKUA AuarHOCTUYECKMi
LeHTp KopnopatmeHoro ®oHaa «University Medical Center»).

MCcUX0NOrMYecknx, aTUYECKMNX, OpraHn3aLMOHHbIX 1 NPOMECCUOHA/IbHBIX MOCNEACTBUIA He ObII0
06Hapy>XeHo.

MpaBoBble acnekTbl TexHosornn: B 2017 rogy, Komutetom thapmaumm MunHucTepcTea
3apaBooxpaHeHns Pecny6nmkm KasaxcTaH BblgaHO paspelleHne Ha Habop peareHToB Ans
NMMYHO/IOrM4eckoro aHanmsa (Homep: KZ80VBYO00035553, pata: 13.09.2017;  Homep
KZ61VBY00036089, gata: 21.10.2017) (no faHHbIM Pecnyb/MKaHCKOro AmarHOCTUYeCKOro
ueHTpa KopnopatmeHoro ®oHga «University Medical Center»).
3asBnisemMas TEXHONOrMA NpeAnaraeTcs B KAYeCTBE JOMOHEHNSA K Ae/CTBYHOLLENA NPaKTUKe.

6. O6cyxaeHve (KpaTKoe U3/I0KEHWe pe3y/ibTaToB, 00CYXXeHWe pefieBaHTHOCTU)

CornacHo BK/HOYEHHbIM B OTYET UCCMef0BaHWAM, (PeHOTUNPOBaHME NMMQOLUTOB AN
ANarHOCTUKN  NEPBUYHLIX  UMMYHOAE(MUUUTOB €  UCMONb30BaHWEM MeTofda MPOTOYHON
LMTOMETPUN SIBNSETCS NOTEHUMIbHO AMarHOCTUYECKN IPMEKTUBHOM TexHonorneid. OfHaKo, Ha
HaCTOAWMIA MOMEHT B MUPOBbIX 6a3ax [faHHbIX MO [JOKa3aTe/flbHOM MeauuuMHe HeT
BbICOKOKAYeCTBEHHbIX WCCMEf0BaHUA YPOBHA  [OKa3aTeNlbHOCTM A, 4YTO He Mo3BoNseT
yTBEPXaTb 06 abCOMOTHON YYBCTBUTEIbHOCTU U CNELUHUYHOCT METOZA.

C nosvuum 3KOHOMMYECKON 3(eKTUBHOCTM MeTofa, cornacHo Dias et al. (2019)
MUHUM&/IbHOE ~ MMMYHO(EHOTUMMPOBaHWEe  CMOCOOGCTBYET ~ 3KOHOMWM  pacxofoB B
pa3BMBatOLMXCA CTpaHax. TeM He MeHee, OAHO3HAauYHble BbIBOAbl HE MOTYT ObITb CAeNaHbl Ha
OCHOBEe OJHOro uccnefoBaHns. HeobxoanMmo fanbHenllee NpoBefeHue UCCefoBaHUA C UMb
N3YyYeHNS KIMHUKO-3KOHOMMUYECKON 3(D(heKTUBHOCTM JaHHOMO AMarHoCTUYECKOro MeToja.

B feicTBylolleM TapugukaTope Ha MeAUUMHCKWE YCMYrW, OKasblBaemble B pamMKax
rapaHTMPOBaHHOIO obbema GecniaTHOM MeAMLMHCKON MOMOLWM MU B CUCTEMe 06s3aTeflbHOro
cCouManbHOro  MeAMLMHCKOrO  CTpaxoBaHWA  MpeAcTaBfieHbl  YCAyru:  UCCnefoBaHue
NMMyHOrpamMmbl, onpegeneHne B n T -niuM@OLMTOB, UMMYHO(EHOTUNUPOBaHME "NaHenb As
onpeaeneHns MMMYHHOro ctatyca (6 nap)" B KpoOBM METOAOM MPOTOYHOW UMTOQTYOPUMETPUN,
NMMYHO(EHOTUNMPOBaHWe "“tharoumTos” B KPOBWM METOAOM MPOTOYHOM LMTODIYOPUMETPUN,
MMMYyHO(eHOTUNMpOBaHWe (Kknactepa andpepeHurposkn) CD 3+ B KPOBU METOLOM NPOTOYHONA
LUMTOIYOPUMETPUN, U UMMYHO(EHOTUNMPOBaHMe Fagotest B KPOBM METOAOM MPOTOYHOM
LMTO(NYOPUMETPUN.

TexHonorua NpoTovHasa LMTomeTpua Bosmellaetcd B CLUA. Bo3mellleHre no nporpaMme
Medicaid, nonyyaemoe 0TAeNbHbIMK 1a60PATOPUAMI CYLLLECTBEHHO Pa3nNyaeTca B 3aBUCUMOCTY
OT pas3/INyHbIX BO3MELLEHWA B pasHbIX LITaTax W pPa3HOro 3KOHOMUYECKOro MOJI0KEHNA
naLueHToB, 06CY>KMBaeMbIX 1abopaTopUIMM.
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7. BbIBOAbl, NPEUMYLLECTBA U HELOCTaTKN MeTofa
MpenmyLLECTBOM 3asB/ISEMON TEXHOMOTUW SBNAETCH OAHOKPATHOE €ee MPUMEHEHVE U

BO3MOXHOCTb M3Y4YeHWs K/IETOK B MPOTOKE, YTO MO3BOMISET UCCNeA0BaTb [AaHHble KIETKWU Mo
OTAeNbHOCTU. Kpome TOro, mMpoToYHas UMTOMETPUA MO3BOMSAET MNPOBECTU ObICTPbIA aHann3
60NbLIOr0 KONMYECTBA KIETOK, OAHOBPEMEHHLIN aHa/IM3 PasHbIX NMPOLECCOB U KOMMYECTBEHHOE
N3MEepPEHNe WHTEHCUBHOCTU (ayopecueHumn. Ho yTBepXAaTb O BbICOKOW [MarHOCTUYECKOM
3(PeKTUBHOCTN METOAA NPELCTaBNAETCA CNOXKHBIM, MOCKO/bKY YOeanTeNbHbIX [0Ka3aTeNbCTB
3(PeKTUBHOCTN B MUPOBbIX 6a3ax AaHHbIX MO A0Ka3aTe/IbHON MeAMUMHE Ha AaHHbIA MOMEHT
He[l0CTaTO4HO. ViccrnefoBaHUiA C YPOBHEM [OKa3aTe/lbHOCTM A (BbICOKWIN YPOBEHb) - HET, 3TO
CBA3aHO C pefKo/  BCTPEYaeMOCTbKO  MEPBUYHbLIX  MMMYHOZE(UUMTOB B  NOMNYSALMMN.
BK/IHOUEHHbIE B OLIEHKY WCCNefOBaHMS He NO3BO/MAKOT cAenaTb NONOXKUTENbHbIX 3aK/IHOYEHUI B
No/b3y 3asB/ISEMO TEXHOMOTUN.

Mpn cpaBHEHUWN AMArHOCTUYECKMX KPUTEPUEB B MEXAYHapOAHbIX PeKOMeHAaumsx co
CBeAeHUAMW, NpeACcTaBNeHHbIMU 3asBUTeNeM, ObI0 BbISBIEHO, YTO MMMYHO(EHOTUNNPOBaHME
DNT (ga6n HeratmHbiX (CD3+/TCR+/CD4-/CD8-/) T-num{ouMTOB NPUMEHAIOTCSH B KayecTBe
KpUTEPUS AUAarHOCTUKN ayTOMMMYHHO-MMGONPOINGepPaTUBHOINO CUHApPOMa. B OTHOLLEeHUN
APYrMX MPeasioXKeHHbIX  METOAOB, CBUAETENbCTBYHOWMX O HEAOCTATOMHOCTU KO/MYecTBa
MMMYHOKOMMETEHTHbIX K/IETOK OnpefenéHHOro 3BeHa WMMYHHOW CWUCTEMbI WU CTagun
MMMYHHOTO OTBETa, CBEAEHMWI O KIIMHWYECKON 3HAYMMOCTU 3TUX TECTOB He BblfI0 06HaPYXKEHO.

Takke cnegyeT YuuTbiBaTb pPeAKYH) 4acTOTy BCTpeyaemMocTu 3abofeBaHuA U
OAHOKpaTHOE MNPUMEHEHVEe TeCTUPOBaHWS, B CBA3M C YeM, MpPeACTaBnseTcsd BO3MOXHbLIM
paccMaTpuBaTh TONbKO 1TeCT /14 PeLleHns BONpPOCca O X BO3MELLEHUN.

YpoBeHb fokasatesbHocTn - C

8. TMpunoxeHus (CNNCOK MTepaTypbl, TAGNULbI, PUCYHKMN)

1 0630p wuMMyHOOehUUNTHBIX cocTosHuiA (Overview of Immunodeficiency
Disorders) - WVmmyHonorus;  Annepruyeckue pacctpoirctsa - CnpaBoyHMK  MSD
MpoeccroHanbHasa Bepcus

2. Primary immunodeficiency - Symptoms and causes. (2020). Retrieved 4 August
2020, from https://www.rnavoclinic.oru/diseases-conditions/primarv-
immunodeficiencv/svmptoms-causes/syc-20376905

3. Shillitoe, B,, Bangs, C., Guzman, D., Gennery, A., Longhurst, H., & Slatter, M. et
al. (2018). The United Kingdom Primary Immune Deficiency (UKPID) registry 2012 to 2017.
Clinical & Experimental Immunology, 192(3), 284-291. doi: 10.1111/cei. 13125

4. Teachey D. T. (2012). New advances in the diagnosis and treatment of
autoimmune lymphoproliferative syndrome. Current opinion in pediatrics, 24(1), 1-8.
https://doi.org/10.1097/MOP.0b013e32834ea739
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Tabnmua 4 - Pa3nnyHble TeCTbl UMMYHO(EHOTUMMPOBAHUA Y UX Ha3HAYeHWe

HanmeHoBaHUue

TecTa

Ha3Ha4yeHue TecTa

NCTOYHUKM

MmyHOoeHOTUNMP  TsXKenbliAi KOMOGUHUPOBAHHBIA UMMYHOAEMULAT 1 M.B. benesLgs,

OBaHue (TspKenas KOMOMHUPOBaHHasA C.O.lWapanosa , T.A. ¥rnosa
perynaTopHbIX T- MMMYHHas HefocTaToOMHOCTL-TKUH) - reHeTuveckn " MNepBMYHbIe

NUMQOLUNTOB 06YC/OBNEHHBI MvmMyHogehmumnTbl" MUHCK
(CD4+/CD25+/CD1  mMMyHOAE(MUNT, XapaKTepusyoLwuiics 2016r.

27-mMeTofOM NPaKTUYeckKn NoJIHbIM OTCYTCTBUEM 3penbIX T- 2. .B.KoHpgpateHko , A.A.
NPOTOYHOM NUMQOLMTOB NPU HANNYUKN UK OTCYTCTBUN B- 1 bonotoB "lNepBUYHbIE

uuToNyopuMeTpUn

HK-nnumdounToB, UYTo BeAET K paHHUM, KpaiiHe
TSOKENbIM MHADEKLMSAM BUPYCHOW, 6aKTepuanbHOW 1
OMMOPTYHWUCTUYECKON MPUPOJL! U B OTCYTCTBME
naTtoreHeTUYeCcKoM Tepanuu, CMepTy B MepBble B8a
rofia XXu3Hu.

O6wan yactota TKNH 1:50000 HOBOPOXAEHHbIX. X-
linked lymphoproliferative disease, XLP) siBnsetcs
PeLKNM HacnefCcTBEHHbIM 3a60/1eBaHUEM,
XapaKTepu3yLLUMCS HapyLLeHUEM
AnhdepeHLMpoBKN T-XeNnepos, Npu KOTOPbIX
METOA0M MMMYHO(EHOTUMMPOBAHWE BbIABAAIOTCA

mmyHogeduumtbl", Mocksa
2005r

3. Barnett E. V., Winkelstein
A.,Weinberger H.G.,"
Agammaglobulinemia with
poliarthtits and subcutaneous
nodules". 2000r

4. VIMMyHONOrns LeTcKoro
Bo3pacTa (nog pea. npod.
A.HO.LLLep6uHbI 1
npog.E.A.MawaHosa)- M.: U
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PE3KOEe CHUXKEHWE WIN MOMHOe OTCYTCTBME
perynaTopHbix T-numdounuTos
(CD4+/CD25+/CD127-).

MWA HacneacTBeHHble 3a601eBaHNsA UK
cnopagnyeckune, 06ycnoBneHHble gedeKTammn reHos,
o6ecrneynBarLL X pa3BUTE NMMYHHOI CUCTEMbI U
KOHTPONMPYIOLWMX UMMYHHbIW OTBET, B pe3ynbTare
KOTOPbIX MOBBILLIAETCA BOCMPUUMUYUBOCTL K
NHpekunam. Kom6uHMpoBaHHble T/B KNeTOYHbIE
UMMYHOZeULUTBI, MPU KOTOPbIX METOLOM
MMMYHO(EHOTUNNPOBAHWE BbISB/AIOTCA Pe3Koe
CHUWXEHWe 1Unn NosIHoe OTCYTCTBME TUMNYECKUX
mMurpaHToB -CD3+/CD4+/CD31+/CD45RA+.

1 TKNH:

2. Apyrne KOMOMHMPOBaHHbIE UMMYHOAEPULMUTHI;
3. VIMMyHOZeuLmMTbl C NpenMyLLecTBeHHO AT
fLethekTom;

4. InarHoCTnKa TakKnX CUHAPOMOM KakK:

-CuHgpom BuckoTT-Ongpuny;

- Tumunueckme petekTsl; CuHgPOM An-Ixxopaxu.
- N'vnep-IgE cuHapom u ap.
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AYTOVMMYHHBIA MM onponngepaTMBHLIA CUHAPOM
(ANMNC). HapyweHne reHeTUYeCKOro KOHTPONS
anonTosa MMMgoLunToB.BhisenseTcs nyTem
onpeeneHns ABaXKabl HeraTMBHbIX T-IUMAOLMTOB
CD3+CD4-CD8-TCRab+. AnarHoctuyeckme
KpuTepumn:

MauueHTbl ¢ XpoHMYecKoi non-malignant
numdgoageHonaTued nnnm cnneHoMeranuei, ¢
yBennyeHHbIM KonnyecteoM DNTCs (double-
negative T cells) (>1% oT 06wero KonnyecTea
nmmoumnToB unm > 20kN/MKn)

OBWVH - 310 rpynna 60n1e3Heid, Np1 KOTOPbIX
HapyLleHa NpoayKLmMs UMMYHOT100Y/IMHOB 1
3alWUTHBIX aHTUTen. KnnHnyecku atu 601e3Hu
NPOSABASAKOTCA NOBTOPAOLLMMUCS 0BbIYHO
6aKTepuanbHbIMU MHPEKLMAMK, ayTOMMMYHHOM
natosiornein u gap. OBVIH nauueHTbl UMetoT
HapyLueHns B NocT-Ag-B KneTouHOM pas3BuTun. :
BpoxgeHHas arammarnobynuHemus. unep IgM-
cuHApoM. CHueHue (Tspkenas pegykums) CD27+
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nccnegosaHne B-numdountos
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/CD21-) meTofOM
NPOTOYHOWA
LUTOhNYyOopUMETPUN
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OBaHue
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TakxXe K gpyrum sugam BbisisneHns OBUH
776-

oTHocKTCA: VIMMYHO(EHOTUNNYECKOE UCCNe0BaHNe
B-numdountos, MIMMyHONOrMYeCKue napameTpbl 4ns
yrny6neHHOro onpejeneHus B-numdountos
BK/IHOYAA CeaytoLive MapKepsbl
CD19+CD24++CD38++, CD 19+CD38++IgM++;
npu KOTOPbIX HapyLleHa gnddepeHUNPOBKa B
nnasmMaTuyeckue KneTku.

Takxe K gpyrum Bugam sbissneHns OBUH
OTHOCUTCA: BbifBNeHne AyTopeakTUBHLIX B-
NUMQOLMTOB € NapaMeTpamu Ansa yriny61eHHoro
onpegeneHns B-numdounToB BKIOYAS CreaytoLime
MapKepbl: (YHKLWOHabHO-He3penble B-nnMbounTsl
(CD19+CD21-, CD19+CD21-CD38-, CD19+CD21-
C038++YBennyeHue yncna He3penbix CD21- B
cells;

Takxe K gpyrum sugam BbisisneHns OBVH
OTHOCUTCA: BbiiBNeHve akTUBHO-
NPONNGEPUPYIOLLUX KNETOK C NapaMeTpamu Ans
yrny6neHHoro onpegeneHus B-numgounTtos
BK/tOYaNW B cebs cnefytolne MapKepsbl:



P Ha MXB «Pecnyb6nnkaHCKWiA LeHTP pasBnuT s 34paBoOXPaHEHMS»

OTAen OLUeHKN MeAULMHCKUX TEeXHOMOornii

5+)meTogom
NPOTOYHOWA
uuMToNyopumMeTpUn
VimmyHoeHoTUNNP
OBaHMe
NHBapMaHTHbIX
NK,T-NK knetok
METOAOM MPOTOYHON
unTothnyopumeTpun

MuHUCTepcTBa 34paBooxpaHeHna Pecny6ivku KasaxcTaH

LleHTp skoHOMUKM 1 OT3

Momep akcnepTuU3bl U gaTa CTpaHuya
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perynatopHble B-numdgoumntsl (CD20+CD5+)

K oueHb pefKkuMm MMMyHOAUGELMTaM OTHOCUTCA:
M30MIMPOBaHHbIV Ae(ULNT HATypasibHbIX KUIEPOB C
NOHbIM UX oTcyTCTBMEM.-CO3-/CB16+/CD56+
-X-linked lymphoproliferative disease

CNaBHbIM cneymanuct
Otpena OT3 LLOGMOTS3 K. J1. CayiHbIHOB

[CnaBHbIM cneumnanuct
OTtpena OT3 LS2mnOT3 A. E. >)Kycynosa

HayvanbHWK oTaena
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