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IMpeaucaoBue
1. Hacrosmmue wMeToauueckne peKoMeHIauuu paspabotansl B DenepanbHOM
roCyJapCTBEHHOM OIOJUKETHOM yupexAeHUH «['ocymapCTBEHHBI Hay4yHBI LEHTP
«HCTUTYT MMMyHOJOTHNY) DeaepatbHOro Meauko-ouosnorudeckoro areHrcTea (OI'bY
«'HL NuactutyT nmmyHonorum» ®MBA Poccun)
Hupektop — unen-kopp. PAH, n-p. mex. Hayk, npodeccop Xautos M.P.

3aMecTUTENb AUPEKTOpA MO KIMHUYECKON padoTe, riIaBHBIM Bpay, A-p MEA. Hayk,

npodeccop Unpuna H.U.

2. Ucnomaurenu:
3aBeAYIONIMM TJabopaTopuel KIMHUYECKON
VMMYHOJIOTHUH, I-P MEJ. HayK [Tamenkos M.B.
CTapIlMid HAy4YHbIA COTPYAHUK Ja00paTOpuu

KJIIMHAYECKOW UMMYHOJIOTHH, KaH/1. OMOJI. HayK Kmnmoga C.B.

3. B HacrosmeM IOKyMEHTE peaan30oBaHbl TpeOoBaHus DenepalbHbIX 3aKOHOB
Poccuiickon @enepanuu:

- ot 21.11.2011 Ne 323-®3 (pen. ot 01.04.2020) «O0 ocHOBax OXpaHbl 30POBbI
rpaxzaaH B Poccuiickoit @enepaunny;

-0125.12.2018 Ne 489-D3 «O BHeceHuun usmeHnenuii B ctateio 40 denepanbHOro 3aKkoHa
«O06 o00s3aTeTLHOM MEIUIIMHCKOM cTpaxoBaHuu B Poccuiickoit ®Depepanun» U
denepanbHbIi 3aKk0H «O0 OCHOBaX OXpaHbI 3I0pOBbs rpakaaH B Poccuiickoit deaepanum»
10 BOITPOCAaM KJIIMHUYECKUX PEKOMEHIAUINY;

- 21-11 XenbCUHKCKOM Aeknapanuu BceMrupHoil MEIUIIMHCKOM acCOIMalg « ITUUECKUE
MPUHITUIIBI MEIUIIMHCKUX HCCIAEAOBAaHUM C y4acTHEM 4YeJlOBEKa B KadeCTBe OOBEKTa
uccaenoBanus» (npuH. 06.1964 18-it ['enepanbHoil accambneeit BMA, ¢ monp. 2020);

4. BeeneHue B IEUCTBUE — C MOMEHTA YTBEPKICHHUS.

5. BBeieHO BIEPBBIE.
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BBenenue

[Tepsuunbie ummynoaeduuutel (ITN/]) ¢ mpenmyIiecTBEHHONH HEAOCTATOYHOCTHIO
CHUHTE3a aHTUTEN SIBIISAIOTCA HanboJiee 4acTO BCTPEUAIOLIEICS B KIMHUYECKON MpPaKTHUKE
pazHoBuHOCThIO [T/ [1]. B ocHOBe 3TOM rpynnsl [IW]] nexxut HapyleHue pa3indHbIX
craauiit mudpepeHIMpoBKH B-Ki1eTok.

Y nmanueHtoB ¢ wMyrtauusmMu B TeHe BTK aguddepenuupoBka B-kimeTok
OCTaHABJIMBAETCA HA cTaauu npe-B-kneTtok. Myrtanyuu B reHe B7K npuBOIAT K Pa3BUTHIO
X-CIEJIEHHOW araMMarjioOyJuHEMHUH, Uil KOTOPOM XapakTepHO PE3KOE CHUKEHHE
YPOBHEM BCEX KJIACCOB HWMMYHOIJIOOYIMHOB B KpoBHU. CHUKEHUE MPOLEHTHOIO
copepkanust CD19" B-kitetok 10 <2% 0T ynciia JuM(OLUTOB, OMPEICIIIEMOE C IIOMOIIBIO
IPOTOYHON LIUTOMETPUH, SIBISAETCS OJHUM U3 JUATHOCTUYECKUX KPUTEPUEB X-CLIETUIEHHON
araMmaryiooyJIMHEMUH.

[Ton TepmuHOM «O0OLIas BapuabelbHAas MMMYyHHasi HegocrtatouHocTh» (OBUH)
oObequustoT cnekrp [IMJI, BbI3BaHHBIX HapylIEHHSIMH OoJjiee TO3AHUX ATAroB
muddepenurpoBku B-kneTok. KoHKpeTHbIE reHETUUECKHE IPUYMHBI YIa€TCA YCTAaHOBUTH
munibs mpumepHo B 20% ciyqaes OBUH. Onu Brimtouarot B cedst myTaruu B reHax CD19,
CD20, TNFRSFI13B, TNFRSFI3C wn psane npyrux. HecMOoTps Ha TeTepOreHHOCTb
KIMHUYECKUX TPOsABICHUM u reHetudyeckux ¢akrtopos, [I1U]] cnexktpa OBUH umeror
oO1ue 1adopaTopHble MPU3HAKH, B YACTHOCTH: 1) BhIpakeHHOE CHUXKeHue ypoBHeH 1gG u
IgA c/0e3 cHmxenus ypoBHa IgM; 2) cHI)KEHHE YMCIEHHOCTH MEPEKIIIOUEHHBIX B-KileTok
namsITH, OTpaXkarollee HapyLUIeHHE AaHTUTEeH-CIIeUM(UYECKUX OSTaloB AaKTHUBALUM U
muddepenurpoBkr B-kneTok; 3) OTCyTCTBHE MNpPU3HAKOB TIIyOOKOro HapyuieHus T-
KJIeTouHoro 3BeHa. CHmKeHHe ypoBHs mepekimoucHHbx CDI19°CD271gD™ B-kietok
naMatd A0 <70% OT BO3pacTHOW HOPMBI, BBISBISIEMOE C IMOMOULIBIO IPOTOYHOMH
UTOMETPUH, SIBIIAECTCA OJHUM M3 0053aTeNbHBIX OuarHoctuueckux kpurepue OBUH,
nepeuncieHHbix B DenepanbHbIX KIMHHUYECKMX PEKOMEHIALMSX MO0 MEPBUYHBIM
UMMYyHOIe(PUIIMTaM C MPEUMYLIECTBEHHON HEAOCTaTOYHOCThIO CHHTE3a aHTuTeN. Takxke

IMpoTo4YHad OHUTOMCETPHUA TIO3BOJICT BBIABUTbL HW3MCHCHHA YHCICHHOCTH  JAPYIUX
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cyononyssauuii B-kietok, HabmogaemMble mpu HEKOTOpbIX BapuanTtax OBUH: yBenuuenue
cogepxanuss CD19°CD38MIgM™ nepexonubix (transitional) B-kieTok, yBenuucHUE
cogepxkanuss CD19"CD21°"-CD38" B-kieTok u T.1. [2].

[IpyuriHaAMU BTOPUYHBIX THUIIOTaMMAarioOyIMHEMUN SIBISIOTCS CHUYKEHHUE CHUHTE3a
MMMYHOTJIOOYJIMHOB, BBI3BaHHOE (haKTOpaMu BHEIIHEH cpeapl Jub0  JIpyruMu
3a00€BaHUsIMU, a TakXKe VyBEJIMYEHHE TMoTeph UMMyHorinoOymuHoB [3]. Ilpu
TUIIOTaMMAarjio0yJIMHEMHSIX, BEI3BAHHBIX YBEIWYCHHBIMH MTOTEPSIMU KMMYHOTJIOOYJINHOB,
YHCIEHHOCTh B-KIeTOK U ux cyonomyssinuii He u3MeHneHa. OrpenencHue cyOnomy il
B-kneTok ¢ moMomipo MPOTOYHON LHUTOMETPUHU — €JUHCTBEHHBIN METOJ, TO3BOJIIOIINI
npoBectd  AudPepeHIUanbHbBId  AMAarHo3  MEXAY  TMIOraMMariioOyJMHEMUSMH,
BBI3BAaHHBIMU HAPYIICHUEM CUHTE3a U YBEJIMYEHHBIMH MOTEPSIMU UMMYHOTJIOOYJIMHOB.

Takum o00pa3om, ompeneneHrue YUCICHHOCTH B-KIeTok W uX CyOmomysiuii,
BBIMOJIHSIEMOE C MOMOIIBIO MPOTOYHOU [IUTOMETPHUH, UTPAECT BAXKHYIO POJIb B TUATHOCTUKE

u quddepeHImanbHON TUarHOCTUKE araMMa- U TUIIOTaMMarjo0y TMHEMHU.
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& ‘ M.P. XauToB
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Onpegenenue B-kiaeTok H HX cyGnony isiuii ¢ MOMOIIBIO MPOTOYHOMH

uuToIyopUMETpPHH
MeTtoagnyeckue peKOMeH1aluu

®I'BY «'HL Uncturyt ummyHonorun» ®MBA Poccnn MP.12 Ne 5 2024

1. OO6aacTb NpUMeEHEHHS

MeTouyeckue PEKOMEHJAIMH PAclpOCTPAHIIOTCS Ha MPOOJeMbl COBPEMEHHON
JNArHOCTUKY MEPBUYHBIX UMMYHOIE(ULIUTOB.

B J0KyMeHTe yCTaHaBIMBAIOTCS HOBBIE MOJAXONBI K JWArHOCTUKE MEPBUYHBIX
MMMYHO1ebUIIUTOB B-KJIETOYHOrO 3B€Ha UMMYHUTETA.

MeToandeckie peKOMEHJalMk [pefHA3HAuYeHbl Ul TNPAKTHKYIOLIMX Bpauei
Pa3IMYHBIX CIEUATBHOCTEH, B TOM YHCIE Ui Bpadei anieprosoroB-MUMMYHOJIOTOB,
Bpauell  KIMHHUKO-TabOpaTOPHONl  JMATHOCTHKHM, CTYIEHTOB U  MperojasaTeien

MEIUIMHCKHUX BY30B, ACMTUPAHTOB U OPJAUHATOPOB.
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2. HopmaTuBHBIE CCHLIKH

Hacrosmuii mokyMeHT pa3paboTaH Ha OCHOBAaHWM DPEKOMEHAANWA W TpeOOBaHUI
CIEAYIOUIMX HOPMATHBHBIX MPABOBBIX AKTOB U HOPMATUBHBIX JOKYMEHTOB:

- Ilopsaiok oka3zaHusi MEAUITUHCKOM MOMOIIY HACEIIEHUIO MO MPOPUITIO «aJIeProIOTUs
U HMMYHOJIOTHS», YTBEpxkAeHHbIM I[lpukazoMm MuHucrepcTBa 31paBOOXpAHEHUS
Poccuiickoit @enepanuu ot 7.11.2012 Ne 606H;

- Ilpuka3 MunucrepctBa 3apaBooxpaneHuss PO or 01.04.2016 Ne 200 “O0
YTBEPKJICHUU MPaBUI HaJJIexKalled KIMHUYecKor npaktuku” (per. B Muniocte Poccun
23.08.2016);

- Ilpuxaz MunzgpaBa Poccum ot 13.10.2017 N 804n «OO06 yTBepxkacHUU
HOMEHKJIaTypPbl MEJUIIUHCKUX YCIIYT»;

- ITpuka3z Munzapasa Poccun ot 28.02.2019 Ne 1031 «O06 yTBEpKICHUMN TOPSIIKA U
CPOKOB pPa3pabOTKH KIMHUYECKUX PEKOMEHIAIUi, UX MepecMOoTpa, TUIIOBON (POpPMBI
KIMHUYECKUX PEKOMEHJaU U TpeOOBaHUI K HX CTPYKType, COCTaBy MU Hay4YHOU
000CHOBAaHHOCTH BKJIFOYAaEMOM B KIMHUYECKHE PEKOMEHIAUU UH(POPMAIUN»;

- MexnyHapoaHas kinaccudukaius O0Je3HEH, TpaBM M COCTOSHHUH, BIUSIONIUX Ha
3nopoBbe (MKB — 10);

- IlepBuuHble UMMYHOIEDUITUTHI C MPEUMYIIECTBEHHON HEIOCTATOYHOCTHIO CUHTE3a
aHTUTeN (HAllMOHAJIbHBIC KIMHUYECKUE pekoMeHaanuu), 2022,

https://raaci.ru/education/clinic_recomendations/632.html

- 'OCT P 52379-2005. HanuonanbHbi cTanmapt P® "Hannexaiias KIMHUYECKas
npaktuka" (yTB. [Ipukazom PoctexperynupoBanus ot 27.09.2005 N 232-cT);

- TOCT P 56606-2015. Haunonanbusiii ctangapT P® "KoHTponab TexHHUECKOTO
cOoCTOSIHUS Y (YHKITMOHUPOBAHUS METUIIUHCKUX M3ienuii. OCHOBHBIE MOJOKEeHUS" (YTB. U
BBeIeH B JeidctBue npukazom DenepanbHOro areHTCTBa MO  TEXHUYECKOMY
peryinpoBannio u Metpoioruu ot 5.10.2015 Ne 1451-cr);

- T'OCT P 57501-2017. Haunonanshsiii crangapt PO "Texuuueckoe oOcaykuBaHue

MEIUIUHCKUX u3Aenuid. TpeboBaHus Uisl TOCYAapCTBEHHBIX 3aKyMNoK" (YTB. U BBEJEH B
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nercTBue mnpukazoM @DeaepalbHOrO areHTCTBAa MO TEXHUYECKOMY PETYJIUPOBAHUIO U
Metposoruu oT 08.06.2017 Ne 513-cT);

- Pexomenmaiuu P ®MBA Poccun 1- 2023 «Ilopsimok pa3paboTku, U3TOKEHUS,
NPEACTABICHNAS HA COIVIAaCOBAHWE M YTBEPKIACHUE HOPMATUBHBIX M METOJUYECKHUX
JOKYMEHTOB, pa3padaThIBAEMbIX HAYYHBIMHU OopraHu3auusmu no 3akazy ®PMBA Poccuun, B
Komuccuio ®enepaibHOro METUKO-OMOJIOTMYECKOTO0 areHTCTBa 10 PacCMOTPEHHIO
HOPMATUBHBIX U METOJIMYECKUX JOKYMEHTOB, pa3pa00TaHHBIX MPU BBHIMOJHEHUH HAYYHO-
HCCJIEIOBATEIbCKUX U OINBITHO-KOHCTPYKTOPCKUX PadOT, OCYIIECTBICHUH HAy4IHO-
TEXHUYECKOW 1 MHHOBALIUOHHOMW JEATEIIbHOCTI;

- JIunensusa ot 06.03.2015 Ne @C-99-01-009011 Ha ocyiiecTBICHHE MEAULIMHCKON
nesitenbHOCTH (PI'BY «T'HL UHCcTUTYyT nMMyHO0rHH @MBA Poccun);

- [Tonoxxenue o Komurere no stuke ®I'bY «I'HII UuctutytT ummyHnonorun» ®MBA
Poccun, cozgannom B 1996 r., nocnenuss penakuus [lomoxenuss o Komurere no stuke
OI'BY «'HL MucTuTyT nMMyHOonorun» @MBA Poccuu, yTBepkaeHa npoTokoiaom Ne 12
ot 18.08.2022;

- Opob6penue nokanbHOTO dTHYEecKoro komuteta DI'BY «I'HL «MucTuUTyT

ummyHosorum» ®MBA Poccun (mpotokon Ne 5 ot 18.03.2021).

IIpumewuanue— Ilpu nonvzosanuu Hacmosuwum OOKYMEHMOM YeiecoobpasHo npoeepums
oeticmeaue CCbLIOYHbIX HOPMAMUBHBIX OOKYMEHMO8 8 UHGDOPMAYUOHHOLU cucmeme 00uje2o noib308aHus —
Ha oguyuancHom cavime PedepanrbHO20 A2eHMCMEA N0 MEXHUYECKOMY pe2yIupo8aHuIo u Mempoiocuu 8
cemu Humepnem unu no exce200HO u30asaemomy uxn@opmayuonHomy ykasamento "HayuonanvHoie
cmanoapmsly, KOMOp®l OnyoIuKoean no cocmoaunuio Ha 1 Aueapss mekywe2o 200da, U no
COOMBEMCMBYIOWUM eHCEMECAUHO U30ABAEMBIM UHGOPMAYUOHHBIM YKAZAMENIM, ONYOIUKOBAHHBIM 8
mekyujem 200y. Ecnu ccolnounviii 0okymenm 3ameHnén (U3MeHEH), Mo npu Noab308aHUU HACMOSAUiel
MemoOouKol ciedyem pyKo8oOCmME08aAMbCs 3AMEHEHHBIM (U3MEHEHHBIM) 0OKyMeHmoM. Ecau ccolioyHublil
OOKYyMeHm OomMmeHéH 0e3 3amMeHbl, MO NON0NHCEeHUe, 8 KOMOPOM OaHA CCHbLIKA HA He20, NPUMEHAEMCs 8
uacmu, He 3ampazuearoujeli Smy CColiKy.
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3. TepMuHBI U onpeaeIeHUs
B nacrosiiem JOKyMEHTE TPUMEHEHBI CIEAYIOMIME TEPMUHBI C COOTBETCTBYIOIIMMU

UM OIIPCHCIICHUAMM:

nepBudyHble uMMyHoaepuuutbl (IIUJ): Tpynma BpokIeHHBIX 3a00JeBaHUN
MMMYHHOH CHUCTEMBI, HacuuThiBaromas Oosee 350 HO30JI0TMM, CBSI3aHHBIX C yTPaTOM,
YMEHBLIEHUEM WJIM HENPAaBHIbHBIM (PYHKIMOHUPOBAHUEM OJIHOTO WJIM HECKOJIBKUX €€

3BCHLCB;

rUNOraMMaryio0yJinHeMusi: CHuxeHue ypoBHs IgG (ummyHornoOynuH G) B KpoBU
HUXKE 2-X CTAaHJAPTHBIX OTKJIOHEHUH OT BO3PACTHON HOPMBI y JeTed U Huxe 450 mr/on y

B3pPOCJBIX;

aramMmarJio0yiuemusi: cHiwkenue ypoBHs IgG B kpoBu Hmxke 100 wmr/mn
(MuUIIMTpaMM/AEHUIUTP) B coueTaHuu ¢ ypoBHeM IgM (uMmyHornoOynuH M) B kpoBu
Huxe 20 mMr/nn u ypoBaeM IgA (nMMyHOTI00YIMH A) B KpoBU HUkE 10 MI/1 ipu ypoBHE

nepudepuueckux CD19+B-kinerok Huxe yem 2%;

OBUH (o0mass BapualejJbHasi MMMYHHAasl HEAOCTATOYHOCTB): HapYIICHUE,
XapaKkTepu3yrolieecss TUnoraMMarioOyiIMHeMueii, HapyeHuem auddepennnpoBku B-

KJIETOK U TIOBBIIIICHHOM YYBCTBHUTCIBHOCTBIO K I/IH(I)CKI_[I/IHM.

4. O003HaYECHHA U COKPALLECHUS

3PP — 3a0yepeHHbIl (PU3NOIOTHUYECKUI pacTBOP

OBHH — oOmrast BapuabesibHasi HUMMYHHAsl HEIOCTaTOYHOCTh

13140 — NEPBUYHBIA UMMYHOAEPUIIUT

BAFF — B-cell activating factor (pakrop akTuBanuu B-kieTok)

BAFF-R — B-cell activating factor receptor (pernentop akTopa akTUBAITUU
B-knetox)

BTK — Bruton’s tyrosine kinase (Tupo3uHkrnHa3za bpytoHna)

CD — cluster of differentiation (knacrep nudpepeHIIpPOBKN)
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FITC — (ryopeciienHa U30THOLIMaHAT
FSC — Forward scatter (mpsimoe, Ui MajoyTJIOBOE, CBETOPACCESHIUE)
NK-knetku — ectecTBeHHbIe Kuyutepsl (Natural killers)

— TaHJAEMHBINA (PITyOpOXPOM, COCTOSIINI 13 MOJIEKYJIbI
PE-Cy5 (UKOIPUTPUHA U MOJIEKYJIbI [TUAaHUHA-S

— TaHJAEMHBINA (DITyOPOXPOM, COCTOSIIIMMA U3 MEPUTMHUH

PerCP-Cys5.5 XJIOPO(PHIBHOTO OEIKOBOTO KOMIUIEKCA U MOJIEKYJIbI [IMaHUHA-
5.5
— TaHJEMHBIN (ITYOPOXPOM, COCTOAIIETO U3 MOJIEKYJIbI
PE-Cy7 (UKOIpUTPHUHA U MOJIEKYJIbI INaHWHA- 7
PE — Phycoerythrin (¢puxosputpun)
SSC — Side scatter (0okOBOE CBETOpaCCESHUE)

5. MertonoJiorus
[Ipu pa3paboTke METOIUYECKUX PEKOMEHJAIMN UCIOIh30BaIl HAPaOOTKHU BEIYIIUX
MUPOBBIX U OTEYECTBEHHBIX CIECIHMAIMCTOB B 00JACTH AUATHOCTUKU U JICUCHUS TTAIIUEHTOB
C BPOKIAEHHBIMHU U PUOOPETEHHBIMU UMMYHOIE(PUIIMTHBIMU COCTOSIHUSAIMU [1-3].
OnpeodeneHue  OCHOGHBIX  NONYAAYUL U  CYONOnyaAyul  aumpoyumosg N1pu
nuddepeHranbHON TUarHOCTUKE UMMYHHOW HEJIOCTaTOYHOCTH:
- mporeHTHoe coaepskanne CD19" B-kierok;
- IPOIIEHTHOE COZIepKaHue Cyonomy sl B-kierox:
a) HAauBHBIX;
0) KpaeBOM 30HBI;
B) MEPEKIFOYEHHBIX KJIETOK MaMsITH;
I') IEPEXOHBIX KIIETOK;
1) T1a3MO0JIaCTOB;
€) aHEepPrUUeCKUX / paHee aKTUBUPOBAHHBIX.
- mpouenTtHoe conxepkanne T-xkierok, CD4" T-kierok, CD8" T-kieToK, JBOWHBIX

no3utuBHBIX T-kimetok, CD56" (CD16, 567) T-knerok, NK-kieTox.
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6. Ilokazanus 1Ji IPOBeAeHUS UCCJICJOBAHMS
[TokazaHusiMu 1T TIPOBENCHUSI HCCICAOBAHMA MOXET OBITh KaKoe-In0o U3
HIKETIEPEUNCIICHHBIX
- IMarHOCTUKa oO111el BapradbeIbHON HMMYHHON HEJJOCTATOYHOCTH;
- IMarHOCTHKa X-CIICTNICHHOM araMmaryio0yJIMHEMUU;

- muddepeHnmranpHas AMarHoCTUKa TUIOoraMMario0yIMHEeMUH.

7. UccaenyeMbli MaTepuaJl
AHTUKOAryJIMpoBaHHasi BeHO3Has KpoBb (renaput, K3-3/ITA), ne menee 1 mu.
OO0s13aTEIBHO OTHOBPEMEHHOE BBIIIOJIHEHUE OOLIET0 KIIMHUYECKOTO aHalln3a KPOBU

C JICUKOIIUTapHOH (HOPMYIIOH.

8. OGopynoBanmue

Jl5is mpoBeieHus McCleJOBaHUN HEOOXOMMO Clenyroliee 000pyaoBaHue:

-  TIPOTOYHBIA TUTOGIYOPHUMETpP, OOOPYJAOBAaHHBIA KaHAJIAMH PETHCTPAIlUN
dnyopecueniuu FITC, PE, PE-Cy5 (PerCP-Cy5.5) u cOOTBETCTBYIOIIMM MPOTPAMMHBIM
obecneuenueM (Harpumep, Cytomics FC500 [Beckman Coulter, CHIA | unu FACSCalibur
[BD Immunocytometry Systems, CIIIA]);

- Habop no3atopoB oO0bemoMm 1-10 mki, 5—40 mki, 20-200 mki, 1001000 Mk u
0,5-5 mu;

- BBITSDKHOM 1IKad;

- OXJTaKaeMas eHTpUQyTa ¢ MOABECHBIMH KOP3UHAMHU;

- XOJIOIWJIBHHUK JJAa00paTOPHBII.
9. PacxoaHble MaTEepHAJIbI

I[J'I}I IIPOBCACHU A I/ICCJ'ICI[OBaHI/Iﬁ HCITOJIB3YHOTCA cdicayromume  pacxoAaHbIC

MaTepUaIbl.

11
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9.1. Jlabopamopnulii niacmuk

Hcnonb3oBancs cienyromuil 1adopaTopHbIi MJIACTHK:

- OJIHOPA30BbI€ HAKOHEUHUKH JJIs1 103aTOpoB 00bemoM 10 10 Mk, 200 Mk, 1 Mt u
5 M,

- CTepHIIbHBIE LIEHTPU(PYKHBIE TPOOUPKH 00beMOM 15 mit;

- IUTOMETPUYECKUE TPOOUPKHU U3 MOJUCTUPOIA, pazMepoM 12*75 mm.

9.2. Monoxnonanenvle anmumena K HOBEPXHOCMHLIM MapKepam JIuUM@poyumos

yenoeexa, MeyeHuvie ryopoxXpoMamuL.:

- m3otunuueckuit KouTpods IgG1-FITC/IgG1-PE (Beckman Coulter, kaT. HOMep
A07794);

- antu-CD3-FITC/CD16+CD56-PE (Beckman Coulter, kat. Homep A07735);

- autu-CD3-PerCP-Cy5.5 (eBioscience, kat.HoMep 45-0037-42);

- antu-CD4-FITC (eBioscience, kat.Homep 11-0049-42);

- autu-CD8a-PE (eBioscience, kat.HOMep 12-0088-42);

- antu-CD19-FITC (eBioscience, kat.Homep 11-0199-42);

- antu-CD21-PE (eBioscience, kaT.HOMep 12-0219-42) ;

- antu-CD27-PE-Cy5 (eBioscience, kat.Homep 15-0279-42);

- antu-CD38-PE-CyS5 (eBioscience, kat.Homep 15-0389-42);

- autu-IgD-PE (eBioscience, kat.Homep 12-9998-42);

- autu-IgM-PE (eBioscience, kaT.HoMep 12-9868-42).

- antu-BAFF-R-PE (CD268-PE) (BD Biosciences, kaT. Homep 558097).

II'pumewuanue— Bosmonuna 3amena nepeyucieHHbIX aHmMumen HA AHALO2U OPYeUX
npoussooumenei. Peacenmul eBioscience ne umerom poccutickoeo pecucmpayuoHHo2o y0ocmogepetus. B
P® omcymcmeytom neobxodumvle anmumena Kk mapxkepam B-xiemox, umerowue pecucmpayuoHHvie
y0ocmoeepeHusl.

9.3. IIpouue peaxmuswi:

- Tabnetku ¢ocdarno-coneroro 6ydepa (Ilanrko, kar. Homep P071). Xpansat npu
KOMHATHOW TeMIIepaType B TCUCHUE CPOKa TOAHOCTH, YKa3aHHOTO Ha YIIaKOBKE.

- Jlm3upyrommii pactBop (koutentpart) (BD FACS Lysing Solution, BD Biosciences,

kat. Homep 349202). Xpanar npu +4°C B TeueHUe Cpoka TOAHOCTH, YKA3aHHOTO Ha
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bnakoHe.

- [Tapadopmanbaerun (Sigma-Aldrich, kat. Homep P6148).

- JluctrmummnpoBaHHas BoAa.

9.4 Iloocomoska peakmugos:

- 3a0ydepennsiii ¢puznonornyeckuii pacrsop (3®P), pH 7,2-7,4. PactBopsitor 1
TabaeTky (ochaTHo-coneBoro 6ydepa B 100 M IUCTUIUIMPOBAHHOM BOJIBI. XPaHAT MPHU
+4°C no 1 mecsua.

- 2% pactBop mapadopmanpaeruaa. JlemaroT HaBecky 2 T mapadopMaibIerusia.
Ho6asistor 98 mu 3OP. MukyOupyroT Ha BojasgHOM OaHe mpu +62°C, meproauydecKu
MOMEIINBAs, A0 MOJHOTO pacTBOpeHud. ['0ToBbIN pacTBOp XpaHaT npu +4°C no 1 mecsua.

- 1-kpartHbli JU3UPYIOIIMHA pacTBOpP. [OTOBAT HEMOCPEACTBEHHO MEpEN
UCTOJb30BaHuEeM. i MccienoBaHus OAHOro oOpasna KpoBH HeoOxogumo 10 mol.
CmemmBaroT 1 MJI KOHIIEHTpATa JIM3UPYIOLIEr0 PacTBOPa U 9 Ml AUCTUIUITMPOBAHHOMN BOJIBI.
IIpu wuccrnenoBanuu OOJIBIIETO KOJIMYECTBA 00pa3lloB 00BEMBI IMPONOPLHOHAIBHO

YBCINYUBAKOT.

10. ITpoueaypa okpamuBaHusi 00pa3moB LeJIbLHOH KPOBH
MOHOKJIOHAJIbHBIMU AHTHTEJIAMU

[Ipouienypa oxpammBaHusi 0Opa3loB IEJILHOM KPOBU MOHOKIJIOHAJHHBIMU
AHTUTEIAMH MPOBOAMTCS CIIETYIOUIMM 00pa3oM:

- B OJIHOPA30BYI0 MPOOUPKY 00BeMOM 15 mut BHEeCTH 2—3 MJT aHTUKOATyJIMPOBAHHOM
IETHbHOM KPOBU (/17151 JOHOPOB U MAIMEHTOB C HOPMAJIBHBIM coziepxkaHueM B-nmumdonnron
— 2 M1, 1711 TAMEHTOB CO CHUKEHHBIM cojiepkanreM B-nmumpountos — 3 mut). Jlo0aBUTH
10 mn 3®P, TmarenbHo nepemeniath, OTHEHTpUPYrupoBath B TeueHue 10 MUHYT mpu
300g;

- oroOpaTh HAJOCAAOK, pecycrneHaupoBath ocagok B 10 wma 3O0P,
otrneHTpudyruposars B reuenue 10 munyt mpu 300g;

- IOBTOPUTH OTIEPAIINH, OTIMCAHHBIE B TIPEAbIAYIIIEM a03a1le;

- OCTOPOYKHO OTOOPATh HAJA0CAT0OYHYIO KUAKOCTD MTUIIETKOM, HE 3a7eBas 0CaO0K.

13
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Ecnu 06béM ocanka menee 1 M — BHectn 3®P o 1 mut, mepemenars;

- IPUTOTOBUTH IUTOMETPHUECKHE TPOOUPKH, TI0 9 MITYK Ha KaXKABIA UCCIETyeMbIH
oOpaszer kpoBu. [lonnucaTs 1BOMHOIM Hymepalueit: HoMep o0pasiia — HoMep NPOOUPKU;

- BHECTH B KaXIAYI0 MPOOUPKY aHTUTEJIA YACTHIMU OJTHOPA30BBIMH HAKOHEUHUKAMU,
HE JI0NycKasi KOHTAaMUHAIIMU aHTUTEN BO (DJIaKoHax:

a) mpoba 1 — uzotunuueckuit KoHTpoab [gG1-FITC/IgG1-PE B konuyecTBe 5 MK Ha
npooy;

0) mpo6a 2 — Autu-CD4-FITC/CDS8-PE/CD3-PerCP-Cy5.5 B konuuectse 2,5/2,5/1,5
MKJI Ha TPOOY COOTBETCTBEHHO;

B) po6a 3 — Autu-CD3-FITC/CD16,56-PE B xonuyecTBe 5 MK Ha po0y;

r) npo6a 4 — Autu-CD19-FITC/IgD-PE/CD27-PE-Cy5 B xonuuectse 2,5/1/1 Mk Ha
po0y COOTBETCTBEHHO;

n) npoda 5 — Autu-CD19-FITC/IgM-PE/CD27-PE-Cy5 B xonuuectse 2,5/1/1 mxn
Ha MpoOy COOTBETCTBEHHO;

e) npoba 6 — Autu-CD19-FITC/IgD-PE/CD38-PE-CyS5 B konuuectse 2,5/1/0,75 Mk
Ha MpoOy COOTBETCTBEHHO;

k) npodba 7 — Autu-CD19-FITC/IgM-PE/CD38-PE-Cy5 B xomuuectse 2,5/1/0,75
MKJI Ha TpO0Yy COOTBETCTBEHHO;

n) npoda 8§ — Autu-CD19-FITC/CD21-PE/CD38-PE-Cy5 B xonuuectse 2,5/2/0,75
MKJI Ha Tpo0y COOTBETCTBEHHO;

k) npo6a 9 — AHTu-CD19-FITC/BAFF-R-PE B komuuectBe 2,5/1 Mkin Ha npoOy

COOTBCTCTBCHHO.

I.Ilpumeyanue— Anmumena xk BAFF-R npeosapumenvro pazeoosm na 3@P 1:5, enocam
1 mKn pazeéedennvix anmumer.

22l pumeuamnue— Ykasaunvie od0veMbl peaceHmo8 NpUMEHUMbl K AHMUMENAM,
nepeuucienHvim 6 n. 9.2., u onpeoenenvl nymem mumposanus 8 npedsapumenvHulx nocmanoskax. Ilpu
nepexooe Ha Opyeylo napmuro aumumesn Uiy aHmumenda Opy2020 Npou3eooumens IKCHepUMeHmamop
00JIHCEH CaMOCMOAMENbHO ONPeOenunmsd uUx HeoOXooumoe KoIuyecmseo Ha npodby nymem mumpoeaHus,
YmMoobbl NOLYYUMb CUCHAL NPUEMILEMOU UHMEHCUBHOCHIU.

- B xaxnayto npooupky BHecTH 1m0 100 MK OTMBITON 1EJIBHOM KPOBHU, aKKypaTHO
nepemeniaTh, He Jomyckas oOpaszoBanusi TeHbl. MHKyOupoBaTh mpoObl 20 MHUH Tpu

KOMHATHOM TEMIIEpaType B TEMHOTE;
14
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- BHectu B Kaxayioo npoOupky 1 M1 JM3UPYIOLIErO pacTBOpa, aKKypaTHO
nepeMeniarb, THKyoupoBath 5S—10 MUHYT Npu KOMHATHOW TEMIEPAType IO JTOCTHKECHUS
MPO3PAYHOCTH PACTBOpPA («IIAKOBasi KPOBBY ), YTO CBUJIETEIILCTBYET O JTU3UCE SPUTPOLIUTOB;

- Ocaautsb JedkouuThl HeHTpudyrupoBanueM npu 300g B Teuenre 5 MunyT. CiuTh
HaJI0CaJI0K PE3KUM OJHOKPATHBIM JBUKECHUEM;

- Baectu B kaxaywoo mpoOupky 2 mi 3PP, nmepeMemaTh Ha BOPTEKCE, OCATUTh
neiikonuThl neHTpudyrupoBanueM npu 300g B Teuenue 5 muHyT. CIuTh HaI0CAIOK
PE3KUM OJTHOKPATHBIM JIBUKEHUEM;

- Buectu B kaxayto mpooupky 300 mxin 3OP. BerpsaxHyTh TpoOUpKU Ha BOPTEKCE.

- AHanu3upoBaTh PoObI HAa MPOTOYHOM IIUTOMETPE B TeUueHHE | yaca ¢ MOMEHTa
3aBepiieHus okpacku. [lo ananuza xpaHuTh NpoOsI pu Temneparype +4°C;

- Ecim HemensieHHBINH aHaIM3 HEBO3MOKEH, TO BHECTH B pooupku mo 300 Mk 2%
pactBopa mnapadopmanbieruaa (KOHeuHas KoHIEeHTpauus — 1%), nepemematb u

aHaJM3UPOBaTh B TeueHue 24 4. Jlo aHanm3a XxpaHUTh MpoOsI mpu Temmneparype +4°C.

11. Avasmu3 o0pa3uo0B HA POTOYHOM HUTOGIyopUMETPe

11.1. Obwue nonosxcenus

- Hactpoliky ycuieHuss U KOMIEHCAUUU (IIyOpECHEHTHBIX CHUTHAJIOB MPOBOJISAT
3apaHee 1O OOmIENPUHATON mporeaype. s HACTpOMKK YCHUIICHUS UCIOJIB3YIOT
HEOKpalleHHble 00pa3lbl KPOBH, CTPEMSCh K TOMY, 4YTOObI JUMMOLUTHI HMEIU
MHTEHCUBHOCTh CBEUEHHsSI B Tpenenax 1-ii Jekaabpl BO BCEX KaHAax JAETEKUUU
¢nyopecuenimu. Jlis  HACTpOMKM KOMIIEHCAlMM HCHOJB3YIOT 00pa3lbl  KpOBH,
OKpAIlIEHHbIE KaXKJbIM aHTUTEJIOM IO OTAEIbHOCTH, JAOOMBAACh TOro, YTOObI CBEUEHUE
FITC-MmeueHHbIX aHTUTEN PErUCTPUPOBAIIOCH TOJIBKO B KaHaie ¢uryopecuennuu FL-1, PE-
MeueHHbIX aHTuTen — B KaHane FL-2, PE-Cy5- u PerCP-Cy5.5-MeueHHbIX aHTUTEN — B
kanane FL-3 (FL-4 na uuromerpe Cytomics FC500). Ilpu nepexone Ha HOBbIE MapTUU
aHTHUTE CIeAyeT IPOBEPUTH U MPU HEOOXOAUMOCTH OTPErYIMPOBATh HACTPONUKH Tpudopa.

- 3amyck, BBIKIIOYEHHE, €KEIHEBHBIE M €XETroAHbIe MPOIEAYPhl TEXHUYECKOTO

00CITyKUBaHUS TPOTOYHOTO LIUTO(PITYOpUMETpa IMTPOBOAATCS B YCTAHOBJICHHOM MOPSIJIKE.
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11.2. 3anuco npo6
3anuchk Npood NpOU3BOIAT CACAYIOUIUM 00pa3oM:

- CO3JAI0T JOT-IUIOT IO MapaMeTrpaM MajoyIJIOBOIO U OOKOBOIO CBETOPACCESHHS
(FSC - SSC);

- Beigenstor Ha mWTOrpaMMme  TOMYJSAIUIO  JIMM(OIMTOB TIO  XapaKTePHBIM
MOKa3aTesiM MaJIOyTJI0BOro U 60koBoro cBeropaccessHus (peruod R1, reit G1=R1);

- Jlng panmpHEWmIero aHanaum3a B-kieTok co3garoT goT-ImoT Ha redte Gl B
koopauHatax FL1 — SSC. C nomompro pernoHa R2 BeIAENISIOT MOMYJSLUIO KIETOK, Y
KOTOpBIX CBeueHue o mneppoMmy kanany (uyopecuenuuu (FL1, anturena FITC-CD19)
oTiinuaercs ot poHoBoro. Cozaaror redt G2 = R1*R2;

- B npo6ax 1-3 nabupator 20000 co6wituii B G1;

- B npo6ax 4 — 9 nabuparor 5000 co6wiTnii B G2.

11.3. Onpeoenenue cooepacanus T-knemoxk u ux cyononynayui, NK-xnemok
Conepxanue T-kieTtok W ux cyOnomynsanuii, NK-KI€TOK TpOBOIST CIEAYIOIUM
oOpazom:

- [OONyJsiuui0 JUM(OUUTOB HACHTUDUIIMPYIOT, KaKk oOmucaHo B pazaene 11.2
(mumdormrapuslil redt Gl);

- npoOy | HCHONB3YIOT AJiS BBICTABJICHHUS KBAJPAHTHOTO MapKepa B OCTaJbHBIX
po0ax, MOTyYEHHBIX U3 JAHHOTO 00pa3iia KPOBH;

- ompeaeneHue T-KJIETOK MPOBOJAT B pode 2:

a) Bce T-KIeTKH HACHTHGUITUPYIOT Kak coObIThs B reiire G1 ¢ penorunom CD37;

0) CD4" T-xieTkn HACHTUPHUIMPYIOT Kak coObituss B reite Gl ¢ deHoTHIOM
CD3"CD4;

B) CD8" T-kieTkn HACHTHPHUIUPYIOT Kak coObiTus B reite Gl ¢ ¢eHoTHnom
CD3"CD8";

I') JBOWHBIE MO3UTUBHBIC T-KIETKH HUIASHTUPUIUPYIOT Kak coObiTHs B Teiite Gl ¢
¢denorumom CD3"CD4"CDS".

- pe3yhbTarhl B TpoOe 2 BBIAAIOT B BHUJAE IMPOIEHTHOTO COJIEPKAHUS IEJIEBBIX

NOMYJISIUMIA N0 OTHOIIEHHIO K 001eMy uncity JtuMm@ouutos (G1);
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- uugekc CD3'CD47/CD3"CD8" BBIUHCIAIOT KaK OTHOIIEHHE IIPOLIEHTHOIO
conepxannss CD4" u CD8" T-kj1eToK;

- NK-knetku onpenenstoT B mpode 3 kak coObitust B G1, mosutusHbie 1o CD16+CD56
(FL2) u neratusnsie no CD3 (FL1);

- CDI16, 56" T-knetku onpeaensior B mpobde C kak coObitust B G1, MO3UTUBHBIE TI0
CD16+CD56 (FL2) u no3utuBnbsie o CD3 (FL1);

- pe3ynbTarthl B mpoOe 3 BHAAIOT B BUJIE NPOIEHTHOTO COJACPNKAHUS IEICBBIX
MOMYJIILKNA 10 OTHOIIEHUIO K 001eMy uncity JuMm@ouutos (G1);

- a0CoOJIOTHOE CoJIep KaHue CyONOoMmy Uil TMMQOLIUTOB Ha 1 MKJI KPOBHU BBIUUCISIOT
MyTEM YMHOXXEHHUS TMPOICHTHOTO COJEPKaHMUsI COOTBETCTBYIOMICH CYONOITYJISIITUN Ha
9uCiIo JUM(GOIUTOB B 1 MKJI KPOBH, OINPEACICHHOE C MOMOIIbIO OOIIEro KIMHUYECKOTO
aHajn3a KpoBH.

11.4. Onpeodenenue cooeporcanus B-kniemox u ux cyononynsayuti

- Jlns onpenenenust B-kineTok U ux cyononyasuui UCHOiIb3y0T NpoObl 4-9;

- nonyysinuio CD19+ B-kieTok BeAEIAIOT Kak onucaHo B pazzaene 11.2. CoObiTus B
G2 (CDI19+ B-kneTku) BBIBOAST Ha OTHENIbHBIC JOT-IUIOTHI (1711 Kaxzaoro (aitma) B
koopauHatax FL2 — FL3;

- ONpenenstoT npoleHTHoe coaepxkanue CD19+ B-kieTtok cpenu Becex TMMEGOIMTOB B
npo6ax 4-9. Beruucnsior cpeHee 3HaueHre, KOTOPOE BbIIAIOT B KAUYECTBE Pe3yJIbTaTa;

- abcouoTHOE conepxkaHue B-kineTok Ha 1 MKJI KpOBU BBIUUCIISIOT TyTEM YMHOKEHUS
MPOLIEHTHOT'O COAEPKaHus B-KileTok Ha 4ncio TMMQPOLMTOB B 1 MKII KPOBH, OIIPEACIIEHHOE
C MOMOIIIBIO 00IEro KIMHUYECKOI0 aHaJIN3a KPOBU;

- HauBHble B-knetku uaeHTuduIMpyOT B npode 4 kak coOwbitus B reite G2 c
denotunom IgD+CD27—. OnpenensitoT MPOLEHTHOE COJIep KaHNe HAMBHBIX B-KIeTOk 1mo
OTHOIIEHUIO KO BceM B-kieTkam. [[ist moaTBepKACHUS pe3yibTaTa UCIOIB3YIOT Mpooy 5,
ri€ HauBHblE B-kieTku UAESHTUOUUUPYIOT Kak coObiTusi B redre G2 ¢ QeHoTunom
[gM+CD27—;

- B-knerku kpaeBoi 30HBI UJIEHTUDUIMPYIOT B TTpoOe 4 kak coObiTuda B reite G2 ¢

dbenotunom [gD+CD27+. OnpenensitoT IpoLeHTHOE coAepkaHue B-KieTok KkpaeBoi 30HbI
17
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10 OTHOILIEHUIO KO BceM B-kierkam. [ moaTBepkaeHus pe3ysabTaTa HCIOIb3YIOT MPo0y
5, rne B-kieTku kpaeBoil 30HbI HACHTUOUIUPYIOT Kak coObITUA B reiite G2 ¢ heHoTUIOM
[gM+CD27+;

- MepeKIItoueHHbIe B-kineTku naMatu uaeHTUGUIUPYIOT B npode 4 Kak COOBITHS B
reiite G2 ¢ ¢enotunom IgD—-CD27+. Onpenenstor MpoOLEHTHOE cojepKaHne B-kieTok
NaMsITH 10 OTHOILLEHUIO KO BceM B-kieTkam. [{7ist moATBEpKIeHUs pe3ysIbTaTa UCIIOJIb3YIOT
npoOy 5, rae nepekitoueHHble B-kieTkn maMsaTi uIeHTUPHUIPYIOT KaK COOBITHS B TeiTe
G2 ¢ ¢penotunom IgM—-CD27+;

- mnepexojHble B-kieTku uaeHTUGUIUPYIOT B podax 6 u 7 kak coobiTus B reiite G2
¢ ¢penotunom IgDhiCD38hi u [gMhiCD38hi coorBeTcTBeHHO. Kak npaBuio, 3Tu coObITUS
o0pa3yloT OTIENIbHYI0 MOMmyJsiiuio B koopauHatax IgM — CD38, otnenénnyio or
OCTaJIbHBIX COOBITHMM 30HOM paspexkeHus. OmnpenensoT NPOLUEHTHOE COAepKaHUe
MEPEXOIHBIX B-KIIETOK 1O OTHOIIEHUIO KO BCeM B-kieTkam;

- IIa3MO0JIacThl HACHTUPUIUPYIOT B pobde 7 kak coobiThs B reiite G2 ¢ heHoTUIoM
[gM—CD38++. OnpeaensroT NpoLeHTHOE COIePKAHUE MI1a3MO0IaCTOB M0 OTHOIIEHHIO KO
BceM B-knetkam. [[ns moaTBepikIeHUs pe3ybTara HCIONb3yI0T MPo0y 6, B 3TOM ciydae
1a3M00J1acThl HACHTUPHUITPYIOT Kak coObITUs B reiite G2 ¢ penotunom [gD-CD38++;

- aHepruyHble / paHee aKTUBUPOBaHHBbIC B-KieTku MACHTUDUIIMPYIOT B Mpode 8 Kak
coObITus B reiite G2, HeraTuBHBIE WM ciiabomno3uTuBHbIEe M0 CD21 W HeraTWBHBIE IO
CD38 (CD21low/—CD38-). IIpu 3TOM clielyeT yUuThIBaTh, YTO OCHOBHAs MOy B-
kietok wumeeT ¢enorun CD21hiCD38+. OmnpenensioT MOpPOLEHTHOE COAEpKaHUE
CD21low/—CD38— B-kJ1eTOK 110 OTHOIIICHHUIO KO BceM B-KkieTkaMm;

- B-xnertku, skcnpeccupytomue BAFF-R (CD268), uaentuduiupyror B npobde 9.

OnpenenstoT npoiieHTHOE conepkanue BAFF-R+ kietok cpenu Bcex B-kieTok.

12.11epeyens onpeae/isieMbIX NapaMeTPOB U pedepeHCHbIE 3HAYCHUSA

[Tpu orieHKe MPOIEHTHOTO U a0COMOTHOTO coaepkanus T-kimetok, CD4" T-kieTok,

CD8" T-kieTok, ABOMHBIX MO3UTHBHEIX T-kierok, CD56" (CD16, 56) T-kmerok, NK-
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KJIETOK, B-KkieTok wucnonb3yoT pedepeHc-uHTepBaibl, npuHsatie B DPI'BY «I'HI]
NuctutyT nmmyHnonorun» ®MBA Poccun (Tabmuua 1, myskrsl ¢ 1 1o 15).

Pedepenc-unrepBansl comepxanus cyOmomyysiuii B-kiaeTok ObUTH OmpeaesieHBbI
HaMH ITyTeM ucciieoBanus 96 1oHopoB odoero mosa B Bo3pacte ot 20 g0 70 net (Tabnuia
1, myHKTBI ¢ 16 110 27). 32 HUKHIOKO U BEPXHIOK IPaHULbI pePEePEHC-UHTEPBAIOB PUHATHI
3HAYEHUs, COOTBETCTBEHHO, 2,5-r0 u 97,5-r0 mpoueHTuineil rpynmnsl JoHOPoB (95%
BBIOOPKH).

Jlna cpaBHeHus B Tabnuie | mpuBeneHsl pedepeHc-uHTepBabl cyonomymsanuii B-
kieTok u3 padotsl K. Warnatz u M. Schleiser [2]. ['panuniamu pedepeHc-uHTEepBaioB B
JTAHHOM CJTy4ae sIBJISIIOTCS S-i ¥ 95-11 mpo1ieH T BEIOOPKH 13 54 TOHOPOB B Bo3pacte 19—
61 ner (90% BeIOOpKHU). Pedepenc-untepBansl Warnatz & Schleiser [2] u ®T'BY «['HI]
Nuctutyt nmmyHosorun» ®MBA Poccun B 11€J10M CONOCTaBUMBI; OHU HECKOJIBKO LIHPE B
rpymne PI'bY «['HL[ MucTuTyT mMmynomorun» @®OMBA Poccnm, T.K. OXBaTbIBarOT

OOJBIINI MPOIEHT BEIOOPKU JOHOPOB.

13. UnuTepnperanus pe3yjibTaTOB

Pesynbratel mpo06 2 u 3 TO3BOJIAIOT OINPEAETUTh COJEP)KaHUE OCHOBHBIX
cyOnonyyisuuii TMM@OIUTOB KPOBH.

[TpouenTtHOe coaepxanue B-kimeTok cpenu mumM(pOLMTOB ONPEAEISIIOT B Ipodax 4—
9. Ilpu HOpMaNbHOW OOIIEH YUCIEHHOCTH B-KIIETOK 1 KOPPEKTHOM BBIINOJIHEHUH aHAIHN3a
KO3 PUIIMEHT BapHalMK MPOIEHTHOrO coaepkanus B-kimerok B mpobax 4-9 He
npessimaet 10%. [lpu 3HaunTensHOM pazOpoce MPOILEHTHOTO cojep:kaHus B-kieTok B
pa3HbIx npodax (korpduument Bapuauuun >10%) crnepyer yOeauTbes B MPaBUIBHOCTH
BBIMOJIHEHUsI OKpAIllMBaHUsA, IPU HEOOXOJUMOCTH NOBTOPUTH aHanu3. [Ipu odeHn» masoi
gucieHHocTd B-knetok (<1% ot yucna num@onutoB) He Beeraa ynaercs Hadpats 5000
coObITui B reiite G2. B aToM cityyae ko3 (HULMEHT BapUallMKi MPOLEHTHOTO COJIePKaHU
B-xnerok moxet npesbimath 10%, a 1aHHBIE TIO COACPKAHUIO CyOmomy sl B-kieTok

MOT'YT OBITH HCIOCTOBCPHELI, YTO H606XOJII/IMO OTMCYATh B KOMMCHTAPHUAX K aHATINU3Y.
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Tabmuua 1 — IepedyeHs onpeneasieMbIX TapaMETPOB U UX pedepeHCHbIE HHTEPBAIIDI
IToxasaTenn ITpo6a Hopma* Hopwma no
1 JlumdoruTel (Ha 1 MK KpoBH ) *** — 1200 — 3000 —
2 CD3" T-knetku (%o TUMPOIHUTOB) 2-3 55-80 —
3 CD3" T-knetku (Ha 1 MK KpOBH) 2-3 800 — 2200 —
4 CD3"CD4" T-xennepsl (%o 1uM(pOLUTOB) 2 31-49 —
5 CD3"CD4" T-xenmepsl (Ha 1 MK KpOBH) 2 600 — 1600 —
6 CD3"CD8" T-uUTOTOKCHYECKUE 2 12-30 —
(% mumdoruTOoB)
7 CD3"CD8" T-uurorokcuueckue (Ha | MKJI KpOBH) 2 190 — 650 —
Cootromenne CD3°CD4"/CD3"CD8* 2 1,5-3,0 —
9 CD3"CD4"CD8" (% numdonuron) 2 <2 —
10 CD3°CD16,56" NK-knerku (% num¢onuros) 3 6—20 —
11 CD3°CD16,56" NK-knetku (Ha 1 MK KpOBH) 3 150 — 600 —
12 CD3"CD16,56" knerku (%o 1uMdpOLUTOB) 3 2-20 —
13 CD3"CD16,56" knerku (Ha 1 MK KpoBH) 3 28 — 460 —
14 CD19" B-knerku (% numMdonuTos) 4-9 5-19 5-84
15 CD19" B-knerku (Ha 1 MK KpoBH) 4-9 100 — 500 —
16 | IgD'CD27 wnausubie B-kierku (% B-kietok) 4 32 -80 43 - 82
17 IgM*CD27 nausHble B-kinetku (% B-kinerox) 5 33 -81 43 -82
18 IgD"CD27" B-knetku kpaeBoii 30051 (% B-ki1eTok) 4 7,537 7,5-325
19 IgM*CD27" B-knetku kpaeBoii 30HbI (%o B-K11eTok) 5 6,337 7,5-32,5
20 IgD CD27" nepexmouennbie B-knerku namsru (% 4 8,3-39 6,5-29
B-kietok)
21 IgM CD27" nepekmouennsie B-kietku namsru (%o 5 8,6 —35 6,5-29
B-kieTok)
22 IgD"CD38"" nepexoausie B-knerku (% B-ki1eTok) 6 09-72 0,6 -3,4
23 IgMCD38"" nepexonusie B-kierku (% B-kieTok) 7 0,7-7,2 0,6 -3,4
24 IgD CD38""" mnasmo6mactsl (% B-ki1eTox) 6 0,4—43 0,4—-3,6
25 IgM CD38""" mnasmo6nactsl (% B-kineTok) 7 0,4-5,6 0,4-3.,6
26 CD21°%v-CD38" akTuBHpOBaHHbIE B-knetku (% B- 8 1,3-10,0 09-17,6
KJIETOK)
27 BAFF-R" knetku (% B-kieTok) 9 >96 % —

* Pegepenchuvie 3nauenuss no oawHoim DPI'BY «HI] Uncmumym ummynonoeuu» ®@MBA. Pegepernc-
unmepeanvl cooepicanus cyononynayuii B-xnemox (nynkmol ¢ 16 no 27) onpedenenvl nHamu nymem
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uccneoosanus 96 0onopos oboezo nona 8 ozpacme om 20 0o 70 nem (2,5-i - 97,5-1i npoyenmuiu epynnol
OOHOPO8).

** Peghepenc-unmepesanvt 6 pabome K. Warnatz u M.Schleiser [2] 6viniu onpedenensvt nymem ucciedo8anus
54 oonopos 6 eéozpacme 19-61 nem (5-ii - 95-1i npoyenmunu).

% Onpeodensiemes npu 00wem KIUHUYECKOM AHAIU3E KPOBU.

Omnpenenenue HauBHBIX B-kieTok, B-kieTok kpaeBoii 30HbI U MEPEKITIOYEHHBIX B-
KJIETOK MaMATH MPOBOIAT B mpobax 4 (mo okpammBanuio CD19/CD27/IgD) u 5 (mo
okpammBanuto CDI19/CD27/IgM). O6a cnocoba MAOMKHBI JaBaThb COIMNOCTABUMBIE
pe3yabTaThl. [Ipu uccienoBannu 310pOBBIX JOHOPOB PA3IMYMs PEe3yJIbTATOB B Mpobax 4 u
5 He JOMKHBI MPEBBIIATH: JIsl HAaUBHBIX B-kiieTok — 20% oT ux coaep:xkanus B mpoode 4,
uisi B-KJIeToK KpaeBoil 30HBI M MEpeKtoueHHbIX B-kierok mamsatu — 40% oT wux
conepxanusi B npode 4. [Ipu Oosee 3HAYUTENBHBIX PA3IMYUAX HEOOXOAMMO MPOBEPUTH
KaueCTBO PEAaKTUBOB U TMPaBUIBHOCTh BBIMOJHEHUS OKpamuBaHusa. HegoctaTtouHas
OTMbIBKa ()OPMEHHBIX JIEMEHTOB KPOBH OT IUIa3Mbl, COIEpKAIIECH OOJIbIIIOE KOJTUYECTBO
[gM, MOXeT IPUBOANTH K CHIDKCHUIO MHTEHCUBHOCTH OKPAITUBAHUS KJIECTOK aHTUTEIAMHU
K IgM ¥ K 3aHIKCHHIO YUCIIEHHOCTH IgM™ cyomomysiimii. [Ipu OlleHKEe YHCIEHHOCTH
HauBHBIX B-kieTok, B-kieTok kpaeBod 30HBI M MEPEKIIOYEHHBIX B-KieTok mnamsitu
ClelyeT OpPHEHTHPOBAaThCA Ha pe3yibTaTbl B MpoOe 4; pe3ynbTarbl B Mpode 5 HMEIoT
NOJATBEPKAAIOLIEE 3HAYECHUE.

OmnpeneneHue nepexoaHbix (transitional, «mpe-HauBHBIX») B-KieTOK MpPOBOAST B
npobax 6 u 7. [lockonbky naHHasi cyOmomynsius B-KIeTok sSBIsS€TCS TE€TEPOTeHHOU U
BKIIFOYAET KJIETKHU ¢ penotrnamu kak [gMM gD, tak u IgM'**IgD" [4], To pe3ynbTars B
npobax 6 u 7 MOTyT CYHIECTBEHHO pasziuuarbcs. [lepBocTeneHHOE 3HAUYEHUE HMEIOT
M3MEHEHUS COJEPKaHMs TIEPeX0HbIX B-Kkinetok ¢ ¢penorunom CD19"CD38"IgM" (mpo6a
7) [2].

Onpenenenue Mmaa3Mo0IacTOB Takke MPOBOAAT B pobax 6 u 7. IlockosibKy NaHHas
cyOmomnynsiusi  sBJIsIeTCA Haumbojee MaJOYMCICHHOW, pe3yJbTaThl B TMpoOe 7 MOTyT
OTJIMYATHCS OT pe3yabTaToB B pode 6 Ha 50% u Oouiee.

CD21"°"-CD38  B-kieTku omnpeneisor B mpobe 8. B mmrepaType HET €IMHOrO
MHEHHUSI O TIPUPOJE ITUX KIETOK: B Pa3HBIX pabOTax MX HHTEPIPETUPYIOT KaK paHee

aKTUBUPOBaHHbIE B-KieTkn, aHepruuyHble B-kieTku, ayropeaktuBHble B-knetku [5-7].
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VYBenuueHue cosiepkaHus ITUX KJIETOK HAOII0aeTCsl MPU Ay TOMMMYHHBIX 3a00JI€BaHUSX,
a Takke y HekoTophix maruentoB ¢ OBUH [2].

Penienrop x aktuBarmonHomy (akrtopy B-kimerox BAFF (BAFF-R, mpo6a 9), kak
PaBUIIO, IKCIPECCUPYETCSl HA TOJIABIAIONIEM OOJbIIMHCTBE B-kieTok (>96%), oqnako
YPOBEHBb JKCIPECCHH MOXET BapbHpoBaTh. HeoOXOAMMO y4HMTHIBATh, YTO IHIOTECHHBIM
BAFF, mnpucyrctByrommii B 1utazme, cBs3eiBaeTcss ¢ BAFF-R u  moxer mu6o
KOHKypupoBaTh ¢ antutenamu K BAFF-R, nu6o BbI3bIBaTh MHTEpHAIN3AIUIO pellenTOpa,
41O OYyJET NMPUBOJMUTH K CHM>KEHHIO MHTEHCHBHOCTH OKpallMBaHMs. B cBOrO ouepens,
CYILIECTBYET 0OpaTHAs KOPpEslus MEXIy 0OIleld YMCIECHHOCThIO B-KIeTok U ypoBHEM
ceiBopoTouHOTO BAFF [8, 9]. Takum 00pa3om, CHUKEHUE HHTEHCUBHOCTH OKpalllMBaHUS
B-kierok antutenamu Kk BAFF-R mpu HopMmaiisHOM MporieHTHOM coaepskannn BAFF-R”
B-knerok, nepenko Hadmomaemoe npu OBUH, otpaxaer runepnpoaykuuio BAFF kak
KOMIICHCATOPHYIO pEaklMi0 Ha oOllee CHIKEHHE YHCIEHHOCTH B-kneTtok wu/mimm
HapyIlIeHUE UX aKTUBaLMMU. JIMarHOCTMYECKOE 3HAYEHUE HMEET, IO-BUAMMOMY, JIHIIb
npaktuueck mosiHoe orcyrcrBue BAFF-R' B-knetok (<5%), 4To MOKET yka3biBaTh Ha
reHetuuecku odycnosieHHbId Aedpunut BAFF-R.

OKOHYaTENBHYI0 UHTEPIPETALNIO PE3YJIBTATOB, MIOJIYYEHHBIX C TOMOIIBIO JAHHOTO
METOJIa, BBINOJHAECT J€Yalluid Bpad C YYETOM PE3YJIbTATOB  KIMHHUYECKOTO,
MHCTPYMEHTAJILHOTO U JaOOpaTopHOro uccienoBannii. CHuxeHue coaepxkanus B-kieTok
no 3HaueHuit <2% OT yuciaa JIMMQOLMTOB XapakTEpHO ISl  X-CUEMJICHHOU
araMmarJyioOyJIMHEMUH, OJTHAKO MOXET Ha0II01aThesl Uy HEeKOTOpbIx nanuenToB ¢ OBUH
[2]. s OBUH xapaktepHO u30UpaTeNbHOE CHUXEHUE MPOIEHTHOTO COACpKaAHUS
nepektoueHHbIX B-knetok namsatu (<70% oT HOpMBI).

[TonTBepxnatommmu npusHakamu OBHWH, kotopeie HaOm0mar0TCs HE y BCeX
HAlMEHTOB, ABJISIOTCS YBEJINYEHUE COAEPKAHUS IEpeX0oaHbIX B-kieTok u CD21°Y-CD38§"
B-kiteTok u cHMXKeHHE TporeHTHOTO cojaepxkanusi BAFF-R™ B-knerok [2]. Tlpu Hamuuuu
TUNOraMMarjo0yJuHEMUH B COYETAHMM C HOPMAIbHBIM cojAepkKaHHeM B-kieTtok wu
OTCYTCTBUEM HW3MEHEHUN HX CYONONyJSLMOHHOTO COCTaBa CJEAYeT pPAacCMOTPETh

BTOPUYHBII XapakTep rurnoramMmmariiooyiuaemuu [3].
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Ha pucynke 1 npuBeaeHa TUIIMYHAS LIUTOMETPUYECKask KapTHUHA cyOmomysiiuii B-

KJIETOK, HAaOJIr01aemMasi y 3I0pOBbIX Jinil U y manueaToB ¢ OBHH.
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HudicHem negom keaopanme. | — okpawusanue anmumenamu k¥ BAFF-R. Yucia na epaguxax — npoyenmuoe
codepaicanue K1emox 8 COOMBEMCmEYIOWUX K8aOpanmax uny pecuonax (om ecex B-xnemox).

PucyHok 1 — TunnuHble pe3yapTaThl UUTOMETPUYECKOTO aHanu3a B-kieTok

3akiroueHue
Takum 00pa3zoM, omnpezeneHne Cyonomynsiuil B-kieTok ¢ moMomibio NpoTOYHOM
IUTOMETPUU UTPAECT BAKHEHUIIYIO POJIb B AJUATHOCTUKE NEPBUYHBIX UMMYHOIS(DUITUTOB U
muddepennranbHoil uarHoctuke runorammarioOynudemuit. B ®I'bY «'HL UuctutyT
uMMmyHonorun» OPMBA Poccnn HanmakeHa W BaJIMIUPOBAHA METOJIUKA OINPEICIICHHUS
cyonmonyyauuii  B-KJI€TOK ¢ MOMOIIBI0 PEareHTOB, HE HMEKIIHMX POCCHICKOTO
PETUCTPALIMOHHOTO yAocTOBepeHus. PedepeHcHble 3HaueHHs cyOnomynsauuil B-knerok,

OIIPCACIICHHBIC C ITIOMOIIbBIO I[EIHHOIZ MCTOJUKH, COOTBECTCTBYIOT MUPOBBLIM CTaHAAPTAM.
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