MMMyHOMEHOTUNNYecKasa
ONarHoCTUKa

[TRT

[pnHeBny B.HO.

PecnybnunkaHCcKuin LeHTp reMaTonoruu 1 nepecagkm KOCTHOro
Mo3ra

Y3 «9-9 ropoackasi KnmHunyeckas bonbHuua», r. MMHCK



[lapokcnamanbHaga HoYHas |.
remornoounHypusa (PNG)

= KpaHe pegkoe, nporpeccupytolliee 3aborneBaHne KPOBU

=" MOCNeacTBME KIIOHANbHOWM 3KCnaHcuuM OaHOW unu bonee
reMONnO3TUYECKNX CTBOJIOBbIX KIETOK, KOTOpble WMEIT
NPUODOPETEHHYID comaTumdeckyto MyTauuto PIG-A  reHa,
Kogupytowiem cnHTes GPI-akop4

= nedonuunT GPIl-3a9KopeHHbIX benkos npueBoauT K
KOMMJ1IEMEHT-3aBUCMMOMY BHYTPUCOCYAUCTOMY TeMosnn3y C
remMornobunHypmnen n passutTMeM aHeEMNU



asosouma NHI-knoHa
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[lapokcuamanbHasa HoYHas
reMmornodunHypus |.

© HapokcusmanbHasa!.

[laxke npun OTCYTCTBMM CUMMNTOMOB, MNPOAOSTKAETCH
paspyLwnTENbHLIN U HEKOHTPONMUPYEMbIN reMOSnN3

«  HouHaga’:

[emonun3 npu NHIT nponcxoant HenpepbiBHO, 24 Yaca B

CYTKW, a HE TONbKO HOYbK (MHTEHCUBHOCTL ObIBaET
pa3Houn)

=  [emMornobunHypus:
HabntogaeTcs Tonbko y 1/4 nauneHToB

1. Rother R.P. et al. Nat Biotechnol 2007; 25, 11: 1256-64
2. Parker C. et al. Blood 2005; 106: 3699-709



OcCHOBHbIE MPUYNHbI AN
onpenenenuna NHI-knoHa |

= 35% nauuneHTtoB c [NHI ymupalotr B TedeHMe nepBbiX 5 NeT C
MOMEHTa YCTaHOBMIEHUA AMarHo3a

= PAHHAA U CBOEBPEMEHHAadA ANAarHOCTUKa MOXET YNyyllnUTb Ucxon
y nauueHToB ¢ 'NHI" n HegoCcTaTOYHOCTLIO KOCTHOIMO MO3ra

= Hannune T[1THI-knoHa gaBnNseTcsa He3aBUCUMbIM MPEaNKTOPOM
XOPOLLEro oTeeta Ha MMMYHOCYNpPeCcCUBHYO Tepanuio npu AA u
MAC



[narHoctuka INAM



Korga Heobxoammo npoBOAUTL
CKPUHWHT Ha [THI"? I.

= [emMornobunHypusa v npmusHaku BHYTPUCOCYOUCTOrO remMosnimsa B COYEeTaHuu C
Tpombo3amu, NENKO- N/unm TpomMooLUTONeEHNEN

= Kymbc-HeratuBHasi remonntmnyeckasd aHeMus

= TpoMbO3bl C HETUMMYHOM NoKanu3aumen

= KocTHOMO3roBas He4OCTaTO4YHOCTb

= [lokazaHHas nnun npegnonaraemas annactnyeckaa aHemMus
= PedppaktepHas uMToneHmsa ¢ OaQHONMMHENHON Aucnnasnen

- ,El,pyrl/le LLUTOMEHUN HEACHOU 3TUOMNOINN



[poToyHas uuToMeTpus |

" «30M10TON CTaHO4APT» AUArHOCTUKM U MOHUTOpKHra MNHI

*[1o3BONAET NPOBECTN TOYHYIO MOAEHTUMUKALNIO KNETOK
c peduuntom  GPIl-cBA3aHHbIX  ©OenkoB  cpeau
apuUTpOLMTOB/ MOHOLIMTOB/ rPaHyoLMNTOB

*Pasmep KnoHa onpegenserca KonmMyecTBOM KNETOK C
[MTHI -dpeHoTUNOM



[ lpeaHannTU4eckada NoaroToBKa
TpeboBaHus K obpasuam |.

* MaTepuan: nepudepunyeckas KpoBb

= AHTUKoarynaHTt:. EDTA nnu renapuH

= Obbem uccnegyemoro obpasua: 1-3 mL

* /lccnenoBaHue rpaHynouUnUToB NPOBOAUTCA B TedeHne 48 4acos,
9PUTPOLINTOB — B TEYEHUE [/ OHEN

= YcnoBusi xpanenus: 4°C nocne 24 yacos
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[ enTnpoBaHMe rpaHynoLUnToB U
MmoHouuToB. INNHI I.
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KnoH INAHM
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VlccnepoBaHue SpUTPOLIMTOB.
Hopma
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VlccnepoBaHue aputpoumtoB npuv MNHI |
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RBC assay-recommended panel for BC
and BD platforms |.

= CD 59-PE (GPI-linked for RBC)
= CD 235a-FITC (gating on RBC)
= CD 55 PE — not recommended




Bo3MoXxHas naHenb [

CD157 CD15 CD45 CDhe4  CD19 CD24 CD16 CD14



ITHI" ximon

Munopnas nonyisauusa [THI -kimeTok

Ennanunbie xietku ¢ GPI-
HEJIOCTATOYHOCTRIO

MeToaom NpoTOYHOM UMTOMETPUM OnpeaensaeTcs TONbKO Hannune KroHa
[NMHI, HO He cTaBuTca gnarHos!!!



uorescent AERolysin (FLAER) |1

* FLAER — 3TO HeaKTUBHbIN DakTepunaribHbIn TOKCUH (Aerolysin)
oT Aeromonas hydrophila

= CBA3bIBaeTCcs HenocpeacTBeHHO ¢ GPl-akopem Ha membpaHe
KNEeTOK

= Hanbonee 4yBCTBUTESbHLIN METO onpeaeneHns pasmepa MNHr -
KIoHa

* /icnonb3yeTca B codeTaHuUnM ¢ 0OgHUM U3 NIMHEUHbLIX aHTUTEHOB:
- ONA HEUTPOAUIOB

- AN9 MOHOUMTOB

- ONA HEUTPOUNOB U MOHOLUTOB




Recommended Antibody Panel for PNH
WBC Testing: BC platform |.

4-color Granulocytes: FLAER CD45-PC7
4-Color Monocytes (Reflex): FLAER CD45-PC7
5-Color Grans and Monos: FLAER CD64-ECD CD45-PC7
Target cells Antibodies and Purpose Clone (Vendor)
Conjugates
FLAER-Alexa488 GPI-linked {Grans and Monos) NA (Cedarlane)
|
CD&4-ECD for 5C Gating on Monocytes 22 (BC)
CD45-PC7 Debris exclusion and pattern J33 (BC)
recognition




Recommended Antibody Panel for PNH
WBC Testing: BD platform |.

4-color Granulocytes: FLAER
4-Color Monocytes (Reflex): FLAER
5-Color Grans and Monos': FLAER
5-Color Grans and Monos?: FLAER

CD15-APC

CDe4-APC

CDe4-APC CD15-eF450
CDe&4-APC CD15-PerCP-eF710

Target cells Antibodies and Purpose Clone (Vendor)
Conjugates
FLAER-Alexa488 GPIl-linked NA (Cedarlane)

CD15-APC Gating for Granulocytes HI98 (BD)
CD64-APC Gating for Monocytes 10.1 10.1 (BD, eBio)

CD15-eFluor 450 (5C) MMA (eBio)

CD15-v450 (5C) Gating for Granulocytes MMA (BD)

CD15-PerCP-eFluor710

1. For 3-laser Canto i

2. For 2-laser Canto



Crlacm6o_ 3a BHUMaHue!




