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AktyanbHocTb TICK npum
He3J10Ka4eCTBEeHHbIX 3aborneBaHuUsX

« BcTpeyaemMocTb Kak y AeTen, Tak U 'y B3pOCsibIX
» Cxoxaga ¢ 3HO cTeneHb pucka ans XXM3Hn 1 HBanuansauus
* HeobxoanmocTb MHTEHCUMUKaLUK Tepanmn
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86 %  Bspocnbix

HanHble European Society for Blood and Marrow Transplantation, nepesod
Poccutickozo xypHana demckol 2eMamosioauu U OHKoo2uu



AktyanbHocTb TICK npum
He3J10Ka4eCTBEeHHbIX 3aborneBaHuUsX

» Camble vYacTble nokasaHua Kk TTCK y geten — nenkosbl, ConnaHble
onyxonu, WUMMYyHOOEMUUUTbI, BPOXAEHHbIE U MNPUODPETEHHbIE
CUHOPOMbI  KOCTHOMO3rOBOM  HEAOCTAaTOMHOCTM U OOMnesHu

HaKonmneHumA

AnnoreHHble 1 pPaHCIaHTaunn /\y TONOrnYHbIe TPpaHCMIaHTaunn

/ OCTpbiii MUENONAHDIA +31 % MHoxecrsennan muenoma

nenKkos

0 OcTpbiit nuMbOBNACTHBIN
nenkos
o 29 % HexopxkuHckue numpomst
0 XpoHuueckuit
MUENOWAHBLIA NEKO3
MuenoarcnnacTieckuii CUHapom = .10 % Conuatibie onyxonu
0 [InchyHKUMA KOCTHOrO MO3ra (uckniovan pak rpyau)
G HexomkkuHckne numdomb:

<10 % Xopxkurckue numdbombl

o . 6 % OcCTpbiit MUENOUAHBIN NEtKO3
Dpyrue o - 4 % Pakrpyan
0 - 9 % ppyrve

[aHHble European Society for Blood and Marrow Transplantation, nmepesod Poccutickoeo xypHana demckol eeMamorioauu U OHKOIo02uu




Mykononucaxapunaosbl

« [pynna metabonnyecknx
3aboneBaHu coeauHUTENBHON
TKaHW, CBSA3AHHbIX C HApyLleHnem
obmeHa KucnbIX
rmmko3ammHornukaHoB (GAG,
MyKononucaxapuaos), Bbl3BaHHbIX
HeJOCTaTOYHOCTBLHO JIN30COMHbIX
depmeHToB 0bMeHa
FMUKO3aMUHOITINKaHOB

« 3aboneBaHna cBA3aHbI C
HacneacTBEHHbIMUA aHOMAaNUAMMU
obmeHa, NpoABnATCA B BUae
«BonesHn HakonmneHust» n NpMBOaAT
K pasnnyHbIiM gedekram KOCTHOM,
XPALWEBOW, COEAUHUTESTbHON TKaHEN TunuyHbIi 6ud nayuesma ¢ MIC | muna




Mykononucaxapunaosbl

NMoka3aHua k TICK:

e | Tvn — cuHgpom lN'ypnep: ayTocoOMHO-peLeccnBHoe
3aborneBaHue Laronidase He npoHukaem yepes
2eMamo-3Hueghanu4dyeckul bapbep

* Il TN — cnngpom CaHdomnumnno
e IV tin — cnHpgpom Mopkno
* V tn — cuHgpom Llene

* VIl Tn — cuHgpom Cnas



Mykononucaxapunaosbl

» Tpebyetca cBoeBpemeHHast TICK ana goctumxeHusa
NonoXmTtenbHoro adpdpekra

lNonoxxumernbHas
OuHamMmuka




Mykononucaxapungosbl: TTCKB PP -1

« PaboTta BbINOSHSAETCA B paMKkax COBMECTHOM pabo4en
rpynnel HMWL, OTOW um. Omutpusa Poravesa, POKB, HAW
AOMmT nm. P.M. T'opb6ayesoi

* [lpoananunaunposaHo 55 TICK (2004 — 2017)
 MeawnaHa Bo3dpacTta: 24 mecsdua

* MwuenoabnatusHbin pexum — 44 TTCK, peXnum CO CHUKEHHOW
NHTEHCMBHOCTbLIO — 11 TICK

» JlOHOpLI: POACTBEHHbLI COBMECTUMbIN, HEPOACTBEHHbIN
COBMECTUMbIN

* [lpnymnHbl netanbHOCTU: MHPeKUnn (4 nauneHTta), TRALI-
cnHApoM (1 naumeHT)

o OPTIX: Il cT. — 17 naymeHToB, -1V cT. — 3 nauneHTa

« XxpPTIX: 5 naymeHTOB (NMMMUTUPOBaHHaA doopma)

* Y 5 nauneHToB 3adpMKCMPOBAHO OTTOPXKEHME

» [lepwnopg HabnogeHust 60 mec. (8-160 mec.), obias 5-neTHaAN
BbXMBaemMocTb — 81%.



Mykononucaxapungosbl: TTCK B PP - 2

* Y BCcex NaumeHToB C Xxopolwlen yHKUNEN TpaHcnnaHTara
oTMevaracb NonoXxuTernbHas AuHamMmmnka no OCHOBHOMY
3aboneBaHuio

« [lo3gHne adpdekThl: cepaeyHo-cocyamctasa cucrema — 9
NnauueHToB, KOCTHasi cuctema — 16 naumeHToB, 3HOOKPUHHASA
cucTtemMma — 5 naymeHToB

» [lo3gHne apdeKkTbl AMarHOCTUPOBaHLI B cpeaHeM vepes 15
mec. oT TICK (3-27 mec.)

* Y 4 nauneHToB pa3Bunacb TAXenas yierodHada natonorus.

* Y 80% nauneHToB OTMeYarochb yrny4yleHne HeBPOrorM4yeckom
KapTUHbI (HEMPOKOTHUTUBHbIE (PYHKLMN 1 0bLLee pasBuTue)



AyTOMMMYHHbIe 3aboneBaHus

BapuaHmbil mepanuu:

» [okokopTukocteponabl (FKC)

* BHyTpuBeHHbIE NMMYHOrNO6YNnHbl (BBUI)

* [1nasmadoepes

* MmmyHOMOOynaTopsbl

* LlMTOCTaTMkm — MUTOKCaAHTPOH, a3aTUOMNpPUH N gpyrue

* Bbuonornyeckn akTuBHble areHTbl - 6riokatopbl PHO-a
(MHdnnkcnmab, Aganumymab, OTaHepuenT), bnokaTopbl
andpdepeHumposkn T-numgounToB

« TapreTHble npenapatbl: Putykcumab, Anemtysymab

« KnetoyHasa perynatopHas tepanusa (MCK, T-perynsatopHblie
KNeTKW)

« TpaHcnnaHTauus remornoaTUYeCKnX CTBOSTOBbIX KNETOK
(AytonoruyHas, AnnoreHHas)



AyTOMMMYHHbIe 3a0oneBaHus:
NNHUK Tepanuu

Tepanusi nepBoX NUHUK

KopTtukoctepongbl, BBUI, ummyHomogynstopel (rnatupamepa-auerar,
NHTEPdEPOH-3)

Tepanusa BTopon fIMHUN

MumokcaHmpoH, azamuornpuH — xopoLuasa 3(PPeKTUBHOCTb, XyALWNN 3PPEKT y
AeTen, OCIIOXHEHNA — KapANOMMONaTUS U BTOPUYHBIN NENKO3

MukogeHonama moghemusi — 3pPeKTUBHOCTb NOKa3aHa, NOBbILLIEHHbIN PUCK
NHAPEKLMOHHBIX OCITOXHEHUN

Pumykcumab — xopowas appeKTUBHOCTb U LUMPOKOE NPUMEHEHMNE
GErnokamopel ®HO-a — pokaszaHHas 3pPEKTUBHOCTb

O6e nuHuM Tepanum MoryT noaaenATb TedeHne A3 nyteM 6NOKMpPOBaHUS paHHEN
drasbl BOCNaneHus, MoryT BCTpeyaTbCs pedpakTepHble cryyau



AyTOMMMYHHbIe 3a0oneBaHus:
NNHUK Tepanuu

TpeTbﬂ JINHUA Tepanmun. orpaHNyYeHus

KnuHu4yeckue uccrnedosaHus. KnagpnbuH, anemtysymab, nakBMHUMoz,
okpenuaymab, gaknnaymab.

[aHHble NnpenapaTbl TECTUPOBASIUCL TONBbKO HAa HEBOMbLUMX NONYNALMSAX
naumeHToB ¢ A3, HeobBXxoaAMMOCTb ANNTENBHON MMMYHOCYNPECCUN.,

BoamoxHble onyuu 3-i TUHUU:
« KnemoyHas peaynsimopHasi meparnusi;

» BbicokoOosHass XT ¢ nocrnedyrowel peuHgysuel aymoroauyHbIX
cmeosiosbix Kriemok (Aymo-TICK);

e Anno-TICK



AyTOMMMYHHbIe 3a0oneBaHus:
TICK

llepesasi Aymo-TICK B cnyyae
ayTOMMMYHHOro 3aborieBaHns — CUCTEMHBIN
cknepos (A. Marmont, 1993)

llepsass Aymo-TICK B cnydyae PC — RK. Burt,
1995

C 1996 ropa TICK obo3Ha4yaeTca kak onums
01151 NaUNEeHTOB UMEOLWMX OANUTENbHYIO
ncTopuio 3aboneBaHns N UMEKLLINX
000CTpeHna HECMOTPS Ha ANUTENbHOE

lNpop. A. MapmoH
TieqeHne. 1918 - 2014

B HacToswmnn momeHT EBponenckon (EBMT)

n Ceepo-AmepukaHckon rpynnamm (NATHS)

ocywecteneHo bonee 5.000 TICK npu A3
-



AyTOMMMYHHbIe 3aboneBaHus:
TICK — MmexaHu3m gpencreus

[Mpn AyTo-TICK — «nepesarpyska» UMMYHHOM CUCTEMBbI C
BOCCTaHOBMNEHNEM TONEepPaHTHOCTH

Mpn Anno-TICK — «3ameHa» MMMyHHOW cucTemMbl (3ddekT
«TpaHcnnaHTa-npoTUB-ayTOUMMYHHUTETa)

UccnedoeaHus cpedu nayueHmos nocsie Aymo-TI CK noka3anu:

Hopmanunsaunio pyHKUMM BCcen nonynsauum nmmgoumnTos (B TOM Ymcne
YPOBHS LLUTOTOKCUYECKMX N XennepHbix T-numdoumntos, poct NPW);

«MepekntoyeHne» T n B nuM@pounTOB C KNETOK NamsaTh (CNOCOBHbIX K
ayToarpeccuun) Ha HanBHbIE KINETKY;

«lMepeobyyeHne» KNeTok MMMYHHOW CUCTEMBbI;
Hopmanusaunio doyHKUnmM T-perynaropos.



TICK npun A3 LIHC y pneten

PC onTukomuenuTt
* Yycno nayneHToB, BKITHOYEHHbIX B 13 3
aHanus
* MeawnaHa BospacTta (go 18 ner) 16,7+1,7 n. 12,714 n.
X 76,9% (n=10)
e TMon M 23,1% (n=3) Bce - neBoyku
* [InutenbHocTb 3abonesanna go TICK 26,3+9,3 19,2%+4,1 mec.
MecC
12,.3+1,7 n. 10,2+0,4 n.
» Bo3spacT gebtota (4-14) (8-11)



TICK npun A3 LIHC y pneten

Mpoueaypsbl
Mobunu3zayusi cmeornosbix knemok: Liuknodocdamma 2000 mr/m2., T-
KCo

Pexxum koHOuyuoHuposaHus: Luknodgocdamma 200 mr/kr B 4 paBHbIX
no3ax B AHu -5,-4,-3,-2 n ATGAM (nnun akBuBaneHT) 160 mr/kr B 4
paBHble 003bl HA oHKU -2,-1,+1,+2.

PeuHgby3us cmeornoebix Kriiemok: Ha geHb 0.

Cmumynsuus I-KC®: C +5 gHsa (uenesoe 3HayeHne ANC — 500)

OnutenbHoe HabnoaeHUe NO NPOTOKONy
(MynbTMAUCUMNNIMHAPHAA KOMaHAa)
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MauywneHT 1*
MauyuneHT 2
MauneHT 3*
MauuneHT 4
MayuneHT 5*
MauwneHT 6
MauneHT 7
MauywneHT 8*
MayuneHT 9*
MauwmeHT 10
MauumenT 11
MauymeHT 12
MauwneHT 13

MeauaHa HaGnoaeHusa aeten ¢ PC — 48,7%2 4 mec. (10-84 mec.)



MauuneHTb

MauuneHT 1

Bo3spacT Ha
momeHT TI'CK

EDSS Ha
momeHT TICK

EDSS yepes
6 mec.
Mocne TCIK

OcnoxHeHuns BoccTtaHo
BlieHue
fieMKkonoas
a

MauueHT 2

MauueHT 3

MauueHT 4

MauuneHT 5

MauwneHT 6

MauueHt 7

MauueHT 8

MauueHT 9

MauueHT 10

MauyueHT 11

MauueHT 12

MauueHT 13

debpunbHan
HenTponeHus
17 9,0 3,5 +12
17 7,0 5,0 debpunbHas +10
HeUTponeHusa
16 4,0 1,0 +12
17 5,0 3,0 ®ebpunbHas +10
HenTponeHus
16 3,0 1,0 CbIBOpOTOYHasA 60onesHb +11
15 5,0 3,0 +10
15 6,0 5,0 ChIBOpOTOYHas 6onesHb +13
17 6,5 55 debpunbHas +12
HeUTponeHusa
16 5,0 2,0 +13
17 4.0 2,0 DdebpunbHas +10
HEUTPONEeHUsA, LUCTUT
16 5,0 3,0 ®debpunbHas +9
HeUTponeHus
16 4.0 2,0 ®debpunbHas +10
HelnTponeHwus,
CbIBOPOTOYHasA 6onesHb



UmmyHodheHoTnnpoBaHue aeten ¢ PC go u nocne Ayto-TICK

®aza [o Ayto-TICK Mocne Ayto-TICK 3Ha4YMMOCTb

nccnenoBaHuA pasnuunun

Moka3saTtenb (%)

CD3+ 73,32 + 8,32 69,76 * 8,47
[64,80;86,60] [55,10;77,40]

CD8+ 30,87 * 6,28 20,27 * 5,19 0,004
[23,70;39,10] [16,80;31,70]

CD4+ 35,47 + 4,65 39,89 + 6,45 0,11
[33,20;42,50] [35,20;45,50]

CD4+/CD8+ 1,36 + 0,84 2,2 + 0,53 0,009
[0,9;2,40] [1,90:2,80]

CD19+ 11,59 =+ 3,44 10,23 =+ 3,27 0,46
[7,20:19,70] [5,90;18,40]

CD16+CD56+ 19,48 =+ 5,38 20,69 * 8,95 0,32
[8,80;27,90] [10,28;32,40]

CD4+CD25+Foxp3+ 1,3840,86 3,56%1,53 0,0001
[1,0;1,80] [2,90;4,70]

YBenundeHne nmmyHoperynatopHoro nHagekca (MP) CD4+/CD8+ (p=0,009)
YBenundeHue yposHs T-perynatopos ¢ 1,38+0,86% go 3,56+1,53% (p=0,0001)




17 8,5 6,0 Cepae4yHo-cocyaucTble,
CHMXeHue dpakuum Bbibpoca

17 9,0 3,5 OHAOKPUHHbIE

17 7,0 5,0

16 4,0 2,0 CeppaeyHo-cocyaucTble

(cHWxeHune cpakuum BbIGpPOCA),
3HAOKPUHHbIE (LWMTOBUAHAs
enesa)

17 5,0 4,0 CeppaeyHo-cocyaucTblie,
CHUXeHue cppakuum Bbibpoca

16 3,0 1,0 CeppaeyHo-cocyaucTblie,
CHUMXeHue dpakumum Bbibpoca

15 5,0 3,0 CeppaeyHo-cocyaucTblie,
CHMXeHune dpakumm Bbibpoca

15 6,0 50

17 6,5 55 OHOOKPUHHbLIE

16 50 2,0

17 4,0 2,0

16 50 3,0

16 4,0 2,0




Ontneomuenut [leBUKa

Kuebl 2 nauneHTa us 3-x (NpuyrnHa cCMepTn —
TshKenasi afeHoBMpycHasa MHAEKUMS)

He 6bino TaxenbiX OCNOXHEHNN
MennaHa HabntogeHua 2314,7 mec. (1-60 mec.)

Y BbPKMBLUMX NALMEHTOB OTMEYaEeTCH NOoNoXuTternbHas
HeBposiornyeckas kKaptuHa

[lo30HUE 3cbheKkmbi:

- CepoeyHo-cocyauctasa cuctema (CHuxeHue PB) y aByx
NauMeHTOoB

- XpPTTI1X (koxa) — 1 nauneHT



TICK npu PC y B3pocnbix

 HauynoHanbHbIN MeauKo-
XUPYPrUYECKNN LEHTP UM.
[Muporosa (MHCTUTYT
reMaTosiorMm n KneTo4Homn
Tepanun) — B.A.
MenbHun4yenko, [1.A.
denopeHkKo

* [Nporpamma no TICK npwn
PC y B3pocnbIX nauneHToB

« Tepanusa Ha base pexuma
BEAM




TICK npu PC y B3pocnbix
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KymynamueHas eepossmHocmb peyudusa — 16,7% rpu
MmeduaHe HabrrodeHus 8 nem



TICK npu PC y B3pocnbix

« HAW OOIMvT um. P.M.
[opb6ayeBon (OMpeEKTop —
b.B. AdbaHacbeB) —
TICKnpu PCy
B3POCHbIX

« No2010r. —TICK
BEAM

« C2017r
Linknodgocpamung + AT

 Bcero BbinonHeHo 50
TICK




AHemusa bnekdaHa-Oanmonaa (Ab)

AB/[] Bnepsble Obina onncaHa B 1936 roay Kak ogHa U3 peakomn rpynnbl
reHeTu4yecknx 3aboneBaHnin, 3BECTHOM KaK BPOXKAEHHbIE CUHAPOMbI KOCTHO-
mMo3rosoun HegocTtatoyHocTn (BCKMH)

OcCHOBHbIEe rpu3HaKu:

» [lpegpacnonoXeHHOCTb K pa3BUTUIO KOCTHO-MO3roBOM HEAOCTATOYHOCTH
» PasBuTne BPOXAEHHbIX Ae(EKTOB

* CKIOHHOCTb K 311T0Ka4eCTBEHHbIM HOBOOOpa3oBaHUAM

Kak npasuno, rnpe3eHTauna ce4d3aHa C LMUTONEHNEN

A/[B - peTukynounToneHuns ¢ abcontoTHO HOPManbHON MUENTONOHON U
MerakapuounTnyeckon anddepeHumaumen n 3HaunTeNNbHO CHUXEHHOM
3PUTPONLHON aKTUBHOCTbLIO KOCTHOIO MO3ra, KoTopasa npeseHTuposarsna B
Bo3pacTe Ao 1 roga



JleueHue AB[]

Tepanesmuyeckue onyuu:
- 3amecTutenbHas Tepanus + Xenauus

- Koptnkoctepouabl

-TICK

- AnbTepHaTuBHbIE MeTOAbI: JlenuuH ‘.

lNokasaHue k TICK: o ) “3

* Crepoua-pecdpakTepHoe Unm ctepoma-HeTornepaHTHoe ' -
TeuyeHne 3abonesaHuns ¢ TpaHCY3NOHHON 3aBUCUMOCTbIO &

* Hanuume poacTtBeHHOro gJoHopa

« TpuezepHsbili» naney y
nauyueHma c aHemuelu
HatimoHOa-bnekgaHa ¢
mymauyuel RPL5

Haunydwue pesynsmamsi pu TICK e so3pacme 0o 9 nem

www. nodgo.org
KnunHnyeckue pekomeHgauum (nog pegakumm A.A. MacuaHa, H.C.
CmeTtaHuHon, M.A. MacuaHa, [x. JluntoHa) + P>XKOImO Ne3 2014




TICK npu AB[1 (PBIK)

Yucno naumeHToB — 3

MaumeHT 1

BospacTt Ha momeHT TICK — 3 roga, mans4uk

[OHOp — pOACTBEHHbIN COBMECTUMbIN (MaTb)

Ncxon — cmepTb Ha +100 geHb (PTTX+BUpyCHbIE OCMOXHEHNS)
MaumneHT 2

BospacTt Ha momeHT TICK — 5 neT, aeBo4ka

[1oHOpP — PpOACTBEHHbIN COBMECTUMbIN (CecTpa)

Ncxon — xuBa, TITCK 6e3 ocnoxHeHun. MNepuog HabnoaeHusa — 5 net
MauwneHT 3

Bospact Ha momeHT TI'CK — 14 neTt, manb4yuk

[1oHOp — pOACTBEHHbLIN COBMECTUMbIV (MaTb)

Ncxop — xuB, BblpaxkeHHble ocnoxHeHus TICK (PTT1X 3-4 cT.)
MoTtpebosanack nosTtopHas TICK. Nepuoa HabnogeHns — 5 net



AHemMuna @aHKOHM

AHemunsa ®aHkoHun (AdP) — BpoxxaeHHoe 3aboneBaHue, BNepBsble
onucaHHoe B 1927 roagy Nynao ®aHkoHu

«  BpoxaeHHble NopoKM pasBUTUS
« [porpeccupytollias KOCTHOMO3roBasi HEAOCTAaTOYHOCTb

* [lpegpacnonoXeHHOCTbIO K Pa3BUTUIO 310Ka4YE€CTBEHHbIX
HoBOOGpa3oBaHUm

A® - camblin YacTbI BPOXAEHHbIM CUHOPOM KOCTHO-MO3roBOW
HepgocTatoyHocTu: 1 Ha 100.000 xnBopoXaEHHbIX

[emaTonornyeckme HapylweHna — pa3BuTne B 4ETCKOM Bo3pacTe: MegmaHa
— 7 net

Puck passutna MOC/OMJ1 n conungHbix onyxoneun coctasnsietr 90% wm
28% cooTtBeTCcTBEeHHO K 30 rogam



PeHOTUNUYECKME aHOManuu npu AP

 MenaHuHo-nogobHas
NUrMeHTauus KoXxu (NaTHa «kode ¢
MOJTOKOM»)

o XapaKTepHoe «MNTU4Ybe NNLIO»
* Hwuskum poct

« AHOManuu Kkocten ckerneta (B
OCOBEHHOCTU KNCTEWN PYK U
Ny4YeBbIX rocTen ),

[TamHo «kogbe ¢
MI/IKpO u,ecban UA MOJTOKOM»

AHOManuu yieu, cepgua n rnovek



OuarHocTtuka A®

BbisiBrnieHO 16 reHoB, OTBETCTBEHHbIX 3a pa3sutne Ad®

[aHHble reHbl kognpytoT 6enkn metabonuyeckmnx nyten FA/BRCA —
> HapyLleHne penapaunun cneuyndpundecknx nospexageHmmn AHK —>
PUCK pa3BUTUS KOCTHO-MO3roBOM HEAOCTATOYHOCTU U
3noka4yecTBEeHHbIX HOBOOOPa3oBaHUN.

JluacHocmuka:
* [loBbllLEeHME NOMKOCTN XPOMOCOM B nNuMdoumTax
 LuTtomeTpua — noBbilLEeHHOE HaKoMNsieHne KneTtok B dpasze G2/M

* BbisBneHune HapyweHus youksntuHnposaHuss FANCD2 —
KOHEYHOro KoMnoHeHTa nytn A



TIrCK npu A®

po3

Meguana HabntogeHus — 31,9 mec. (3,8-246 mec.)
[MpuynHbl cmepTen: kombuHaumsa PTIIX 1 MHMEKUMOHHBLIX OCMOXHEHWUI
(n=5), MHPEKUNOHHbIE OCNOXHeHus (N=3), ocTpas n xpoHudeckaa PTIIX

(n=2), pak a3blka (n=1)
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[1o30HUe acbgbekmel

[MNOCKOKIETOYHbIN pakK NonocTK pTa
yepes3 11,9 n 19,2 ner:

- MaumneHT 1 — MNXT 6e3 achekTa,
OTKa3s oT onepaumnu

- [MaumneHnT 2 — XunB nocne
pagukanbHOro onepaTtuBHOro
neyeHus




TICK — Kak ynyqywuTb pesynbraTbl?

OOHUM U3 BaXXHbIM KOMMOHEHTOB MOCTTPAHCMNIaHTaLMOHHOIo
BeAEeHMS SABNSATCA HYTPUTMBHAS Noadepikka, OcyLlecTBrsiemasi co
crieaytoLwmMm LensMmu:

MNMutatenbHbIE: NNleyeOHbLIE:

®» Obecne4vyeHune » [loBbllWEHNE NEPEHOCUMOCTH
NMLWEeBOro crartyca xmMmmorepanumn

[MpodhmnnakTnka Myko3uToB
CHMXeHne cenTUYeCcKmnx OCoXHEeHUN

[Moooepxka MUMMYHHOW CUCTEMDbI

¥ 5 % ¥

Mopaynsuust 6Guonornyecknx peakumnm



TICK — Kak ynyqywuTb pesynbraTbl?

OQHMM N3 BaXKHbIM KOMMOHEHTOB BEAEHUS NALMEHTOB
nocne TICK sBnsaiTCS AMarHOCTUYECKME MePONnpUsaTUa ans
NHULMaLUK Tepannum BHYTPUBEHHBLIMU UMMYHOTIOBYNMHaMu:

PyTuHHOE nccnenosaHune ypoBHS IgG B CbIBOPOTKE KPOBU
N KOppeKkunsa B cnyvyae cHmkeHust Huxke 500 mr/gn

[MUP-koHTpONb BMpemumn (obHapyxeHue LIMB, ObB-
NHEKLINN)

|E',I/IaFHOCTI/IKa I/IHCbeKLI,I/IOHHbIX dlreHToB B pPa3JINyHbIX
cpenax n TKaHAX opraHn3ma

CKpI/IHI/IHF Ha GYTO/aﬂJ'IOVIMMYHHbIe OCIOXHEHUNA Tepannn

NHble (Hanpumep, BegeHne NaumMeHToB C ONCOKMOHYC-
MWOKINOHYC CMHAPOMOM U1 ApYyroe)



3amecTuTenbHaa Tepanua BBUI

Ha coBpemeHHOM 3Tane «305M0TbIM CTaHA4APTOM» AJIA 3aMeCTUTEeSNIbHOU
Tepanuu asnstTca BBUI 4-ro nokoneHus:

*  CoxpaHeHne monekyn IgG n nx cBoncts

*  Bbicokas koHueHTpauusa pactsopa (10%)

*  Hwuskoe cogepxaHne 6enkoBbIxX dpakumnm

*  [lONHOCTbIO MHAKTUBUPOBAHHbIE

*  He cogepxart arrperartos IgG

e  Lwupoknin cnekTp aHTUTEN

HaTtuBHas nnasma:

+  CopepxaHune moHomepoB IgG meHee 10 r/n

*  Haxoxgenve UMK

+  CopepXuT aHOOTOKCUHBI

. KoHTtamunuauymua: HCV, HBs, CMV
I



BBUI npu TICK:
KITMHNYEeCKNUN npumep

15 nerT, eH., NapokcnamaribHas HouYHas reMornobuHypuUs, annacTuyeckas aHemMums,
annoreHHas TpaHcnnaHTaumsi reMOMNoO3TUYECKMX CTBOSOBLIX KITETOK OT HEPOACTBEHHOIO
AoHopa (9/10)

OCnOXHEHUs paHHEro NocTTpaHcnaHTauMoHHoro nepuoaa: ebpunbHasi HeMTPoneHus,
MYKO3UT

BocctaHoBneHne remonoasa Ha +20 geHb (3ameaneHHoe BOCTaHOBEHNE 3pUTPOULHOIO
pocTKa)

+60 geHb — TpaHcnnaHTat PyHKUMOHUPYET (newnk — 4,0 Tbic/MKn, remornobuH — 82 r/n,
Tpom6 — 145 Tbic/MKN)

+65 geHb — NageHve nokasartenen remorpammbl (MTMNOGYHKLMS) — reMornobuH 78 r/n,
Tpom6 — 34 Tbic/MKN (xumepnam — 99,9% KneTok MMEeT 4OHOPCKoe npoucxoxaeHue). Mo
pesynsratam obcnenosaHus NMKKA. Havano tepanuun NKC — napumanbHbin OTBET

+72 peHb — BBeaeHue BBUI 10% 2 rp/kr

+77 neHb — B remorpamme: nevik — 3,4 Toic/Mkn (6e3 ctumynaumm), remornobuH — 96 r/n,
TpoMb — 86 TbIC/MKN



BBUI B remaTonormn-oHkonornm

* [NapeHune ypoBHA IgG B CbIBOPOTKE KPOBW BbISABIIAETCH MPU MHOTUX
BMAAX XMMMoTepanuu, O4HaKko HanborbLUWIA YPOBEHb peayKunm
oTMeYaeTcs npu ncnonb3oBaHun npenapara Putykcumab (AHTM-CD20
MOHOKJTOHarnbHOe aHTUTerNo). [laHHbIM Npenaparta NpuMeHsSeTcs B
Tepanuu NMM@OomMm y aeTen 1 B3poCrbiX, JIEHEHNN ayTOUMMYHHbIX
3aboneBaHuin, EBV-Bupemumn n 1.n.t

» Takum obpasom, Npun UCNosbL30BaHUM JAHHOMO Npenapara B NpoToKosiax
MXT TpebyeT koHTpons ypoBHs IgG 1 3amecTUTenbHON Tepanmm?

B HacTosLee BpeMs Hanbonee akTyaribHbIM CTAHOBUTCA NPUMEHEHUE
BBUI" umeHHO B NpodonniakTUKM BUPYCHbIX MHJPEKLINI TaK KaK 3a4acTyo
OaHHas rpynna npenapartoB ABMSeTCs eANHCTBEHHO BO3MOXHOM onumens

1 — Guerin V. et al Prolonged agammaglobulinemia despite unaltered B-cell lymphopoesis after Rituximab administration in children Tranplantation 2008; 86 (9):
1322-3

2 - Hicks L.K. et al Rituximab purging and maintenance combined with auto-HSCT: long term molecular remission and hypogammaglobulinemia Bone Marrow
Transplant 2009; 43 (9): 701-8

3 — Raanani P. et al Immunoglobulin prophylaxis in hematopoetic stem cell transplantation: systematic review and meta-analysis J Clin Oncol 2009; 27(5): 770-81



BBUI 10% - onbiT POKB

*  OnbIT npumeHeHus ¢ sHBaps 2010 roga

* [lokasaHus B koHTekcTe TICK:
— 3amectutenbHaga Tepanusa npu IgG Hke 500 mr/gn

— [podunaktnka n Tepanmusa CMV: B kKombuHaumm c
raHUMKNOBMPOM Unn oockaBupoM (KrnetoyHas Tepanna?)

— Tepanusa Parvovirus B19

— [podunaktmnka n nedyenune PTIX: KOMOMHMpPOBaHHas
— [MapuunanbHaga KpacHoKMneTo4Hasi annasus

— CwuHapom duiepa-3BaHca

— [lpenapatbl — B ocHOBHOM ["amyHekc, NpuBnaxeH



BBUI — ctaTtyc nauumeHTa




TpeboBaHua kK BBUI

Bbicokas KoHUueHTpauusa IgG

Mpun 6onee BbICOKOM KOHLUEHTpauumn IgG oTMeYaeTcst CHXKEHNE HarpysKku
o6beMOM, peayKLmsa PUCKOB OCINOXHEHUIN AN1s NALMEHTOB C
cepaevHococyamncTbiMmn 3abonesaHnammn, 3aboneBaHnsIMmN NoYeEK, PUCKOM
Tpomboambonuun, ons noxuneix nogen (ctapwe 60 net) n geten (0CobeHHO
HOBOPOXXAEHHbIX).

B koHmekcme mepanuu npu TI'CK ebicokasi koHueHmpauusi IgG daem
cnedyroujue npeumyuwjecmea:

1. CHmKeHne OCNOXHEHUMN NMPU NOYEYHON, cepaevyHON HeAOCTaTOUYHOCTM.
2. VIHTeHcudukaums «TauMmnHra» Tepanumn rnpu TaKenblxX criydyasx

3. Bbicokyto cTeneHb komgpopTa 1 yaobcTea Ansi naumeHTa



BBUI': CKpUHUHI npu npon3BOoACTBE

Bbicokun §
I'Ionynm.wloqum KOHTpOnNb

CKpPWUHUHT JOHOPOB

/

‘

E O6cnenoeaHue AOHOPOB
% E KoHTponb nony4eHHeIX oGpasuos
g % / OOHOPCKOM NnasMel
2 2
3 E / OwnarHocTuka o6pasuoe Metoqom NAT-
2 TecTUpOBaHUsA .
> BHeceHue o6pasLoB JOHOPCKOU
/ nnasmel B 6aHK
J / YoaneHue/MHakTUBaLUA BUPYCOB
Mony4eHue
& — npenapara
Huskun



BBUI': kak npoonutb
«XU3Hb Npenaparta»?

KombuHauyusi:
*  L-nponuH B Ka4ecTBe CTabuUnmManpyoLLero
areHTa
° HebonbLuomn caBur pH B KUCITYIO CTOPOHY CpOK roIHOCTH NPU KOMHATHOIi TeMnepatype (MecALbl)
lNosbiwaem cmaburnbHOCMb: e 10 T s
* L-nponvH npegoTBpaLlaeT arperaumo u IR e I
dparmeHTaumio IgG, a Takke N3MeHeHus owrarawe 10% | 0
LBeTa pacTtBopa npu XxpaHeHun (NoXxenTteHme) W1 Besac 5% | 0
*  YMepeHHas KUCNOTHOCTb cpeabl (pH 4.8) raopurnooms 5% | 0
coxpaHAaeT oonbLluee Yyncno MOHOMEPOB U Wnmynogernn® 5% § O
NpensaTcTBYeT arperauum u doparmeHTaumm LT S A
IgG, coxpaHasa cneunduyeckyto akTMBHOCTb
aHTUTEnN CpasHeHue rpenapamos
[Nonb3a 0nsi npakmuku: 8 3a8UcCUMOCMU OmM cpoKa
* [nutenbHoe xpaHeHune 1 cTabunbHOCTb (3 XpaHeHus

roga!) 6e3 HeobxoANMMOCTU XONOANNbHUKA
*  BO3MOXHOCTb HEMEANEHHOIO UCMONIb30BaHNSA




NMpoussoacrteo BBUI

| Mnasma |
A 4
| LlenTpudyruposaHue ‘ 1 o

N >50%IgG

JTanbl ANMMUHAUUKN

natToreHoB: | DpaKUMOHMPORAHUE ITAHONOM ‘
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