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Cranpapraiie BBUT

KpaeyrojibHbIM KAMHEM IMOATOTOBKH
IIPOM3BOJACTBA NMPOAYKTOB U3
YeJI0BEYECKOH IJIA3Mbl ABJIACTCH

0€30mMaACHOCTL Mepeaauy NaToreHos!



I[puonsbi: nuapexuuonnbLIe HeaKu
uml “onfor I'IILI l{nt:.;;iwj

HopManbHbIN NPUOH:
HeMH(pEeKINOHHbBIN

- YyBCTBHUTEJIEH K
AeUCTBUIO IIPOTEA3;

- YTHJIM3UPYETCH.

IIpuon ¢ «pacKpyUeHHOD)
KoH(popManueii: UH(pEeKUNOHHBIN

- He YYBCTBHUTEJICH K 1eUCTBUIO
poreas;

- HAKAIIJINBA€TCHl.



I[Ipuonnkie OosezHU

/AKUBOTHbIE:
Ckpeinu SC  (oBuBI)
XpoHuueckasi H3HypsOIast 00J1e3Hb CWD

(oJ1eHH, JIOCH)
JHUe(daTonaTuss HOPOK

['youarasi 3 edaonaTus KPynHOro

poraToro CKora BSE (xopoBbI)

TpancMuccuBHbIE ry0UaThIE

JHIIEPATONATHH TSE (komku )
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Ilepenauya BSKE gyenoBery

Ouenka Comer; Edinburgh, Hosiops 2003

B AHranm:

1980-2001r.r. ~ 54 MJIH. eIMHUL, MH(PUIHPOBAHHBIX
BSE, mocrynu/jio B muIIEeBYIO Lelb YeJI0BeKa.

Pesyabrar - nepeaaua BSE yesioBeky:

HOBBIN BapuaHT 0oJie3HH Kpeurudgeabaa-
Sxko0a (BBKSI)



Munnvuzanua pucka nepegadu BbKHA

yepe3 KPOBb, INIA3MY H NPOAYKThI MJIA3MbI

Hckiaoyenue Bcex MaTepuaioB )KMBOTHOIO NIPOUCXO0KACHHU S, KOTOPbIE MOI'YT ObITh
UH(PUIUPOBAHBI.

MarepuaJibl ;)KUBOTHOT'O NPOMCXOKIEHUA TOJIBKO U3 CTPaH, r1e He 0bL10 ciiyyaes BSE.
3amMeHa HA MaTepHAaJIbl PACTUTEJILHOIO0 NMPOUCXOKAeHUsT (Hanpumep, TBUH).
Uckiarwuyenue H0HOPOB ¢ puckoM (cemeiriHass BKS niau BBKS).

HUckinrovyenne miaasMbl U3 AHTJIMM.

HUckiroyenne J10HOPOB, KOTOPbIE MOJYyYaJH NepeJuBaHie KPOBH.

Jleiikoaenjienus JOHAIMIA.

HckiaoueHue 10HOPOB, KOTOPbIE MPoBesH >3/6 MecaueB B AHIinu uiam >5/10 jiet Bo
DpaHUUN.

Uckmroyenne nonauuii ot 10HOpoB ¢ BKS niu BBKS 13 npou3BoacTBeHHOro myJia a0
HayaJjia npouecca GppakuMoOHUPOBAHUS.

Eciu nyJa yxe nepepadoTraH B KOHEYHbIN MPOAYKT, OT3bIB CEPUH KOHEYHOI'0 MPOAYKTA.

OCHOBHBIE CTAIMH OYMCTKH + crienupuIecKasi 0OUNMCTKA MPH MPOU3BO/ICTBE NMpenapara
AaeT CyMMAapHoe CHH)KeHHe MPUOHHOK HAarpy3ku 10 -875 1.e., moTeHIIHAIbHASI
OCTaTOYHAs MPHOHHASI HH(PEKTHBHOCTh HA ()JIAKOH KOHEYHOro mpoaykra: < 10 -875

Jo cerognsimHero ausa He 0bl10 Hu oaHoro cayuaa nepeaauu BKA nau sBBKSA gepes
npenaparsl MIa3Mbl: *MMYHOI00YIMHBL, aNb0yMUH, GaKkTOpPLI CBEPTHIBAHUA



OKTA®APMA

 TecrupoBaHue HHAUBUAYAJIbHBIX
JTOHAIIMU, MUHHUITYJIOB U I1YJIOB IJIa3MbI
HIP-amarnocrukoi.

* 70% IO0HOPOB — HEOILLIAYMBAEMBbIE, C
BbICOKOH CTEIIeHbI0 MOTHBALIUM — 00J1ee
3500 moHOpPOB-100POBOJIbIIEB.



BBMUI - noxazanug K NpUMeHEHHUO
Npu BTOPUYHOM MMMYHOLehMImuTe

3apervcTtpupoBaHHble
NoxasaHUA K NpUMeHeHuo !

« MuenomHas 6onesHb Unu
XPOHNYECKUN
NUM@ONEnKo3 ¢ TsHKenou
BTOPUYHOU
runorammarnobynmHemmen
N peunansnpyoLumm
NHPEeKUMAMU

* [NOBTOpPHbIE MHGPEKUUN Y
aeten ¢ BpoxaeHHou BAY-
NHpekymen

1. MNMoka3anusa cornacHo EMEA, EBpona, u TGA, Asctpanus
2. Debes u coasT. 2007

MNoxasauus, no KOTOpPbIM UMEEeTCHA
onbIT KINIUHN4YEeCKOro ITI)I/IMeHeHI/IFI2

ArpaHynouutos
*MyKO3UT

*BNY-nHdpekums
*KapymHoma

«Jleiko3s; XMJ1/OJ1J1/OMI1
«JlenkoneHusa

Jlumcoma

bonesHb XomxKknHa
‘Munenoaucnnasusi
‘MuenonponudepaTBHbie CUHAPOMbI
J[lasmoLnToma

*O)xoru

o[ paHynemato3 BereHepa
*HexompKKMHckue numdombl



BBMUI - noxazanug K NpUMEeHEHUO
npu ayToMMMYHHBIX 3a00/ieBanmuax

3apeructpupoBaHHbie NOKasaHUA K NPUMEHEHWUIO !
» Mlgnonatunyeckas TpombountToneHnyeckas nypnypa (UTI)

* CnHgpom N'mneHa-bappe (CI'b)

» bone3Hb KaBacaku

lNoxasaHus, N0 KOTOPbIM UMEETCA ONbIT KNUHUYECKOoro npumeHevaz

A3BEHHbIV KONUT

BonesHu coeaguHUTEenbHON TKaHU
Bone3Hb KpoHa

PaccesHHbIN cknepos
3rokavYecTtBeHHasi MMaCTEHUS
Mwuosnt

PeTtuHonartus

[Manmuenonartusa

[MonuHeBpUT

Backynut

[MonupagukynoHeBpUT
Tupeonaut

BokoBon aMMOTPOPUYECKNIA CKIIEPO3

AyTOMMMYHHasi reMonuTu4eckas aHeMus
Y3enkoBbl nepuapTepuuT

XpPOHUYECKUN IOBEHWUITbHBIA apTpUT
PeBmaTonaHbIn apTpuT

CuvHapom OBaHa

AHTUdochonmnuaHbIi CUHAPOM
Koarynonatus

Pe3yc HecoBMeCTUMOCTb

XBAINH (xpoHnyeckas BocnanvTesnbHas
AEMUENNHU3MPYOLLIAS NOANHENponaTns)

MMH (mynbTudokansHasg MoTopHas
HenponaTusl)

CMCTeM Has KpaCHas BOJ14HaHKa 1. NMokasaHusa cornacHo EMEA, Eepona, u TGA, Asctpanus 2. Debes n coaet. 2007



BBMUI - noxazanua K NpuMeHEeHNI0,
HerJaccu@puuupoBaHHbIe

[MoxasaHua, N0 KOTOPLIM UMEETCA ONbIT
KNWHWYEeCKOro npuMeHeHus? °

» OcTpble MHdEeKUMH

« ANINOreHHas » LiuTomeranosupycHasa uHgekuus

TpaHcnnaHTauu1a » CTadomnokokkoBasi MUHQEKLUS
KocTHoro mo3sra (TKM)

3aperucTpupoBaHHble
noxasaHUA K NpUMEeHEeHUIo !

» boneBon cMHApPOM nNpu HemponaTum
» [loye4yHas HegOCTaTOYHOCTbL/HEDPUT
* CUHOPOM XPOHNYECKOW YCTanocTu

» XpOoHnyeckne nHdekumn

» TpaHcnnaHTauus cConmaHbIX opraHoB

» HeknaccuduuympoBaHHbIN
nMMyHogepnunT

1. NokasaHus cornacHo EMEA, EBpona, u TGA, Asctpanus

2. Debes n coast. 2007 h CenCMC

3. UccnepoBaHue pbiHKa

* [[emMonuTnyeckaa bonesHb
HOBOPOXXAEHHbIX



UMMyHUmMem

* AMMYHHbLIW OTBET Ha
«CBOW» TKaHEeBOW
aHTUreH

e [lponsBoAcTBO . “ I

ayToaHTuTen

e AKkTMBaUMA
WMMYHOKOMMNETEHTHbIX
KNeToK

e MoanepxaHue
WMMYHHOro 6anaHca

MEXAHUN3MbI
KOHTPOJIA
FTOMEOCTA3A
yepes
UMMYHOJI02UYEeCKOoe
esaumodelicmeue

«CBOW» TKaHEBOW
aQHTUreH.

e [MlaTonornyeckun
NOBbLIWEHHOe
NPoOU3BOACTBO
ayToaHTUTen.

e YCUNEeHHanA aKkTueaLma
KOMMMNeMeHTa.

e HapyweHwue




Hapywienue ummynnozo bananca

Koppensauua Tutpa
ayToaHTuTen
C TAXeCTblo 3aboneBaHunA

BpemeHHoOe HapylweHune
(PYHKUNOHUPOBAHUA
opraHoB

KpaTtkoBpemeHHoe
HapyweHne UMMYHHbIX

hOYyHKUWNA

OGpa3oBaHue
rMnepaxKkTuBHLIX,
ayroarpeccuBeHbix T- n B-
KNEeTOUYHbIX KNNOHOB

OTcyTtcTBMe Koppenauun
TUTpPa ayTOAHTUTEN C
TAXECTbLIO 3aboneBaHnA

OnvutenuHoe HapyweHue
(PYHKUNOHUPOBAHUA OPraHoB




Mexarnuszmbi delicmeust BBUIM

HAPYIHIEHHUE Hl\iMYHHOI‘ O BAJIAHCA HEWTPANN3ALMA AYTOAHTUTEN

NNATOJIOrHYECKOE ITIPOU3BOACTBO AYTO-AT $ammy BBUI KOHKYPUPYIOT 32 MecTa

l CBA3bIBAaHUA Ha KNeTKax KPOBU U TKaHEen
IMpucoenunenue ayro-AT Kk KIeTKaAM-MHIIEHAM N (BbITECHAIOT ayTOaHTUTENA )
CTUM

OTKJIAJLIBAHHE HFMMYHHBIX KOMHJIERCOBsan"Ja"PwOT ®ArOUUTAPHYIO AKTUBHOCTD,

[ HALUUIO UMMYHHbIX KOMMNEKCOB
R 1AM AKTH;AHI’I’I KOMIIEMEHTA% S o1 1poIMPYIOT AKTUBALIMIO KOMMNEMEHTA
HEKOHTPOJINPYEMOE BOCIHIAJIEHHE sy KOHTPONUPYIOT BOCNANUTENBHLIE NPOLECCHI
| | NYTEM CBA3bLIBAHUA BA30®UNOB / TYYHbIX KNETOK
HEKOHTPOJIMPYEMbIA HMMYHHBIA OTBET
HA «CBO» TKAHEBOM AHTUTEH - CTUMYNMPYIOT NPONMOEPALIVIO
W CO3PEBAHMUE T-KNETOK
HAPYUHIEHUE MUKPOLUPKYJIALIUM, C CYNPECCOPHOMU q;yHKuMEn
MOBPEXKJIEHHUE TKAHENA U COCYJI0B
|

HAPYUHIEHUE ®YHKIIMOHUPOBAHUSA OPTAHOB B
PE3VJIBTATE OTJIOXKEHHWA UMMYHHbBIX
KOMILIEKCOB, BJIOKA/IbI PEIIEIITOPOB,

BOCHAJIlEHH’I» Ll BBWI aktueupyiot AMKnetku, CNEKTP

- OBPA3YIOWUXCA AT COOTBETCTBYET
CNEKTPY SHOEOBOFO YENOBEKA

N3MEHEHHME I'YMOPAJIBHBIX U KIIETOYHbBIX
MEXAHM3MOB 3AIIATHI TIPUBOJIUT K

JAJLHEAIEMY H&P}g{%ﬁﬁm MMMYHHOTO  honnEPXXAHUE UMMYHHOIO EANAHCA



Houonamuueckan mpomboyumonenu4eckan
nypnypa (HTII)

* HMauonaTuveckas TpomMOoumuToneHnyeckan nypnypa (UTII) -
ayTOMMMYHHOe 3a00/ieBanue, MPH KOTOPOM BCJIEACTBHE pa3pyllieHUs
TPOMOOLMTOR, BLI3BAHHOI0 AYTOAHTHTEJIAMH ¥ KOMILJIEMEHTOM,
BO3HHKAET NOBLIIIEHHAN KPOBOTOYMBOCTh, B THAMKEJILIX CIYyYanX -
OMACHAN )15 JKHU3HMU,

* [Ilepeuunasa UTII MoxkeT HMETh OCTPOE HJIH XPOHHYECKOE TEYEHHUE,

* BropuuHas HMMYHHAasi TPOMOOLMTONECHUS - PE3YJILTAT PAIHYHBIX
3a0osieBanMmii, B T.4.

- TuM¢ponpoanpepaTHBHLIX M APYTHX OHKOJIOIHYECKHX 3a0o1eBannii,
XPOHHYECKHX JuMpouuTaApPHLIX Jeiiko3oB (CLL), 6onesnn Xomkkuna,
HEXOKKHHCKHX JJUMGOM, KAPLUUHOM;

- AYyTOMMMYHHLIX 3200/1eBaHMil — cHCTeMHan KpacHas BoquyaHka (SLE),
PEeBMAaTOMAHLI APTPUT, BOCHAIHUTEIbLHLIE 3200/1eBAHUA CYCTABOB,
Oone3nns Kpona, necnenuguyeckuii A3BEHHLIH KOJIUT, XPOHUYECKHUH
AKTHBHBIM I'eNMaTuT;

- BUPYCHBIX ¥ 0aKTepHalbHbIX HH(pEKIWH,



NpnonaTudeckas
TpoMbonuTonennyeckan mypnypa (MTII)

AyTOMMMYHHOE 3200/1€BaHu e, IOPAKAIOLICEe
TPOMOOLHUTHI.

e (OCHOBHBIC CHMIITOMBI:

e TpomOouuTONEHUA ( KOJIUYECTBO
TpomOouuToB <150 x10° /1), npuBoasimasi k. |
KPOBOU3JIUSTHUSIM, IPEUMYIIECTBEHHO e
KOKHBIM, BCJEICTBHE HAPYIIEHHOTO
NEePBUYHOI0 reMoCcTa3a.

 HebOoubuive TpaBMbl BbI3BIBAIOT 00JIbIIINE
KPOBOM3/IMHHUSIL. i

e Peako pa3zBMBAIOTCS KM3HEYTPOKAIOIINE
MO3rOBbI€ KPOBOTEYEeHMS.

e N


Выступающий�
Заметки для презентации�
Нормальная продолжительность жизни тромбоцитов 7 дней, но при ИПТ она снижается до нескольких дней.

�


JBa Tuma UTII

Octpasa UTII Xponnueckasa UTII

B

03pact Ha MOMEHT Jerckuu O0b14HO 20-50 JeT
HayaJia 3a00J1eBaHus
Iloa M, XK AK:M=3:1
11

PEAMICCTBYIOMME OObIYHO He cBsizana
HHPpexuuu
Komutecrso Humskoe (<20x10°)  |[Pazmmunoe (<10-40x109)
TPOMOOLIUTOB
CnoHnTaHHoe boabIIKUHCTBO

Peako

paspelienue nauueHToB (85%)
Ipoao/KMTEIbHOCTD Heckoibko Hegesb * | Mecsinbl — roJbl




Ipunyun oeiicmeun BBUI npu UTIT

charoyutosa ayToaHTUTeNnaMn 3,5, 1yta rpomGouutor
UMMYHHbIX TpOMGOUNTEI HeNTpanusauven
KOMNNEKCoB 7 ayToaHTuTen
KOHKYpeHuuen 3a n *A YA 3axBaT

MEeCTO CBA3bIBaHMUA -. PN A & AKTUBUPOBAHHbIX
Ha Mmakpodare ik %‘A» ‘z\Y ¢paxTopoB
(FcR6nokapna) ¥ KOMNNEeMeHTa

Makpaodar

T-KnetTka =it i "("L‘_::

X S Perynauua KneTo4Hon
¥ Y aKTUBHOCTH
\‘ .
A CHWXEeHHOoe
W HoBOOGpasoBaHue
\Y/So A ¥ @yToaHTuTen u

B-kneTtka UMTOKUHOB



WononaTtuueckan TpoMmbouuToneHuvecKan

nypnypa

BBUI — npenapatbl nepeoro BuLibopa
B3POCJIBIE

o SdpdexTurnocts - BBUI npusoaut x 6u1cTpomy npupocty TpomMGonuTos!
* 75% nmanmueHTOB
* ¥ 50% xoau4ecTBO TPOMOOLMTOB HOPMAJIN3YETCS

* Iloxazanus

e Tsoxenaa UTII v HU3K0E KOJUYECTBOM TPOMOOIUTOB
(HeoT/I0KHAA Tepanus)

 OneparuBHOE BMEIIATEJIbCTBO, 0€PeMEHHOCTH (Iepe/
NpoueaypaMu ¢ BEPOATHOM MOTEeper KPOBH)

e B kauecTBe HEOTJIOKHOU MOMOIIH
e Ilpu HenmepeHOCMMOCTH CTEPOUI0B

T OreyrerBue cepbe3HbiX NOOOUHBLIX I(P(PEKTOB 110 CPABHEHHIO €

APYrou Tepamnuei. ITP guidelines UK. 2003
VIg guidelines_Hematology- Canada. 2008




ianonartuuyeckan TpoMbounToneHnyeckan
nypnypa. Pexum gosvpoeaxnna BBUI

B3POCIIBIE AETH
> OcTpbiii 3MKU301 * OcTpblli INK30] NepBast JUHUSA

C KPOBOTOYHMBOCTBLIO H/WJIH Tepanuu U NPpU XPOHHIECKOM

C HEIOCTATOYHBIM OTBETOM Ha TeUueHHH

aJIeKBAaTHYIO 103y CTEPOH/I0B Jo3a 0.8-1 r/xr B 1-ii genn

> Jo3a 1 r/kr — B 2 nHA e Ilpu HeoOXoMUMOCTH

Ilpu penuauBe gevyeHue (Tp/u MmeHee 20 THIC/MKJI)
MO’KHO IOBTOPUTD MOBTOPHO 4Yepe3 48 yacos

> XpoHHYECKOe TeUeHHe, B T.4. o Kuzneyrpoxawiiee KPOBOTeYeHHE
nmocJie CillJicHOYKTOMUU

- J1o3a 500 mMr/kr
eXKeMeCAYHO

 Jlo3a 1 r/kr 2 nus

ITP guidelines UK. 2003
VIg guidelines_Hematology- Canada. 2008




Peemamouonwviii apmpum

IMoxkazanus aiasa noaxiawdYeHus BBUI' B KOMIUIEKCHYIO Tepanuio:
Y CUCTCMHDBIC ITPOABJICHUSA 3360.]IeBaHI/IH;
*  TOPHNUIAHOCTH K MPOBOJAUMOM Teparnum;

* HEBO3MO:KHOCTbH MJIM HEKeJIATEJbHOCTD JAJbHEHIIero moBbIIIEeHHS 103bI
CTEPOM/I0B;

* HaJU4ue OCTPON DaAKTepHATBLHOU WH(PEKIUN I XPOHHUYECKUX 049ar0B
HH(pEeKINH ¢ NepuoanIecKuMu 00ocTpenusamMu (PpypyHkyJie3, nuejaoHeQpur,
MAPANPOKTHUT U AP.);

* BBIPAKCHHAS XPOHMYECKAs MEPCUCTUPYIOLIAS BUPYCHAs MHeKuus,
MOATBEPKACHHAS UCCICIOBAHUAMHA MOYH;

*  NPOAOIKHTEJIbHOE JIeUeHHe HMMYHOCYIIPECCHBHLIMH NMpenapaTaMu.
Ho3za: 0,4-0,5 r/kr Beca.

 OauH KypcC Tepanuu COCTOUT U3 3-KPATHOT0 BBeJACHHUSI HMMMYHOIJI00YJIMHA
yepes AeHb.

* IloBTOpHBIM KYPC - 10 MOKA3AHUAM €KeMEeCIYHO UM ¢ MHTEPBAaJIOM B 3 — 6
MecCs1eB.

IMonoxuTenbHbii YPpdheKxT:
* CHHMI)KeHHE 001ed U TYMOPAJbHOM AaKTUBHOCTH MPOIECCA;

*  BO3MOKHOCTb YMEHBIIUTH 03y, 4 B MOCJeAYI0IIEM MOJHOCTHI0O OTMEHUTH
NpUeM KOPTUKOCTEPOUI0B BHYTPb;

* CHHMKEHHE AKTHBHOCTH 0AKTEepUAJIbLHOU U BUPYCHON MH(EKIUU U NePeBO/I
00JILHBIX HA 0A3UCHYI0 TEPANHUIO.



SpgpekmueHOCMb 8HyMPUBEHHO20 e8e0eHUs]
UMMYHoO2J5106yrtuHa npu sie4eHUU cucCmemMHbIX
gpopm FOPA

6e3 achpekTa
g9,  YAOBNETBOPUTENbHbIN

12%

56%
24%

OYeHb XOpOoLUnUn XopoLwunn

(>ono6oa E.C., WLlax6a3saH WU.E., Jllo3osckas J1.C. n ap.,1996,
MMA um CeueHoBa, kacheapa aeTckux 6onesHemn)



Cruszucmo-KoNncnvlil TUMPOHOOYAAPHBII
cunopom (Kaeacaxu)

INoxazanua aias noakiaoyeHua BBUI' B KOMIUIEKCHYIO TepaNUIo:

e OCHOBHBIM METOAOM JICUCHUSA ABJIACTCH COUCTAHUC
aIIeTI/IchaJII/IIII/IJIOBOﬁ KHCJI0TbI C BHYTPUBCHHBIM
HUMMYHOIJIO0YJIMHOM.

Jo3a:

« EaunHoBpemMeHHas 1032 UMMYHOIJI00yauHa cocTtaBisiet 200 — 400

— 2000 mMr/Kr, IUTEJIBHOCTL Kypca - S —1 neHb (CcymMmapHasi 103a
— 2000 mr/kr).

*  AIETWICAJMIIMJIOBYI0 KHCJI0TY HA3HAYAIOT B CYTO4YHOM J03e 30 —
40 MI/Kr Macchbl TeJia 10 CHUKEeHHSI NMOBbIIIEHHOU TeMIlepaTypbl U
B 103€¢ 3 —5 MI/KI' B CYyTKM HA NPOTIKEHUH MUHUMYM 6 HeaeIb.

IMonoxuTenbHbl YpPexT:

* CHM)KEHHUE PUCKA MH(PAPKTA U NOBPEKIACHUA KOPOHAPHBIX
aprepui B 1,5 — 2 pa3sa;

* NpoPUIAKTHKA aHEBPU3M;

e ObICTpasi HOPMAJIHM3ANUS KIMHUYECKHX MTapaMeTpPOB.



Cucmemnan kpacnan eonuanka (CKB)

IMokazanusa Kk npuMeHenuio BBUI:

BbICOKAasi U Kpu3oBas akTuBHOCTH CKB;
TPOMOOIUTONECHM S, TAHIIUTONCHNS

nopaxenue LHHC;

JedeHue U nNpopuiIakTuKAa HH(PEeKIMOHHBIX OCJI0KHEHUM ;

Jo3a:

IIpu BbicOKoM U KpU30BOH akTUBHOCTH CKB uMMYyHOI/100y/IMH HA3HAYAKOT B
KYpPCOBOIi 103e, cocTaBisomen 0,8 — 2 r/kr. Ity 103y BBOAAT B 2 — 3 mpuemMa B
TeueHue 2 — 3 mocJjiea0BaTeJbHbIX JHel WiId Yyepe3 AeHb. [Ipu Hanyuun
MOKA3aHUM KYPC JIeYeHHUS IOBTOPHIOT B T€YEHHUE MOCTCAYHIIUX MeCALeB.

Juist npopuIakTUK U JieyeHus onnopryHucrudeckux nndpexkuuu npu CKB,
MPOTEKAIIUX 0€3 BBICOKOM AKTUBHOCTH, UJIH B IMIEPUO PEMHUCCUM
3a00s1eBaHudA 10cTaTO4YHO Ha3HAa4YeHuss BBUI' B no3ze 0,4-0,5 r/kr Ha kypc.

[MonoxuTenbHbIl YPpPhexT:

CHU’KEHHUE 001Ieil 1 TYMOPAJIbHON aKTUBHOCTH Npolecca (KynupoBaHue
JIUXOPAJAKH, APTPUTA, TPOMOOIMTONIEHUH, Topaxenuss IIHC, koxu u
CJHU3HUCTBIX 000J109€K);

BO3MOKHOCTh YMEHBIIUTD 103y OPAJbHBIX IVIIOKOKOPTUKOUI0B, 10CTHKEHNE
U MOJIeP:KAHNEe PEMUCCHU;

CHUKCHHME AKTHBHOCTH 0aKTEePHUAJILHON M BUPYCHOU NH(EKINH.



BropyuHbie uMMyHooehULUTL! —

nokasaxusa K npymexnexuio BBUI
SAPEMMCTPUPOBAHHDBIE :

= MUeriomHas oonesHb

= XJ11 (XpoHuyecknini nMmMonenkos) c TsKenoun
BTOPMYHOM rMnoraMmmarniobynimHeMuen u

PELMANBUPYIOLLIMMWN UHDEKLMAMY

" peunauBupyrowme NHPEKUUN y 0eTEN C BPOXOEHHOW
BY — nHpekUunen

BHyTpuBeHHbIN uMMmyHornobynuu (Okraram®) npu XJII B pose 0,4

r/xr kaxabie 3-4 Hepenu 3HA4YMMO CHWXKaeT KONU4ecTBO UHgeKUUA
no CpaBHeHIMO c nnaueﬁo"l Orange JS u coaBT. Micnonb3oBaHve BHYTPMBEHHOIO FNobynuHa npu

3aboneBaHusAX YenosBeka: 0630p gokasaTenbHON 6a3bl, NOAroTOBEHHBIA YneHamu
Komuteta no nepsnyHOMY MMMyHOAEeULUTY amepuKaHCKon AkageMun anneprum,
actMbl n ummyHonoruu. J Allergy Clin Immunol. Anpenb, 2006.



MHoOKeCTBEeHHAT MUEJIOMA

Yacrora BcTpeuaemoctu: 2-4 Ha 100 000

CooTHOLIEHUE MYKYMH M KeHInuH 1,6 : 1
 Bo3pacr 0oabmMHCTBA MaLMEeHTOB > 40 JieT
 PacnpocTpaHeHHOCTH Y YePHOKOKMX JIUII B IBA pa3a 00JiblIe, 4eM y 0esibIxX

 Ilpoaungepupyromui KJIOH IJIA3MATHYECKUX KJIETOK, KOTOPbI
MPOAYUMPYET MOHOKJIOHAIbHbIA HUMMYHOIJIO0YJIMH U MOPAXKAET KOCTHBIH
MO3T M KOCTH

 Yacrble nposiBjieHUsi: 00J1b B KOCTAX, I0YeYHASI HEAOCTATOYHOCTD,
TUNOKAJIbIUEMUsA, AHEMUS U PelUIUBUPYIOIIHE HHPEKIINU

 3amecturteabHas Tepanus IgG

Ho3bi: 0,2 — 0,4 r/kr, Kaxabie 3-4 Hexen



Xponunueckui numpouuTapHbii aeikos (XJIJI)

Yame pasBuBaercs y B3pPOCJbIX JuI cTapue 50 jer

£

. > o & ®
MenJjieHHO paCTyIIHid, J0JT0KUBYIIHA 3JI0KAYeCTBEHHbII e e e
KJIOH B-KJIeTOK pacnpocTpaHsieTcsi B KOCTHbII MO3T, KPOBb U @ o.n

CCJIEC3CHKY BCJICACTBUEC CHUKCHHOI'O AIIOIITO3a

Hecnenuduueckue xaj100b1 HA YTOMJIAEMOCTb, AHOPEKCHIO,
MOTEePI0 MACChI TeJIa, OABINIKY NPU PU3HUYECKOH HATPY3Ke, UJIU
OLIYIICHHE IEePEeNnoJTHEHUS B )KUBOTE (YBEJIUUYCHHAS CEJIe3CHKA)

Ha3znauaerca IgG maumeHram ¢ rumoramMMarjio0yJJUHeMUeHd U
MOBTOPHBIMM WJIH pePpaKTepHbIMU HHPEKIUAMU, a TAKKE A
NPOPUIAKTHKYA HH(PEKIMUOHHbIBX 3200/IeBAHUH, IPH PA3BUTUH
> 2 TAKeJbIX MHpEeKIUN B TeYeHne 6 MmecsaeB

BHyTpMBeHHLIN HMMYHOrJI00yauH (0,4 r/kr kaxablie 3-4 HeesH)
JHAYUTC/IBbHO CHUKACT KOJINIECCTBO I/IH(l)eKlll/Iﬁ 110 CPABHCHMUIO C
nianeoo !

1. Orange JS u coaBT. /icnonb3oBaHne BHYTPUBEHHOTO rnobynunHa npu 3aboneBaHusx YenoBeka: 063op
YacToTbl, NOArOTOBMIEHHBIN YneHamu KomuteTta no nepBU4HOMY MMMyHOAEMULIUTY aMepUKaHCKO
akagemum anneprm, actMmbl u ummyHonoruu. J Allergy Clin Immunol. Anpenb, 2006.


Выступающий�
Заметки для презентации�
Ни ХЛЛ, ни миелома не являются излечимыми заболеваниями�


BUY nndexuys y HOBOPOKACHHBIX W AeTeHl

Ilepenaua BUY ot maTtepu pedeHKYy.

* Beaeacreue He3pe10CTH HMMMYHHOM CUCTEMBI JeTel

*Cyl1eCTBEHHO HAPYILIEHO cO3peBaHue B-KiieTok.

1

e 3amecTuTeabHas Tepanuda IgG niast npopuiIakTUKH
O0akTepuaIbHbIX HH(pEKUUIA.

[Mnauebo-KoHTponNMpyemble UccrnenoBaHus nokasanu, YTo fieyeHue

BHYTPUBEHHLIM uMmMyHOrnobynvHom (0,4 r/kr kaxabie 28 AHewn) CHKaeT
4YacTOTy TSKENbIX U Nnerkux 6akrepuanbHbIX MHMEeKUMA'

. Orange JS n coaBT. Vicnonb3oBaHne BHYTPMBEHHOTO MMMYHOrNo6ynvMHa npy 3aboneBaHnax Yenoseka: 0630p YacToThl,
noAroTOBIIEHHbIV YneHamu KomuTteTa no nepBUYHOMY MMMYHOAEMULIMTY aMEPUKaHCKONM akadeMun anneprm, actmel u
nmmyHonoruu. J Allergy Clin Immunol. Anpenbs, 2006.



TpancnnanTauusa kocTHoro mosra (TKM)

Tpancniaanranusa koctHoro mosra (IT'KM) - mpoueaypa
110 BOCCTAHABJIMBECHUIO CTBOJIOBBIX KJIETOK,
pa3pyllIeHHbIX, HAIIPUMeEP, 0 BO3A€eUCTBHEM BbHICOKHX
103 XMMHOTEPANIUU U/ MU JIyUYeBOW Tepanuu

e HMmyHocynpeccopbl BBOAATCH KAK MUHUMYM B T€4YeHHE
6 MecsiieB IMOCJIe TPAHCILIAHTAIMHU (MPOPUIAKTHKA
OTTOPKEHUS)

 OTtcyrcrBUe 3alIMTHI NPOTUB MH(EKUMI + HoTeps
alaliTUBHOT0 MMMYHHUTETA

1

 3amectutesabHas Tepanus IgG



TpancmiaHTaNUA KOCTHOI0 MO3rA.
BBMUI - pesxyM I03UpPOBaAHNUSA

MokasaHus k npumeHenuio | [losa YacTtoTa nHbvexuun
NPW annoreHHow

TpaHcnnaHTaLuu KOCTHOro

Mosra

JleyeHne nHpekunmn n 0,5 r/kr 3a Hegento oo u 3 mecsiua
npodunakTuka 6onesHu nocne TpaHcnnaHTauum
«TpaHcnnaHTaT NpoTuB exxeHeaernbHo

XO3AAUHa»

[lepcucrtupyioulee 0,5 r/kr Kaxxabli mecau, oo

OTCYTCTBUE NPOAYKLMM
aHTUTEen

HopManusauun ypoBHeu IgG




Cunpgpom I'niiena-bappe

OcTpbIin nguonaTUveCckKkum

nonivnpagunkKysrioHeBpUT. EI%E;DEHM HepEHan

PaspylwieHne MmenmMHoBOW 060JT04KM,
Bbi3BaHHOe AencTBMeM Makpodaros nnum
NU3NCOM, onocpeaoBaHHbIM aHTUTENAMM.

OcTpas nporpeccupyrowian crnadbocTtb
MbILUL, KOHEYHOCTEN, NIULEBbLIX MbILUL U

MbILLL, FNa3HOro ss6noka. EONOKHO " pvBLLOBbIE

H3MEHEeHHA
MHEAHHOEAA

PacnpocTtpaHeHHocTb — 8 : 10000. obonouka

MHEAKMHA

MNOBPEXK AEHHbIA
HEPE
BonbwMHCTBO NnauneHToB (85%)

NMONMTHOCTbLIO BbI3AOpPaBNIMBAKOT Yepe3
6 mecsiueB.

CmepTHOCTL: 8 %


Выступающий�
Заметки для презентации�
 8% умирают, в основном вследствие паралича дыхательной мускулатуры или сердечной недостаточности.

�


CuHapom MNnena-bappe -
KNMMHUN41EeCKaA KapTuHa

OO6bI4HO HauYMHaeTca co cnabocTu u
OLLYLLEHWS NMOoKamnblBaHUSA B HOrax.

PacnpocTtpaHaeTcsa Ha pyKu U BEPXHIOO
YyacTb Tena.

MoxxeT conpoBoXxgaTtbcsi 60nbto n
noTtepen YyBCTBUTENbHOCTW.

MoxxeT pa3BuUTbCA Napanuy MblLLL.

[luK Ha 2 - 4 HepensX.

Ecnu BoBneyeHb! gbiXaTenbHble MbILULb,
nayneHTam TpebyeTtcs MHTybauma u
NCKYCCTBEHHasi BEHTUNSALUUS NErkux
(20%).



Jleuenue CI'B -

ucciaenopanmue Bax npep Mek (van der Meché), 1992 r.

BBWI 0,4r/kr/oeHb B TeuyeHne 5 aHen (Gammagard)

PesynbTarhi:

* ONSA NALMEHTOB C yNy4lleHUueM Yyepes 4 Heaenm ot
Hauyana Tepanun BBUI - 53%.

Oxtaram® go3bl: 0,4 r/Kr/nenn B Teuenue 3-7 1HeH



XpoOHUYeckana BocnanutenbHas
OeMUenuHusvpyollan nonuHeyponaTua

- BBUI' B cpaBHeHUn C KOpTUKOCTEpPOUAaAMMN:

 NonroBpemMeHHble NOb6oYHbIe 3P PeKTbl BbICOKUX 403
KOPTUKOCTEpOMAOB BKIHOYaKOT:

* NNyHOOOpa3Hoe NULo, OXXUpeHne, oCTeonopos,
rmnepTeH3uto, AmabeT, KaTapakTy, U3aMeHEeHUs HaCTPOoeHUs

« CtoumocTtb KopoTKoro Kypca BBUI' moxHO conocTtaBUTb CO
CTOMMOCTbLIO AONITOBPEMEHHOIO JIeYeHUs U pacxogamm,
CBAAI3aHHbIMN C HETPYAOCNOCOOHOCTLI0, BbiI3BaHHON
no6o4YHbIMU 3chheKkTaMu KOPTUKOCTEPOUAOB

7 pPaHAOMU3NPOBAHHLIX KOHTPONUPYEMbIX uccneaoBaHuin'
— B oOLeun crnoXxHocTtu BKNw4Yanu 287 naumeHToB

— BBWUI 6onee achdheKkTUBHbI B CHMKEHUU HETPYAOCMNOCOOHOCTMH,
yeM nnauebo

— Mpwn neyennn BBUI HaOnropaeTca MeHbLe NMOOOYHbIX
adpcekToB

1. Eftimov F IN 1 coaBT. BHyTpuBeHHbI MMMyHOrnobynuH B neveHun XBAMH.
Cochrane Review, 2009.



XBAIIH — neyenmue

Buicokue no3bl BBUI™:

e XOopoLune pesynbrtartbl y 25-50% nauneHTOB
(yMeHblUeHUe BbipaXXeHHOCTU HapyLleHnn
dyHKLUUN Yepe3 2—6 Hegenb).

« BcneacrtBne XpoHNMYECKOro Te4YeHus,
oonbwmnHcTBO NaumeHToB ¢ XBAINH HyxpaloTca B
npepsiBuctomMm neyeHnn BBUI B TeueHue 3—10 ner:

 HawanbHana no3a: 2 r/kr pacnpeaeneHHan 1-5 aHen
* NMoBTOopHan Ao3a: 0,4 r/kr/ AeHb B TevyeHue 1-3 AHen



Mwactenuna [paeuc ( MIN)- nevenue

* Yacrota yny4wenua npu nedyeHuu BBUI B ABYyX
ony6fIMKOBaHHbIX HEKOHTPOJIMPYEMbIX UCCNEeaO0BaHUMN,
coctaBnsana 73 n 76%

 PaHOoMM3npoBaHble KOHTpoONupyemMblie
nccnepoBaHus:

« BBUI' B cpaBHeHun ¢ nnauebo y 51 naumeHTa
o 3ddekTnBeH npu oboctpernun Mr.

« BBMI' B cpaBHEeHUM C MeTUNNPEAHU3OSTIOHOM MNpU
yMepeHHbIX obocTpeHusax Ml y 33 naumeHToB

PP EeKTMBHOCTbL CpaBHMNMA.

» BBMI- cpaBHeHMe peXXumMoB BBeAEHUA KYPCOBOU
0o3bl 1r/kr - B 2 gHs Tepanuu 1 B 1 AeHb Npwu
oboctpeHuax MI' y 173 naumeHTOB

e AhdheKTUBHOCTb CpaBHUMA.

Gajdos P 1 coaBT. BHyTp/BEHHbI MUMMYHOrno6ynuH B neveHn MmnacteHum 'pasuc. Cochrane Review, 2008.



PykoBoacTeo EBponeiickoli ¢peaepauum
neppoaornyeckux obmecrts (EFNS)

CI'b
* BBWUI M0KHO MCIIOJIb30BATHh B Ka4YeCTBE Tepanuy MepBou JMHUHU

e BBMI umeer MeHbIIe MOOOYHBIX 3P PeKTOB,, MO3TOMY Tepanust BBUI
NnpeanoYTuTeIbHee

XBAIIH
e JleyeHue J0JIKHO POBOAUTHCS MANUEHTAM C YMEPEHHBIMHU U THKEJIbIMHA
HaApymeHusiMHU QyHKIUN

 BBUI nam KOPTHKOCTEPOHABLI MOXKHO HCI0J/IL30BATHL B KAYeCTBE Tepanuu
IePBOH JIUHUM NPU ceHCOpHO-MoTOopHOU XBJ/IITH

. Hpg MotopHou XB/IIIH sieuenne BBUI no/1:xH0 ObITH TEpanuei nepsoro
BbIOOpa

MyabTH(OKAILHAA MOTOPHAA HEeHpPONATHA

* Ilocko/IbKY HET APYroro Jie4eHH C JOKa3aHHBIM d(pexTomM,
pexomMeHaoBaHO IpuMeHdaTs BBUI' B kayecTBe Tepanuu nepBou JHHUN

Mmuacrenus I'paBuc

e BBMI sBasiercs 3¢ (PeKTUBHBIM METOAO0M /Jis1 JieueHuss ooocrpennin MI',
HCIO0JIb3YeTCH AJIS KPATKOBPEMEHHOI0 JieYeHus Tsxesaon M

PykoBoactBo EFNS no ncnonb3oBaHWio BHYyTPMBEHHOTO UMMYHOFNOGYNMHA B NeYeHUN HEBPOMOrMYECcKMX
3aboneBaHwuii. European Journal of Neurology 2008, 15: 893-908



[lepenocuMoCcThL ¥ 0€30MACHOCTE MPEnapaTa
Oxraram® — MHOroNIeTHee HAGIONATENILHOE
ucciaegopanue ¢ 1995 ropa

nal.lVIeHTbl C Nnepeu4HbIMn U BTOPUYHBIMWU

nMMmyHoaeduuMTaMn, NauneHTs! C ayTOUMMYHHBIMW
3aboneBaHUAMMU

e Ha cerogusamnui 1enp > 7000 manueHTOB
* boJbII0€ KOJIMYECTBO cepuil mperapara

* Ony0JIMKOBaHbI Pe3Y/JIbTATHI MPOMEKYTOUYHOI0 AHAJIH3A"

- et Debes A u coaBrT.
.cpenHﬂﬂ cyTquaﬂ n03a . MepeHocumocTb 1 6e3onacHoOCTb
- BHYTPMBEHHOIO
B B M I-.. . : nMMyHornobynuHa Oktarama®,
' 10- neTHee NpoCNeKTUBHOE
[T — 336 + 251 mr/kr : HabniofaTenbHoe
- ' uccnegosaHune.Pharmacoepidemi
‘BM.D‘ —_— 1 79 i 82 M rIKI' ology and Drug Safety 2007; 16:

1038-1047

UTMN — 264 + 158 mr/kr
ANR — 92857 + 171 mr/ur




IlepenocumocTh U 0€30MaACHOCTL —
MHOTroJieTHee HAOMIOAATEeILHOE UCCIIeIoBaAHME

IHepuon 02/1995 r. — 02/2005 r.
BBUT' Oxraram®

enTpsI (1) 310

IHanueHTHI (1) 6 357 mauueHToB
Nudys3uu (n) 92 958
Myx4uHbI/5KeHIUHBI (%) 57,6/42.,4

Bo3spacr (200w1) <1-93

HexenatenbHble peakuuu Ha npenapart - < 0,35% nHdy3nit

> 90% HexenaTeJILHBLIX PeaKmuii - NIErkMe UM ymepeHHbole
= [lepeHoCcMMOCTL He 3aBucena oT obLyen Ao3bl U CKOPOCTU MHAY3UK

» Haunbonee yacTbiMU HexkelaTeILHLIME PeakuuaMu Obinn:
nuxopapgka, o3Ho® 1 ronosHasi 60sb

Debes A v coaBT. MepeHocMMocTb M 6e30MacHOCTb BHYTPMBEHHOTO MMMYHOrNo6ynuHa Oktarama®, 10- neTHee
nNpoCneKTUBHOE HabnaarensHoe nccnegosaHve.Pharmacoepidemiology and Drug Safety 2007; 16: 1038-1047


Выступающий�
Заметки для презентации�
Это наблюдательное исследование Октагама проводилось в Германии и началось в 1995 году.



Как Вы можете видеть, в исследование было включено большое количество пациентов различного возраста, у которых была отслежена переносимость препарата.�


Bozmoscnvie OCJIOKHEHHA npu eeedenuu
BBHUI cenzanvi:

C MHAHBHAYVAJIbHLIMM PEAKUHAMM PeUUNUEHTa HA KOMIOHEHTDI
npenapata (auzxuii pH, rimoxoza, MajabT03a, HaTUUHe aHTH-IZA-

AHTHUTEN U T.J.);

C HApYUIEHHEM peKOMEHIYeMOli CKOPOCTH BBeleHus (B/B, MeIJIeHHO,
0K0J10 30 xan/MuH, OKTAraM — max. CKOPOCThL BBeJeHuA — 54 kan/MuH.)

WM TeMnepaTypbl (mpenapat A.0. mporper 10 KOMHATHO# t°, oxTaram —
XPaHUTCHA MPHA KOMHATHOM t° - He HYXKIAETCA B NPOrPEBAHUN);

C YBeJIHYEHHEM OCMOJIIPHOCTH PACTBOPA, MPHIOTOBJIEHHOI0 W3 CYXOii
CYOCTAHIIMH NPH €ro HeKaYeCTBeHHOM PACTBOPEHMH;

¢ pucKOM HHPUUMPOBAHNSA MALHEHTA NPH HAPYIMIEHHHM TEXHOJIOT Wi
NPHIOTORJICHHA NPENAPATOR H HHAKTHRAIIMM BHPYCOB.
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