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KJIMHUYECKHH MMPOTOKOJ MEJALIMHCKOTI' O BMEIIATEJIBCTBA

AJUVIOTEHHASA TPAHCIIVIAHTALUA TEMOITIOTUYECKHUX
CTBOJIOBBIX KJIETOK ¥ JIETEA

1. BBOJJHAS YACTb:

1.1 Koa(s1) MKbB-10:

MKB-10

Kon Ha3Banmue
C91.0 OcTtpsrii tumdoOracTabii neiiko3 [ALL]
C92.0 OcTpslif MUETOAHBIN Jeiiko3 [AML]
C92.1 Xpouudeckuid MuenodmactHeii seiiko3 [CML], BCR/ABL-nonoxutenbHbIi
D46 MuenoaucIuIacTHIeCKuil CUHAPOM
D46.7 Jpyrue MuenoaucIuiaCTu4ecKue CUHIPOMBI
C82 DosukynsipHas auMdpoma
C83 Hedomnynspuas numpoma
D80.5 VMMyHOI€UIUT C TOBBIILIEHHBIM COIepKaHHeM UMMYyHoro0ynuaa M [IgM]
D81 KoMOuHupoBaHHbBIE UMMYHOAE(PUIIUTEI.
DS8I1.0 Tsoxenbiii KOMOMHUPOBAHHBIN UIMMYHOIEDUIIUT C PETUKYISPHBIM JUCTEHE30M
DS81.3 Jlebunut aneno3nHie3aMuHa3bl
DS81.5 Jepunut nypunnykieosuadochopuazbl
D81.7 Jedbunut monekyn kinacca Il rimaBHOro Komriekca ruCTOCOBMECTUMOCTH
D8I1.8 Jlpyrve KoMOMHUPOBAHHBIA UMMYHOJEPUITUTHI
D82 VIMMyHO e UITUTBI, CBSI3aHHbBIE C IPYTUMH 3HAUUTENIbHBIMU eeKTaMu
Q78.2 OcteoneTpos
D76.1 I'emodaronmrapubiil TMMPOrUCTHOUTO3
D76.3 Jlpyrue rucTHONMTO3HBIC CHHIPOMBI
E76.0 Myxkononucaxapuao3s I Tuma
D61.0- KoncrurynmoHnaibpHas ariacTuyeckast aHeMHUst
D61.8 [pyrrue yroyHEeHHbIE arIaCTUYECKUE aHEMHUH
D56 Tanaccemust
D57 CepnoBHUIHO-KJIETOYHbIE HAPYIICHUS

1.2 Jlara paspadotku nporokosa: 2017 rox.

1.3 COKpallIeHI/Iﬂ, HCII0Jb3YEMbBIE B ITIPOTOKOJIC:

AB — | Antibody

BFM — | bepnun- ®pankdypt-MioHcTep

B-NHL — | B knerounas —HexXoKCKUHCKas TuMdoma
BU — | Oycynbhan




BW — | Body weight

Campath — | anemMTy3ymab

CD — | knacrep nuddepeHpoBKU

CsA — | IUKJIOCTIOpUH A

FK 506 — | TAaKpOJIMMYC

FLU — | hmromopoOun

HCV — | BupycHslii renatut C

HLA — | 4eJIOBEYECKUH JIEMKOMTapHBIA aHTUT€H
HSV — | reprnec CUMIUIEKC

IBW — | (Ideal body weight) nneanpHas momans Teiaa
Melph — | menbdanan (ankepaH)

MRD — | MUHHMAaJIbHAs pe3uayanbHas 00JIe3Hb
MTX — | MeToTpekcar

PGR — | XOpOIIMM OTBET HA NPEJHU30JI0H

PPR — | MIOXOM OTBET HA MPEIHU30JIOH

TBI — | TOTAIBHOE OOJIyYCHHE TETa

THIO — | THOTEnA

Thymo — | *UMMYHOTJIOOYJIMH aHTUTUMOLIUTaPHBII
TREO — | Tpeocynbdhan

VP16 — | aTOIO3HU/

VZV — | Bapuena 30CTep BUPYC

Al — | apTepHalIbHOE JaBJICHUE

AKH — | aOCOJIFOTHOE KOJIMYECTBO HEUTPODHUIIOB
AmoTI'CK — | AJmoreHHasi TpaHCIUIAHTALMS TEMOTTOATUYECKUX CTBOJIOBBIX KJIETOK
by (Bu) — | Oycynbhan

B/B — | BHYTPUBEHHO

BUY — | BUpyC UMMyHOAe(ULINTa YelOBeKa
BIIT — | BUpYyC mPOCTOTO repneca

I'-KC® (G- — | TPaHYJIOLIMTAPHBINA KOJOHHECTUMYIUPYIOMHKN (GaKkTop
CSF)

I'p — | Tpan

I'P — | rpynmna pucka

KM — | KOCTHBIN MO3T

K® — | xki1y6oukoBast punpTpanus

KOK — | KIIMPEHC SHAOTEHHOTO KpEaTUHHUHA

JII' — — | JIOTENHE3UPYIOIHUI TOPMOH

JIT — — | Jy4eBas Tepanus

MJIC — — | MUETOAUCIIIIACTUYECKU CHHAPOM
MKA — — | MOHOKJIOHAJIbHBIE aHTUTEIIA

MP]I (MRD) — | MUHUMaJIbHAs pe3uIyasibHasis 00JI€3Hb
MPT — — | MAarHUTHO-pE30HAHCHAs ToMorpadust
HJI — | HecoBmecTuMBbIil TOHOD

OAK — | oOumii aHaIu3 KPoBU

OJUI — | ocTphiit TMMQOOITACTHBIN JIeHK03

OMJI — | OCTpBI MHUETOOIACTHBIN JICUKO3

OLK — | 00beM HUPKYITUPYIOMIECH KPOBH

/K — | MOJAKOKHO

[P — | MoJIHAs peMUCCHs

I[ICKK — | mepudepuIecKre CTBOJIOBBIC KICTKU




IIXT — | moJmMxXuMuoTepanus

[P — | moJmMMepa3HOLEenHAs PEAKIUS

19T — | HO3UIIMOHHO-3MHUCCUOHHAs ToMOrpadust
PTIIX/GvHD — | Peaknus TpaHCcIaHTaT IPOTUB XO3MHA
Ca — | CoBMeCTUMBII JOHOD

CH/JL — | COBMECTHUMBIN HEPOACTBEHBIN TOHOD
CPJ — | UnenTuyHble CUOIMHTH, COBMECTUMbIN CUOIMHT(POJACTBEHBIN) JOHOP
TI'CK — | TpaHCIUIAaHTALKs T€MOIIOITUYECKUX CTBOJIOBBIX KJIIETOK
Y31 — | yIBTPO3BYKOBOE HCCIIEIOBAHUE

OCI’ — | GOJIMKYIOCTUMYAUPYIOUINI TOPMOH
XMJI — | XpOHUYECKUI MUEIOOIACTHBIN JIEHKO3
XT- — | XumuoTepanus

[IMB (CMV) — | HUTOMEraJloBUpycHast UHQEKIs

IMHC — | HeHTpanpHast HEPBHAS CHCTEMA

D (Cy, — | nuxnodochamuyg

CYCLO)

Yl — | yacToTa ApIXaHUA

OBB (EBV) — | Onmrreitn-bapp Bupyc

OKT’ — | anexTpokapauorpadus

OxoKI’ — | axokapauorpadus

200 — | anexTposHuedanorpadus

1.4 TIloan3oBaTeiM MPOTOKOJIA: OHKOJIOTH/TEMATOJIOTH/TPAHCIIAHTOJIOT .
1.5 Kareropus nauuentoB: netu ot 0-18 ner, netu, nocturmmue 18-neTus Ha dTanax Tepanuu.

1.6 Omnpenenenue [1-5]: AnjioreHHasi TPAHCIVIAHTAUMS FeMOIMOITHYECKHUX CTBOJIOBBIX KJIETOK —
9TO TPaHCIUIAHTAIMH, T/I€ B KaYeCTBE MCTOYHHUKA TE€MOMOITUYECKUX CTBOJIOBBIX KJIETOK HCIIOJIB3YIOTCS
KOCTHBI MO3T, CTBOJIOBBIE KJIETKU NepudepruuecKkor KpOBU/IyIOBUHHASI KPOBH JIOHOPA.

NB! Texnonorust TT'CK 3axirouaercst B IpOBEICHUH MPEATPAHCIUIAHTAIIMOHHOW UMMYHOCYITPECCUBHOM
XUMUHUO-JIy9€BOM TEpanuu, MPU3BAHHON OO0ECIEeYUTh OCCHPENSATCTBEHHOE MPHXKHUBICHUE JOHOPCKUX
CTBOJIOBBIX KJIETOK, & TAaKXK€ KOMILJIEKCA COMPOBOIUTENILHOM Tepanuu, KoTopas cenana Obl MaKCUMaJIbHO
0e30macHO# TeUCHHE MEePU-U OCTTPAHCIIAHTAIIMOHHOTO Tieproa [1-5].

1.7 Knunnueckas kiaaccupuxaunus [1,6-12]:

TI'CK xnaccupunmpyeTcss Kak aUIOTEHHAas WM ayTOJIOTHYECKas Ha OCHOBAHMHM HWCTOYHHKA
reéMOIIOATUYECKUX CTBOJIOBBIX KIIETOK.

Onpenenenne TPaAHCIUIAHTAIIMOHHBIX IPYIIIL:

MC/ coBMecTUMBII POACTBEHHBIN TOHOP:

o CUHT'€HHbIE (OT MOHO3UTOTHBIX CUOJIMHIOB);

° reHougeHTHuHble (0T HLA-unentnunbix cubmmaroB) HLA-reHOTUNIMYECKH WIEHTUYHBIN TOHOP
win 10 u3 10 (Beicoko#l cTemeHu paspelieHus — 4 3HaKa Ha ajljielib) COBMECTHMBIN JOHOp, €CIH
POIUTENBCKUE TalIOTUIIBI — HEU3BECTHBI.

M/ coBMeCcTHMBIIi JOHOP:

o ¢enounentuunsle (HLA «10 u3 10,9 u3 10» coBmaneHuidl mpu TUNUPOBAHWU BBICOKOW CTEHEHU
paspenienus (4 3HaKa Ha aJjIelib)) - COBMECTHMBIC POJICTBEHHBIC WU HEPOJICTBCHHBIEC.

HA (MMJ/MMD) nHecoBMecTUMBIii IOHOP:

o HEMOJIHOCThIO/4acTUYHO coBMecTuMble pojcTBeHHble (HLA «8 w3 10» coBmageHuil mpu
TUIIMPOBAHUU BBICOKOW CTENEHM pa3pelieHus (4 3Haka Ha ajlielnb);
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o HEMOJIHOCThIO/4acTUYHO coBMecTuMble HepojacTBeHHble (HLA «8 w3 10» coBmamenuit mnpu
TUMMMPOBAHUH BBICOKOW CTETICHU pa3pernieHus (4 3HaKa Ha ajuiesn).

2. METOAbI, MOAXOAbI U ITPOLUEAYPBI AUATHOCTUKHU U JIEYEHUSA
2.1 llens mpoBeaeHUs MPOIEAypPhl/BMEIIATEIHCTBA:

J JOCTHXKEHUE peMHCCUU 3a00JIeBaHMS;

. BBI3ZIOPOBJIEHUE (PEMHCCHUS IPOJIOJDKUTENIBHOCTBIO Ooutee S5 JeT);
J BOCCTAHOBJIEHUS KJIETOYHOI'O U TYMOPAJIbHOIO UMMYHUTETA;

J BOCCTaHOBJIEHUS] HOPMAJIBHOTO KPOBETBOPEHHMSL.

2.2 Tloxka3aHusi 4 MPOTHBONOKA3AHMS K Mpoueaype/ BMeIIATEJIbCTBY

OO0uue mokaszanus K nNpoueaype/BMemaTebCTBY:

® TAIMEHTHl C TIOKa3aHWEM K TPOBEICHUIO autoreHHoW Tpancmantauu ['CK, Hammunem
COBMECTHUMOTO JIOHOPA;

e wuHaexkc Kapuosckoro/Jlanckoro, Illkama OIGHKM COMaTHYECKOTO CcocTOsiHUS — BoctouHoii
KoorepaTuBHOM oHkosiorudeckoi rpymisl (ECOG) > 80-70;

e 1pu JseikoruTax Oosnee 2000/mur; rpanynonurtax Oosiee 500/mut; TpomOormTax Gosnee 80000/mut
(MCKITIOUEHWE arlacTUYecKass aHeMHUs W Ap. 3a00J€BaHUS COMPOBOXKIAIOIIUECS yrHETEHHWEM (QYHKIUU
KOCHOTO MO3Ta);

®  OTCYTCTBUE BTOPUYHBIX 37I0KAYECTBEHHBIX 3a00JI€BaHUI.

Iloka3zanuss k npoBenenuro anjaoreHHo TI'CK y mammentoB ¢ OMJI TI'CK or poacrBeHHOro
HLA-coBMecTUMOrO 10HOpAa:

e B IIEpBOIl MOJHON PEMUCCUU — MMALMEHThI BHICOKOMU IpyIIibl pucka (kpome M3);

e  BO BTOPOH ITOJIHOM PEMHUCCUU — BO BCEX CIIydasix.

IIpu orcyrcrBun poacrBenHoro HLA-coBmectumoro nonopa - TI'CK ot HepoacrBennoro HLA-
coBmectumoro (CHJI), ransiounentuunoro goHopa, TI'CK nynoBuHHoO#M KpoBH:

®  TAIMEHTHI BBICOKOU IPYIIIIBI PUCKA;

®  [AIMEHTHI BO 2-1 NOJHON PEMHUCCHH;

®  MALUEHTHI C pePpaKTEepHbIM TEUECHUEM 3a00JI€BaHHUS.

Iloxa3zanus k nposeaenuto ajnnorednoii TI'CK y nanuentos ¢ OJIJI

e B [IEPBOI MOJHOM PEMHUCCUU - €CIIM BBICOKMH PUCK U (UJIM) Hanuuue TpaHciokanuil t(9,22); t (4,11)
(t(9;22); ber/abl, t (4;11), t(8;14), t (2:8), t (8;22), t (8;21), t (1;19), GudenoTunUECKUiA IEHKO3);

®  BO BTOpOW MOJHON PEMUCCHHU - TIOCTIE PAHHUX KOCTHOMO3IOBBIX MJIM KOMOWHHUPOBAHHBIX PELUINBOB
(1o 6 Mecs1EeB 0 OKOHYAHUU TOICPKUBAIOLIEH Tepanun);

® B TPEThEH NOJIHOM PEMHUCCHUH — BO BCEX CIIYYasiX.

IMoka3zanuss k nposeneHuro auiorednnoii TI'CK y maumentoB ¢ MIAC, MIIC TI'CK or HLA-
COBMECTHMOI'0 POJACTBEHHOI'0 JOHOpA:

e manuentsl ¢ MJIC (RAEB, RAEB-T, RA ¢ monocomueit 7, Bropuunsiii OMJI);

e nauuenTsl ¢ KOMMUII ¢ TpaH3UTOPHBIM OTBETOM Ha POAKKYyTaH;

e 1pu orcyrctBuu pojactBeHHoro HLA-coBmectumoro nonopa - TI'CK ot neponctBenHoro HLA-
COBMECTHMOT0, TarIouIeHTH4HOro oHopa, TI'CK mynoBuHHOM KpOBY;

e manuentsl ¢ MJIC (RAEB, RAEB-T, RA ¢ monocomueit 7, Bropuunsiii OMJI);

e nauueHtel ¢ FOMMIJI nocne Tepanuu MHIYKIUHU, KPOME BBIIIEAUIMX B PEMUCCUIO Ha TEparuu
POAKKyTaHOM.

Iloxa3zanus k nposegenuio ajmnoredHoii TI'CK y nanuentos ¢ XMJI:

e TI'CK ot HLA-coBMecTHMOTO POJICTBEHHOTO JIOHOPA;

® [IAlIUEHTHl C OTCYTCTBHUEM TIE€MAaTOJIOTUYECKOTO OTBETA B TEUEHUE 3 MECALEB/IIUTOI€HETUYECKOTO
OTBETA B TeUEHHE 6 MECALEB/MOJIEKYIIPHON peMUCCUU B TeueHHe 12 MecsieB npu npueMe HHruOUTOPOB
THPO3UHKUHA3bI;
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®  MALMEHTHI C «IIOTEPE» OTBETA IPU PHUEME HHIMOUTOPOB TUPO3UHKHUHA3bI, HECMOTPSI HA UX CMEHY;

® [UTOTCHETHUYECKUH PELH/INB;

®  TAIMEHTHI ¢ OJacTHRIM KpuzoM XMJL.

Ilokazanuss k nposeaeHuro auiorenHoii TI'CK mnpu orcyrctBum  HLA-coBmecTnMoOro
poactBeHHoro noHopa-TI'CK ot HepoacTBenHoro HLA-coBMecTUMOro foHopa:

®  MALMEHTHI C «IIOTEPE» OTBETA IPU PHUEME HHIMOUTOPOB TUPO3UHKHUHA3bI, HECMOTPSI HA UX CMEHY;

®  TAIMEHTHI ¢ OJacTHRIM Kpu3zoM XMJI;

e noka3zanus k nposeaeHuto TT'CK onpenensiercs mpoTOKOJIbHBIM KOMUTETOM.

Ilokazanuss k npoBenennio amnoredHno TI'CK y manmentoB ¢ cemeitnbiM [JII' TI'CK ot
poacreeHHoro HLA-coBMecTMMOro aoHopa npu otcyrcrBuu pojactBeHHoro HLA-coBmectnmoro
noHopa - TI'CK ot HepoactBenHoro HLA- coBmecTtuMoro, ramiouaeHTHYHOTO goHopa, TI'CK
ITYIIOBUHHOM KPOBHU:

e  BCE MALIMEHTHI.

Iloxka3zanus k nposegenuro ajmnoredHHo TI'CK y maumentoB ¢ B-NHL TI'CK ot poacrBenHoro
HLA-coBmecTumoro nonopa npu orcyrctsun HLA-coBmectumoro ponctBenHoro nonopa-TI'CK ot
HepoacTtBeHHOro HLA-coBmecTuMOro goHOpa:

® T[IAllUEHThl C PE3UCTEHTHBIM TEUEHUEM/PElMIUBOM 3a00J€BaHMUsl TpPU BBICOKOM CTENEHU
3JI0KQYE€CTBEHHOCTH B KQ4ECTBE KOHCOIMIUPYIOIIEH TEPAIIHH.

Iloxka3zanus k nposeaennio anjaorenHoil TI'CK y nanuentos ¢ JI'M TI'CK ot poacrBennoro HLA-
COBMECTHMOro aoHopa mnpu otrcyrctBuu HLA-coBmectumoro poxactBeHHoro moHopa - TI'CK ot
HepoacTtBeHHOro HLA-coBmecTumMoro goHOpa:

®  [ALUEHTHI C PE3UCTEHTHBIM TEUEHUEM WJIM PELIUIUBOM 3a00JI€BaHMUSL.

IHoka3zanus k nposeaenuio auioreHHo TI'CK y manueHToB ¢ COTMIHBIMH ONYXOJISIMU:

® B paMKax UCCJEN0BATEIBCKUX MPOTOKOJIOB.

II. IOKA3AHMSA K TPOBEJEHWIO AJUIOTEHHOM TI'CK ITPU HE3JIOKAYECTBEHHBIX
3ABOJIEBAHUSAX

Iloxka3zanus k nposeaenuro auiorenHoii TI'CK y nanuentoB ¢ AA TI'CK ot poacrBennoro HLA-
coBmecTumoro aonopa (CPJI):

o MAUEHTHI C TSDKETIONW U CBEPXTSKENOoN popmamu.

Ilokazanuss mnpu orcyrctBum HLA-coBmectumoro poacreenHoro jaonopa - TI'CK or
HepoacTBeHHoro HLA-coBmecTumoro nonopa (CHZ):

o MAlUEeHThl IpU OTCYICTBUM OTBeTa Ha | Kypc HMMMYHOCYIPECCHBHOM Tepanmuu B TedeHue 3
MECSILIEB.

Iloka3zanuss k nposeneHuro amnoredHHo TI'CK y nmaumentoB ¢ anemueii ®@ankonnm TI'CK ot
poacreenHoro HLA-coBmMecTMOro 10Hopa:

o BC€ IMALIEHTBHI.

Iloka3anuss mnpu orcyrcrBum poacreeHHoro HLA-coBmectumoro paonopa - TI'CK ot
HepoacTtBeHHoro HLA- coBmecTuMoro, ramiongeHTu4Horo aouopa, TI'CK nynoBunHoii kpoBu:

o BCE MAIMEHTHI ¢ JOPMUPOBAHKEM LIUTOIIEHUH U TpaHcPopmanueit B M/IC/ocTpblit Jieliko3.
Iloxka3zanus k nposeaenuro aniorenHoii TI'CK y nanuenros ¢ BpoxkaeHHbIM guckeparosom TI'CK
oT poactBeHHoro HLA-coBmecTMmMoro noHopa, mpu OTcyrcTBuUM poiacTBeHHOro HLA-coBmecTnMoro
noHopa-TI'CK ot wHepoactBenHoro HLA- coBmectumoro, ramiouaeHTudHoro mponopa, TI'CK
ITYIIOBUHHOM KpPOBHU:

o BC€ MALIEHTBHI.

Iloxka3zanus k nposenennio ajmnorednHoii TI'CK y nanueHToB ¢ nepBHYHBIMM MMMYHOAe(pUIMTAMH
TI'CK ot poacrBennoro HLA-coBmecTuMoOro qoHopa:

o BC€ MALIEHTBHI.

Iloka3anuss mnpu orcyrcrBum poacreeHHoro HLA-coBmectumoro paonopa - TI'CK or
HepoacTtBeHHoro HLA- coBmecTuMoro, ramiougeHTu4HOro aouopa, TI'CK nynoBuHHoii kKpoBu:
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o nanuentsl ¢ TKUH.

NB! Be ocraibHble NallMEHTbl — COIVIACHO WHAWBHUAYAJIbHBIM NOKa3aHUSM (pellaeTcsi KOHCUIMYMOM,
MEXAUCLIUIIIMHAPHBIM COBETOM)

[Tokazanus k nposeaenuto autoreHHoir TI'CK y manuenToB ¢ Merabonnueckumu Hapymenusmu TI'CK
ot poacrBeHHoro HLA-coBmectumoro nonopa. Ilpm orcyrcrBum poacrtsennoro HLA-coBmecTnmoro
noHopa - TI'CK ot HepoactBenHoro HLA- coBmecTtuMoro, ramiouaeHTHYHOTO goHopa, TI'CK
ITYIIOBUHHOM KPOBHU:

o BC€ MALIEHTBHI.

[Tokazanust x mnpoBeaenuto amioreHHod TI'CK y manueHTOB C BpPOXKJIEHHBIM TI'€MOJIMTUYECKUMHU
anemusimu TT'CK ot poactBennoro HLA-coBmMecTUMOro 10HOpa, Mpu OTCYTCTBUU poacTBeHHoro HLA-
coBmectumoro jgoHopa - TI'CK ot nepoacrsennoro HLA- coBMecTUMOro, TarioueHTUYHOTO JOHOPA,
TI'CK nynoBHUHHOM KpoBU - WiH B-Tanaccemun maitop; HbE-B-Tanaccemus:

o TpaHCpy3HMOHHas 3aBUCUMOCTh

o BO3pact <16 ner

IIpoTuBonoka3zaHus K Npoueaype/BMelIaTe/IbCTBY:

e HapyumieHUM (YHKIUM BHYTPEHHMX OpPraHoB (MOYEK, IE€YEHH, JIETKUX, CEepJACHYHO-COCYIUCTOU
CUCTEMBI);

®  aKTHUBHAs MH(]EKIHUS,

e [I0XOi obmecomaTnueckuii crtatyc (uaaexkc BO3 > I);

® PE3UCTEHTHOM K XHMHOTEpallud PELUJIUBE  COJIMTHOW  OMYXOJIH/OHKOTE€MaTOJOTHYECKOrO
3a00JICBaHHUS;

e  pedpakTEepHOCTH K TpaHChy3UsIM TPOMOOLIUTOB.

OTHocuTeIbHBIE IPOTUBONOKA3aHNS K NPoLeAype/BMelIaTe/IbCTBY:

e  HEeymnpaslisieMble TsDKEIble MHPEKINU;

e  HaJM4Me BUPYCHOTO renaruta (0e3 akTUBHOCTH).

AOCOJII0THBbIE POTUBONOKA3aHUA K NPoleAype/BMelIaTeIbCTBY:

e wunHaekc Kapuosckoro menee 80 (70);

®  HEKOHTPOJIUPYEMbIC (XMMHUOPE3UCTECHTHBIC) JICHKO3HI;

e HeymnpasiisieMble TsDKeNble MHpEeKUuu (OakTepuanbHble, BUPYCHbIE, IPUOKOBBIE) C AUCHYHKUIUEH
opraHoB Ha ()OHE aJIeKBaTHOU Tepanuy;

AKTHBHBIN IE€MaTUT, XPOHUYECKNN arpeCCUBHBIN IE€IaTUT;

HaJU4ue Cep/ICIHOM, MEUCHOYHOW/TIOYEYHOM HEIOCTATOUYHOCTH;

OEpEeMEHHOCTb;

IICUXWYECKUe 3a00JICBaHuA,

OTCYTCTBHE  TMOJINUCAHHOTO  MAalMeHTOM (Vi1 COBEPIICHOJETHEr0),  POJCTBEHHUKAMU
MH(OPMHUPOBAHHOTO COTJIacHsl Ha IPOBEJIEHUE TPAHCIUIAHTALMU T€MOMIOTHUYECKTX CTBOJIOBBIX KJIETOK;

®  OTCYTCTBUE HOJANKUCAHHOTO TOHOPOM MH(GOPMHUPOBAHHOTO coryiacus Ha 3abop I'CK.

2.3 IlepeyeHb OCHOBHBIX U JOMOJHUTEIbHBIX JUATHOCTUYECKUX MEPONPUATHIA

OcCHOBHbBIE TUATHOCTHYECKUE MEPONIPUSITUS

Oo6caenoBanmne 10HOpa:

[IpeaBaputenbHOE 00CIIEIOBaHUE JOHOPA NEPe] HaYyaJIoOM MPOTOKOJA MOOMIIM3AINH, 3a00pa CTBOJIOBBIX
kieTok-He no3aaee 30 mueit no TI'CK:

®  OCMOTp, U3MEPEHUE POCTA U BECA,

e 0O0muit aHamu3 KPOBH (C TOJICYETOM TPOMOOIIUTOB, PETUKYIIOIMTOB, JIEHKOIUTAPHOU (HOPMYIIHI);

e OMOXMMHUYECKHH aHaU3 KPOBH (MOUYEBHMHA, KpEaTWHWH, TJIOKo3a, Ommupyomn, ACT, AJIT,
anektposuthl (K,Na,Ca,Mg,CLP));

e koarynorpamma (AUYTB, I1/I®, stanonossiit Tect, antutpomobus 111, pubpunoren, D qumep u np.);

¢ p : N ,’..ir r { A oA A _/_.// ’; -
g 7 42f



® ccleloBaHHE TPUOKOBOM M OakTepUadbHOM KOJIOHU3ALMU: KOJMYECTBEHHbIE KYJIbTYphl Kaia,
CMBIBBI TIOJIOCTH PTa, MOCEBBI C SA3bIKA, CIM3UCTON HOCa, MOYH, KpoBU Ha Quiopy u rpudsl (Candida,
acepruwuies T.1.);
e (C-peakTuBHbIHN 0€l0K, peBMO-(akTop, antuctpentonzud — O (ASO), Cold agglutinin;
e uccienoBanue Ha nudreputo (BL,BD);
Cepounorus:
CMV (Ig M,G);
EBV (Ig M,G);
TOKCOILIa3MO3;
BUY,
Hbs;
anti-Hbc;
anti-HCV;
Bupyc npocroro repreca [g M,G (HSV ab Ig M,G 1-2 tumna);
BUPYC KPaCHYXH;
reprec 3octep - HZV(IgM,IgG);
peakuus Baccepmana, MUKpOpeakuus;
[TIIP: CMV, rpu6s! (acnepruimies), HCV;
rpymnmna kpoBu u Rh-dakrop (TUTp U30TITIOTUHUHOB);
o011 aHATU3 MOYU U MUKPOCKOIIHUS;
PEHTTEH OPraHOB IPYIHOMN KJIETKHU;
VY3U opranoB OprOIIHOMN MOJIOCTH;
OKT;
OXOKT;
Mapa3UTOJIOTUYECKOE UCCIIeI0OBAaHUE Kajla, COCKOO Ha SHTEPOOHO3;
e TyOepKyJie3HbI aHaMHe3, peakuust MaHTy;
® [ICUXOJIOTHYECKas IOArOTOBKa JOHOpa, Oeceia C POAUTEISIMH O BO3MOXKHBIX OCJIOKHEHHUSAX OT
onepanun 3abopa KM u IICKK, nonydeHue HUCBMEHHOrO COTJacHsi pOJIUTENIed JOHOpa WM Yy
COBEPUICHHOJIETHETO JIOHODA;
e TecT (OTCycTBHE OEPEMEHOCTH) Yy IOHOPOB cTapiie 15 nerT;
e y TOHOPOB cTapie 18 jieT BO3MOKEH ayTOJIOTUYHBIN 3a00p KPOBU 5 MII/KT;
e crnpaBka 00 MH(MEKIIMOHHBIX KOHTAKTaX.

IIpennapko3noe odciienoBanue qoHopa (a0 3a6opa KM/IICKK):

e  0o0mMii aHAIKU3 KPOBH;

e OMOXMMHYECKHI aHAIN3 KPOBH (pa3BepHYyTas ) MOUEBHHA, KPEATUHUH, IITI0K03a, omnpyoun, ACAT,
AJIAT, snexrponutsl (K,Na,Ca,Mg,Cl,P);

aHaJIU3 MOYH, MUKPOCKOIIHS;

koarynorpamma (AUTB, I1[1®, sranonoBelil Tect, antutpoMOuH 111, pubpunoren, D aumep u 1p.);
C-peaxtuBHBIN O0enok, pesmo-gpakrop, ASO, Cold agglutinin;

¢denotun sputpountoB (npoda Kymbca npsimasi/Henpsamas);

TUTP U30TE€MarrIlOTUHUHOB;

R-rpadus rpynHoit kneTku (1o OKa3aHUIM);

OKT;

pe3ynbTaThl 0aKTEPHOJIOTHYECKOTO [TOCEBA, UH(PEKIIMOHHOTO CTaTyCa;

OCMOTp Bpaya-aHeCTEe310JIOT .

JlabopaTopHoe 00cjieloBaHuEe JOHOPA Mepe/ KoJuleKiuei cTBo10BbIX KieTok [TK/KM:

®  YpOBEHb JICHKOLMTOB, JIEHKO(OpMYyIa;

e ypoBeHb CD34+ npu kosuiekuuu nepudepudeckon KpoBu;
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e anekrponutsl Ca/pochop/Mg;

e xoarynorpamma PT/aPTT.

OO0cJ/iefoBaHMe JOHOPA BO BpeMsl KOJLIEKIMU CTBOJIOBBIX KJIETOK:

®  OCMOTp TpaHCc(y3M0JIOra, aHECTE3UOJIOTa;

®  KOHTPOJIb aHAJH3a KPOBH, DIICKTPOJIUTOB.

JlabopaTopHoe o0c/ieoBaHMe MOCJIe KOJUIEKIMH CTBOJOBBIX KJIETOK:

e  00muii aHaNKU3 KPOBU, YPOBEHD JICHKOIIUTOB, JeHKopopMyIa;

e ypoBeHb CD34+ u.z1p. COrTacHO MPOTOKOJY JAEIIJICTHH (CMOTPUTE TIPOTOKOI);

e anekTponutsl Ca/pochop/Mg;

e xoarynorpamma PT/aPTT.

Bbinucka nonopa:

e qocie 3abopa KM/IICKK nonop Haxomutcs moja HAOMIOJCHHUEM aHECTE3UO0JIora; IEepeBOj B
OTJIEJICHHE OCYLIECTBIISIETCS IO COBMECTHOMY pEILIEHHIO Bpaya/3aBeyIOIIEro OTIEJICHUEM U
OTBETCTBEHHOTO aHecTe3nosora. [Ipu HopManuzamuu nokasarenen - oOmuil aHaInu3 KPoBH, JOCTATOYHOM
KOJIMYECTBE MOOWJIM3MPOBAHHBIX CTBOJIOBBIX KJIETOK BBIMMCKA IO aMOylIaTOpHOE HaOIroIeHHeE.
HOCHGI{YIOHII/IG IIOCCUICHM S ITIOJINMKIIMHNUKHU I10 IIOKa3aHUAM.

O0cienoBanne peurnueHTa
Ilepen KOHAMUMOHMPOBAHUEM

AHaMHe3:

. JOCTOBEpHAs JOKYMEHTALMsI IEPBUYHOTO UarHo3a (epecMoTp NEPBUUHBIX MIPENapaToB KOCTHOTO
MO3ra, TUCTOJIOTUS OIyX0Jin, R-rpamm u 1ip);

. JeTamy TPEIIECTBYIONIEr0 JieUyeHUs! (KyMYJATHBHbBIE J03bl AHTPAUUKIMHOB, HH(pOpManus 00
OCJIO’)KHEHUSAX XMMUOTEpAHH, JeKapCTBEHHAs aJuleprus U T.1.);

. peMOpOUIHbIE MEIUIIMHCKHE MpPOOJeMbl, KOTOPbIE MOIYT OCJOXHUTh TEYEHHE/TIOMENIaTh
TpaHCIUIaHTAIUH;

o TpaHCPy3MOHHBII aHaMHe3 (KOJIMYECTBO TpaHCPy3Hil, uX 3(pHEKTUBHOCTD U PEAKIIIH).

HccnenoBanue craryca 3a00JIeBaHMsI PEITUTTHCHTA
OcCHOBHBIE 00CIETOBAHNA:

J KIMHAYECKUH aHAIN3 KPOBH + JIEUKOIIUTAPHON (POPMYITBI TPOMOOIMTHI + PETUKYIIOIHTHI;

o VY3U opranoB OprONIHON MOJIOCTH U 3a0PIOITMHHOTO MTPOCTPAHCTBA;

o KOMIIbIOTEpHAsi TOMOTrpadus;

o MarHuTHope3oHaHcHas Tomorpadus (MPT).

JloToTHUTEIbHBIE 00CIeIOBAHMUS:

J MHUEIIOTpaMMa — HCCJIEIOBaHHWE aclupara KOCTHOTO MoO3ra M3 2 ToueK (IpH HEoOXOIUMOCTH
TpenaHoOHOIICHs, KapUOTHUII);

J JMKBOpOTpaMMa (TIPH OCTPHIX JIEHKO3aX U OIYXOJISIX MO3ra);

. MUHUMAaJbHYIO pe3uAyalbHyl0 00Je3Hb y O0JIbHBIX ¢ remobnacto3amu ber/abl, AML/ETO,
CBFB/MYH,TCR u T.1.

NB! 3a 10 nHell 10 Havana KOHAMLMOHUPOBAHUS JOJDKHBI ObITH MPENOCTABICHBI JOKYMEHTHPOBAHHbBIE
pe3ysbTaThl KOCTHOMO3TOBOM U JIOMOalIbHOM MyHKUUH, MOATBEPKAatOIINe pemuccuio y nanuenta ¢ OJI.

UccnenoBanue GyHKINUU U CTPYKTYPbl OPraHOB PELUIIUEHTA
OcHoBHbIE 00CI€10BaHUS:

o U3MEepEeHue pocTa 1 Beca;

o aHaJIN3 MOYH;

o OMOXMMHUYECKHI aHAIM3 MOYH + KIUPEHC KPEAaTHHUHA,

o koarynorpamma (AUTB, [1/1®, sranomnossrii Tect, antutpomOun 11, dubpunoren, D qumep u ap.);
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. VY3 opranoB OpIOUIHON MOJIOCTU U 3a0PIOMIMHHOTO MPOCTPAHCTBA (LIBETHAs AOIJIEp COHOIrpadus
neyeHu/Color Doppler Sono of Liver -ans ompeneneHus HCXOAHOTO YpPOBHS BEHOOKIIO3MOHHOMN
6ose3an/VOD);

o KT 6promiHoii nonocty;

o OMOXMMHYECKUN aHaJIU3 KPOBHU — 0oOLIMil OesloK + Qpakuuu, KpeaTUHUH, MOYeBas K-Ta, MOUYEBHHa,
XOJIECTEepHH, TII0K03a, Ounupyoun + dpakuun, ACT, AJIT, JIAI', menounas pocdarasza, amunasa, Na',
K", Ca*, Fe’", Mg, P, TumonoBas npo6a, CPB.

. Crniupomerpus;

o R-rpadust nerxkux/KT rpyanoit knetku;

° OKT;

o OXO-KI' cokparumocth ¢ ompeaeleHneM (pakmuu BbIOpOCa JIEBOTO JKENy/I0YKa, BBIIIOT B
nepuKape;

. KT uyepena (rosioBHOro Mo3ra);

J MaHOPAMHBIN PEHTI€H CHUMOK 3y0OB;

J PEHTI'eH CHUMOK MPUJATOYHBIX 1Ta3yX HOCA.

JlonoJHUTEIBbHBIE 00CIEI0BAHMUS:

o OI'IC (o noka3aHusiM);

. 99T (o nokazaHusM);

o aynuomeTpus (110 MOKa3aHUsM).

OHJIOKPUHHBIN CTaTyC

OcHoBHbIE 00CI€e10BaHUS:

o ropmousl Ha T3, T4, TSH (tupoxcuncss3zbiBatomuii r-H), TTI (Tupeoctumynupyrouuii r-H);
. KOPTH30JI C 8 JIETHETO BO3pacTa;

o ¢dommukynoctumynupytomuit (OCI') n morennuzupyromuii (JII'ropmMmonsi;

o TECTOCTEPOH/3CTPATUOIL.

NMMyHOOTHS (KIETOYHBIN U T'yMOPAJIbHBIN HIMMYHHUTET)

OcHoBHBIE 00CII€I0BAHUS:

. ypoBenb [gG/M/A/E;

o YpOBEHb JUM(OLUTOB, pa3BepHyTasi UMMYHOrpaMMa, (harunurpanas aktuBHocTh (T4/T8 u 1.1).

WNndexkunonHslii cratyc

OcHoBHBIE 00CII€I0BaHUS

Bupycouorus:

o Ig,G,IgM x CMV (uutomeranosupyc), HSV (Bupyc npocroro reprneca), EBV (Bupyc Dniureiin —
bap), VZV (Bupyc 3octep), VDRL (Bupyc kpacuyxu), cuduiuc;

° PCR na uadpexunun CMV, HSV;

o anturensl HbsAg u antuTena Kk HUM;
° anturensl HCV-Ab u anTuTtena K HuM;
o [TIIP/PCR k remarutam B, C u T.1.
[Tapazuronorus:

e Ig G, Ig M k TokcomnazMo3y

® uCCIe/IOBaHUE Kajla Ha HAJIMYHUE KPUIITOCTIOPU NN

e uccieroBaHue TPUOKOBON U OaKTepuanbHON KOJIOHU3ALINHU:
— KOJHUYCCTBCHHBIC KYJIBTYPEI Kajia,
— CMBIBEI ITOJIOCTH pTa
— ITIOCEBBI C A3bIKA
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— TOCEB CO CIM3HUCTOM HOCa
— IIOCEB MOYU
— MAa30K C IPOMEXHOCTU
— 1oueB KpoBHU Ha ¢uiopy u rpudsl (Candida, acieprusies T.1.)
— ranakromanHaH, (PCR acneprues)
— Ma3oK M3 3eBa U Hoca Ha BL (netn)
— TyOepKyJie3HbI!l aHaMHe3, peakuust MaHTy;
['pynna xpoBH 1 U30CEPOIIOTHS:
J rpyIa KpoBu;
o pesyc dakrop;
o HEOOBbIYHbIE M30T€MarjlOTUHUHBI (EHOTUIl 3PUTPOLUTOB, peakuus KymbOca (mpsmas/Henpsimas),
TUTP U30TE€MarlOTUHUHOB, aHTUTENA K TPOMOOLIUTAM;
[TokazaHust K KOHCYJIbTAUSM CHELUAINCTOB:

o koHcynbTanus JIOP (cHUMOK npuaaToYHbIX Ma3yx HOca) + ayauoMeTpust (110 MOKa3aHUsIM);

o KOHCYJIBTAIIMSI CTOMATOJIOTA ¢ 0053aTeNIbHOM CcaHaI[uel POTOBOM MOJOCTH;

. KOHCYJIbTAIUsI XUPYpPra ¢ LeNbl0 MOCTAHOBKU MHOIOKaHAJIBHOTO LIEHTPAJIIbHOTO KaTeTepa;

. KOHCYJIbTAIMs TICUX0JIOTa — MpeloNepallMoOHHasl MOATOTOBKA MalueHTa, Oecena ¢ pOIUTENIIMUA O

BO3MOXHBIX OCJOXHEHHSIX OT BBICOKOJO3HON xumuorepanuu (konauuuonupoBanus) TI'CK KM u
[ICKK.

NB! Koncynbranus y3kux CrenuaIiucToB 10 NOKa3aHUSAM MPU HAIMYUHU CONYTCTBYIOIIMX HaTOJIOTUH.
Ob6caenoBanne 3a penunuentTom nocie TI'CK:

NB! Tepanusi KOHAMIIMOHMPOBAHUS, 00Jaass BBICOKOW ITUTOCTATHUYECKOM M HMMYHOCYIIPECCHUBHOU
aKTUBHOCTBIO, BBI3bIBAa€T TOKCHUYeckHe 3(dexTsl, 4To TpedyeT o00A3aTeNbHOr0 JIUHAMUYECKOTO
HaOJIOJIEHUSI 32 COCTOSTHUEM OpraHoB M cucrteM opraHuzMa. C Ie/bl0 MUHHUMM3AIUH TOKCHUYECKUX
OCJIO)KHEHUH B  TEUEHHUE TPOBEICHMS IPOTOKOJA KOHIUIMOHUPOBAHHUS U  TOCIEAYIOLIETO
HEHUTPONEHNYECKOI0 MEePHOJ HEOOXO0IMM MOHUTOPUHT 32 COCTOSIHUEM OOJIBHOTO.

Ha6mronenue Bo Bpems nposeaenust TI'CK (c-10 mo +301ens):

. U3MEpEeHue TeMIlepaTypbl Tejla, IYJIbCa, AapTePUaAJIbHOTO JABJICHUS, YacTOThl JIbIXaHUS,
LEHTPAJILHOTO BEHO3HOT'O AABJICHUS - KaXK/ible 3 yaca (Mpu HEOOXOAMMOCTH — KaXIblil yac);

o OaslaHC KUJKOCTU: BHYTPh + B/BEHHO — ANYpPE3 - MATOJIOTHYECKUE TTOTEPH - Kaxk e 3 yaca (6,12,24
yaca); BeC - Kaxipie 12 4acos;

° OAK — exxeJIHEBHO;

. PETUKYJIOUUTHI, popMmyia, Tpomoorutsl. COD — 2 pasza B HEJEIIO;

° OMOXMMHYECKHI aHalnu3 KpoBH (O€IOK, MOYEBHMHA, KpEAaTWHUH, OMIMpyOWH, Tiroko3a, K, NA)-
€XKEJIHEBHO;

° onoxumuuecknii ananu3 kpoBu (Hb mmasmer, AJIAT, ACAT, JIAI', I®, GGT, CRP, moueBas
kuciora, Ca, Mg, P, Cl, Fe, amunasa, KnmupeHc Mo KpeaTUHHHY) - 2 pa3a B HEJIEIO U 10 TIOKa3aHUSIM;

o IIpOTEMHOTpamMma — 1 pa3 B HEJEIo;

o OAM+ buoxumust Mouu — 2 pasza B HEJIEINIO, (IIPU MOKa3aHUSIX BO3MOKHO Yallle);

. KoaryjiorpaMma — 2 pasa B HEJIEJIIO U 110 MOKa3aHUsIM; C arperaiueil no nokazaHusim;

. noceBbl Ha Guiopy (3€B, HOC, yXO, aKCUJISpHAs BHAJAMHA, KpaillHAS IUIOTh WIM HpPENylHaIbHOE
KOJIb1I0, anyc, panka [IBK) — 1 pa3 B Henemnto;

. pEHTreHoTpaMMa OpPraHoB T'PYAHON KJIETKU — 10 TIOKa3aHUsAM, 1 pa3 B HEJeo;

o Bupycosiorusi (remarutel, CMV, repnec, EBV, Tokcomnazmo3) — mo mokazanusm-1 pa3 B 1-2
HEJeNu;

o nornoiHuTenbHble MeTosbl obcnenoBanus (Y3U, KT) u ocmoTp y3kumu crnenuasucTamMu — IO
MOKa3aHUSIM;

. JeKapcTBeHHbIH MOHUTOpUHT 1ukiocnopuH (CsA level), Ttakpomumyc (FK-506 Ilevel) mo
MOKa3aHUsAM €KEIHEBHbII MOHUTOPHHT, 1-2 pa3a B HENEIO;
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o ABO, ABO tutep (knetox u muasmbl (nmpu ABO HecoBmecTuMocTH). CKpUHUHT MHHHUMAJIbHBIX
ABO ab.

2.4 TpeGoBaHus K NPOBeIEHUIO MPOLEAYPbl/BMelIATEIbCTBA:

JTanbl NpeICTPAHCIVIAHTALMOHHOTO0 epuoaa [1,4,6]:

[TonOop nonopa, HLA-TunupoBanue peuunueHTa u JOHOpa:

. HLA-A, B, C (ceponoruueckoe TunrpoBanue/serologic typing)

. HLA-DR, DQ (renetnueckoe tunupnanue/DNA-typing)

OnHuM U3 OCHOBHBIX (DAaKTOPOB, 0OYCIIABIMBAIOIIMX YCHEIIHOCTh BbIMOMHEHUs1 amio-TTCK, sBusercs
noadop noHOopa, coBMectumoro ¢ perunuentoMm no HLA-cucreme. Anturenst HLA-cucremsl I knacca
KonupyrTcs 17 reHamu, KoTopble moapasaensitorcs Ha jokycel A,B u C. B coctaB anturenoB HLA-
cuctemsl Il kmacca Bxoaut D-peruon, cnenupuaHOCTh KOTOPOTO OMPENETSIOT 15 TeHOB, B CBOIO OUYepeib
pasznenennbie Ha cyopernonsl DR, DQ, DP, DN u DO. Haubonee BaxxubiM u3 Hux mpu awio-TT'CK
aBisgercs cyoperuon DR.

TunupoBanue antureHoB HLA-cuctrembr I um Il KimaccoB MOXKET OCYIIECTBIATHCA MPH MOMOIIU
CHelHaIbHBIX UMMYHHBIX CBIBOPOTOK B JTUM(POLUTOTOKCHYECKOM TECTE, MOJIEKYISIPHO-OU0I0rMU€CKUMHU
croco6aMu U ¢ MOMOIIBI0O MOHOKJIOHAJIbHBIX aHTUTeN. OnpeaeneHue CTeNeH COBMECTUMOCTH JJOHOpa U
permunuenta no HLA-cucteme II kimacca BO3MOXHO B CMEIIAHHOW KyJIbType JIUM(QOIMTOB.
Nnentnunocts moHopa ¢ perunuentom mo HLA-cucreme I u Il kimaccoB cBUIETENHCTBYET O HATMYUHU
MOJIHOCTBIO cOBMeCTUMOTO JIoHOpa. HecoBnaaenue no 1,2 u 3 anturenam HLA-cucTeMbl yka3piBaeT Ha
YaCTUYHYIO COBMECTUMOCTD.

NB! JIoHOpOM TIeéMONO3TUYECKUX CTBOJIOBBIX KJIETOK MOXET ObITh COBMECTHUMBIN C PELUNHUEHTOM IO
HLA-cucreme 310poBbIil 4enoBek 0e3 orpaHUYEeHH 10 BO3pacTy. Paznuuus 1o rpymrme KpoBU U MOJIOBOK
XpOMOCOME IpU BbIOOPE JOHOPA 3HAYEHUSI HE UMEIOT.

YcaoBust M mociaeaoBaTebHOCTh nposeaenuss HLA-tunupoBanus:

o Hanpasisgerca Uit HLA-TunupoBaHus KpoBb BCEX MAIMEHTOB (MalMEHT+ pOAUTENCH+POIHBIX
OpaTbeB U CecTep).
o HLA-tunupoBanue nepudepruyeckoil KpoBU MPOBOJUTCS MIPH YPOBHE JIEHKOIMTOB He MeHee 2,0 x

10°/m (amst MALMEHTOB C AIUTACTHHYECKOi aHeMueil mpu ypoBHe neiikouuToB He Memee 1,0x10°/m) u
BrimrogaeT HLA-tunupoBanue no 2 knaccam anturenos (HLA-A, B, C, DRB1, DQBI).

o nepudepuyeckas KpoBb 3abupaercsi B cTepuiibHble NpoOupku c aHTukoaryiasHtom (O/TA) B
KonuuecTBe He MeHee 10 mi u ocrasisercs B nabopatoputo HLA-tunuposanus B Teuenue 12 yacos oT
MOMEHTa 3abopa.

NB! 3amopakuBaHue MaTepuana HEIONMYCTUMO. B compoBOAMTENHLHOM JOKYMEHTE (HalpaBiICHHUH)
YKa3bIBAETCsl aHAMHECTUYECKUE JIaHHbIE MallMeHTa (POACTBEHHUKA), IEPEYEHb AaHTUT'CHOB, MO UIEKAIINX
HCCIIEIOBAHUIO, CPOKU ITPOBEJCHMUSI.

AJITOPUTM 10AO0pa NMap «IOHOP-PEelMIINEHT» TUNHPOBAHUE PeUMIIMEHTAa W BCeX ero cudcoB Mo
anTurenam I kiaacca cucremsl HLA:

° BBIOOp MpENoIaraéMbiX JOHOPOB, COBMECTUMBIX C PELIMIIMEHTOM 10 aHTUI'€HaM JOKycoB, A u B
cuctemsl HLA;

® TUIIUPOBAHUC PCUHUIIMCHTA U COBMECTUMEBIX C HUM cHOCOB [0 aHTUre€HaM rucTocoBMecTuMoct 11
kiacca — nokycsl DR, DQ u DP;

° IIPOBEJCHUE KPOCCMAaTd PEaKIMKM MEKIY MOHOHYKJIEapaMH U ChIBOPOTKOW KPOBH PELMIIMEHTa U
IIPEANOJIAraeMbIX JOHOPOB;

o omnpeneneHue (PEHOTHNA HPUTPOIMTOB JOHOPA M PEIUNUEHTA IO Pa3IMYHBIM AaHTUTE€HHBIM
CUCTEMAM;

o noctaHoBka CKJI Mex 1y KJIeTKaMu peluIIieHTa 1 COBMECTUMOTO cuoca;

° MIPOBEACHHUE TECTA MOIBIXKHOCTH JIUM(OIUTOB;
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NB! Ilepen nposenenuem TI'CK o006si3aTenbHO ocyiecTBICHHE TyOIUPYIOLIEro TUIIMPOBAHUS JI0HOpA U
pelrnrueHTa, KOHIUIIMOHNPOBAHUE HAYMHAIOT B CITydae TOATBEP)KICHHS ITPEIIISCTBYIONIETO pe3ybTara.

3a0op TpaHCILIAHTATA OCYLIECTBJISACTCSH NPH COOJIIOACHHUH CJIeNYIOIIUX YCAOBHIA:

J MPEeNYNpEexXJICHUE JIOHOpPAa O BO3MOXHOM YXYIIIEHHH €ro 3J0pOBbS B CBSI3U € Oyaylium
ONEepaTUBHBIM BMEIIATEIbCTBOM;

o HaJlMyue corjacusi JIoHOpa (MalueHTa) Ha OIepaluio, BbIPAXEHHOIO B INHUCBMEHHON Qopme u
3aBEPEHHOT0 HOTapUaIbHO (MU JIUL, HE TOCTUrMIUX |8-1eTHero Bo3pacta, - MUCbMEHHOTO 3aBEPEHHOTrO
corjacusi poJuTeNel Wik opraHa oreku), CMOTpUTe mpuiiokeHue Ne2;

J BCECTOPOHHEE 0O0CJIel0BaHME JOHOpa M HaIWYME 3aKIIOYEHHsS Bpadel-CIEUAIUCTOB O
BO3MOKHOCTH 3a00pa CTBOJIOBBIX KJIETOK.

Cenexnusi 10HOPOB CTBOJIOBBIX KJeTOK npu HLA-coBMecTHMOCTH Mek1y CTBOJIOBBIMH KJIETKAMH
peuunueHTa U J0HOpa:

o IIPUOPUTET B BbIOOPE AOHOPaA (CMOTpUTE 0030p JOHOPOB, Hepapxus noHopa I). B 3aBucumoctu or
pesyabratoB HLA TuUnupoBanus, mpeanoyTUTEIbHbIM JOHOpPOM siBisieTcs HLA reHoTunuuyecku winum
(dbenoTunuyuecku (METOJOM BBICOKOTO paspemienus , 10/10 anemneneii).

ITo pesynpraram HLA BBOJa, mpeanodYTeHHe OTAAETCSA JOHOP B CIEAYIOLIEM MOPSAKE:

o unentuynbsie cubauaru (CP/MSD) — renotunuyecku/(peHOTUNINYECKHA (BBICOKUM pa3penieHueM
Habpas, 10/10 anneneii);

o coBmecTuMblit joHOp (C/MD);

o HecoBMecTUMBIN goHOop (HI/MMD).

0oJiee 0JJHOT0 JOHOPA, BLIOOP I0HOPA MPOBOANTCS B COOTBETCBHUE €O CJIEAYIOLIUM MOPSAAKOM:

° coBmectumocTh 1o 10/10 HLA-annene# npeamnoututensHa, uem 9/10;

° ajuieNibHasi HECOBMECTUMOCTD MPEANOYTUTEIbHA Ha/l AHTUTEHHOW HECOBMECTUMOCTBIO;

° 10/10 coBmecTuMBIi ceMelHbIi JoHOP npeanoururesieH, 4em 10/10 coBMecTuMBbIil HEpPOACTBEHHBIN
JIOHOD;

Ecnu BbIsiBIIEHAa HECOBMECTUMOCTD, PEAIOYTUTEIbHBI CIETYIOIINE IOHOPBI:

° HLA I xiacca: necoBmectumocts o HLA-C npeanoururensHa, yem HecoBMecTuMocTh o HLA-B
nnn A.

° HLA 1II xmacca: necoBmectumocth o HLA- DQ mpennodrurenbHa, 4eM HECOBMECTUMOCTH IO
HLA-DR.

B nonomHennm Kk BBIOOpY ONTHMAaIbHOTO JOHOpa B 3aBucuMoctd oT HLA HecoBmecTUMOCTH,
OTIpeIeTIsIeTCs MOPSAOK BBIOOPA TOHOPA MO APYTUM XapaKTEPUCTUKAM.

CMV-craryc:

o IMB ceponozutuBHbie 10HOPHI 411 [IMB cepono3uTuBHBIX PELIUIIMEHTOB;

o IMB cepooneratuBHbie 10HOPHI 111 [IMB cepoHeraTuBHBIX pELUITNEHTOB.

ITon

. MYKYHHA WX XKEHIIUHA - IOHOP JJIs )KEHIMHBI-PELUITNCHTA;

. MY>K4YHHA-IOHOP JUIsl MY)KUUHBI- PELUIINCHTA;

o KEHIIHUHBI-IOHOPBI, Y KOTOPBIX HE ObLIO OEpEeMEHHOCTEH.

Bospact u macca tena:

o MOJIOJIBIE JOHOpBI C Maccod Teljla, MO3BOJIAIONIEH IPOBOJUTH 3a00p KOCTHOIO MO3ra U C

JOCTATOYHOU KJIETOYHOCTBIO.
I/ICTOLIHI/IK CTBOJIOBBIX KJICTOK:

o koctHbI Mo3r > [ICKK (PBSC) > IIK(CB) ot CPA, HA/MSD, MD;

o [ICKK (PBSC) =(?) IIK(CB) = (?) Koctaslit mo3r ot HII/MMD;

J JTOCTYITHOCTh ¥ TOTOBHOCTbH JIOHOPA.

00630p: nepapxus goHopa [ — B cootBercTBuM ¢ pesyiabratamu HLA-TunmpoBanus
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IIpuopurer

Pesyabrar HLA TMnIMpoBaHus

TpaHCHJIaHTaIII/IOHHaH

HEPOJACTBEHHBIN JIOHOD
less than 9/10 matched unrelated or family donor

rpynna

1 HLA I'enoTunuyecku niu (peHOTUIIMUECKU CP1 (MSD)
COBMECTHUMBbIN POACTBEHHBII TOHOP CUOIMHT

2 10/10 coBMecTUMBIH CEMEHBIN U HEPOICTBEHHBIH CA (MD)
JOHOP
matched family or unrelated donor

3 9/10 coBMecTUMBIH ceMeNHbI U HEPOACTBEHHBII TOHOP CA (MD)
matched family or unrelated donor

4 MeHblIle 4eM 9/10 coBMeCTUMBIH ceMeNHbIN 1 HJI (MMD)

B cniygae HecooTBercTBus (in case of mismatch):

1

ajiesbHas HecoBMecTUMOCTS (allele-mismatch)

CJ1, H/MD, MMD

2

AHTUTEHHAs HECOBMECTUMOCTH (antigen-mismatch)

CJ1, H/MD, MMD

HLA- necoBmectumocTts (mismatch):

1 HecoBmectumocts o C (C-mismatch) Cc, HA/MD, MMD
2 HecoBmectumocts mo A u B (A or B-Mismatch) Cc, H/MD, MMD
1 DQ-necoBmectumocts (Mismatch) Cc, HA/MD, MMD
2 DRB-necoBmectumocts (Mismatch) C, H/MD, MMD

Hepapxus no gonopy Il (nonosHuTenbHble KpUTEPUH BHIOOPA)

[Ipuopurer

[MB-craryc (CMV Status):

[Tanment LIMB IgG nmonoxutensubiit (Patient CMV 1gG positive):

1

[Tonoxurensueiii [IMB 1gG nonop (Donor CMV IgG positive)

2

Otpunatensaeiii [IMB IgG nonop (Donor CMV IgG negative)

[Tanment IIMB IgG otpunarensnsiii (Patient CMV IgG negative):

1 Otpunatensaeiii [IMB IgG nonop (Donor CMV IgG negative)
2 [Tonoxurensuerii [IMB IgG nonop (Donor CMV IgG positive)
[Ton (Gender):

[TanmenT >xenckoro nosa (Female Patient):

1 MyXunHa TOHODP WJIH )KCHITMHA (TIPEMMYIIECTBEHHO HE aJLIONMMYHU3UPOBAaHHAS 10
IIpeIBAPUTEIILHON OEpEMEHHOCTH)
male or female (preferentially not alloimmunized by prior pregnancy) donor
[Tanment myxckoro mosa (Male Patient):
1 Myxuunna noHop (male Donor)
2 XKenmuna 1oHOp y KOTOpOH He ObLI0 OepeMeHHOCTEH
female (preferentially not alloimmunized by prior pregnancy) donor
Bo3spact (Age):
1 Momnomo#t 1oHOP ¢ Macco# Tena, MO3BOJIAIONICH MPOBOAUTH 3a00p KOCTHOTO MO3Tra U C
JOCTAaTOYHOM KJIETOYHOCTBIO
(younger Donor if body weight enables sufficient SC harvest)
2 Crapsiit goHop (older Donor)

Hcrounuk ctBonoBeix KieTok (Stem Cell Source):

TI'CK ot CPJI/ MSD nmu C/I/ MD (HSCT from MSD or MD):

1 Kocrubiii Mmo3r (Bone Marrow)

2 [lepudepuueckue crBosioBble KieTKU KpoBH (npodpunaktuka PTIIX B cooTBeTCTBUM 1151
COBMECTHMOI'O POJCTBEHHOI'O JOHOPA
peripheral Blood Stem Cells (CAVE: adjust GvHD-Prophylaxis for matched siblings)

3 [TyrmoBUHHASI KPOBB C IOCTATOYHBIM KOJMYECTBOM KIIETOK

L 1| o
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| Cord blood with sufficient cell number

TI'CK ot H/I/ MMD — Bo3mosxnsie Bapuantsl (HSCT from MMD): possible options

1 Koctupiii Mo3r 8/10 He MaHUITYTMPOBaHHBIN

2 [ICKK, rammouaernunsie, ¢ T/B-knerounoit nerienueit CD3/ aff/CD19
00BbeTHCHHBIC/ ICTIIICTUPOBAHHBIC

3 [lynoBuHHASI KPOBB JOCTATOYHOK KOJUYECTBO CTBOJIOBBIX KJIETOK B JI03€

4 IICKK, ramnongentnunsie ¢ CD34+cenexknueit

NB! Dtor paszgen omnpenenser Tpu TpyNnbl JOHOPCKHMX CTBOJIOBBIX KIETOK. Pacrnpenenenue He
OCHOBBIBA€TCS HA CEMEHHBIX OTHOLIEHUAX MEXIY JOHOPOM U pELHUIIMEHTOM, OCHOBBIBAETCA Ha
comectumoctd HLA. OTHeceHue K rpyre onpeneisieT pexxuM TPaHCIUIAaHTaluU (MCTOYHUK CTBOJIOBBIX
KJIETOK, MAHMITYJISILIUK CO CTBOJIOBBIMU KJ€TKamMH, KoHauInonuposanue, PTIIX npodunakTuky).

I'pynna CPI/MSD:

CoBmecTumbIil cubauHr 10HOD (Opat/cectpa):

o HLA wuneHTHuYHBI CHOIMHT JOHOp (B Cily4ae HEU3BECTHBIX POJUTENbCKUX raruiotunos: 10/10
HLA-unenTuunbiil pogHoit 6pat/cectpa, onpeneiaeHHblx HLA-BbICOKUM pa3pelieHueM TUITUPOBAHUSL.
I'pynna CI/MD CoBMecTuMBIii 10HOP:

Poncrennsiit u HepojcTBeHHBIN 10HOPBI KoTopble 10/10 wim 9/10 HLA coBMecTumsl, onpenensemble
BbICOKMM pa3pemienneM HLA-tunuposanus (4 uudpsl/amneneii).

HLA-tunupoBanue u pacnpenenenue Ha rpynnsl C/I/MD:

o HLA-A, B, C, DRBI u DQBI1 oT peuunuerta u J0OHOpa HNPOBOAMTCS METOJOM BBICOKOTO
paspemenus. 3anuch HLA Ttuna mpeacrapisier 3Be3109ky U 4 nudper cineayromue nocie HLA mokyca
cnenudukanuu, Hampumep, DRB1 * 0101;

o JUIs KaXIO0ro BBEACHHOTO ajuleNis nanueHTta 3T 4 uudpbel JOJKHBI OBITh CPaBHUMBI C
COOTBETCTBYIOIIMMH AJUIEIISIMUA ITOTEHIIUAJIBHOTO JOHOPA, 32 UCKIIOUEHNEM KJIETOK ITyIOBUHOM KPOBHU;

o €CJIM HET/TOJIbKO OJHA pa3HHLa OYEBHJHA, A3TOT JOHOpP SBJIAETCS COBMECTHUMBIM JTOHOPOM
(CIUMD);

o B CJIy4ae F'OMO3UTOTHOCTH PE3YyJbTaT IOKA3aH B BUJE ABOMHOTO aJIJIEIs.

I'pynna HI/MMD HecoBMecTHMBIi I0HOP:

° BCE POJICTBEHBIC M HEPOJCTBEHHBIE JJOHOPHI CTBOJIOBBIX KJIETOK ¢ MeHee 9/10 coBmectumbix HLA

COBMECTHMBIX JIOKYCOB WJIM ITyITOBUHOM KpoBbio MeHee 5/6 HLA nokycos.

M CcTOYHMKH CTBOJIOBBIX KJIETOK:

CPJ:

o s rpymibl CPJl mpernoYTHTeTbHBIM UCTOYHUKOM SIBJIICTCS KOCTHBIA MO3T 0€3 TPOBEICHHS €X-
vivo T-knerowynoil nperuienmu. MUHUMAaNbHas 7032 MOHOHYKJIEApHBIX KJIETOK B KOCTHOM MO3re
cocraBisier 3x10°/kr Mmaccel Tema penmmmeHTta. B citydae ecim 3a60p KOCTHOTO MO3ra OT JOHOPA
HEBO3MOXCEH, B Ka4eCTBE MCTOYHHMKA HCIIOJIb3YIOTCS HEMaHUIYIHPOBAHHBIC KIETKU IMepH(eprHIecKoi
kpoBu (IICK). IlynoBunnas kpoBb oT CPJl MoxeT ObITh HCII0JIb30BaHA, eciiu cojepkanne CD34+ kneTok
MPEBBIIIACT 2x10°/xr Macchl Tena pELUIIKEHTA.

CH:

. B rpynne CJ[ Takke Iperno4YTUTEIbHbIM HMCTOYHUKOM SIBJISIETCS HEMAHUITYJUPOBAHHBIN KOCTHBIM
Mo3r, oaHako, ucnosb3oBanue [ICK Toxe pomyctumo. Ilpu ompeneneHHbIX yciaoBUSX (HU3KHM Bec
MalMeHTa, BHICOKAs KJIETOYHOCTh, HE nocTyneH wiu He rogeH CJI), a ecTb xopomo coBmecTuMas (110
MeHblIel Mepe, 7/8) HepoICTBEHHas! yIIOBUHHAs KPOBb.

H:



o ontuManbHbiM BbIOOpoM siBisieTcs [ICK ot G-CSF- moOunmsupoBanHbiX 10HOpOB. [ICK
uH¢pysupyercs nocne CD34+ cenexuuu, unmu CD3/ap/CD19 nemenuu, COOTBETCTBEHHO.

IMoka3anus K noucky HepoacTtBeHHoro HLA-coBMecTumMoro go1Hopa:

. nouck HepojactBeHHoro HLA-coBmecTMMOro AoHOpa Ui MAlMEHTOB C BBIIENEPEYHCICHHBIMU
3a0osieBaHMsIMU  TTpoBoAuTCa mpu orcyrctBuu HLA-coBmectuMoro (unum HecoBMecTUMOro mo 1
AQHTUTEHY) POJICTBEHHOTO aoHOpa. [ns mamueHTtoB ¢ BecoM MeHee 20 K M IPH OTCYTCTBHU HHBIX
MIPOTUBOINOKAa3aHUM (AMarHo3, CTaTyc OCHOBHOTO 3a0o0jeBaHus, MH(PEKUHUOHHBIH CTAaTyC U T.A.) TaKke
npoBoauTcss mouck HepoactBeHHoM HLA-coBmecTuMoil nynmoBuHHON KpoBu (He MeHee 7/8).
[IpennmoururensHsIM 1pu  BbIOOpe HepojacTBeHHoro HLA-coBMecTumMoro poHopa sBISETCS JOHOP
MYKCKOTO IoJila Miiajuie 35 J5ieT, ¢ WIACHTUYHOM C PELUUNIUEHTOM CEepOJOrHYeCKHM CTaTycoM B
otHomenuu LIMB-unbekmmnm.

o nouck HepoactBeHHOro HLA-coBmecTuMoro moHopa mpekpamaercs y nanuento ¢ OMJI/OJUI:
IIPY COXPaHEHUU MOJIHOM pEMUCCUU B TEUEHME 5 JIET MOCJIe OKOHYaHMs MOJIEP KUBAIOLICH Tepanuu, y
MAlMEHTOB C alIaCTUYeCKON aHeMHMEW NpPU COXPAaHEHUHU MOJHOW peMUCCUU B TedeHHe 2 JieT Ha (oHe
IIPOBEJICHUSI UMMYHOCYIIPECCUBHON TEpaIuu.

. nepen nposeaenreMm TI'CK o6s3aTenbHO OcyliecTBIEHHE TyOIUPYIOMIEr0 TUIIMPOBAHUS JOHOPA U
pEeLUINEeHTa, KOHAUIIMOHUPOBAaHNE HAUNHAIOT B CIIyyae MOATBEP)KICHUS IIPEIIIECTBYIOIETO Pe3yibTara.
NB! OxonyaTenbHOE peleHrne 0 BEIOOPE TOHOPA IS KaKJA0T0 KOHKPETHOTO MAIMEeHTa OCYIIECTBIISIETCS
Ha COBMECTHOM 3aceJJaHUH PYKOBOJUTEIEH U 3aMHTEPECOBAHHBIX COTPYIHUKOB KIMHUYECKUX OTAENICHUN
(npodunbHOE oTAENeHHE AN NaHHOro mnanueHta, orneneHus TI'CK), pykoBoauTenst U COTPYIHUKOB
naboparopun HLA-TunupoBanus 1 KOOpMHATOPA M0 HEPOJCTBEHHBIM TPAHCILIAHTALIUSM.

Opranmn3anus TI'CK;

° KOHCyNbTarus — mexxaucuuummaapueiii coBet o TI'CK — onpenenenue garel TI'CK;

o KOHCYJIbTAIHS (COBMECTHO C JIOHOPOM-PEIUITUEHTOM).

Onpenesnenue NpoToKo.a:

. pelIeHre BOIpoca 0 peKuMe KOHAUIMOHUPOBAHUS U NPOPHIIAKTUKE OCIOKHEHUII;

. uHpopMaLus JUisl pOAUTENEH OT CT. M/C OT/IEIEHUS (PEKUM OTAEICHUS, YTO HEOOXOIUMO MPUHECTH
¢ co0O0i, pe’KUM MUTAHUS U T.1.);

o 3aM0JHEHHUE IOPUIUUECKUX IOKYMEHTOB (CMOTPUTE MPUIOKEHUS 2-4);

. Ha3HaYeHUe KoMILIeKca 00CcIe10BaHus;

. OTpe/iesieHUe AaThl IOCTAHOBKU LIEHTPAJILHOIO BEHO3HOT'O KaTeTepa.

OcobennocTamu mHorojmHeiiHoro LIBK saBasirorces:

o HCIIOJIb30BAHNE CIELNAJIBLHOTO PEHTI€HOKOHTPACTHOTO rUOKOro aTpOMOOT€HHOTO
CHUJIMKOHUPOBAHHOTO MaTEpHAIIa;

o YCTaHOBKA KOHYMKA KaTeTepa B IPaBOE€ NPEICEpPAHE WM Ha IPaHULE BEPXHEH IOJIOM BEHBI H
MIPaBoOro MpeAcepaAns, YTO UMeeT 00JIbIIIOE 3HAUEHUE MPU BBEJICHUH CKJIEPO3aHTOB;

o 0aJUIOTUPOBAHKME KOHYMKA KaTeTepa C KaXKIbIM CEpACYHBIM LIMKJIOM, YTO YMEHbBIIAET KOHTAKT C
SH/IOTEMEM U BEPOSTHOCTh PA3BUTUS TPOMOOTUYECKUX OCIIOKHEHHUIA;

o Hanuyue OoJsiee OJHOrO MPOCBETa, YTO T[O3BOJSET OJHOBPEMEHHO BBOJIUTh XHUMHYECKU

HECOBMECTHMbIE MEAUKAMEHTBHI.
NB! BprlnieykazanHble peuMyIecTBa KaTeTepa MO3BOJISAIOT UCIIOJIb30BAaTh €r0 B TEUEHUE UIUTEIBHOIO
BPEMEHU — OT HECKOJIbKUX HE/ENb 10 HECKOJIbKHUX MECSIIEB.

Haunnas ¢ MoMeHTa TIpOBEACHHS peXUMa KOHIUIIMOHUPOBAHHUS PEKOMEHIYETCS COOJIIOACHUE

CHEAYIOIIUX YCIOBUM:
® H30JIA0Ms MMAllUCHTA B JIJAMUHAPHOM 6OKC€;
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o CTEpWIbHBIA peXuUM (MpaBuiibHas 00pabOTKa PYK, JOCTaTOUYHOE KOJIMYECTBO IEPYATOK, MAcCOK,
MITPULICB, TUIHAA ereHa);

. HU3KO OaKTepuaabHas MUILaA;

. [P arpaHyJIoLUTO3€ TyaleT IMOJOCTU PTa NOPOJOHOBBIMU (CYNEPMATKUMHU) HIETKAMH, TIOJIOCKaHUS
aHTHCENTUKAMU;

o MIPOBEJIEHUE KIMHUYECKOTO 1 JIA00paTOPHOI0 MOHUTOPHHTA (TIONOKA3aHUSM);

o Hagu4yue (TOHHEIMPOBAHHOTO O] KOXEH) MHOTOJWHEHHOTO (IBYX-, TpeX KaHAJIBHOTO)

[ICHTPAJIHHOTO BEHO3HOTO KaTeTepa, yCTaHABIMBAEMOro 3almaroBpeMeHHo. [IpuMeHeHne kaTeTepoB U3
MOJIMATWIICHA B CHWIIy HMX BBICOKOH TpPOMOOTC€HHOCTH W pPHCKAa pa3BUTHS KaTeTepHOH WHpeKnun
3arpenaeTcs:

J BBEJICHHE MEJIMKAMEHTOB C MCIIOJIb30BaHHEM HH(Y3NOHHBIX HACOCOB;

J IpUMEHEHNE TPOMOOKOHIIEHTPATa OT OJTHOTO JIOHOPA, MOJTYYSHHOTO Ha CerapaTrope KJIETOK KPOBH U
OOJy4eHHOTO Ha TaMMa-yCTaHOBKE TNiepea TpaHCy3uell ¢ Menbl0 yMEHBIICHUS WMMYHH3aluu
JOHOPCKUMHU JIEHKOIIUTaMH (CMOTPUTE pa3fiesl reMOTpaHCPY3MOHHAsl TAKTUKA).

[Ipu rocnuranu3zanus 6oabHOrO B oTAenenue TI'CK nmpoBoautcs noodcnenoBanue:

° OAK;

J KOarynorpaMma;

. uccieI0BaHue rpuOKOBOM 1 OaKTepHaIbHOM KOJIOHU3AIMU OMOJIOTUYECKOTO MaTepHuaa.
Heub—10(-9)(-8)(-7)(-6) B 3aBUCHUMOCTH OT BUAAa KOHAUIIMOHUPOBAHUS: HAYaJI0 KOHIUIIMOHUPOBAHHUS.

KoppexTupoBka 103 1J151 TYYHbIX NAIIHEHTOB:

J IUTSL TYYHBIX TTAlIMEHTOB crapiie 14 yiet, 103a MUTOTOKCHYECKHX MpenapaToB PacCUMTHIBACTCS Ha
CKOPPEKTUPOBAHHYIO HiealbHyI0 Maccy Tena (AIBW).

JIist MaNieHbKUX TAIMEeHTOB uaeanbHas macca Tena (IBW) paccuuteiBaercs o dpopmyie:

. y mereit < 14 mer: 3a mmeansnyio Maccy tena (IBW) mpuHEMaercs Bec, cOOTBETCTByommin 50
MPOLEHTIIH (IO TIEHTHJIBHOM TaOJIHIIE) JIUISl OTIPEICTICHHOTO BO3pacTa.

VY nmoapocTkoB > 14 j1eT 1 B3pOCIBIX UCIOJIb3YETCs CKOPPEKTHUPOBAaHHAS UieaibHas Macca tena (AIBW):
Uneansnas macca tena (IBW) u ckoppextupoBanHas uaeanbHas macca tena (AIBW) paccuuTsiBarorcs
CJIEIYIOIIUM 00pa3oM (POCT B CM. U BEC B KT.):

. IBW (kr; myxxumnna) = 50 + 0.91x (poct B cMm. - 152);

. IBW (kr; )xenmuna) = 45 + 0.91x (poct B cMm. - 152);

. AIBW=IBW + 0.25x (¢pakTuueckas macca tena - IBW).
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3 25 10 2% 25 % S0% 75 %% D0 % 97 26 % 10% 2526 S0 2 75 % OO0 % OF 25

o 45,5 48,0 H49.8 513 523 53.5 550 2.7 29 3.1 a4 a7 3.9 -]
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8 rmec. 65,5 66568 681 700 FT1.3 T3.1 T5.3 i | .S 8.0 8,6 L= B § 10,0 105
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18 yec.| 76,9 T84 TOB 81,7 83,9 859 S9.4 o7 10,2 10,7
21 pmec.| 7.3 BOE8 823 843 865 883 91,2 10,2 106 11,2
2 roma | 81.3° 830 845 8566 890 908 940 CAOLE 11,00 1T 15.0
27 amec.| 33,0 S49 S8S68 3857 91.3 93,9 968 11,0 11.5 122 :
30 paec. | 84,5 B7.0 S90 91.3 93,7 955 990 11,4 11.89 126 3
33 paec. | B6.3 S58583 91.3 935 960 95,1 101,2 11,6 12.3 131 .
Srona | 88,0 S90.0 523 950 998 1020 1045 | 121 1280 138 A 69 LTI
2 S ronal O3 926 950 99,1 1025 1050 107.5 12,7 13.5 14.2 17.2 18,8
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10 e 1263 1294 13830 137,68 1420 1467 1492 239 256 28,2 3Ji.4d 351 3IODT 447
11 mew 131.2 134.5 1385 143,272 1483 1529 156.2 25.0 280 I1.0 340 IJIDG 449 51.5
12 neT 136.2 14000 1436 149.2 154.5 1595 1635 28.2 30.7 Z4.4 3858 45.1 5S0.6 58B.7
13 meT 141.5 145.7 1498 154.8 160.6 1660 1707 0.9 33.8 380 43.4 0 506 S6.58 66.0
14 meT 1483 1523 1562 161.2 167.F7 1720 1767 34.3 3B0 428 488 S6.6 634 T332
15 meT 154,656 158.6 1625 1668 173.5 177.6 181,65 38,7 43,0 483 S54.8 62,8 70.0 S0.,1
16 neT 158.8 163.2 1668 173.3 1778 1820 1863 440 483 S40 610 696 76.5 54,7
17 meT 1628 1666 171,6 177.3 1816 186.0 188.5 433 54,6 598 66,3 7T4.0 B80.1 87.8

AJUIOTeHHAs1 TPAHCIUVIAHTALMSA CTBOJOBBIX KJIETOK Yy JeTeil M MOJPOCTKOB C OCTPBIM
JUM(}00JIaCTHBIM JICHK030M
Bpewms nposenenus amnorenHoi TI'CK:

L I/IHTCpBaJ'[ MC)K)Iy IIOCJIICAHUM 6J'IOKOM XI/IMI/IOTepaHI/II/I U HaA4YaJIoOM pe}KI/IMa KOH)II/IIII/IOHI/IpOBaHI/ISI
coCTaBisgeT OT 4 10 6 HENENb.

Pexum xonauunonuposanus a1 TI'CK ot CJI npotokon

CA

BpeMs [TanuenTs! ctapuie 24 MecsileB Ha MOMEHT KoHAMIMOHUpoBanus 6e3 TOT
KOHJMIIMOHUPOBaHKeE / 103a

)ICHB—8 BycynbtbaH* Ha CKOPPEKTHUPOBAHHYIO MacCy Teia *) _ -

)ICHB—7 BycynbtbaH* Ha CKOPPEKTHUPOBAaHHYIO MacCy Teja *) _ -

)ICHB—6 BycynbtbaH* *Ha CKOPPEKTHPOBAHHYIO MaccCy Telia) - -

HCHB—S BycynbtbaH* Ha CKOPPEKTUPOBAaHHYIO MacCy Teja *) _ -

neab—4 | VP16 stonmo3un | 40 MI/KT B.B., Makc — —

2400 mr

neub—3 | Huknodocdan 60 MI/KT B.B. ATT 20 MI/KT B.B.

neub—2 | Huknodocdan 60 MI/KT B.B. ATD 20 MI/KT B.B.

neHp—1 ATT 20 MI/KT B.B.

Henb 0 | AjtoreHHasi TpaHCIUIaHTalMs KOCTHOTO MO3ra

*) ATG Fresenius (Kposinuwuit)

*) Jloza O6ycynb(hana KOPPEKTHUPYETCS B 3aBUCHMOCTH OT MAcChl TeJla MariueHTa
*ner B KHO

Pexxum xonmummonnpoBanus st TT'CK ot HJI mpotokon ALL SZT-BFM 2003
/A

¢ A } ,’..ir r { A oA A _/_.// ’; -
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[TanimenTsl crapmie 24 MecsIieB HA MOMEHT
konaunuonupoBanus ¢ TOT

Bpewms KOHIUITUOHUPOBAHKE / 71032

JI€Hb—
11

JIEHD —
10

2x ) )

eHs -9

2x ) )

IIEHD —8

2x ) )

JIeHb —7 bnynapabu | 40mr/m - -
H * B.B.

JIeHb —6 bnynapabu | 40mr/m - -
H * B.B.

JIeHb —5 bnynapabu | 40mr/m - -
H * B.B.

H ? B.B.

JIEHb —3 -- VP16 40mr/x |ATI | 20MrI/kT B.B.

I B.B.

e’ —2 --- ATT | 20mr/kr B.B.

JeHb —1 -- ATT | 20mr/kr B.B.

nens 0 AstoreHHas TpaHCIIAaHTAIUS
nepueprudecKux  CTBOJIOBBIX  KJIETOK  (C
cenekmueri CD 34+  wmm  nemienuen
CD3/CD19)

*) Jlo3a Oycynb(haHa KOPPEKTHPYETCS B 3aBUCHMOCTH OT MacChl TeJia aIlfueHTa

*ner B KH®

Pexxumpbr konnunmonuposanus npu TT'CK y manmentoB ¢ OJUT u t(4;11):

) [Mammentst ¢ OJIJI u t(4;11) u muagenisr ¢ nokazanuem k amtorenHord TI'CK (B cooTBeTcTBUU €
INTERFANT-niporokonam) moaroraBiuBatorcss k TI'CK or CPH wm CJI, ¢ wucnons3oBaHuEM
CHEIM(PUICCKUX PSKUMOB KOHJIUIIMOHUPOBAHUS, B COCTaB KOTOPBIX BXOaAT Tpu npenaparta. Eciim TI'CK
BbInosiHsAeTcss ot HJI, mpuMeHsoTcst oOmiue mnpaBwiia KOHIUIMOHHUPOBAHMS, XapaKTepHbIE UISL 3TOM

IPYIIIBIL.

Pexxum xorpunmonnpoBanus st TT'CK ot CPJ] nmpotokon ALL SZT-BFM 2003

CPJ1—t(4;11) |CPLI—t(4;11)

[TanmenTsl crapmie 24 MecsIieB Ha MOMEHT
KOHTUITHOHUPOBAHHUS

Bpewms KOHUITUOHUPOBAHKE / 71032

Vo FOg 4l g



7

JOJIZKCHCT BEC IMallMCHTA.

6

JOJIZKCHCT BEC IMallMCHTA.

5

JOJIZKCHCT BEC IMallMCHTA.

4

JOJIZKCHCT BEC IMallMCHTA.

- [
3

60MI/KT B.B

- [
2

60MI/KT B.B

1

140Mr/kT B.B

nens 0 AnoreHHas TpaHCIUIAaHTAIMs KOCTHOTO MO3Ta

*) Jlo3a Oycynb(haHa KOPPEKTHPYETCS B 3aBUCHMOCTH OT MAacChl TeJIa MarueHTa
*ner B KHD

Pexxum xormummonnposanus st TU'CK ot CJ],

CH—t(4;11)
Bpem | IlanuenTsr KOTOPLIE Ha moMeHT | Ilammentsr crapme 24 MecsmeB Ha MOMEHT
2
s KOHJIUIIMOHUPOBAHUS MIIAJIIE YeM 24 | KOHIUIIMOHUPOBAHHUS
Mecsia
KOHIUITMOHUPOBAHKE/ 1032 KOHIUITMOHUPOBAHME/ 1032
nedsb | Bycynsdan* | ™ - - Bycynbgda | ™ - -
7 CKOPPEKTUPO o* CKOPPEKTUPOBAHH
BaHHYIO Y0 Maccy Teina *)
Mmaccy Tena *)
E3 E3
nens | Bycynbdan* “a - - Bycynmsgpa | ™ - -
-6 CKOPPEKTUPO o* CKOPPEKTUPOBAHH
BaHHYIO yIO Maccy Tena)
Maccy Terna)
nenb | Bycynbdan* | - - Bycynsgpa | ™ - -
_5 CKOPPEKTUPO H* CKOPPEKTUPOBAHH
BaHHYIO yI0 Maccy Tena*)
Mmaccy Tena*)
E 3 Ha _ _ E Ha _ _
JICHb yeynbdan yeynbda
_4 CKOPPEKTUPO H* CKOPPEKTUPOBAHH
BaHHYIO yI0 Maccy Tena
Maccy tena
nens | Huknodocda | 60mr/xr | ATI | 20mr/kr | [uknodo | 60mr/kr B.8 | AT | 20Mr/kT B.B.
-3 H B.B B.B. chan
nens | Huknodocda | 60mr/xr | ATI | 20mr/kr | [uknodo | 60mr/kr B.8 | AT | 20Mr/kr B.B.
-2 H B.B B.B. chan
nens | Mendaman® | 140mr/kr | ATD | 20mr/kr | Mendana | 140mr/kr B. | AT | 20mMr/kr B.B.
—1 B. B B.B. H* B
JICHb | AJUTOTeHHas TPaHCIIAHTALUS KOCTHOTO AJIIOreHHasl TPaHCIIAHTALUS KOCTHOTO MO3ra
0 Mo3ra

*) Jlo3a Oycynb(haHa KOPPEKTHPYETCS B 3aBUCHMOCTH OT MAacChl TeJIa MarueHTa

. / ' .
o K (leees
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*ger B KHD

Pexum

KOHANIMOHHUPOBAHUA

JJIA

Onynapabun+Tuorena+Tpeocynbdan

TI'CK

[IpoToxoun

KOHAWIIMOHHUPOBAHUSA:

nonop:CPZI/MSD u CII/MD u HII/(MMD)-KM 6e3 T-knerounoit germnenuu (TCD)

BpeMsI KonpumonnpoBanue/mo3sl
_~ | buynapabu 30MI/M° BHYTPHBEHO - -

aens =7 | (BSiv.)

daymapabu | 30Mr/M° BHYTPHBEHO | Tpeocyibban l4rp/m? BayTpuBeEHO (BS i.v.)
NeHb —6 .

H (BSiv.)

daymapabu | 30Mr/M° BHYTPHBEHO | Tpeocyibban l4rp/m? BayTpuBeEHO (BS i.v.)
JEHb —5 .

H (BSi.v.)

daymapabu | 30Mr/M° BHYTPHBEHO | Tpeocyibban l4rp/m? BayTpuBeEHO (BS i.v.)
neup —4 )

H (BSi.v.)

daymapabu | 30mMr/M° BHyTpHBeHO | THOTEma* 2 x Smr/kr BHyTpuBeHo (BW 1.v).
NeHb —3 .

H (BSi.v.)
JIeHb —2 - - - -
neHs —1 - - - -
neHb 0 | amnoTI'CK

*ner B KHO

PTIIX mpodunaktuka ot THna pnoHopa. Ilpu HepoactBennoit TI'CK npumenenme ATI. Ilpu
BeimotHeHNH TI'CK K.M. oT cemeitHOro goHOpa BO3MOXKHO NpUMeHeHHe B cxemMe MMmyHOrinoOynuH
AHTUTUMOIIMTAPHBINA B 103€ 5-7,5 MT/KT

Pexxum konmuumonupoBanus st TT'CK.IIporokon konmunmonupoBanus: Dmymgapadun+Tuorema*+
bycynshan* B/B

- noHop:CPZI/MSD u CI/MD u HII/MMD-KM 6e3 T-knerouno#t nemienun (without TCD)

BpeMs KoHmuimoHnpoBanue/ 1036l

duynapa6 [30Mr/M” BHYTpHBeHO | B/B Gycymbdar* CKOPPEKTUPOBAHHYIO Ha Maccy
AeHb =T | oy (BS i.v.) (BU) Tena BW %)

duynapa6 [30Mr/M” BHYTpHBEHO | B/B CKOPPEKTUPOBAHHYIO Ha MacCy
AeHb —6 VH (BS i.v.) oycynbhan*(BU) tena *)/+-TDA

duynapa6 [30Mr/M” BHYTpHBEHO | B/B Gycymbdar* CKOppeKTHPOBAHHYIO HA MaCCy
AeHB S| (BS i.v.) (BU) Tena */4+-TDA

duynapa6 [30Mr/M” BHYTpHBEHO | B/B Gycymbdar* CKOppeKTHPOBAHHYIO HA MaCCy
AeEh 4 (BS i.v.) (BU) Tena *)/+-TDA

daymapa6 [3OMr/M° BHyTpuBeHo | TmoTema* 2 x Smr/kr BHyTpuBeHO (BW 1.v).
NeHb —3 .

HH (BS i.v.)
JIeHb —2 - - - -
neHs —1 - - - -
nesb 0 anoTT'CK

*ner B KHO

PTIIX mnpodunaktuka ot Tuna noHopa. [lpu HepoactBennoit TI'CK npumenenmne ATI. Ilpu
BoinostHeHNH TI'CK K.M. 0T cemeitHOro joHOpa BO3MOKHO NMPUMEHEHHE B CXEeME MMMYHOTJIOOYIMHA
AHTUTUMOLIUTAPHOTO B 103€ 5-7,5 MI/KT.

Pexxum xonmuimonupoBanusa st TI'CK. Ilporoxon konmunumonupoBanus: TT'CK mans HA/MMD —
nynoBuHHasA KpoBb, ['amno TI'CK, T-knerounas nemieuus (TCD)

/|
a




Bpemst | KonaumonnpoBanue/mo3sl
JI€Hb - - NmmyHnornoOynun | Imr/kr - -
—11 AHTUTUMOLIMTAPHBIN | B.B.
JIeHb - - NmmyHornoOynun | 9mr/kr Wi Anemrty3zyma6™*
-10 AHTUTUMOLIMTAPHBIN | B.B.. 0,3 mr/kr
JIeHb - - NmmyHnornoOynun | 10mr/kr - Anemty3zymat6*
—9 AHTUTUMOLIMTAPHBIN | B.B. 0,3 mr/kr
30Mr/™m” NmmyHornoOynun | 10mr/kr - Anemty3zymat6*
ng P ¢bnynapabuH | BHyTPUBEHO | aHTUTUMOLMTAPHBIN | B.B. 0,3 mr/kr
(BSi.v.)
30Mr/M” B/B Oycynbdan™ - -
HgHB ¢bnynapabun | BHyrpuseHo | (BU)
B (BSiv.)
30Mr/M” B/B Oycynbdan™ Tpeocynbdan | 14rp/m?
HZHB ¢bnynapabun | BHyrpuseHo | (BU) W BHyTpuBeHO (BS
(BS 1.v.) 1.v.)
30Mr/M” B/B Oycynbdan™ Tpeocynbdan | 14rp/m?
HEHB ¢bnynapabun | BHyrpuseHo | (BU) BHyTpuBeHO (BS
B (BSi.v.) Lv.)
durynapabun | 30Mr/M” B/B Oycynbdan™ Tpeocynbdan | 14rp/m?
fZHB BHyTpuBeHO | (BU) BHyTpuBeHO (BS
(BS 1.v.) 1.v.)
- - Tuorena* Tuorena* 2 X SMr/kr
HgHB BHYTPHUBEHO
B (BW i.v).
JICHb - OTJIBIX - - - -
—2
JICHb - OTJIBIX - - - -
—1
nens | ammouaentuunas TT'CK/ Haploidentical SCT
0
*ner B KHO

HononuutensHas PTIIX npodunaktuka ot Tuna noHopa/GVHD-prophylaxis according to donor type!
B/B Oycynbdan* (BU) is given according to BW/+-TDA CkoppektupoBanHbIii Ha Maccy Tena *)/+-TDA
BO3MOXHa Moaudukanus npuMmeHeHuss ATI: *MMyHOTI00yJIMH aHTUTUMOLIUTAPHBIN KypcoBasi 103a 5-
7,5 MI/KT.

Konmuumonuposanue : ®nynapadun+Tuorena*+Mendanan™

noHop: MCJI nim M1 wiim MMJI-KM

BpeMs KonaunmonnpoBanue/mo3sl
neHb —8 | ¢uymapabun (FLU) 40mr/M” B/B 1 uacoBast HHbY3Us
nenb —7 | dnynapabun (FLU) 40mr/M” B/B | acoBast HHbY3Us
neHb —6 | ¢pynapabun (FLU) 40mr/M” B/B 1 uacoBast HHbY3Us
neHb —5 | dynapabun (FLU) 40mr/M” B/B | acoBast HHbY3Us
neub —4 | Tuorena* (THIO) 2 x SMr/kr B/B 4 yacoBast HHQY3HUsI
nesb —3 | Mendanan™ 70Mr/M° B/B 1 wacoBast nuby3us
nenb —2 | Mendanan™ 70Mr/M° B/B 1 gacoast nHby3us
JeHb —1 - -
neHs 0 Anno TTCK
T
_ A




ITpu nveponctBennoit TI'CK npumenenue ATI'. [Ipu Beimonnenun TT'CK K.M. or cemeiiHoro poHopa
BO3MOXHO [IPUMEHEHUE B CXEME UMMYHOIJIOOYJIMHA aHTUTUMOLIUTAPHBIN

Konmunmonuposanue : haynapabun+rpeocynbbhan+mendaran™

noHop: MCJI wim M1 i MMI-KM

BpeMsI KonaumonnpoBanue/mo3sl

JeHb —7 - daymapabun (FLU) 30mr/M° B/B 1 gacoBas nuby3us

JIeHb —6 - daymapabun (FLU) 30Mr/M” B/B 1 wacoBas nuby3us

— Tpeocynsban 14 rp/m” B/B daymapabun (FLU) 30Mr/M° B/B 1 gacoBas nuby3us
uHDy3Hs

J— Tpeocynsban 14 rp/m” B/B daymapabun (FLU) 30Mr/M° B/B 1 gacosas nuby3us
uHDy3Hs

J— Tpeocynsban 14 rp/m” B/B daymapabun (FLU) 30mr/M° B/B 1 gacosas nuby3us
uHDy3Hs
Mendanan* 140 mr/m2 B/B -

JEHb —2
uHDy3Hs

neHp —1 | - -

neHb 0 Ao TI'CK

*ner B KHO

ITpu nveponctBennoit TI'CK npumenenue ATI. [lpu Beimonnenun TT'CK K.M. or cemeiiHoro moHopa
BO3MOXHO ITpUMEHEHUE B cxeMe FIMMyHOTr100y/nMHa aHTUTUMOLIUTAPHOTO

Konmunmonuposanue : paynapadbun+ tnodochamun +rpeocynbdan

noHop: MCJI wim M1 wiim MMI-KM
Bpemsi | KoHaummoHupoBaHue/no3el
Tuodochamun 150 mr/m” ¢nynapabun (FLU)
geHB | Uadysus 3a 1 gac 30mr/M” B/B
1 yacoBas uHQy3us
Tuodochamu 150 mr/m” ¢nynapabun (FLU)
)SIGHB | Uadysus 3a 1 yac 30mr/M” B/B
1 yacoBas UH}Y3Us
Tpeocynsdan 14 rp/m” ¢nynapabun (FLU)
ieHB | B/B 2 wacoBas undy3HA 30mr/M” B/B
1 yacoBas uHQy3Us
Tpeocynsdan 14 rp/m” ¢nynapabun (FLU)
);GHB | /B 2 yacoBas un(y3us 30mr/M” B/B
1 yacoBas uHQy3Us
Tpeocynsdan 14 rp/m” ¢nynapabun (FLU)
geHB | /B 2 yacoBas un(y3us 30mr/M” B/B
1 yacoBas UHQY3Us
TICHb —
1
neub 0 | Ao TI'CK

ITpu nveponctBennoit TI'CK npumenenue ATI. [Ipu Beimonnenun TT'CK K.M. or cemeiiHoro poHopa
BO3MOXHO ITpUMEHEHUE B cxeMe FIMMyHOT100y/IMHa aHTUTUMOLIUTAPHOTO B J103€ 5-7,5 MI/Kr

[Tpodunakruka PTIIX mpu rammo TT'CK K.M.

[Tpodunakruka PTIIX

IIpenapar \ J103a 1 pexuM BBEJICHNUS

N 7l on S
¢ /. e ,‘Lr ’ § AT /—‘/ / L
| P AL gy




Huknodpochamun | S0mr/kr B/BeHHO B AuU +3,+4 (cTapT 72 1 96 yacoB oT Hayana MUeIOUH(DY3UN) X
no3a 100 mr/kr
Mecna, nuHdy3us u GopcrpoBaHHbIN IWype3 N0 CTAHJAPTHOMN cXeme

Takposrmyc 0,02 mr/Kkr/cyTKu OCTOSTHHOU MH(Y3HEH ¢ THS +5 10 BO3MOKHOCTH BO30OHOBIICHUS
MEpOPaAIBLHOIO MPHUEMA, 3aTEM ITepopasibHO 10 aHA + 120.
Lenesas xonuentpanus Tss 8-12 ng/ml

MukodenonoBas | 30 Mr/kr/cyTku ¢ gHs +5 10 nHA +35
KHCJIOTA
(aKTUBHBIH
MeTaboJIuT
MUKO(deHoa
MoeTnia)

Konmuumonuposanue : piaynapadbun-+rpeocynbhan+mendanran

noHop: MCJI wimm M1 wuiim MM JI-KM

BpeMsI KonuimonupoBanue/ 103bl
- ¢baynapadbun (FLU)
NeHb —6 30Mr/m” B/B
1 yacoBas UHQyY3Us
Tpeocynsdan 14 rp/m” ¢nynapabun (FLU)
JE€Hb —5 B/B uH(y3usa 2 yaca 30mr/M” B/B
1 yacoBas UHQY3Us
Tpeocynsdan 14 rp/m” ¢nynapabun (FLU)
neHs —4 B/B uH(y3us 2 yaca 30mr/M” B/B
1 yacoBas uHQyY3Us
Tpeocynsdan 14 rp/m” ¢nynapabun (FLU)
JIeHb —3 B/B uH(y3us 2 yaca 30mr/M” B/B
1 yacoBas UHQY3Us
Mendanan* 140 mr/m2 B/B ¢nynapabun (FLU)
JIE€Hb —2 nH}y3us 1 gac 30mr/M” B/B
1 yacoBas uHQyY3Us
JeHb —1 - -
nesb 0 Anno TTCK
*ner B KHO

ITpu nHeponctBenHoit TI'CK npumenenue ATI. Ilpu Boimosnenun TI'CK K.M. oT cemeiiHoro noHopa
BO3MOXHO IIpUMEHEHUE B cxeMe FIMMyHOT100y/IMHa aHTUTUMOLIUTAPHOTO B J103€ 5-7,5 MI/Kr
Konmuumonuposanue : ®nynapadbun+ Tuodochamun +Tpeocynbban

noHop: MCJI nim M1 wiim MMJI-KM
BpeMst Konuimonuposanue/ 103ul
nenb —6 | Tuodocdamun* 150 mr/m” | guynapaGusa (FLU) 30mr/m” B/B
Wndysus 3a 1 gac 1 yacoBas UHQY3Us
nenb —5 | Tuodochamua™ 150 MI/M Onynapabun 30mr/m” 1 gacoBast NmvmynornoOynux
Wndysus 3a 1 gac uHpy3us AHTUTUMOLIMTAPHBIN
Imr/kr
nenb —4 | Tpeocynbdan 14 rp/M2 2 dnynapabun 30Mr/m” 1 gacoBast NmvmynornoOynux
yacoBast UH(Qy3us uHpy3us AHTUTUMOLIMTAPHBIN 2
MT/KT
neHb —3 | Tpeocynbdan 14 rp/M2 B/B | bimymapabun 30Mr/M” B/B 1 NmvmyHornoOynux

N 7l on S
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2 yacoBasi HUHQY3Us yacoBast UH(y3us AHTUTUMOLIMTAPHBIN 2
MT/KT
nens —2 | Tpeocynbdan 14 rp/m° B/B | diynapabun (FLU)
2 yacoBasi HUHQY3Us 30Mr/m” B/B
1 vacoBas uHby3uUs
neHp —1 | - - -
aesb 0 | Ao TI'CK
*ner B KHO

[Tpodunakruka PTIIX mpu rammo TT'CK K.M.

[Tpodunakruxa PTIIX

[Ipemapar Jlo3a 1 pesxum BBEACHUS

HMuknodpochamun | S0mr/kr B/BeHHo B auu +3,+4 (cTtapt 72 1 96 yacoB oT Hauana MUeIOUH(DY3UN) X
no3a 100 mr/kr
Mecna, nuH}y3us 1 GopcupoBaHHbIN IWype3 10 CTAHJAPTHON cXemMe

Takposmyc 0,02 mr/Kkr/cyTKN IOCTOSTHHOU MH(Y3HEH ¢ THS +5 10 BO3MOKHOCTH BO30OHOBIICHUS
MEpOPaAIBLHOIO MPHUEMA, 3aTEM ITepopasibHO 10 aHA + 120.
Lenesas xonuentpanus Tss 8-12 ng/ml

MuxkogenonoBast | 30 Mr/kr/cyTku ¢ 1Hs +5 10 1Hsa +35

KHCIIOTa

(aKTUBHBIH

MeTaboIUT

MUKO(deHo1a

MoeTuia)

KonguimonupoBanue M MOCTTpaHCIUIAHTaUMOHHAs (apmakosioruueckass npoduinaktuka PTIIX vy
MAUEHTOB C OCTPbIM JUM@oOrIacTHbIM Jeiiko3oM npu BeinoiaHeHun TI'CK ot HepoacTBeHHOro uiamn
ramionieHTuaHoro AoHopa ¢ TCRof-nennenuei.

Konnnunonnposanue
[Ipenapar KypcoBas no3a | PazoBas nosa Jnu BBenenust | [lopsimok BBeneHUs
Tpeocynbhan 42 t/m’ 14 o/™’ -4,-3,-2 Nudy3us 3a 2 gaca
Tuodochamun* 300 mMr/m” 150 mr/m” -6,-5 Wndysus 3a 1 gac
Onynapabun 150 mr/m” 30 mr/m’ -6,-5,-4,-3,-2 | Uudy3ms 3a 1 gac
NmmyHOrnoGynun | 5 Mr/kr (1-2-2) mr/kr -5,-4,-3 WNudysus 3a 6 yacon
AHTUTUMOLMTAPHBIN
Purykcumad** 100 mr/m2 100 mr/mM2 (min -1 WNndysus 3a 2 yaca
100)

*ner B KHO

[Tpodunakruka PTIIX

[Ipenapar Jlo3a 1 pesxum BBEACHUSA

Takposmyc 0,02 mr/Kkr/cyTKN IOCTOSTHHOU MH(Y3HEeH ¢ aHs - 1 10 BO3MOKHOCTH BO30OHOBIICHUS

[IepOpaILHOTO MpHeMa, 3aTeM nepopaibHo A0 AHs + 30. LleneBas koHuenrpanus Tss
8-12 ng/ml

KonguimonupoBanue M MOCTTpaHCIUIAHTAUMOHHAs (apMakosorudeckass npoguinaktuka PTIIX vy
MAlUEHTOB € OCTPbIM JUM@oOnacTHbIM Jeiiko3oMm npu BbinoiaHenun TI'CK oT HepoacTBeHHOro uiu
ramionsieHTuaHoTo AoHopa ¢ TCRofB-nennenuei.

KonanunonnpoBanue

IIpenapat \ KypcoBas nosa \ PaszoBas nmosa \ JlHu BBEACHUS \ ITopsinox BBeeHUS
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Tpeocynbhan™ 42 v/’ 14 r/™’ -5,-4,-3 Nudy3us 3a 2 gaca
Mendanau* 100-140 mr/m” | 100-140 mr/m” | -2 Undy3us 3a 1 yac
Onynapabun 150 mr/m” 30 mr/m” -6,-5,-4,-3,-2 Nudy3us 3a 1 gac
NmMmyHOr00YnMH 50 mr/kr 25 Mr/kr -5,-4 WNudysus 3a 6 yacon
AHTUTUMOLIUTAPHBII*
W 5 Mr/kr (1-2-2) mr/kr -5,-4,-3
NmMmyHOr00YNnMH
AHTUTUMOLMTAPHBIN
Purykcumab™* 100 mr/m2 100 mr/M2 (min | -1 Wndysus 3a 2 yaca
100)
[Tpodunaktuxa PTIIX
[Ipenapar Jlo3a u pesxum BBeAEHUS
Takposnmyc 0,02 mr/Kkr/cyTKN IOCTOSTHHOM MH(Y3HeH ¢ aHs - 1 10 BO3MOKHOCTH BO30OHOBIICHUS
MepOPaAILHOTO TIpUeMa, 3ateM nepopainbho a0 aas + 30. LeneBas kormenTpamnus Tss
8-12 ng/ml

ITpu nHeponctBenHoit TI'CK npumenenue ATI. Ilpu Boimosnenun TI'CK K.M. ot cemeiiHoro noHopa
BO3MOXHO IIpUMEHeHue B cxeme MMMyHOrjno0ynuHa aHTUTUMOLMTApHOro B ja03e 5-7,5 MI/KT,
Tpeocynbhan™® 36g/m2 <l roma ecnu COACPKUTCSA OOJBIIEC KOJIAYECTBO T-KJIETOK B TpaHCIIAHTATE
npruMeHeHne Metotpekcar +1,+3,+6 aun 10mr/m’

Hcrounnk cTBOJIOBBIX KJIETOK, CTUMYJISILIUSA JOHOpa, MaHUNyasauuu kjiertok CP/MSD, C/1/MD:

. HEMaHUIYJIMPOBAHHBIX CTBOJIOBBIE KJIETKU KocTHOro Mo3ra CPZI/MSD u CJI/MD.

MHUHIMAIBFHOE KOJTHYECTBO HEOOXOMMMBIX s Tpancrantammn HK 3x10%/kr mmm CD34 + krerok
3x10°/xkr.

NB! Adepes nepudepuuecknx ctBosioBbIX KiIeTok CPJI/MSD npoBoauTcst TOIBKO TPH YCIOBUHU, KOTAA
€CTb a0COJIIOTHOE MPOTUBOIOKAa3aHUE [UIsi cOopa KIETOK KOCTHOro wmosra. [lpu TpaHcmiaHTanuu
CTBOJIOBBIX KJIeTOK mepudepuyeckoil kposu (PBSCs TpaHcmnaHTauus), HCHONb3YIOT MNPOQUIAKTUKY
PTIIX ¢ meroTpekcatom (kak mpu HepoacTBeHbIX C/I/MD). Manunynsauuu ¢ JOHOPCKHUMH CTBOJIOBBIMU
KIeTKkaMu Tiepudepuueckoii kposu- PBSC— MakcumanbHas 103a TpaHcrmanutupyembix CD34 " ximetok
1x10"/kr. Ecinu depes comepxut 6ombiure CD34" ki1eToK, H3GBITOK MOXKET GbITh 3aMOPOXKEH B KAUeCTBE
pesepsroro. Eciu depes comepxxur CD3™ wrerox Gomee 1x10°, mpoomurest CD34" cenmexums. Dt
CD34" cenexumonble dpakuun nepenuBaor, CD3" kirerox 1-5x107/kr. KoIM4ecTBeHHBIH aHAmH3
TpaHCIUIaHTaTa BKJIIOYaeT B ce0s moMuMo coaepxanus MmoHoHykieapoB (NC), u konuuectso CD34 + u
CD3 + knerok.

HJI/MMD:

Korna HecoBMeCTUMBIN TpaHCILIAHTAT MMEET CIIEAYIONIUE TTapaMeTpPhI:

o TpaHCIUIAaHTAIMsA KOCTHOrO Mo3ra ot 8/10 (Tpedyercs BBICOKOE pasperieHne) COBMECTHMOTO
noHopa: Het T-nemnenuu, CD34+-cenexnuu;

. ramIouAeHTHYHbIA goHop: CD3"/aB/CD19 nennenus, MuanmansHoe coaepskanne CD34 kmeTok
1x10"/kr u makcumansoe CD3 + kimerox 2,5-3x10%kr. ITpu TI'CK, ecinum comepKuTCS GONbLIE
KOJIM4ecTBO T-KJIETOK B TpaHCIUIaHTatre, TO mnamueHTy naercs 30 nmueir muokdenonatr (MMF) 30
Mr/kr/cyT B KadecTse npodumaktuku PTIIX. Ipu CD3"/af/CD19 menmenmu ecim coaepKutcs GombIre
KOJIN4ecTBO T-KJIETOK B TpaHCIUIAHTATE BO3MOYKHO MPUMEHEHHE MeToTpekcar +1,+3,+6 qau 10Mr/M2;

° rarionieHTuYHbeI gonop: CD34 + cenexuwms: coaeprkaHue CD34" xnerok 1x 10’/kr. Eciu
conepxanne T-kinetok Gomee gem 3x10%/kr: MMF 30 mr/kr/cyr B kauectse mpodmnaktuku PTIIX B
teueHue 30 nHen.

o OCTaTOYHas MyIOBUHHAs KPOBb, <5/6 COBMECTUMOCTH;

. KOJIMYECTBO COMAaTHYECKHX KIIETOK;
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o uady3ust HykTeapHbIX k1etok NC > 2,5 107/Kr peliInenTy HilM CTBOJOBbIE KiIeTKH > 3x10/kr
PELUINEHTA;
o uady3us knerok CD34> 2x10°/kr.

Crumynsauus JOHOpais AJis TPAHCIJIAaHTAllMK CTBOJIOBBIX KJIETOK MEPUPEPUUECKUX CTBOJIOBBIX KJIETOK:

o JOHOP OyZIeT CTUMYIUPOBAThCS B T€UEHUE S5 qHEH ¢ konoHuectumynupytomum pakropm G-CSF, B
no3el OMKI/KIT B IeHb NOJAK0XHO. B ciydae HepocTtaTouHoil MoOunu3auuu Ha aeHb 4 (<100 CD34/uL B
nepudepuIecKoi KpOBU) OH MOJTyYaeT BEYEPOM TOTO Ke AHs B AonoiaHeHue 5-10-mkr/kr CSF;

o Ha 5-if 7IeHb (1, B cITydae HeOOXOMMMOCTH, B MOCIIEYIONINE JIHN ) TIPOBOJNTCA JTeikadepes n CD34"
cenekuust unu CD3/afy/CD19 nennenus;

. IIpU CEMEIHOM POJCTBEHOM JIOHOPE, BIOJHE BO3MOXHO, YTOOBI KOJUIEKIIHS CTBOJIOBBIX KJIETOK
TIPOBOIMNIACH 0 Hayala KOHIMIMOHMPOBAHMS. B ciaydae HeoOxoammocTy, cenekmuonnpyorcs CD34"
KJIETKA U KPUOKOHCEPBUPYIOTCS 1O JAHS TPAHCIUIAHTALUMU. ODTO TapaHTUPYeT A TpaHCIUIaHTaluH,
J0CTaTOYHOE KOJIMYECTBO CTBOJIOBBIX KJIETOK.

PTIIX npopuiaakruka u Tepanus

CPA/MSD:

° PTIIX nmpodunakTuka mocie TpaHCIUIAHTAIlMA KOCTHOTO MO3Tra COCTOMT W3 NMPUMEHEHUS OHOTO
nekapcrBa «{uknocnopun A» (CSA), HaunHas ¢ JHeM -1 (BO3MOXHO NpuMeHeHHne «Takpoiaumyca» 0,01-
0,02-0,03-,0,05 Mr/Kr/cyTku, o KOHTPOJIEM KOHLIEHTPALUU IIpernapaTblia B KPOBH);

o nociie nepecanku IICKK mns PTIIX npodunaktuku npumensiercsa merotpekcat (MTX);

o €XKEeJIHEBHO B/B JO3UPOBKa LUKJIOcIOpuHa 2 X 1,5 mr/kr, uH@y3uu B TeueHue 2 yacos (Jqubo 24
yacoBOi HempepbiBHOW uH(Y3uei). [Ipu Bo3zmokHOCTH mepeBoj Ha nepopanbHblii npuem CSA. ITlpu
Iepexo/ie Ha MepopajibHOE BBEACHUE, MAI[MEHTHI MOJy4YaloT B JBa MpUEMa, MOCIEIHIOI BHYTPUBEHHYIO
7103y B JIBa IpU€Ma B JICHb JUIsl MOJIY4YEHHUS KEIaeMOro yPOBHS;

. B KaueCTBE KOHTPOJILHOIO 3JIeMeHTa J03a ajantaiuu Kk CSA omnpezneneHue ypoBHS MPOBOJAT C AHS
+5. Usmepenus ypoBHs CSA noJKHBI OBITH ClIENaHbl B TeUEHHE NepBbIX 4 Henenb. B neHp+28 ypoBeHb
CSA B kpoBu noipkeH yaepxkuBathes Mexay 80 u 130ng/mL. Meton onpeneneHusi: MOHOKIOHAIBHBIX
aaTuten, FPIA.

NB! Pexomennanus OTHOCHUTCS TOJBKO €clid HeT TokcuuHocTh W npusHakoB PTIIX. Ilpu nosiBnenue
MPU3HAKOB TOKCUYHOCTU JOJDKHO IIPOBOAMTCA CHIIKEHUE J03bl, IPU BO3HUKHOBEHHE OCTPOM
PTIIX/GVHD ysenununts 103y CSA (cmotpure riaBy tepanuu PTIIX - Pekomennanun);

. BO3MOXHO ITPUMEHEHUET Takpoiaumyca B 103e 0,02-0,03 mr/kr/cyrku (ypoens 10 (8) u 12ng/mL);
o npu otcyrcrBue PTIIX mo3za CSA ymensimaercs co aust +60 (exeHenenbHo) npumepHo Ha 20% oT
MEpBOHAYAIBHOM J03bI;

o IIpU TPAHCIUIAHTALMU ITyITOBUHON KpoBH mpoBoautcs npodunaktuka PTIIX CSA B noze 3 mr/kr
(Kak OMmMcaHo B MPOTOKOJIE) + mpeaHu30yi0H 1 mr/ kr (neHs 0 1o 15-if neHb, 3aTem cyxaetcs 10 aHs 28)

CA:

o PTIIX nmpodunakruka coctout u3 CSA, MTX u ATI (takponumyc, MTX u ATT) unu CSA u AT
g nauuentos HHJI/MMD unnukauuu u gonopos CII/MD na CR > 2 (KM);

. HazHaueHne CSA Ttaxke kak B MCJI/MSD rpynne. Tem He menee, nogaepxkanue a03bl (CSA
ypoBeHb Mexay 80 u 130ng/mL) pexomenayercs no aas +100, cHuKEHHE A03bI, KAK YKa3aHO BHIIIIE;

o MTX npoBoautcst B/B B AaH, +1, +3 u +6 B 1o3e 10 Mr/M” GonrocHo. Kanbius ¢doymHAT B THU, 12,
+4, +7 B no3e 30 (15)mg/m2 6onrocHO B/B;

. g nanuenToB ¢ HJl u C/1 nonopa Bo 2 unu Ooisiee peMuccuun uMMyHocymnpeccust Toibko CSA u
ATT (xponnuwii);

. BO3MOXHO IIPUMEHEHHUET Takpoaumyca B 103e 0,02-0,03 mr/kr/cyrku (ypoens 10 (8) u 12ng/mL);
. ucnoabp3oBanne u no3upoBka ATI B onmmcaHuy JIeKapCTBEHHBIX NPENapaToB KOHIAUIIMOHUPOBAHUS
(BO3MOKHBI MOJM(UKALN);
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o ATT (upunorekan) B 1Hu -3, -2, -1 1o 15 mr/kr;

° MMMYHOTJIOOYJTMH aHTUTUMOIIMTAPHBINA B THHU -3, -2, -1 10 2,5 Mr/KT;

o aneMty3ymab B guu -3, -2, -1 B go3ze 0,3Mr/kr (Bo3MOXHBI MOAM(UKALMM HWHIUBUAYAIBHO
COrJIaCHO CTaTyCy MalueHTa, Harnpumep VMMyHOTrnoOyauH aHTUTUMOLMTApHBIA B JTHU -5, -4, -1,
KypcoBas J103a 5 MI/KT).

NB! IIpu TpancnnanTauuu nynoBuHoi kposu npoduiakruka PTIIX ¢ CSA B no3e 3 Mr/Kr (kak onucaHo
B mporokosie) + 1 wmr/kr mpenHusonoHa (neHb 0 nmo 15-if nenb, 3arem cyxaercss no JHSA 28) +
JOTIOTHUTEIbHbIE MMMYHOCYIPECCUH B COOTBETCTBMM C MECTHBIMH IPOTOKOJaMH. MetoTpekcar He
UCIIOJIb3YETCS.

HA:

o B 3TOM rpynne s npodunaktuku PIIX, ynanstores mumbonurs! (nemnenus) ¢ CD-34 cenexuueit
ctBoioBeIX KieTok w/mmm  CD3+/CD19+ gemmenmest u TCR  of gemmerus.  KommdectBo
TPAHCILUTAHTHPYeMBIX T-KIETOK He TOJDKHO mpeBbimath 2.5-3x10%/kr u mpu cenexrmn CD34 cTBONOBBIX
KJIETOK JUIsl IPENOTBpAIeHUs OCTpoi U XxpoHudeckoit PTIIX.

. npu CD3/CD19 nemnenun, xommdectso CD3 + KIETOK He 0DKHO Tpebimmats 5x10*/kr maccsr
perunuenta. Kpome Toro, manuentsl nonydaroT ATIT u anemtyzymad (OKT3). ®dapmakonoruyeckoin
npodunaktuku PTIIX He nmpenycMOTpeHO i 3TOU TPYIIIbI, 32 UCKIIOYEHUEM BbIIIEYKAa3aHHbBIX, YHCIIO
T-KJ1€TOK HE OJKHO OBITH MIPEBBIIICHO.

e TPaHCIIAaHTAIMs KOCTHOTO MO3ra 1pu coBmectuMocTu 8/10: mpodmmaktuka PTIIX cTtangaptHa kak

pu CJI.

ITpu ramnoTI'CK:

o CD3/CD19 pemnenus (ap/CD19 nmemnenus ) CD3+ knerox >2,5x104/kr mamueHThI MOJy4arOT
npodunaktuxky PTIIX muxodpenonarom MMF 30 mr/kr/cyt B kauectBe npodmiaktuku PTIIX B Teuenue
30 mue#t ( unmu MTX B/B B 1aH, +1, +3 u +6 B mo3e 10 mr/m2 6omrocHo. Kaneuus donunar B gau, +2, +4,
+7 B po3e 30 (15)mg/m2 O6omocHo B/B) m ATI (upunorexan) auu -11 nmo gus -8 (ATI-
NMMyHOTrIOOYIMH aHTUTUMOLIMTAPHBIN 5-7,5 MI/Kr-KypcoBas 1032, BO3MOXHbI MO (DUKALIIH).

o WK anemTy3ymab (qHu -1- 1o nHs -8);

. CD34+cenexums: CD3+ wirerok >3x10%/kr TMammentsr momywator mpodumaxtuky PTITX
mukodenonarom MMF 30 wmr/kr/cyr B kadectBe npoduiaktuku PTIIX B Teuenue 30 gueit u ATI
(upunoTexaH) quu -11 no nHs -8 unu Anemrty3symad (auu -1- 1o aus -8).

NB! [Inst noHopa nynoBuHHOU KpoBH: npoduiaktuka PTIIX cormacHo nporokouia.

Pexomennauuu trepanum octpoii PTIIX B cooTBeTCTBMM €O CTAAUAMMU:

cranus | (koxHas-
PTIIX)

[ToBeimenue yposus 150-200 ng/mL CSA (u3mepsiercst ¢ momombio FPIA).
Takponaumyc mazp 0,1%

craaug 11

[ToBeimienne ypoBHs 150-200 ng/mL CSA (u3mepsiercst ¢ nomomibto FPIA)
JIOTIOTHUTEIBHO MPEIHU30JIOH 2 MI/KI Macchl Tesla/cyT B 3 Mpuema, CHUKEHHE
o Imr/kr/m, ecin 5 g <cramguu 11

>craaus [11

[ToBeimienue ypoBust CSA 150-200 ng/ml (usmepenue no FPIA) [Ipennuzonon
5 Mr/kr/cyT B 3 mpuema, CHIbKeHHE 10 2 Mr/Kr/cyT, ecinu 5 1 < ctaauu I11.
[IponomxutensHocts octpoit PTIIX >III craguu 6omnee 7 aueii:

Be3 ynyumenns mocie 7 dayaueii  Mukogenomar Moderi 2 x 600 Mr/m>

be3 ynyumenus nocne 7 aueit: cMeHa CsA Ha takponumyc 2 x 0.1 mr/kr
(KoHLIEHTpaIus Takpoiaumyca 6-12 ng/mL)

Optional:

J ATT/AJIIT;

. PUVA (Ilcopaneun-UV-A) npu koxHoi PTIIX;

o ECP (skcTpokopnopanbHas GoTOUMMYHOTEpanusl);

/L oL




Cunnpom npwkusieHus/ceepxoctpas PTIIX:

o METHITIpeAHN30JI0H 4 X 500 MI/M” B.B. B TeueHuH | 4ac kaxuple 12 4acoB
cienyer

o METWINPEAHU30JIOH 2 X 5 MI/MI B T€UE€HUU 3 THEH U METHIINPEIHNU30I0H
2 X 2.5 MI/KT B TeUeHUH 7 THEH, 3aT€M CHIDKCHHE B TeUCHUH 1 Henenu,

o CHID)KEHHE JIEKapPCTB COTJIACHO CTaHAApPTaM.

JIOTIOJTHUTENBHO: MounokioHanbHble antuTena- z.B. aCD25/IL2-peuentop-AK

MMF (MmuxogeHonat -MogeTH)

ATL / AJIT

Takponumyc (FK 506)

PUVA (6aii-Haut-GvHD)

OkctpokopriopaibHas (porto-ummyHotepanus (ECP)

Ecnu [Topaxxenue neuenu > 2 craauu:

e ECP (okcrpakopmopaibHoe  Qoro-uMmmyHoTepanus) umu  MMF
(mukodenonat- modermt) 30-50 mr/kr;

e B kauectBe npodunaktuku PTIIX mnpenHasHaueH A1 OTHOCUTENBHO
KOPOTKOI'O MEpH0/ia, CYLIECTBYET MOBBIIIEHHBIH PUCK BO3SHUKHOBEHHS OCTpPOM
PTIIX.

Takum oOpa3oMm, KaXIbpli J€Hb HEOOXOJUMO MPOBEICHUE THIATEIbHON OICHKU KIMHUYECKUX
npuzHakoB PTIIX. Ilpum mnosiBIeHHsT KIMHUYECKHX CUMIITOMOB HAa4aTb HEMEUICHHOE JIEUYEHUE B
COOTBETCTBUU C NPUBEICHHOMN BBIILIE CXEME U 3aJJOKYMEHTHPOBAHBI.

AJUIOTEHHAs1 TPAHCIUVIAHTALMSA CTBOJOBBIX KJIETOK Yy JeTeil M MOJPOCTKOB C OCTPbIM
MHE100JJACTHBIM JIEHKO30M

MHOTOIEHTPOBOM MEXIyHApOAHbIN TepaneBTHueckuil nportokos Jsedenuss OMJI TI'CK bOM (AML
SZT-BFM).

[Iporokos konauMonupoBanus bycynbhan+ Huknodochammun

BpeMsI ITporokon konaumonupposanus npu TT'CK OMJI

JEHb —7 bycynbdan 1 mr / xr xaxasie 6 gacoB P.O. Ha mycTo#t KenyaokK, y AETel paHHETO
BO3pacTa myteM 30H1Aa. OmnpenesneHre YpoBHSB IIa3ME€ KPOBHU TEpea KakJAOW 1030
OycynbdaHa 1 Ha JEHB -3 YTPOM

IIeHb —6 KaK yKa3aHO BBIIIE

JIEHb —5 KaK YKa3aHO BBIIIE

neup —4 KaK YKa3aHO BBIIIE

JIEHb —3 Huxnodochamua 60mr/kr B.B

JIEHb —2 Huknodpochamuy 60mr/kr B.B

neHs —1 [Tay3a

neHb 0 AJoreHHas TpaHCIUIaHTalMsl KOCTHOTO MO3ra

Bbycynbdan (<3 net 5 mr/kr/n)

PexxuM KOHAULIIMOHUPOBAHUS - PYKOBOISIINE IPUHIIUIIBL:

NB! Jlns nagana npotokoia HeoOxoaumo: Hammane pemuccun -CR, xopoiiiee KITHHUYECKOE COCTOSHUE,
TpoMGommTEl > 50x10°/7 MYHKIMS KOCTHOTO MO3ra ¥ JIOMOANbHAS MYHKIWS HHAHAIBHAS. AJTOTCHHAs
TI'CK: BFM pexum ais naiueHToB, Jpyrue rpymninbsl MOTYT IPUMEHSATHCS pa3IMuHbIe CXEMbI, I03TOMY B
3aBUCUMOCTUM OT IHpeauiecTByromero JedeHuss (oOmydeHus rosoBbl, mnpensiaymee TICK).
JloTIOTHUTENbHBIE UMMYHOCYIIPECCUN B COOTBETCTBUU C MECTHBIMU PYKOBOISLIUMH MPUHIUIIAMHU.

Pexxum xonmunmonnpoBanus OMJI: bycynbdan+ Hukinodochamua+ Mendanan
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BFM mnanuent -7 -6 -5 -4 -3 -2 -1 0n

Bycynbdan
4Amr/kr 4 KpaTHBIH
mpueM po (<3 jer
5 MI/Kr/n

Huknodpochan
60 mr/kr/g., 1 gyac
B,B

Mendanan 140
mr/m?/n 15mun
B/B UH(D

Tpanchyzus l
CTBOJIOBBIX

KITeTOK | | | | | | | |
7 6 -5 4 -3 2 -1 01

Hcnonb3yiiTe MECHY C LENbIO MPOQWIAKTUKY TeM. [IUCTUTA
AnbrepHatuBa. Oycynsdan —Oycyduiekc B/B (Busulfex ®), koHTpoib ypoBH: B
KpoBU Oycynb(aH JOIKEH IIPOBOAUTCS.

npu Macce Tena <12 Kr, 103bl, peANrCcaHHbIe i MedanaHa JoKHa ObITh
HCIIpaBJIeHa CIeIyIomuM oopa3oM: [Bec (KT) X 1o3a (3a M2)] penurcst Ha30

[TpoToxon kounuumonuposanuss OMJI: Tpeocynsdan+ [uxknodochamua+ Mendanan

BpeMsI ITporokon konaumonupposanus npu TT'CK OMJI
JeHb —7 Tpeocynbdan 14r/ M” B/B 1-2 uac

JeHb —6 Tpeocynbdan 14r/ M” B/B 1-2 uac

J€Hb —5 Tpeocynbban 14r/ M” B/B 1-2 uac

JeHb —4 Huxnodochan 60 mr/xr/n,, 1 gac B,B

JIEHb —3 Huxmnodocdan 60 mr/xr/x,, 1 gac B,B,

JIEHb —2 Mendamarn* 140 mr/m/a 30MuH B/B HH}

neHn —1

neHs 0 AtoreHHas TpaHCIUIQHTAIUsl KOCTHOTO MO3ra

Pexomennyercs MecHa ¢ 1enbio NpoQUIaKTUKU TeMOPOTHYEKOT0 IIUCTUTA

*mpu macce Tenma <12 kr, Ao03a mpeAnucaHHas s MendanaHa 10bKHA ObITh MCHPABIICHA CICIYIOIIUM
obpasom: [Bec (KT) X mo3a (3a M2)] nenutcs Ha 30. A

TI' (upunorekan)®- mnpu HepoacTBeHHbIX TI'CK (MUD-SCT), B03MOXHBI MOJIU(MUKALUU CXEM
npumeHenust (MMMyHOrnoOynuH aHTuTUMOUMTapHbIH) npu HepoacTBeHHbIX TI'CK u cemelHbIx
coBMecTUMbIX JoHOpax (MFD)

Konmuumonuposanue : piaynapadbun-+rpeocynbhan+mendanran

noHop: MCJI nim M1 wiim MMJI-KM

Bpemsi | KonnunmonnpoBanue/103sl

JI€Hb — - daymapabun (FLU) 30mr/m” B/B | yacoBas nHdy3us
7

JI€Hb — - daymapabun (FLU) 30Mr/M° B/B 1 gacoBas nuby3us
6

nenb — | Tpeocynshan 14 rp/m” daymapabun (FLU) 30Mr/M° B/B 1 gacoBas nuby3us
5 B/B UH(Y3HUs
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nenb — | Tpeocynshan 14 rp/m” daymapabun (FLU) 30Mr/M° B/B 1 gacoBas nuby3us
4 B/B HH(Y3HUs

nenb — | Tpeocynsdan 14 rp/m” daymapabun (FLU) 30Mr/M° B/B 1 gacoBas nuby3us
3 B/B UH(Y3HUs

neHsb — | Mendaman 140 mr/m2 B/B -

2 uH}y3Hs

IEHb — | - -

1

aesb 0 | Ao TI'CK

AT (upunorekan)®- mnpu HepoactBeHHX TI'CK (MUD-SCT), Bo3MOXHBI MoAM(UKALMK CXEM

npumeHenust (MMmyHornoOynuH aHTUTUMOLMTAapHbIM) mpu HepojcTBeHHX TI'CK

coBMecTUMbIX JoHOpax (MFD)

Konmunmonuposanue : piaynapadbun-+rpeocynbhan+mendanran

U CEMEUHBIX

noHop: MCJI nim M1 wiim MMJI-KM
BpeMsI Konuinmonuposanue/ 103sl
- ¢baynapadbun (FLU)
NeHb —6 30Mr/m” B/B
1 yacoBas UHQY3Us
Tpeocynsdan 14 rp/m” ¢nynapabun (FLU)
JE€Hb —5 B/B uH(y3us 2 yaca 30mr/M” B/B
1 yacoBas uHQY3Us
Tpeocynsdan 14 rp/m” ¢nynapabun (FLU)
neHs —4 B/B uH(y3us 2 yaca 30mr/M” B/B
1 yacoBas UHQyY3Us
Tpeocynsdan 14 rp/m” ¢nynapabun (FLU)
JIeHb —3 B/B uH(y3us 2 yaca 30mr/M” B/B
1 yacoBas UHQY3Us
Mendanan 140 mr/m2 B/B ¢nynapabun (FLU)
JI€Hb —2 nH}y3us 1 gac 30mr/M” B/B
1 yacoBas uHQY3Us
JeHb —1 - -
neHs 0 Anno TT'CK

AT (upunorekan)®- mnpu HepoactBeHHX TI'CK (MUD-SCT), Bo3MOXHBI MoAH(UKALMK CXEM
npumeHenust (MMMyHornoOynun antutuMonmrtapHsiil) npu HepoiactBeHHX TI'CK u  cemeiHbIx
coBMecTUMbIX oHOpax (MFD)

Konmunmonuposanue : paynapadbun+ tnodochamun +rpeocynbdan

noHop: MCJI wimm M1 wuiim MMI-KM

BpeMs KonpumonnpoBanmue/mo3sl
Tuodochamun 150 ¢nynapabun (FLU) -
NeHb —6 mr/m* Magysus 3a 1 30Mr/m” B/B
yac 1 yacoBas UHQY3Us
Tuodochamua 150 ®nynapaGus 30Mr/™M” 1 gacoBast | VIMMyHOTIOGY/IHE
JEHb —5 mr/m” Magysus 3a 1 uHpy3us AHTUTUMOLMTAPHBIN 1Mr/Kr
qac
Tpeocynbdan 14 rp/m° | ®nynapaGus 30Mr/M” 1 gacoBast | IMMyHOTIOGYIIHH
neHs —4 .
2 gacoBas nHQY3Us uHDy3Hs AHTUTUMOIIMTAPHBIN -2 MI/KT
Tpeocynbdan 14 rp/m” | hiaymapabun 30Mr/m” B/B 1 NmvmynornoOynux
ACHb —3 B/B 2 yacoBas uHy3us | yacoBas HHPY3Us AHTUTHUMOLUTAPHBII-2 MI/KT

/]
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Tpeocynbdan 14 rp/m” | daymapabur (FLU) 30Mr/m” B/B | -

JEHb —2
B/B 2 yacoBas uH¢y3us | 1 yacoBas undysus

JeHp —1

neds 0 Ao TI'CK -

AT (upunorekan)®- mnpu HepoactBeHHX TI'CK (MUD-SCT), Bo3MOXHBI MoOAH(UKALMK CXEM
npumeHenust (MmmyHornoOynuH aHtutuMouuTapHbiil) npu HepojactBeHHX TI'CK  u  cemeiHbIxX
coBMecTUMbIX JoHOpax (MFD)

[Tpodunakruka PTIIX mpu rammo TT'CK K.M.

[Tpodunaktuxa PTIIX

[Ipenapar Jlo3a u pesxum BBeACHUS

HMuknodpochamun | S0mr/kr B/BeHHO B Auu +3,+4 (cTtapt 72 1 96 yacoB oT Hayana MUEIOUH(DY3UN) X
no3a 100 mr/kr
Mecna, uHdy3us u GopcrpoBaHHbIN IUype3 N0 CTAHJAPTHOMN cXeme

Takposnmyc 0,02 mr/Kkr/cyTKM IOCTOSITHHOM MH(Y3HUEH C THS +5 10 BOZMOXKHOCTH
BO300HOBJIEHUS MIEPOPATHLHOTO TIPHEMa, 3aTeM MepopaibHo 10 aus + 120.
Lenesas xonuentpanus Tss 8-12 ng/ml

MuxkogenonoBast | 30 Mr/kr/cyTku ¢ n1Hs +5 10 1HsA +35
KHCJIOTA
(aKTUBHBIH
MeTaboJIuT
MUKO(DeHo1a
MoeTuia)

KongumuonupoBanue M MOCTTpaHCIUIAaHTaUMOHHAs (QapMakosorudeckas npoduiaktuka PTIIX vy
MAIMEHTOB C OCTPbIM MHeN0oOJacTHhIM Jieliko3oM mnpu BeinmoiaHeHun TI'CK oT HepoacTBeHHOro WM
ramionieHTuaHoro goHopa ¢ TCRof-nennenuei.

Konguunonuposanue
[Ipenapar KypcoBas no3za | PazoBas no3a | JlHu BBeneHuUs [Topsnok BBeAeHUA
Tpeocynbbhan 42 /™’ 14 o/’ -4,-3,-2 Nudy3us 3a 2 gaca
Tuodochamun 300 mr/m” 150 mr/m” | -6,-5 Wndysus 3a 1 gac
dnynapabun 150 mr/m” 30 mr/m” -6,-5,-4,-3,-2 Nudysus 3a 1 gac
NmMmyHOr00YNnMH 5 Mr/kr (1-2-2) mr/kr | -5,-4,-3 WNndysus 3a 6 yacon
AHTUTUMOLMTAPHBIN
Putrykcuma6* 100 mr/m2 100 mr/m2 | -1 Nudy3us 3a 2 gaca
(min 100)

[Tpodunaktuxa PTIIX

[Ipenapar Jlo3a u pesxum BBEAEHUS

Takposmyc 0,02 mr/kr/cyTku mOCTOSTHHOU UH(Y3HeH ¢ 1Hs - 1 10 BO3MOKHOCTH

BO300HOBJIEHUS MIEPOPATLHOTO TIpHEMa, 3aTeM MepopaibHo 10 AHs + 30.
Lenesas xonuentpanus Tss 8-12 ng/ml

KonguimonupoBanue M MOCTTpaHCIUIAHTAaUMOHHAs (apmakosoruueckas npoguinaktuka PTIIX vy
MAIMEHTOB C OCTPHIM MHUEIOOJACTHBIM JIEHKO30M, OCTPBIM JTUM(POOIACTHBIM JIEHKO30M IIPU BBIIIOJHEHUT
TI'CK ot HepoACTBEHHOTO WJIM TaruiouieHTuYHOro foHopa ¢ TCRof-nennenuei.

Konnnunonnposanue
[Ipemapar KypcoBas no3a | Pa3oBas nosa | Juu [Topsnok BBeAeHUA
BBEJICHUS
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Tpeocynbbhan 42 v/’ 14 o/™’ 5,-4,-3 Nudy3us 3a 2 gaca
Menbdanan 100-140 mr/m” | 100-140 -2 Wndysus 3a 1 gac
Mr/M
Onynapabun 150 mr/m” 30 mr/m” 6,-5,-4,-3,-2 | Unady3us 3a 1 gac
NmMmyHOTr00YNMH 50 mr/kr 25 Mmr/kr -5,-4 WNndysus 3a 6 yacon
AHTUTUMOLIUTAPHBII*
W 5 Mr/kr (1-2-2) mr/kr | -5,-4,-3
NmMmyHOr00YNnMH
AHTUTUMOLMTAPHBIN
Putrykcuma6* 100 mr/m2 100 mr/m2 -1 Nudy3us 3a 2 gaca
(min 100)
[Tpodunakruka PTIIX
[Ipenapar Jlo3a 1 pesxum BBEACHUS
Takposmyc ,02 MT/KT/CyTKH TOCTOSITHHOM MH(Y3HEH ¢ THS - 1 10 BO3MOXHOCTH BO300OHOBIICHUS

MEPOPATILHOTO TIPUEMA, 3aTeM MepopabHO A0 aHs + 30.
Leneas konnentpamus Tss 8-12 ng/ml

Annorennoit TT'CK cnenyer otnaBaTh NpeanoyTeHHe, €Ciid JOHOP JOCTYIEH.
o cootBercTBUE TT'CK cubnunura (MSD-SCT);
o HepoacteenHoro gonopa TT'CK (MUD-SCT).

HezaBucumo ot rpymmbl pucka, cieayer B ueinom uszbexars TI'CK B Teuenue 6 MecsueB mnocie
npenpiaymei amorenHot TCK, B CBSI3u ¢ TOKCMYHOCTBIO MpOLEAYpbl M Moucka jgoHopa. [Ipu
HEO0OXO0IMMOCTH, KOHCOJUAALNIO JIEYEHUS] B COOTBETCTBUU C HM3KON MHTEHCHUBHOCTBIO PEKUM MOXKET
OBITh IIPENOCTaBIEH MOce 3-r0 Kypca MHTEHCHUBHOM XHMHOTEpANMU KOHCOJIWAALUWU JJIS JOCTHUKEHUS
3TOrO IIEPUOJia BPEMEHH.

IIpoTokoJ Tepanuu aHAIIACTHYECKOH JTMM(OMBI
Pexxum xonaunnonuposanus s TI'CK

Bpems [TanmenTsl, kKOTOpBIe HA MOMEHT | [laruenTsr <24 mecsieB Ha
KOHJUIMOHUPOBAaHUS > ueM 24 MOMEHT KOHJIUIIMOHUPOBAHUS
Mecsia

J— - Bbycynbsdan Smr/kr 4 kpaTHbIi

IIPUEM PO

JeHb—7 TOT 2 x 2Gy SMr/Kr 4 KpaTHBbIH IPHUEM PO

JeHb —6 TOT 2 x 2Gy SMI/Kr 4 KpaTHBIH IPUEM PO

J€Hb —5 TOT 2 x 2Gy SMr/Kr 4 KpaTHBbIH IPHUEM PO
Tuotema 2 x Smr/kr B.B.1 yac, Tuotema 2 x Smr/kr B.B.1 yac,

AcHb —4 nHTepBan 12 gacos nHTepBan 12 gacos
VP16  40mr/kr B.B. VP16 40wmr/kr .4 yaca B/B.

ACHb —3 (maxc 2400 mr)

JIeHb —2 - -

neHs —1 - -

neHs 0 AloreHHas TpaHCIUIaHTalus AloreHHas TpaHCIIaHTalus

B cniygae TI'CK ne ot cunbnunra, nowkeH 0biTh 100aBiaeH ATI B no3e 20 mr/kr/cyT B/B B aaH -3, -2,-1.

Pexxum xonaunnonuposanus g TT'CK

Bpewms [TarmeHTsI

JeHb—7 Tpeocynbban 14 r/m” B/B

JeHb —6 Tpeocynbban 14 r/m” B/8
/| ]




HECHUOJIMHT JTOHOD

JIE€Hb —5 Tpeocynbban 14 r/m” B/B

nenr —4 Tuotena 2 x Smr/kr B.B.1 yac, uarepBan 12 gacos

JI€Hb —3 VP16 40wmr/kr .4 yaca B/B. (Mmaxc 2400 mr)

JI€Hb —2

JeHb —1

neHb 0 AJoreHHas TpaHCIUIaHTallUs

[Tpodunaktuxa PTIIX

JloHop [Ipodunaktuka

CPJ [Ipodunakrtuka PTIIX cocroutr u3 moHo-Tepanuu 1ukiocrnopuHoM A (CsA¥*)
HayMHas co aHs -1. B cyrouHnoif no3e 2 x 1.5MI/Kr KaneiabHO B T€UEHHUE 2 4acoB
kaxaas. [Ipy BO3MOXXKHOCTH NEpPOPAIILHOTO BBEACHUS, MEPEBOJ] LIMKIOCIOPUHA
Ha npuem depe3 poT. CsA BBOIAT MEpOpaibHO JBa pa3a B JACHb B J03€ 3MI/KT
(cymmapnast m1o3a 6 Mr/kr). YpoBeHb CSA HOJKEH OMPENCISITCS B TCUCHHE
nepBeIX 4 Henenb, ypoBeHb CSA B kpoBu 0ipKHA ObITh Mexay 80 u 130 ng/ml
no gHs +28 (MeTon ompeneNeHus: MOHOKJIOHaIbHBIE aHTuTena, FPIA). Orta
pEeKOMEHAALNS IPUMEHUMA TOJIBKO, €CIM HET TOKCUYECKUX IPOSBICHUN U HET
npuszHakoB PTIIX. Hauunate ompenenenune ypoBHs CsA ¢ n +5 u nmenee. B
ciiydae nmpoOjeM ¢ TOKCHYHOCTBIO Jl03a JI0JDKHA ObITh yMeHblleHa. B ciydae
octpoit PTIIX CsA pno3a nomxkHa ObiThb yBenumdeHa (cm. Hmke «PTIIX
Pexomennanuu Tepanus"). B orcyrcrBun PTIIX, no3y CsA ymeHbliaeTcsi c
+60 1 (1o 20% OT HAaYaJIbHOU O3Bl KAXKIYIO HEJIETIO).

10/10 [Ipodunakrtuxa PTIIX coctout u3 CsA, metorpekcar u ATI.

n 9/10 * CsA BBonuTCs, Kak ykazaHo ais rpymnnsl CPJl. Tem He meHee, 103upoBKa

ajantupoBaHbl K LeneBoMmy ypoBHIO (CsA ypoBHe mexnay 80 u 130ng/ml)
JOJKHBI OBbITH BBeAEHbI A0 AHS +100, ToNbKO € TeX MOp JO3MPOBKA JIOJIKHA
ObITh yMEHbLIEHA B COOTBETCTBUM C PYKOBOJSAIIMMH  TNPUHIUIAMU
[IpuBeneHHBIE BBIIIIE.

* METOTpeKcat naercs o aasMm +1, +3 u +6 B go3e 10 mr/m2 B/B. B mau, +2, +4,
+7 Kanbuus ¢onunaT B/B npuBeneH B 15-30 mr/m2.

 npumeHeHuss u  go3upoBka ATI ommcano B riaBe  "pexxum
KoHuIMoHupoBanusuis ayutorenHoit TCK.

HJU/MMD

B stoit rpynne npodunakruka PTIIX coctout B n3BiaedeHnn TuME(OIUTOB TIPH
TpancniaHTauMu  CTBOJIOBBIX KJIETOK C IIOMOIIBIO METOJOB  CEJIEKIUU.
KommuectBo CD3 + mepecakeHHBIX KICTOK HE JOJDKHA mpeBbimats 3x10%/xr
MaccChl TeNa-pelMIIMEHTAa B LEIAX IPENOTBPALLEHUS OCTPOM M XPOHUYECKOHN
PTIIX. Kpome Ttoro, mnanumentsl mnosaydaroT ATI. dapmakonornyeckas
npoduiaktuka PTIIX He miiaHupyertcst uist 3TON rpynsbl.

NMMyHOrIOOYNIMH aHTUTUMOLUTAPHBIM BBOJAT B J03¢ 20 MI/KI Macchl Tela B TEYEHHE Tpex
MOCJIEIOBATENbHBIX AHEH (AeHb -3 10 AHs -1). MoxeT ObITh pa3BelleH TOJBKO B (PU3UOJIOTHYECKOM
Kpome Toro, remapuH He MoOXXeT OBbITh BBEIEH B BHUAEC CMEIIAHHOTO WJIU
KOHLIEHTPUPOBAHHOT'O P-p Y€pe3 TOT K€ COCYAUCTHIM TOCTYIH, TaK KaK 3TO MOKET IPUBECTHU K caBUTY pH.
KonnenTpar crnemyer BBoauth 60jee 4 4acoB, U NMPEABAPUTEIHHO PEKOMEHAYETCSI BBECTH CTEPOUIBI (110
2 MT/KT Macchl TEJa).
CsA* MOXeT 3aMeHEeH Ha TaKpOJIUMYC.

pactBope NaCl.

4. XpoHnuyeckuii Mre100JIaCTHBIN J1eHK03:
o Konmunmonuposanue: Tpeocynbdan 42 mr/m2; nukinodochamum 120 mr/kr
o Kongumonuposanue:bycynbdan 16 mr/kr; nuxnodochamua 120 mr/kr.
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S5.Muenoaucminactudeckuii cuHapom. FOMMJI (10BeHWIbHBIH MHEJIOMOHOUMTAPHBINA JieiiKko03)
nporoxo EWOG-MDS 2013.

Pe¢ppaxrepnas unronenus (RCC).

o 3a 6 Henenb 10 TI'CK o6cnenoBanue nanueHTa (KOCTHBIN MO3T, KAPUOTHUII, THTUPOBAHUE U 1I.P.);
TI'CK oT poJICTBEHHOTO U HEPOJACTBEHHOI'O COBMECTUMOIO JJOHODA;

KM >3,5x10° NC/kr

[ICKK: > 4x10%xr u < 10*x10%xr CD 34" xnerok nmm <5x10"/kr CD 3

IIK 3,5)(107 NC/Kr TOIBKO OT pOJACTBEHHOTO/CHOIMHT COBMECTUMOTO IOHOPA.

IIpu runoue 0IIpHOM, HOPMOKJIETOYHOM KOCTHOM MO3re, H3MEHEHOM KapHOTHIE H
JAOIOJIHUTEIBbHON MOHOCOMHUeEH -7, -7  uiau >2 abepanuni

Konauuuonuposanue:

o TtroTena 5 mMr/kr/neHs (¢ -4 no -2 nun)+ ¢uynapadbun40 mr/mM2/ness (¢ -8 mo -5 1eHb);

o npu HepoacTBeHHOM TT'CK u npu ramnoTI'CK ¢ T nenneuueit npumenenune ATI (upunorekan) 15
mr/kra 3 aug (-4 1o -2) (MMmyHOTI00yIMH aHTUTUMOLUTAPHBIHN 2,5 MI/KT);

[Mpodunakruxa PTIIX:

° npu cubnuar wuaeHtudHoMm gonope KM u TICKK mukmocmopun3 wmr/kr/m B cyTtku ¢ -1
nust,konnentpanus 1 00-200 ng/ml. Metorpekcar +1,+3,+6 qau 10 mMr/m2;

o npu cuOnuHr uaeHTuyHoM JoHope [1K nuxnocnopun3 mr/kr/a B cytku ¢ -1 nHs,koHueHTpanusl00-
200 ng/ml;
o IpU  HEPOJCTBEHOM MJIEHTUYHOM JIOHOpE ILHMKJIOCIOpUH3  MI/Kr/m B cyrku ¢ -1

nusi,koHuentpaus 1 00-200 ng/ml. Merorpekcar +1,+3,+6 nuu 10 mr/m2;
o MpoJoJDKUTENbHOCT IHKiIociopuHa +100 . ITpu PTIIX II-IV cr +crepoiigel.  OTmena
UKJIOCTIONHA TTpuMepHO K +180 mHro;

o nanueHTsl ¢ octpoid PTIIX II-IV crepoiinst 2 mr/kr. [Ipu nepcucTeHIMU WM MPOrPECHPOBAHUU
PTIIX BTOpas nuHUA Tepanuu COTIACHO IMPHUHITON B LIEHTPE;
° KoHTposib xumepusma +30,+60,+100,+180 1mHHU, nOpuU CMEIMIAHOM XHMEpPU3ME BO3MOKHO

uccinenoBanueyvane. Wudysus nonopckux mumpouutoB (DLI) He pexomeHayercs B CBS3U C
HexenarenpHou PTIIX

o ripu ioBTopHO TI'CK ¢ T nennernuent pexxum konaunuonupoBanu: uknodpochamun (300 mr/m2/n
¢ -6 o -3 nuu), puymapadun (30 mrmr/mM2/1 ¢ -6 mo -3 AHM), ojHA H03a ToManbHOro oomydenus (TBI 2
Gy/rpeit), ATT" nomanuueiit 11t nonyunsminx ATI kponuuunit npu nepsuunoit TT'CK.

PedpakrepHass uuToneHuss ¢ MOHOCOMMeH -7, -7  uaM >2 abepanuii (M TOJNbKO KJIETOYHbIA) U
HOPMOKJIETOYHOM M IUIIePUeTIISAPHBIM KOCTHBIM MO3IOM (M TOJIbKO KAPUOTHII):

. K.M: >3,5x10° NC/kr ;

° [ICKK: > 4x10%xr u < 10*°x10%xr CD 34" knerok wmm <5x10"/xr CD 3*;

. TIK: 3,5x10” NC/KT OT poICTBEHHOT0/CHOIHHT COBMECTHMOTO JOHOPA;

o nipu HepojictBeHHOM TI'CK u npu ramnnoTI'CK ¢ T gennenueit npumenenue AT (upunotekan) 15
mr/krg 3 aug (-4 1o -2) (MMmyHOTI00yIMH aHTUTUMOLUTAPHBIHN 2,5 MI/KT);

KonauumnonupoBanue: Tuorena 8 mr/kr/menp ( -7 aenn) + tpeocynbdan 14 mr/m2/n (¢ -6 no -4m)+
baynapabun40 mr/m2/nens (¢ -6 1o -3 AeHB).

Mpoduiaaxkruka PTIIX:

o npu cuOnauHr uaeHtTuyHoM JoHope KM u IICKK < 12 ner: nuknocnopun 3 Mr/kr/a B CyTku ¢ -1
nusi,koHuentpauus 1 00-200 ng/ml

o npu cubOnmuHr uaeHtudyHoM aoHope KM u TICKK > 12 ner : nukinocnopus 3 Mr/Kr/a B cyTku ¢ -1
nusi,koHuentpamusa 1 00-200 ng/ml. Merotpekcar +1,+3,+6 quu 10 mr/m2

o MpoJIoJDKUTENbHOCTh LuKIocnopuHa +60 n. Ilpu PTIIX II-IV cr +crepoiiapl.  OTmeHa
LIMKJIOCIIOMHA MpuMepHO K +100 mHro.
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o npu  cubmuHr uaeHTuuHoMm goHope IIK  mwmxnocmopun 3 wr/kr/m B cytku ¢ -1
nust,konuentpanus 1 00-200 ng/ml.

o NP HEPOJCTBEHOM HICHTUYHOM JOHOPE UMKJIOCHOPUH 3 MI/KI/I B Cyrku ¢ -1 1HA,
konneHTpamus100-200 ng/ml. Metotpekcat +1,+3,+6 muu 10 mMr/m2
o npu HepoactBeHo I1K muknocnopun 3 MI/Kr/n B cyTkH ¢ -1 THS ¥ CTpepoil METHINPEAHU30JI0H

1,5 mr/kr/nens ¢ -4 aHs 3 HemenW, CHIKEHHUE J03UpOBKH, npu oTcyrcTBuu PTIIX, Gonbiie 2 Hemenb.
AnbpTepHATHBA CTEPOUIaM MUKO(GEHOJIOBAsI KACIO0Ta (aKTUBHBIN METab0IMT MUKO(EeHOIa MO(eTHIa).

o poAOLKUTENBHOCTh nuKiIocnopuHa +100 n. IIpm PTIIX II-IV cr +crepouaHsie mpenaparsl.
OtMmena nukiocnopuna npuMepHo k +140 muro. [Manmentst ¢ octpoit PTIIX II-IV crepounsr 2 mr/kr.
[Ipu nepcucrenuum nm nporpecupoBannn PTIIX BTopas nuHus Tepanuu COriaacHO MPUHATOM B LEHTPE.

HepBuunbiii M/IC: RAEB, RAEB-t, OMJI Tpancdopmuposanslii u3 MJIC.

Konauuuonuposanue nanuenry < 12 ner:

o npu HepoacTBeHHOM TT'CK u nmpu ramnoTI'CK ¢ T nenneuueii npumenenue ATI (upuHoTtekan) 10
Mmr/kr/n 3 aus (-4 no -2) (MMmyHOTNI00YIMH aHTUTUMOLUTAPHBIHN 2,5 MI/KT);

o Tpeocynbhan 14 mr/m2/a (¢ -6 mo -4n)+ nuxnodochamua 60 mr/xr/aeHs (¢ -3 mo -2 A€Hb),
Mendanan 140 mr/m2/cytku (-11).

KonauuuonupoBanue nanuenry > 12 ner:

o npu HepoacTBeHHOM TT'CK u npu ramnoTI'CK ¢ T nenneuueii npumenenue ATI (upuHoTtekan) 10
Mmr/kr/n 3 naus (-4 no -2) (MMmyHOTNI00YIMH aHTUTUMOLUTAPHBIHN 2,5 MI/KT);

o tuotena 8 wmr/kr/aens (-7 neHp) + Tpeocynbban 14 mr/m2/m (¢ -6 mo -4m)t+ dbaymapabund(O
Mmr/m2/nens (¢ -6 o -3 nenb).Ilpodunaxruxa PTIIX.

IIpu cudaunr ugentuyHom goHope KM u IICKK < 12 jer uuxnocnopus 3 MI/KI/I B CyTKu C -1
nHsi,koHuentpanus100-200 ng/ml.

IIpu cudaunr ugentuyHom goHope KM u IICKK > 12 jger uuxiocnopus 3 MI/Kr/a B cyTku ¢ -1
nusi,koHuentpamus 1 00-200 ng/ml. Merotpekcar +1,+3,+6 qau 10 Mr/m2.

o MpoJIOJDKUTENbHOCTh LuKIocnopuHa +60 n. Ilpu PTIIX II-IV cr +crepouasl.  OTmena
UKJIOCTIONHA TTpuMepHO K +100 mHrO.

° npu cuOmmHr wupeHtudyHoMm jgonHope IIK mwmxmocmopun 3 wmr/kr/m B cytkm ¢ -1 g,
koHueHTpauusal00-200 ng/ml.

. NP HEPOJACTBEHOM HIAEHTUYHOM JOHOPE UMKJIOCHOpPUH 3 MI/KI/I B Cyrku ¢ -1 1HA,
konneHTpamums100-200 ng/ml. Metotpekcat +1,+3,+6 muu 10 mMr/m2

o npu HepoacTBeHor [1K nuxinocnopun3 Mr/kr/n B cyTku ¢ -1 1HS U CTpEepOU]l METHIIIPEIHNU30I0H

1,5 mr/kr/nens ¢ -4 aHs 3 Hemenw, CHIKEHHUE J03UpOBKH, npu oTcyrcTBuu PTIIX, Gonbiie 2 Hemenb.
AnbTepHaTHBa CTEPOUAaM MUKO(EHOJIOBas KUCIOTa (aKTUBHBIA MeTab0IUT MUKO(EHO0JIa MOPETUIIA).

o npoJoJuKUTeNbHOCTh IHKiIociopuHa +100 . IIpu PTIIX II-IV cr +crepoiigel.  OTmena
uukiocnouHa npumepHo K +140 guro. [lanmentsr ¢ octpoir PTIIX II-IV crepoitnbt 2 mr/kr. Ilpu
nepcucteHny ninym nporpecuposannu PTIIX BTropas nmuHMS Tepanuy COracHO MPUHATON B LIEHTPE.

Bropuunas M/IC B ciieicTBUM Tepanuu NepBUYHON OMYX0JIH.

Konmuumnonuposanue: Tuotena+Tpeocynbbhan+diaynapabun.

Bropuunas MJIC nociae AA (tnotena+rpeocynbhan+diaynapadbun) Tuotena 8 mr/kr/neHs (-7 aeHs) +
Tpeocynbhan 14 mr/m2/x (¢ -6 mo -4n)+ baynapadbund0 mr/m2/aens (¢ -6 1o -3 1eHsb).

poduiaaxkruka PTIIX:

o npu cuOnauHr uaeHtuyHoM noHope KM u IICKK < 12 ner: nuknocnopun 3 Mr/kr/a B CyTku ¢ -1
nHsi, koHuenTpauus100-200 ng/ml;

o npu cuOnauHr uaeHtTuyHoM JoHope KM u IICKK > 12 ner :nuxiiocnopus 3 Mr/kr/a B cyTku ¢ -1
nus,koHuentpaiusa 1 00-200 ng/ml. Merotpekcar +1,+3,+6 qau 10 mr/m2;

o MpoJIOJDKUTENbHOCTh LuKIocnopuHa +60 n. Ilpu PTIIX II-IV cr +crepoiiapl.  OTmena
UKJIOCTIONHA TTpuMepHO K +100 mHrO;
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° npu cuOmmHr wupeHtudyHoMm jgonHope IIK mwmxmocmopun 3 wr/kr/m B cytkm ¢ -1 g,
konneHTpamus 100-200 ng/ml;

o NP HEPOJCTBEHOM HICHTUYHOM JOHOPE UMKJIOCHOPUH 3 MI/KI/I B Cyrku ¢ -1 1HA,
koHueHTpauusal00-200 ng/ml. Metorpekcat +1,+3,+6 nuu 10 mr/m2;
o nipu HepoJicTBeHoi TIK muknocnopun3 mMr/Kr/n B CyTku ¢ -1 JHS ¥ CTEpOUT METHIINPEAHU30JI0H 1,5

MI/KI/IeHb ¢ -4 1nHS 3 Hejenu, CHUXKEHUE J03upoBKH, npu orcyrcTBuu PTIIX, Oonbiie 2 Henmemb.
AnbTepHaTHBa CTEpOUAaM MUKO(EHOJIOBAs KUCIOTa (AKTUBHBIA MeTab0IMT MUKO(EHO0Ia MOETHIIA).

o [IponomxurensHocts nukinocnopuna +100 n. Ilpu PTIIX II-IV cr +crepounsl. OTmena
nukiocnonHa npumepHo k +140 nuro. Ilanuentsr ¢ octpoit PTIIX II-IV  crepounst 2 mr/kr. Ilpu
nepcucteHuny nny nporpecupoBannu PTIIX BTopas nuHuA Tepanuu COrjaacHO MPUHATON B LIEHTPE.
IOBeHWJIbHBI MHETOMOHOIUTAPHBII JIeHKO03:

o npu HepoacTBeHHOM TT'CK u npu ramnoTI'CK ¢ T nenneuuneit npumenenue ATI (upuHotekan) 10
Mmr/kr/n 3 aus (-4 no -2) (MMmyHOTNI00YIMH aHTUTUMOLUTAPHBIHN 2,5 MI/KT);

o Tpeocynbhan 14 mr/m2/a (¢ -6 mo -4n)+ nuxnodochamua 60 mr/xr/aeHs (¢ -3 mo -2 A€Hb),
Mendanan 140 mr/m2/cytku (-11).

Ipu cuéauur naenruuynom nonope KM mn IICKK < 4 jer uuxiocnopuH 2 MI/kr/m B cyTku ¢ -1
nust,konnentpanus 80-150 ng/ml.

IIpu cubdaunr naeaTununoMm goHope KM u IICKK > 4 ser nukinocnopus 1 Mr/kr/a B cyTku ¢ -1 nHs,
koHueHTpauus 80-150 ng/ml. (Bo3MOKHO IpUMEHEHUE (TaKpOIUMYCa).

. [Ipu HEpOACTBEHOM UIAEHTUYHOM JIOHOPE LIUKIOCIIOPUH 2 MI/KI/A B CYTKU C -1 JIHS, KOHLIEHTpALUs
80-150 ng/ml. Merorpekcar +1,+3,+6 guu 10 mr/m2. Ilpu cubmunr uzaentuyHom nonope IIK
LIUKIOCHIOPHH 25 MI/Kr/a B cyTKu ¢ -1 aHs, koHuenTpauus 80-150 ng/ml.crepounst 1,5 mr/kr/cyrku, ¢ -4
nHs B TeueHuu 3 Hedenb. CHuxeHue n03upoBku, mpu otcyrctBuu PTIIX, Gonbpme 2 Hemenb.
AnpTepHaTHBa cTepousiaM. MukodeHoIoBass KUCIOTa (aKTUBHBIA METa00IUT MHUKO(peHoIa MOdeTna).
[IponomxurensHocts nukiocnopuna +40 n. [pu PTIIX M-IV cr +crepouapl. OTMeHa LMKIOCIOWHA
npumepHo Kk +90 nanio. Kontponb xumepusma +15,+90, mpu cmemaHoM XuMepuU3Me BO3MOKHO
uccnenoBanueyvame.  Wudy3us nponopckux numpouutoB (DLI) He pexomeHayeTcss B CBS3U C
HexenarensHon PTIIX.

CHHIPOMBI KOCTHOMO3I0BOM HE10CTATOYHOCTH

PexuM KOHAULIMOHUPOBAHUS:

. nukinogpochamun (50 Mr/kr/cyt B Tedenue 4 aHe co qHS -5 10 IHA -2).

npu BbinoJHeHUU TI'CK oT poacTBEHHOTrO JOHOpA BO3MOKHO MpUMEHeHHe B cxeme MMMmyHornoOynuHa
AHTUTUMOLIMTAPHOTO B CyMapHOM 1030H 7,5 Mr/Kr -5,-4,-3 nuu, ATD (upuHorekan) 2,5 mr/kr/cytku (-4
o -1 m);

CTBOJIOBBIE KIETKH U HCTOYHUK TPAHCILIAHTATA - HEMAHUITYJTUPOBAHBIN KOCTHBIN MO3T:

o 3.5x10® nykreaprbix k1eTok Ha Knmorpamm (NC/KT).

PTIHX/GVHD npodunakTuka v jJedeHHus:

Huknocnopun (CSA) 2,5 mr/kr B 2-yacoBod MH(Y3uu ABaKIbpl B JA€Hb WM 24 4vacoBo HH(QY3HEH
(oOmiast mo3a 5 MI/Kr/neHp), HauMHas co AHS -1 ¥ C 1ebIo MOAepKaHUs CBIBOPOTOUHOTO YPOBHS MEXKY
150-200 Hr/ mi.

MTX: 3 no3si B 1uu, +1, +3 u +6 B no3ze 10 mr/m2. Kanbuus dosmnar 15-30 mr/m2, B qau+2,+4,+7.
CHuxenue n0o3pl CSA npuOnIu3uTeNbHO ciieqyeT HauuHath ¢ AHS +100 mpu OTCYTCTBHM OCTpOM
PTIIX/GVHD. CSA npekpatieHue J0JKHO NMPoucxoauTh co aHa + 180. B pspae ciywaeB npoaneHue
CSA 1o 6-9-12 wmec. Ilaumentsl ¢ octpoit PTIIX/GVHD pomxHBl mosydyaTb CHUCTEMHBIE CTEPOMJIbI
NepBOHAYAIbHO B J03€ 2 MI/Kr. Ecnu perpeccusi MpOUCXOIUT, CTEPOUJIbI JIOJDKHBI OBITH MOCTETEHHO
oTMeHATh. Jlns HempepsiBHON wunu mnporpeccupyromeit PTIIX/GVHD Bropoil nuHued Tepanuw,
PEKOMEHAYETCSI.B COOTBETCTBUU C BEIOPAHHOMW MOJIMTUKOM IIEHTpa.
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[Iporoxon mo TI'CK or HepoacrBeHHoro HLA tunmpoBanHoro goHopa xoctHoro mo3ra/IICKK:
UJEHTUYHBIM JOHOP WM C HECOOTBETCTBHEM IO OJHOMY AHTUIEHY WJIM aJUIEJIbHOE HECOOTBETCTBHUE C
PELMIIMEHTOM MOJIEKY/IsipHOTro TunupoBaHus no kiaccy I u Il nokycos (manpumep, A, B, C, DRBI u
DQBI).
CTBOJIOBBIE KJIETKU U HCTOUYHUK TPAHCIJIAHTaTa COCTAaB:
o HEMaHHUITYIPOBAHbIil KOCTHBIH Mo3r > 3.5x10° NC/kr;
J HEMaHUIYJIHMPOBAaHHbIE CTBOJIOBbIE KIETKU Nepudepruueckoil KpoBH (€CIHM JAOHOP OTKa3bIBaeTcCs
noxeptBoBaTh KM): CD34 + kiteTok >4x10%xr n <10x10°%kr u CD3 + kierok <1x10 /kr;
PexxuM KOHAUITMOHUPOBAHUS:
o nukinodochamua (750 mr/m2 B Teuenne 4 qHEl co qHs -6 10 1HA -3);
. ¢bnynapabus (30 Mr/m2 B Teuenue 4 aHei co qHs -6 10 nHA -3);

o ATI' kponuuuit (MmMmyHOTrnoOynuH aHTUTUMOUMTapHbIM, Genzyme 2,5 wmr/kr/cyr) wim ATI

(Fresenius) 15 mr/kr/cyt B Teuenue 4 auei co nug -6 10 aHs -3.

Crparterust npopuiaaktuku u jJeyenuss GVHD:

o nukinocnopud CSA 2,5 mr/kr B 2-4yacoBoi MH(QY3uU IBaXxAbl B JIeHb (00mIas no3a 5 MI/KI//IeHb)
win 24 yacoBoil HenpepbIBHON MH(DYy3Uel, HauMHAast CO AHS -1 U C LeNblo MOAJIEpKaHUsl CBIBOPOTOYHOTO
ypoBHs Mexay 150-200 ur / mu;

° + MTX: 3 no3el o gasMm +1, +3 u +6 B 1o3e 10 Mr/m2;

o cHmkenne CSA u crepousioB ciexyer HaunHath ¢ AHs +100 mpu orcyrctBum octpoit PTIIX.
Otmena CSA nmomkna mpoucxonuth ¢ AeHb + 180. B psane cimywaeB mpoanenue CSA mo 6-9-12 mec.
[Tanmentsl ¢ octpoit PTIIX momkHBI MOTydaTh CUCTEMHBIE CTEPOUJIBI MTEPBOHAYAIBHO B J103€ 2 MI/KT.
Ecnu npoucxoaut perpeccusi, CTEpOUIbl JOJDKHBI CHM)KEHUE JOJDKHO IPOBOJUTCS MEJIEHHO C
MOCJIEIYIOLEH OTMEHOM.

MoOHUTOPHMHI XMMepHU3Ma:

. MOHUTOPUHI xumepusma uepe3 STR pomkHa HayaTbCs HpPU BOCCTAHOBJICHUM HEUTPOQUIIOB.
Pexomennyercs, 4aroOsl 3TH aHanu3bl npoBojasTrcs B auu 30, 60, 100 u 180 u B cooTBeTcTBUM C
KIMHUYEeCKUMHU TpeOoBaHusiMU. B ciydyae BO300HOBJIEHMsS pOCTa KIETOK pelUIHeHTa, Ooiee
TUIATENIbHBI MOHUTOPUHI PEKOMEHIYEeTCsl A TOro, 4TOObI MOJY4YUTh HH(GOPMALMIO O pa3BUTUU
CUTYallMU CMEIIAHHOTO XUMEpHU3Ma.

HesnokauyecTBeHHbIE 3200/1¢BAHUA:

KomMOunupoBanueie uMmmyHoaepuuutel Biitouasi: Buckor-Ongpuu cungpom, aepunut CD40L, PNP,
XLP, Undefined T cell disorders, MHC knacca I, LAD, octeonerpo3

MuenoabiaTuBHOE KOHIMIMOHUPOBAHHE

[IpoTokos | Xumuorepanus Cepotepanust [Tpodunakrka PTIIX
A bycynbdan (BHyTpuBeHHO)* | anemTy3ymab 1H [uxnocnopun
Onynapabum 160 mr/m> (TH 1 mr/kr) [HuknocnopuH+mMukopeHoaat
nmu AT (T 10 WJIA METOTPEKCAT
MTI/KT)
B Bbycynbdan (B/B)* aneMty3ymad 1H [uxnocnopun
Huxnodocdan (8/B) 200 (TH 1 mr/xr) [uxnocnopuH+ MeTOTpeKcaT
MI/KT nmu ATD (st
rammo TI'CK T/] 10
MI/KT)

[Ipotokon B - Bu/Cy Tenepp He ucnob3yercss 00bIYHO Ha MHOTHX LIEHTPAxX, Kak 3TO ObLIO MOKa3aHOo, 4YTO
CBSI3aHO C BBICOKOW 4acTOTOW pa3BUTHS BEHOOKII03MOHHOK 00se3Hu (VOD). OH BKIIIOUEH 37€Ch, TaK Kak
3TO OBLI CaMBbIi IUPOKO UCHOIB3YEMBIH MTPOTOKOJ B TEYEHUE MHOTHUX JIET U TIOATOMY HEKOTOPBIE IEHTPHI
MOTYT 4YyBCTBOBaTh ce0si KOM(OPTHO NpPOAOJIKAs HCIOJB30BaTh 3ro. TeM He MeHee, MOJIb30BATEIN
JOJIKHBI OBITH OCBEJIOMJIEHBI O PUCKAX, CBSI3aHHBIX C BEHOOKJIIO3MOHHOU OoJie3Hpto (VOD)

** T]1 - oOmmas mo3a
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1 f - Anemty3ymad
T 7 ATG - Genzyme kponnunit ATG
*Tpeocynbban 42 mr/m’

RIC nporokon - CHuX’eHre HHTEHCUBHOCTH ITPOTOKOJIA

[IpoTokos | Xumuorepanus Cepotepanust [Tpodunakrka PTIIX
C ®nynapaGus 150 mMr/m” anemty3ymabd 1H Huxnocnopun

Mendaman 140 mr/m* (T 1 mr/kr) [{uknocnopuH+MukopeHoaaT
i Tpeocynbbam 42 mr/m” aneMty3ymad 1H [uxnocnopun

Onynapabum 150 mr/m> (T 1 mr/kr) [{uknocnopuH+mukoeHosat

Nzberaiite Mendanan 140mg/m2 <1 roxa, ecnu Toipko HLH
. Tpeocynbdar 36g/m2 <1 roxa.
[Tpu ucnonszoBanuu ATI ¢ mpotoxosamu C mnu [ - 66ITh B Kypce pocTa 3ab6oneBaemoctu EBV-PTLD

J UL 9THX TPOTOKOJIOB TIPU HCIOJIH30BAHUM COBMECTUMBIX HEPOJCTBEHBIX W POICTBEHBIX
COBMECTHMBIX JOHOPOB — HCTOUYHUK KiIeTOK BbiOOpa cTBoJioBbIX IICKK/PBSC.
. npu ucnosb3oBanuu KM paccmotpers caukenue 1o3bl Kammnac-1H, 1o 0.6mg/kg ocobenno, ecnu

COCTOSIHUE TpeOyeT MOJHBIN TOHOPCKUN XuMepusM ipu BuckoT-Onapuy cunapome unu aepuuure MHC
kiacca 11

o FeHOTUIIMYECKU UJIEHTUYHBIN ToHOp (BKiouast 1| A" HecooTBeTcTBHE)
o poTokoJ A wim B wim D
o HCIIOJBb30BaHKE cepoTepanuu ecin | Al' HecooTBeTcTBHE

. CyA/MM® nmn CyA/MTX

II CH/] nnm ¢peHOoTUIIYEeCKH COBMECTUMBIN JoHOD (He it cuHapoMa Buckot-Onapud- cM. HIDKE):

o nporokos A, C wiu D

o g comectumoro (10/10) CH/L u CPl npeanoururensHo RIC nporokon C u D uctounukom
cTBOJ0BEIX Ki1eToK IICKK,

o cepoTepanus

. CyA

o MTX nin MM® B kauectBe Broporo arenta (CyA/MM® npu ucnonszoBanuu [ICKK B kauectse
HCTOYHUKA CTBOJIOBBIX KJIETOK).

[II mynoBrHHAs KPOBB:

o pOTOKOJI A miu D;
J CepoTepanus;
. eciin xopomo nojxoOpansl (6/6 wmmu 5/6) NOHOPBH W/HWIM €CThb PHUCK BHUPYCHON HHQEKIeH

paccMOTpeTh OTMEHY CEpOTEpaIiH;
o CyA (+ MM® unu crepounsl, ecnu puck PTIIX unum ecnu He HCTIOB30BaHa CEPOTEPATTHS).
IV rannorpancnianranus

° poToKoJ A, B;

o ucnions3yiite T mermenuio Tpancmiantara (cenexus CD34 +);

o cepotepamnus (ATG);

o CyA.

s Buckorra Oaapuy cunapom CHJU/CPJI

* [Iporokon A nnu D

* [IpennoururensHo ans copmectumoro (10/10) CHZ u CPJl ¢ npoTokosioMm D UCTOYHMKOM CTBOJIOBBIX
knetok IICKK,

* cepoTepanus

* Vcnonp3oBanue CyA

b e i,
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* Jlo6aBute MTX wnmu MMO® B kadectBe BTOporo areHra (ucnonb3oBatb CyA/MM® npu
ucnosib3oBanuu [ICKK, B kauecTBe HCTOUHMKA CTBOJIOBBIX KIJIETOK).

KonguimonupoBanue M MOCTTpaHCIUIAHTAalUMOHHAs (apmakosoruueckass mnpoguinaktuka PTIIX vy
nanueHToB ¢ TKHUH u BpoXXIeHHBIMU HEHUTPONEHUSIMH, XPOHHUYECKOW TIpaHysleMaTO3HON O0JIe3HbIO,
runep-IgM-cunipoMoM u Apyrumu cuHapomamiu rpu BeinoiaHenuu TI'CK oT ramnoneHTHYHOTO 10HOpa
rnctoyHrk ['CK — kocTHBII MO3T).

KonanunonnpoBanue
[Ipemapar KypcoBas no3a PazoBas nosa Huu [Topsnok BBeAeHUA
BBEJICHUS
Tpeocynbhan 42 r/m’ 14 o/™’ -5,-4,-3 Nudy3us 3a 2 gaca
(y nereit no rona
-36 /M?)
Menbdanan 100 mr/m” 100 mr/m” -2 Wndysus 3a 1 gac
dnynapabun 150 mr/m” 30 mr/m’ -6,-5,-4,-3,-2 | Uady3us 3a 1 gac
NmmyHornoOynua | 5 Mr/kr (1-2-2) mr/kr -5,-4,-3 WNnudysus 3a 6 yacon
AHTUTUMOLMTAPHBIN
[Tpodunaktuxa PTIIX
[Ipenapar Jlo3a u pesxum BBeAEHUS
Huxnodochamug 50Mmr/kT B/BeHHO B THU +3,+4 (cTapT 72 1 96 4acoB OT Havaja
MUETOUHDY3UN)
Takposmyc 0,02 mr/Kkr/cyTKM IOCTOSITHHOM MH(Y3HUEH C THS +5 10 BOZMOXKHOCTH
BO300HOBJIEHUS MTEPOPATHLHOTO TIPHEMa, 3aTeM MepopaibHo 10 Aus + 120.
Lenesas xonuentpanus Tss 8-12 ng/ml
MuxkodeHnonoBas 30 mr/kr/cyTku ¢ aHS +5 10 g +35
KHUCII0Ta (aKTUBHBII
MeTaboIUT
MUKO(deHo1a
MoeTuia)

KonguimonupoBanue M MOCTTpaHCIUIAHTAalUMOHHAs (apmakosoruueckass npoguinaktuka PTIIX vy
nanueHToB ¢ TKHUH u BpoXIeHHBIMU HEHUTPONEHUSIMH, XPOHUYECKOW TIpaHysleMaTO3HON O0JIe3HbIO,
runep-IgM-cunipomMom u Apyrumu cusapomamu npu BbinojgHeHur TI'CK ot HepoJcTBEHHOro WU
ramionieHTu4Horo qoHopa(uctouynuk I'CK — kocTHBIN MO3T).

Konguunonuposanue
[Ipemapar KypcoBas no3a | PazoBas noza | Iuu [Topsnok BBeAeHUA
BBEJICHHS
Tpeocynbbhan 42 /™’ 14 r/™’ -4,-3,-2 Nudysus 3a 2 gaca
Tuodochamun 300 Mr/m” 150 mr/m” -6,-5 Wndysus 3a 1 gac
dnynapabun 150 mr/m” 30 mr/m” -6,-5,-4,-3,-2 | Unady3us 3a 1 gac
NmMmyHOTr00YNMH 5 Mr/kr (1-2-2) mr/kr | -5,-4,-3 WNndysus 3a 6 yacon
AHTUTUMOLUTAPHbIIL*
[Tpodunaktuxa PTIIX
[Ipenapar Jlo3a u pesxum BBeAEHUS
Huknopochamun | S0mr/kr B/BeHHo B auu +3,+4 (ctapt 72 u 96 yacoB OT Hauana MUETOUH]Y3UN)
> no3a 100 mr/kr
Mecna, uHdy3us u GopcrpoBaHHBIN IWype3 10 CTAHJAPTHOMN cXeme
T
S R
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Takponumyc

0,02 Mr/kr/cyTku MOCTOSIHHON MHQY3uel ¢ AHs +5 10 BO3MOKHOCTH
BO300HOBJIEHUS MTEPOPATHLHOTO TIpHEMa, 3aTeM IepopaibHo 10 aus + 120.
Lenesas xonuentpanus Tss 8-12 ng/ml

MuxkogeHnonoBas
KHCJIOTa
(aKTUBHBIH
MeTaboIUT
MUKO(deHoa
MoeTuia)

30 mr/kr/cyTku ¢ mHsa +5 10 nHs +35

Konauimonnposanue u nocrrpancmianTanuonHas npogunakruka PTIIX y maunentos ¢ TKUH npu

BoinotHeHNU TT'CK oT rammouaeraTuanoro noHopa ¢ CD34 cenekmueii.

KonnnunonnpoBanue
[Ipemapar KypcoBas PazoBas nosa Juu BBenenus | [lopsnok BBeAeHUA
7103a
Tpeocynbbhan 42 v/’ 14 o/’ -4,-3,-2 Nudy3us 3a 2 gaca
dnynapabun 150 mr/m” 30 mr/m’ -6,-5,-4,-3,-2 Nudysus 3a 1 gac
Purykcumab 100 mMr/m> (100 Mr/le00 ) -1 Nudyszus 3a 3 gaca
MHWHHUMAJIbHO Mr
NmmyHornoGyn | 5 Mr/kr (1-2-2) mr/kr -5,-4,-3 WNnudysus 3a § yacos
WH
AHTUTUMOILIUTA
PHBIN
[pu cunapome | 1 Mr/kr 0,33 mr/kr -10-9-8 Nudy3us 3a 4-6 yacos
Owmena:
BO3MOYHO
anemMTy3ymao
(BmMecTO
MMMYHOIJI00YI
WHa
QHTUTUMOILINTA
pHOTO)
[Tpodunaktuxa PTIIX
[Ipenapar Jlo3a u pexxum BBeAEHUS
Takpomumyc | 0,02 Mr/kr/cyTku mocTostHHOW HH(Y3UEH ¢ AHS -1 10 BO3MOKHOCTH BO30OHOBIICHHS
[EpOPAILHOTO MpUEMa, 3aTeM MepopaibHO A0 AHs + 60.
IleneBas xonunenrpaus Tss 8-12 ng/ml
Merotpexcar | 5 mr/m” +1 +3 +6

KongummonupoBanue u nocrrpaHciuiantanuonsas npoduiuakrtuka PTIIX y nmanuenTtoB ¢ rumep-IgM-
CHUH/IPOMOM, KOTOPBIM CBOMCTBEHEH BBICOKUI PUCK HENPHKUBIIEHUS (OTTOPKEHMsSI) TpaHCILIaHTaTa Ipu

BoinostHeHNH TT'CK oT ramnmounaentrnanoro noropa ¢ TCRap-aemnennei.

KonanunonnpoBanue
[Ipemapar KypcoBas no3a | PazoBas Huu [Topsnok BBeAeHUA
703a BBEJCHUS
Tpeocynbbhan 42 v/’ 14 o/’ -4,-3,-2 Nudy3us 3a 2 gaca
Mendanan 140 mr/m” 140 mr/m” -1 Wndysus 3a 1 gac
dnynapabun 150 mr/m” 30 mr/m’ -6,-5,-4,-3,-2 | Unady3us 3a 1 gac
Purykcumab 100 mr/m” 100 mr/m” -1 Nudyszus 3a 3 gaca
T
_ K.




NmMmyHOrnoOGynun | 5 Mr/kr (1-2-2) -5,-4,-3 WNnudysus 3a § yacos
AHTUTHUMOLIMTaPHbII MI/KT

[Tpodunaktuxa PTIIX

[Ipemapar Jlo3a 1 pesxum BBEACHUS

Takposmyc 0,02 mr/kr/cyTKu IOCTOSTHHOU UH(Y3HEH ¢ THS -1 10 BO3MOXKXHOCTH BO300OHOBIICHUS
MepOPATILHOTO TIpUEMa, 3aTeM nepopaibho a0 aas + 60. LleneBas kormenTpamnus Tss
8-12 ng/ml

MeroTpekcar | 5 mr/m” +1 43 +6

Octeonerpo3s

CoBMeCTUMBIH POJICTBEHHBINH CUOJIMHT IOHOP
Kpurepun BriaroueHus:

° HLA-reHouaeHTUUHBINA JOHOP.

Kpurepun ncxnrodenus:
o Herponatuueckas popma (MPT, reneruka: OSTMI +) (oueHka OMorncuu KOCTU WM T€HETHKA:
TCIRG1-, CICN7-, RANK-, RANKL +);

. CLCNT7 +: neiiponatudeckue Gopmbl JOKHbBI ObITh HCKIIIOUEHBI.

Konguunonuposanue :

CrannapTHsiil mpoTokos, bycynbdan B ocHOBE:

o Oycyndex (aganTUpOBaHHBIN Ha BEC, KHHETUKA PEKOMEHAYETCs): IeHb -8 70 THS -5;

o baynapabus (150 mr/m 2): 30 mr/ M ?/neHs, A1eHb -7 10 AHA -3;

[Ipotokou, Tpeocynbdan B ocHOBE™:

o Tpeocynbdan (> 1 1:42 v/m 2, <Ir 36 r/m ?): 14 r/m */nenp wiu 12 r/mM* neHb, 1eHb -7 10 AHS -5;

o baynapabun (150 mr/m?): 30 Mr/m %/ nenb, neHs -7 10 1HA -3;

o tuotena (10 mr/kr): 2 X 5 MI/KT B JieHb -4;

TpancnnanTanus:

. KM (1-it Bb160p):> 5 x 108 NC/ kT Maccel Tena

o I[ICKK/PBSC (2-i#1 Bb160p):> 10 x 106 CD34 +/kr Macchl Tena

PTIIX mpodunakruka:

o CSA (3 Mr/Kr/neHb): HauaTh BHYTPUBEHHO B JIeHb -5, ypoBeHb B KpoBH oT 100 1o 150 nueit ot 0
no nua 100, camkenue o 20% Kaxkaple JBE HEJIEIIH;

. eciu goHop > 14 ner w/mnu [ICKK/PBSC ucnonp3oBaHue: JONOJHUTENBHO MHUKO(QEHOIAT
Moderrst (MM®) 1200 mr/m?, Hagasio BHyTpuBEHHO B AeHb 0, ocTaHOBKA B 30-i1 1eHb.

* IlpoTokon ¢ Tpeocyib(paHOM MOXKET OBIThb MCHOJB30BaH B CUTYyallMsX I[IOBBIILIEHHOTO pHCKa
(3HAUUTENTPHOE  AKCTPAMENY/UIAPHBIM  KPOBETBOPEHUS,  3HAUUTENbHAs  TeNaTOCIIEHOMETaNINs,
rujapouedanus, JeroyHas runepTeH3us, MHPEKI, NaueHTsl > 1 roja, MoBTOpHAas TPAHCIUIAHTALUS) B
COOTBETCTBUU C MEXIYHAPOIHBIM IPOTOKOJIOM.

ITokazanus k TI'CK:

. reMaToJI0rM4eCKUil HeJOCTaTOYHOCTh U Hen30eKHasl MOoTepsl 3peHUs (Hampumep, HUCTarM W/Wiu
cy3unuck foramina ontuueckux HepBoB B MPT/KT) npezncraBiisior abCoMOTHBIE (M CPOUHBIE) TOKA3aHUS
k TT'CK.

CriekTp remMaToJoru4eckux npoosieM BapbUpyeTcs OT JErKoi aHeMuH (C COXPaHEHHBIM KPOBETBOPEHUEM
U HET OHKCTPaMENyJUISIPHOTO KpOBETBOPEHMUsI), IeMOTpaHC(QY3MOHHAs 3aBUCUMOCTb - aHEMUs |
TpomOommToneHus: (0e3 COOTBETCTBYIOIIETO IPOCTPAHCTBA KOCTHOTO MO3Ta M BBIPOKEHHOU
renaTroCIUICeHOMErajluu), 3TO yKa3aHUE JOJDKHO OBbITh TIIATEIbHO IMPOAHAIU3UPOBAHO MU YYTEHO B
KOHTEKCTE C JPYIMMH CHMIITOMaMd M HajJU4uWeM JOHOpa. buomncuu KOCTHOro Mo3ra, KOJMYECTBO
perukynorutoB 1 CD34 MO3WUTHBHBIX CTBOJIOBBIX KIETOK B MEpUPEPUIECKON KPOBH, a TAaKXKE YPOBEHb
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JIA' m ynapTpa3ByKOBOE HCCIIEAOBAaHHE TEYCHU W CEJE3CHKH, MOXET IMOMOYbh OICHUTH (DYHKIIHIO
KOCTHOT'O MO3I'a B MEHEE TSKEJIBIX CIydasx.

o cepbe3Hble MpoOIeMbl O0JIE3HH, KPOME IeMaTOJIOTMYECKOM HEeyAauu WM HEMUHYEMOH IoTepei
3peHusi MOKET paccMaTpUBaThCs Kak oTHocuTenbHble nokazanust Kk TI'CK, Hanpumep: MHOXECTBEHHbIE
IIepesIOMbl 10CJIEe HealeKBaTHON TPaBMBI; TsDKEJbIE IIOPOKH Pa3BUTHUS KOCTEH, 0COOEHHO KOCTEH r0JIOBBI,
MOBTOpHBIE OakrepuanbHble HMHpexkuuit w/mnu npobimembl [MHC, takux kak rugpouedanus u/uinm
Apnouibia-Kuapu, kak mopakeHue i neHTpainbabie cynoporu. [Tomumo ucropuu 6onesnu, MPT u KT
(BO3MOXHO C CEpUITHBIMU CKaHHUPOBAHMS) JOJDKHBI IIOMOYb OLEHUTh KIMHUYECKYH) 3HAYMMOCTb ITHX
CUMIITOMOB.

AOGcomoTHbIEe TpoTUBONIOKa3aHus Ais ctanaapTHoro TI'CK:

o BHEIIHUI 1e(heKT 0CTEOKIIacTOB Xapakrepusyercst myranuii rena RANKL;

o HeWpornaTuieckass  gopMa  OCTEOoleTpo3a  XapakTepusylomieics  sHiedanomatuel  u
HEHpPOJIEreHepaTUBHON  Pa3paKUTEIbHOCTbIO, TUIIEPTOHYC, MPHUMAJKU HE TUIOKAIbLIMEMUYECKUE
(mepBUYHBIA HEBPOJIOTHMUECKUN 1e(DEKT) U MPOrpecCUBHAs 3a1€PKKa Pa3BUTHS, CBS3aHHAsA C MyTallUSIMHU
reHa OSTM1 (a unorga u rena CLCN7).

OtHocurenbHble poTHBONoKkazanus st 'CK MOryT BO3HUKHYTh OT CEphE3HBIX MPOOJIEM Y OTIEIbHBIX
MAlMEHTOB, HampUMep, IUIOXOT0 KIMHUYECKOTO COCTOSIHUS (MH(MEKIHMH, JIETOYHOM TUIepTeH3uH,
MOBBIIIEHHOTO BHYTPUYEPEIIHOTO AABJICHNUS) WIN TsDKEJIble HapyIIeHUsl (HallpuMep, CJICNOThI U TTyXOThI).
VY HEKOTOpBIX MAllMEHTOB - HANpUMEp Y MalMeHTa ¢ u3BecTHbIM reHernyeckuMm aedexrom (TCIRGI,
CLCN7 nnn RANK), HO 0e3 reMarosiornyeckoil HeAOCTAaTOYHOCTU - pemieHue 3a uiau npotuB ['CK
MOXET OBITh JOBOJIBHO TPYIHO..

I'mcruounTo3 u3 kKierok Jlanrepranca (IpPOTOKOJ MO JieYeHHI0 THCTHTOLMTO3a H3 KJIETOK
Jlanrenrapca y aereii u nogpocrkos LCH IV)

Kpurepuu nposenenus TI'CK

. AD worse rpynna B IpyIinax OpraHoB pucka nocie 6 Heienab Tepanuu (1ocjie MHULIHAIbHOIO Kypca
1, pazgen 1, cm mporokous I'uectutounros), umu AD worse mnu AD nHTEepMenus B OpraHax pucka mocie
12 Henens neueHus (Mocie HHUITMAIBHOTO Kypca 2, pa3aen I, cM. mpotokon ['ucturonuros);

o wi AD worse nocne 2ro uimu 3-ro kypca 2 CdA/AraC, a takxe AD worse unu AD unrepmenus
nocye 4-ro kypca 2 CdA/AraC (pazaen 11, cMm. mpotokon ['ucturonuTos).

B kauectBe ncrounuka I'CK mpenmoururenbHeil Mcnoiab30BaTh KOCTHBIM Mo3r. Mcnonb3oBanue I'CK
nepu@epuyeckoil KpoBH HE PEKOMEHIYEeTCs, OJHAKO BO3MOXHO IIPH BBINIOJHEHUH KpPUTEPUEB
coBMecTUMOcTH. O0I1iee KOJIMYECTBO MOHOHYKJIEAPHBIX KJIETOK KOCTHOTO MO3ra JIOJKHO OBITH > 5x10%/
KT, HO He 6oxee 7x10%/ krio MIPU UCTIOJIb30BAaHUH KIIETOK Mepudepruueckor KpoBU JOJDKHO OBITH HE MEHEe
5x10° kr CD 34 xieTok/kr

JICHb | Tpernapar 703a

-7 baynapadbun™ 30mr/m2 B/B 30-60 MuHyT
-6 baynapabun™ 30mr/m2 B/B 30-60 MuHyT
-5 baynapadbun™ 30mr/m2 B/B 30-60 MuHYyT
-4 baynapabun™ 30mr/m2 B/B 30-60 MuHyT
-3 baynapadbun™ 30mr/m2 B/B 30-60 MuHYyT
-2 Mendanan™® 140mr/m2 B/B 30 MUHyT
-1 JleHnb oTnpixa -

0 MUeIOUHDYy3Us -

*KoppeKuus 10361 A aeteit < 12 mec\

o baynapabun 1 mr/kr;

° Mendanan 4,7 Mr/Kr;

o MMMYHOIJIOOYJIMH aHTUTUMOLMTAPHBIN 2,5 MI/KT (-6,-5,-4,-3,-2 nHu).
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[IpoBoguTcss mnpemenukauus: NpeaHu30JoH 1  wMr/kr 3a 12 yacoB 40 HMMMYHOIJI00yiauHA
aHTUTUMOIIMTapHOro. 3a 1 dYac [0 Kaxaoro BBeaeHWs mpemnapata mmyHornoOynuHa
AHTUTUMOIIMTAPHOTO BBOJUTCS TOBTOPHO B TOM e na03€ (IMr/kr), mpu HEOOXOIUMOCTH 1032 H
KpaTHOCTb MpeMeIUKaluud MoKeT yBenumuuBaThes. 3a 30 wmuHyr g0 HWMmMmyHorioOynuHa
aHTUTUMOLIMTApHOTO B/B Audenruapamud 1,25Mr/kr, aneramuHoden 15 mr/kr. Yepes 4-6 4acoB MOKHO
MIOBTOPUTH BBEACHUE.

[Ipodunakrtuka PTIIX mukimocnopus, ¢ -3 AHS U MPOJOIDKUTEIBHOCTHIO A0 +50 MHSA ¢ MOCTENEHHBIM
CHIJKECHHEM B TCUCHUU 8 HEJEND.

Hauanpnas pazoBas m03a2,5 MI/Kr B/B Kaxaple8 4acoB Jyisl MalMEHTOB ¢ BecoM meHee 40 kr wimm 2,5
MI/KT Kaxaple 12 yacoB miis OoibHBIXC BecoM Ooiiee4() Kr.(BOBMOXKHO HEIMPEPHIBHOE TUTPOBAHHUE
npemnapata) e€cid OOJIbHbIE CHOCOOHBI NPUHUMATh Ipenaparbl bIHYTPb, BO3MOXXHO 3aMEHUTh
BHYTPUBEHHOE BBEJICHHE LIMKJIOCTIOPUHA Ha IPUEM [IEPOPATIBHO.

ITpu nposenenun TI'CK OT He MOJIHOCTHIO COBMECTHMMOIO JIOHOpa (BHE 3aBUCHUMOCTH OT MCTOYHHKA
CTBOJIOBBIX KJeTOK) aiusi mnpodwmnaktuku PTIIX u ummyHocynmpecun HEOOXOAMMO HCHOIb30BaTh
MHKO(EHOJIOBAs KUCIO0TA (aKTUBHBIM MeTab0IUT MUKO(EeHOIa MO]eTHIIa).

Kypc naunnaercs ¢ -3 aHst B 703e3r/CyTKU AJis MALMEHTOB ¢ BecoM >40 Kr, pa3zeneHble Ha 2-3 npuema
(BBenenus). bonbHble ¢ Becom < 40 Kr mojy4yaroT B pa3oBoidl no3e 15 Mr/kr, kaxaple 8 4acos.
BuyTpuBeHHbIN croco0 BBEIEHHUS PEKOMEHAyeTcs B JAHMU c- 3 1o +5, nanee BO3MOXKHO Ha3HAYCHHE
npenapata uepe3 pot ¢ +6 10 +30 gHs.

Kypc mpexkpamaercs Ha +30 neHp wiaM Ha 7 J€Hb MOCIE MPWKUBIECHUSA NPHU OTCYCTBUUU NPHU3HAKOB
oPTIIX. /lHeM npuKUBIEHUS CUMTAETCS MEPBBIA U3 TPEX MOCIEI0BATENbHBIX JHEH, Korjga abCcoI0THOE
KOJIHYECTBO HeiTpoduos >0,5x10°/1)

B cnyuae passutus oPTIIX, TpeOyromel cucreMHoit Tepanuu, kypc MMF Moxer ObITh mpekpaiieH
yepe3 7 qHel nocne Havana cucteMHon Tepanuu oPTIIX (B ciyyaencue3HOBEHHS KOXKHOM CBINU, PBOTHI,
TTMAPEN )

GCSF B mo3e 5 MKI/KI I/K WIHA B/B €XKEIHEBHO C +& IHI OO BOCTAHOBJIIEHHSI A0OCOJIIOTHOI'O YKCIIA
HeiiTpoduo > 1x10°/1 B Teuerue 2 Heit.

WNnoys3us nonopckux nmumponutroB DLI paspemaercss 0onbHBIM €O cMmemaHbiM Xumepuzmom. DLI
MOXKET ObITh IPOBEJEHa OOJBHBIM CO CMELIaHbIM XUMepu3MoM (<95% nonopa) u (<50% nprxuBIeHUS
noHopckux T-kietok npu otcyrcusuu npusHakoB PTIIX. DLI npoBoautcs ¢ untepBaiamu B 3-4 Henenu
npu orcyctBuu npuszHakoB PTIIX npu nepcucTeHMN CMEMIaHOTO XUMepPU3Ma C MoBbIeHneM 1oxel CD
3+ mum¢pommToB. CD 3+ muMAOLHTE HEOOGXOAMMO BBOMTH ¢ yBemmuenumeM 103l (1x10°, 5 x10°, 1
x10°)

Jluneitno cneuudpuyeckuit xumepusm (B T, B u MHenouIHbIX POCTKaX, MPUBO3MOXKHOCTH) JOJIKEH
onieHuBartbcs ¢ momoulpio 1P ananusza nHGopMaTUBHBIX MUHHCATEINIMTHBIX PETMOHOBUIIN C TIOMOIIbIO
FISH-ananu3a nosioBeix xpoMocoM nepen kaxaoi DLI u kaxapie 3 mecsa B mpoliiecce Mocieyromniero
HaO0IeHNUs 10 cTabuUIn3aluy oKa3aTeseixuMeprusMa B TeueH!H 12 Mecsiues.

BOCTAHOBIICHHE: IOCTIKEHHE abCOMIOTHOTO KOIMYECTBO HeltpodmnoB >0,5x10°/1 u  umcima
TpomGommToB > 50x10°/1 (6e3 TpaHchY3HM B TeUeHHMH 3 TMOCIIEAOBATENBHBIX AHEH). A CIydae KOT/Ia He
IPOMCXOAUT BOCCTAHOBIEHHE HeHTpodummos >0,5x10°/mk gm0 +42, 6ymeT pacueHEHO —Kak
HEJ0CTAaTOYHOCTh TpaHciaHTara. Hamuume >95% noHOpckux KiIeTOK OyAET paclieHEHO Ka MOJIHBIN
JOHOPCKUI XuMepu3M. AHaJIN3 Ha XUMEpHU3 AOJDKHBI poBeaeHbl Ha +28, +60,+100, +360 u +720 quu

MNPOLHEAYPbI C TPAHCIIJIAHTATOM [1,4, 6-12]:

o ctumyisinus joHopa G-CSF npu nmposenennn crangaptaoin TI'CK (0e3 T-kineTouno# nerniernun)
HAYMHAETCS CO JHS -4 W MPOBOJUTCSA B BUJE MOAKOXHBIX MHBEKIUNA B 03¢ 5-10 MKrp/Kr kaxasie 12
gacoB (1100 1 pa3 ¢ CyTkH, B 3aBUCHMOCTHU OT peIICHUs Bpaya). B neHb npoBeneHus adepesa mocieanee

BBeZicHHE Tpemnapara B no3e 10-12-20 mkrp/kr ocymectBisieTcss 3a 2-4 daca 1o mpoBeneHus adepesa
I'CK;

¢ p : N ,’..ir r { A oA A _/_.// ’; -
g 7 42f



o ctumyisiiust foHopa G-CSF npu nposenenun T-kineTouyHOM Aemyienuu HauWHAETCsl cO JTHSA -5, B
BUJIE TIOJIKO’KHBIX UHBEKIUHN B 7103 10 MKTp/Kr Kaxk/iple 24 yaca B yTPEHHUE Yachl;

o KOHTpOJb ypoBHA CD 34+ Ha -4 neHb CTUMYIALUHU, IPU HEOOXOAUMOCTH 103y MOKHO YBEIHUYUTH
G-CSF no 20 mkrp/kr. B nens -1, BBenenue npenapara B g03e 10-12-20 MKrp/Kr ocymiecTBisieTcs 3a 2
yaca 10 nposeaenus apepesa ['CK.

MaHunyasuu ¢ TpaHCIUIaHTaTOM:

[Tonyuenue u oOpadoTka Tpancmianrara [ICKK:

. g komwtekuuu [ICKK npoBoautcest 6onbuioir o0bem neiikodepesa: 15-20 autpoB, 06paboTka B
TedeHue 2 mnocienoBaTesbHbIX aHel noka kpurepun MHK nHe Obinyt nocrarounsivu. Komnekuus IICKK
BBITIOJIHSIETCS Ha CerapaTope KJIETOK KPOBH.

. KOCTHBIA MO3T': 3200, MaHUITYJISIIUHU, XPAHEHUE, TIEpEIBaHHE.

CranmapTHO B KaueCTBE TPAHCIUIAHTATA JJIA PEHHUITHUEHTOB ¢ BecoM MeHee 45 kr npu npoeaeHnn TI'CK
ot HLA-coBmMecTUMOro (poJCTBEHHOTO, HEPOACTBEHHOTO) TOHOPA HCIOJB3YeTCS KOCTHBIM MO3T MpH
OTCYTCTBHM MHBIX MEIMIMHCKUX NoKa3zaHui. [Ipu nmpoBegeHun TpaHCIUIAaHTAIMKM Y NAMEHTOB C BECOM
0onee 45 Kr uiau npu HEOOXOIUMOCTH MPOBeAeHUs T-KIETOUYHOM JAeriely B KauecTBEe TpaHCIIaHTaTa
BO3MOYHO HCIOJIB30BaTh CTBOJIOBBIE KIETKU Nepudepruueckoil KpoBH.

NB! IlynoBuHHast KpoBb OpaTbeB/cecTep MalUEHTa MOJIEKUT 003aTeIbHOMY KPUOKOHCEPBUPOBAHUIO
HE3aBHCHMO OT KOJIMYECTBa B 00pa31e MOHOHYKJICAPHBIX KIIETOK.

. 3a00p KOCTHOTO MO3ra MPOU3BOAUTCS B CTEPUIILHON ONIEPAalMOHHOMN 1O OOIINM 00€300IMBaHUEM.
JloHOp mo/aeTcsi B OINEPAMOHHYIO C YCTAaHOBJICHHBIM NepU(epuyecKUM/IEHTPaIbHBIM KaTeTepoM -+
TUCKO(HUKC.

Ha oGnactp 3aqHux rpedHel moAB30MIHBIX KOCTEH HaK/IaIbIBalOTCS caleTKu ¢ MOBUIOH-HoA0M 3a 30
MUHYT JI0 [IpeAroiaraeMoro 3adopa.

[IpuroTtosnienue cpeapl A1 3a00pa KOCTHOIO MO3Tra:

. KOMITOHEHTHI (CTaHJapTHBIN remapul u cpeaa ACD).

@®unanpHast KOHIEHTpanus renapuHa B Tpanciuiantare 10 -15 EJI/m.

Acnupanys KOCTHOTO MO3ra BBIMOJHSETCS IyT€M MHOXECTBEHHBIX IYHKIUH 3aJHUX TIpeOHel
MO/AB3JIOLTHBIX KOCTEH, BBIIOJHAETCS OJJHOBPEMEHHO JIBYMSI MAHUITYJIATOPAMH ¢ 00€UX CTOPOH. 3a OJHY
acCIUpaIuio CieayeT MmojiydaTh B cpeaneM 2- 5 mi-10 M KOCTHOTO Mo3ra (B 3aBUCUMOCTH OT IPHHITOU
TEXHUKU B KiIuHUKE). Oxxkunaemblii 00beM coctasisger 10-15 mur/kr maccesl Tena, 10 20 M KOCTHOTO
MO3ra/KI Macchl Tejla JOHOpa (B cCllydyae €ClId BEC pELUIUEHTa MPEBbIIIAET BEC JOHOpa pacuer
MIPOM3BOJIUTCS Ha Bec JOHOpa). IIpu 3TOM BBIXOJ MOHOHYKJIEAPHBIX KIIETOK JOJKEH ObITh HE MEHee
2x10%/kr Macchl Tena pemmnuenta. 3abpaHHbI KOCTHBIH MO3r momernaercst B maker (500mi) ¢ ACD-
A(63mi) u renapusoM (10-15 E/] renapuna na 1 ma KM).

o npotamuH-cynbdar: 1 mi unakrusupyer 1000 EJl renapuna.
o J03UPOBKa MpoTamMuH-cyibdara (M) = o0bem TpancmianTata (B mi): 100.
o MOJIOBMHA JI03bl MPOTaMHUH-CylibdaTa BBOAUTCA Ha 1/3 TpaHcdy3um, BTOpas MOJOBHHA — TIO

OKOHYAHUU TpaHCHY3UHU.

[Iponeaypa 3abopa koctHoro wmo3sra (Ilocie 3a6opa KM moHop HaxomuTcsi 1MojJ HaOMIOACHUEM
anectesnoJsiora. Ha crnenyrommii aenp mocie 3ab6opa KM - o0mmii aHanu3 KpOBH, BBIMHCKA MO
amOynatopnoe Habmoaenue. JJonopy KM mo mokazanusM Ha3Ha4yaroTCs Ha 1 Mecsil mpemnapartsl jkees3a
no 3-5 Mr ai. xene3a Ha Kr.). [lo mokazaHusM BO3MOXHO Ha3HAa4eHHE aHTUOAKTEpUAIbHOM Tepamnuw,
($os1MeBOH K-Thbl, CAMIITOMATHYECKAasl TEparusl.

MaHI/IHyJ'ISH_[I/II/I C KOCTHBIM MO3IOM:

Jliig ymeHblleHHns 00beMa MUEIIOMH(PY3UH POBOIUTCS IJIa3MadKCTPaKIHU.

o MIPU J103€ KOCTHOTO Mo3ra > SOMII/KT TpOBENEHUE SPUTPOIKCTPAKIINKM H/WIIH TUIa3MOIKCTPAKITUU
HE3aBHUCHUMO OT prr[l'[OBOﬁ COBMECTUMOCTH,
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o npu TpaHcgy3uu koctHoro mosra O(I) rpymmel kpoBu peuumnuenty co A(Il), B(Il), AB(IV) u
m3otutpe < 1:64 - mpoBeIeHne MITa3MOIKCTPAKIIIH;
o pu «6osbmoin» ABO-nHecoBMecTuMocTr (Tabnuiia) KpOBU JIOHOpPA M PELUINMEHTA - MPOBEICHUE
SPUTPOIKCTPAKLIUU U MJIA3MOIKCTPAKIIIH.
[TokazaHus K yaJeHUIO SpUTPOLIUTOB:
. IPYIIOBasi HECOBMECTUMOCTD JJOHOPA U PELUITUEHTA:

— penunuent 0(I) / 7oHOD - BCe OCTaIbHBIC TPYIIIIHI;

—  peuunuent A(Il) / nonop - B(III) unmu AB(1V);

—  peuunuent B(IIl)/gonop - A(Il) mnmu AB(IV).

Manunynsuu ¢ nepudpepuyecKuMy CTBOJIOBBIMU KJIETKAMU KPOBH:
o npu TpaHchysuu Ttpancmnantata O(I) rpymmer kpoBu peuunuenty ¢ A(1l), B(III), AB(IV) u

m3otutpe < 1:64 - mpoBeIeHNE M1a3MOIKCTPAKITHH.

[IpoBenenne MMMYyHO(GEHOTUITHPOBAHUSI TPAHCILJIAHTATA:

o onpenenenue CD34+- u CD3+-mo3utuBHOM (pakiiuy KIETOK BO BCEX TPAHCIJIaHTATaX;
o onpenenenue TCRaf-mumdboruror B mpoaykre T-nemenuu;
. onpenenenue CD16/56+-nmo3utuBHON (pakuuu KIETOK B IpoAykre T-nemnenuu npu HaaTu4uu

HecoBmecTumoctu 1o  KIR-smuronmy Mexay JOHOPOM M PELUIMEHTOM Yy MalUeHTOB CO
3JI0Ka4€CTBEHHbIMU 3200 ICBaHUS;

o poYre TMOATHIBI — COTJIaCHO mpoTokosry nerenuu (ompenenenne CD3/4, CD3/8, a/b,
ramma/aensta — ¢ppakiuil B npoaykre T-neruennu npu ucnosibzoBanuu CD4/8/19-nenneuun).

NB! HNmMmMmyHOpEHOTUIIMPOBAaHHE KOHEYHOTO NPOJYKTa IPOBOAMTCS HE3aBUCHUMO OT BbIOPAHHOTO
ucrounuka ['CK (KM, CKIIK) B Teuenue 12 yacos npu nposenenuu TI'CK ot poacTBeHHOro 10oHOpa, B
TeueHrne 12 4acoB OT MOMEHTa JOCTaBKHM TpaHciutanTtata npu nposeaennn TI'CK ot HepoacTBeHHOTO
JOHOPA (IIPU OTCYTCTBUU PE3YJITATOB UCCIIEOBAHMS B COTPOBOAUTEIBLHON TOKYMEHTAIINH )/

Kputepuu anexBarnoctu 103 B I'CK
OnTUMAIBHOE KOJIMYECTBO TEMOMIOITUYECKUX CTBOJOBBIX KiIeTOK 1t T CK

KocTHb1i1 MO3T [ICK
Jleiikouuts! (x10°/xr) 2(0.5-7.0) 8(3.0-50.0)
CD34+ (x10%xr) 3(0.7-15.0) 7-8 (3.0-40.0)
CFU-GM (x10%/kr) 6(1-24) 47(14-390)
CD3 (x10°/xr) <30 <300
Xpanenne KM (I1CKK):
o koctHbId MO3T (miu [ICKK) npu Tpancrurantamuu, mociae KOHIEHTPAIMH |, IPH HE0OXOAMMOCTH,

OYMCTKH, IOJIBEPracTCsi KPUOPE3EPBALMHA B KOMIIBIOTEPU3UPOBAHHOM 3aMOPAKHUBATENIE CO CKOPOCTHIO 1
rpanyc/mun 10 — 170 rp.C, nanee moMemniaercs B pe3epByap C KHIAKHUM a30TOM.

KprokoHcepBupoBanue:

o npu nposeaeHuM TpaHcmuiaHtanuu KM 50-100 My HeMaHMIYNIMpPOBAaHHOTO TPAHCIUIAHTATA B
CTEpUIIbHOM KOHTEWHEpE HampaBIIeTCs JUIsl KYJIbTUBUPOBAHUS ME3EHXMMAJIbHBIX CTBOJIOBBIX KIIETOK B
71a00paTOPHIO C CONTPOBOAUTEIBHON JOKYMEHTAIIUEH.

[Ipu nposegenun TI'CK ot HeponcrBeHHoro noHopa He3aBucumo oT uctoyHuka ['CK mposomutcs
KPUOKOHCEpBUPOBAHME YaCTU TpaHCIUIAaHTaTa: MpoOupku c¢ omnpeaeneHHsiMA jpo3amu  TCRof-
mum¢onutoB u/um CD45RA-n1uM@ouuToB (CMOTpUTE MPOTOKOJ ACTIICLIUHN).

Tpancmnantauus ['CK:
. pasmopaxuBanusi ['CK (poBoIUTCS B COOTBETCTBYIOIIMX YCIOBHUSIX C HMPUMEHEHHEM CHELHUAIbHOIO
o0opymoBaHusi);
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. pasmopaxuanue ['CK.

PasmopaxuBanne I'CK:

o BBIHYTh KPUOTIAKeT W3 XPAHUITUIIA C )KUAKAM a30TOM U MOJ0KIATh 2—3 MUHYTHL

o B JIeHb TpaHcIaHtamuu (neHp () MakeThl C 3aMOpPO’KEHHBIM TPAHCIUIAHTATOM, KOTOPBIC
XPaHWJINCh B €MKOCTH C JKHUAKHUM a30TOM, JOCTaBIISIOTCS B TaJlaTy PEIMIIMEHTa B TPAHCIIOPTHOM
KOHTEHHEpE;

o TUTsl pa3MOpakuBaHus TpaHcPepTHBIN kpuomakeT ¢ KocTHhIM Mo3roM (mwiu [ICKK) B crepunsnoMm
IJJACTUKOBOM IIaKeTE TIOMEMIAI0T B BOJSHYIO OaHIO-TepMOcTar OoJbioro odwema. PasmopaxuBanue
MIPOU3BOJIUTCSL HETIOCPEJICTBEHHO Yy IOCTENH OONBHOTO. Pa3mMopakmBaHME MAaKETOB IMPOU3BOJIUTCS B
aceNnTUYECKUX YCJIOBUSX B BOJSHOW OaHe npu Temneparype 37°C HEemocpeACTBEHHO Iepe]] peuHpy3uei
B3BECH T'€MOTIOATHYECKUX CTBOJIOBBIX KJIETOK penunueHTy. Kak TOJbKO TpaHCIUTAHTAT Pa3MOPOIKEH,
Cpa3y M3BJICYb ITAKET U3 BOJSTHON OaHU.

[Tocne pa3smopakuBaHHsI TPaHCQEPTHHINH MMaKeT Ha CTEPHWIBHOM CTOJIE THIATEIbHO 00pabaThIBaIOT
NE3UHPUITUPYIOIHUM CPeICTBOM (01 MOBUIOH) CO BCEX CTOPOH, MPOCYIIUBAIOT.

[Ipouenypa Tpancdy3ur reMONO3ITUYECKUX CTBOJIOBBIX KJIETOK:

Tpancdysus KM unu [ICKK npoBoautcs B nens 0 B nieHTpanbHyIo (B nepudepuyeckyro Beny). 3a 30-40
MUH JI0 Hadajlia MUEIOWH(Y3HH MPOBOAUTCS TPEMEIUKAIs, COCTOSIIAs W3 BHYTPHUBEHHON CTpYHHOU
WHOY3UH TPOTHBOIIOKOBBIX U IUYPETHUECKUX MPEMapaToOB.

[TanieHT MOTyJaeT JIeKapCTBEHHBIE TpenapaThl:

o kiemacTuH 0,025 mr/kr B/BeHHo v npomeTasuH 0,02 MiI/Kr, AU(pEHruapaMuH, XJIOPONHUPaAMUH;

o MOphUH TUAPOXJIOpHA (MO TOKa3aHHWAM), TpaMamod (MO TOKa3aHWsIM), METaMU30J HaTpHs,
areTraMeHo(eH u Jp;

. Ja3enuM, JIp Mpenaparsl 0 HOKa3aHUsAM;

° nexcameTa3oH (0,2 MI/KT WM METHIITIPETHU30JIO0H;

o dbypocemun 0,5 Mr/kr.

[IpoTBOpBOTHBIE (OHIAHCETPOH, TPOIIUCETPOH).

KM wumu TICKK pomxHbl OBITH HEPEIUTH Yepe3 LEHTpPajbHbIA KaTeTep MpH MOMOUIM MH(Y3MOHHON
cucrembl. Bpems Tpancdysum — 1,5-2 yaca, B 3aBUCUMOCTH OT 00bEMa KOCTHOTO MO3ra U Macchl
perunuenta. CKOpocTh TpaHCPY3UH COOTBETCTBYET ObIcTpoi remotpanHcdy3uu. Undysus KM wumum
[ICKK 3-5 Mi/Kr/MuUHYTY, THepeiauBaHUE MIPEKpaIaeTcsi, MPOBOJUTCA HaOJNIOJIEHUE 3a MAalHUEHTOM,
KoHTposmpyercst mynbe, AJl, YJ|, uBeT KOXH, H3MEpsieTCs TeMIeparypa Teja. JTa Mpoleaypa
noBTopsieTcst eme aBaxapl. [locme 10-20 M HOpManbHOUW TpaHChY3UHM TPOJOJDKUTH TEpeIMBaHUE.
[Tapannensho nepenuanuto IICKK npoBoautcs undy3noHHas Tepamnusi.

[Ipu tpanchy3uu kpuokoHcepBupoBaHHbIX ['CK: B cBsi3u ¢ HU3KOH TemmepaTypoil pa3MOpOKEHHOH
nH(QY3UpyeMOil CMeCH U Yrpo30d pPa3BUTHUS OCJIOXKHEHHH 1eaecooOpa3HO MpOBEJAEHWE MOHMTOPHUHIA
MoKasareseil JesTeIbHOCTH CepIeYHOCOCYAUCTON cucTeMbl. B OOJbIIMHCTBE CilydyaeB NpU BBEICHUU
OXJIAKJCHHOM KJIETOYHOW B3Becu HaOmromaercs Opaaukapaus. B oTaenbHBIX ciydasix HaOIr0aroTCs
CIIEYIOIIME OCJIOKHEHHUS: OJBIIIKA, Kallelb, TOIIHOTA, PBOTA, KOXKHAS PEAaKLUMs 10 TUIYy SPUTEMBI,
aprepualibHas ~ TUIepTeH3us, runepcanuBauusa. HWHQy3ust  pa3MOpPOKEHHBIX  KJIETOK  4acTo
COMPOBOXKJAETCS HE3HAUUTEIbHBIM TE€MOJIU30M, TPEOYIOIIMM KOHTPOJISI YPOBHS TIeMOINIOOMHa W
SPUTPOLIUTOB KPOBH, & TAKXKE BBHIIOJHEHUS CEpUU OOLIUX aHAIU30B MOYH.

o MOHUTOPHHT Iyibe, AJl, Yl npoBoautcs kaxapie 15-30 MuHyT.

o IIpU MOSBJICHUHU IeMOTrJI00MHYpHUH Ha3HadaeTcsl GOpCUPOBAHHBIN TUype3.

o rocJie TpaHcy3uu o0pasiibl CTBOJIOBBIX KJIETOK HAIIPaBIISIFOTCS Ha UccliefjoBaHue (O0aKTepHuaabHbIH
Y TPUOKOBBIM KOHTPOJIb CTBOJIOBBIX KJIIETOK, YPOBEHb JICHKOIIMTOB, (popmyna, ypoBeHb CD34+).

o npu HeoOxoaumoctu BTOpyro a03y KM (IICKK) pa3zmopaxuBaioT nepes 3aBeplieHUEM HHPY3UU
IIEPBOM JO3BI.

. BO3MOXHAa HENpepbIBHAS MHQY3UsI METHIIPEIHNU30J0HA Ha (PU3NOJIOTUYECKOM pacTBOpe B/B C 8
yacoB yTpa 10 20 yacoB Beyepa.
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ConposoaurtenbHas Tepanus [ 1,4,6-28]:

I'emonostnueckue kosnonuectumynupytomiue dpakropsl (I'-KCD):

. npu MHQEKUHOHHBIX OCJIOXKHEHUSAX BO3MOXKHO mnoakimounth [-KC ¢ nHA «+4» BO3MOXKHO
HazHaueHue [-KC® B pmoze 5 (10) MKI/KI/AeHb TOJIKOXHO WM BHYTPUBEHHO JIO0 MOMEHTa
BOCCTaHOBJIEHHUS JerKonuToB >1,0x109/1. 2.

JleKkOHTAMUHALIMOHHAS Tepanus:

B kadecTtBe KuIIEYHON JEKOHTAMMHALIUM pEr OS PEKOMEHJIOBAaHO HAa3HAUYEHHWE MPOTUBOIPUOKOBBIX
npenapaTtoB (HUCTaTUH, amboTepuriiH B, KeTOKOHA30JI M Jp) W MpenapaToB, JEHCTBYIONIUX Ha (UIOpy
KHUIIEYHUKA (aMUHOTJIMKO3U/bl, MOJUMUKCHUH, (QTOPXUHOJNOHBI U Jp). Kuiieynas aekoHTaMUHaLUs C
IIEPBOTO JIHA OT Hadaja pexuma KoHaunuoHupoBanus 10 A+30. Ilpu nmosBaenunm myxosurta III-IV
CTENEeHM KUIIEYHasl AEKOHTaMUHAIUS IPEKpalaeTcs U BO30OOHOBISETCS KaK TOJBKO OOJIbHOW HayMHAET
MPUHUMATh MUTAaHUE Yepe3 PoT.

IIpodunakruka 0akTepuaJbLHbIX MHPEKIMIL:

o aMoKcUIUINH 25-40 wmr/kr, makcumansHo - 1,5 r/cyr/ cyr ¢ -10 (-14) aHs, aMOKCHLIMJUIMH
knaBynaHaT 375 mr 3 pasza B cyTku (Max-6 r/cyr);

JUIMTeNbHOCTD MPHEMa OIpeiesieTCcsl HATMYUeM MOCTTpaHCIUIaHTaMOHHbIX ocnoxHeHui (PTIIX, ouaru
MH(pEK1NT), IMMYHOJIOTUYECKUM CTAaTyCOM M CTENEHbIO PUCKA Pa3BUTHUS MHEBMOKOKKOBOM MH(EKLHUU.
OTmeHa npy Ha3HAYEHUM BAHKOMMIIMHA, BO30OHOBIJIEHHE MPU OTMEHE CUCTEMHON aHTHOAKTEepHabHOU
tepanuu. [locne anmnorennsix TI'CK HazHauaeTcs Ha OJIUH TO/I.

B cnywyae HemepeHOCHMMOCTH TIpenapara Ha3HAyaeTcsl Mpenaparbl TCPYIIbl (PTOPXUHOJIOHOB HIIU
amuHoTIIMKa3ua0B. Llunpodnokcanma 20 mr/kr/cyt kaxmapie 12 gacoB co maus -10 10 BOoccTaHOBICHUS
rpanyiaonuToB Boitie S00/Mki npu otcyreTBun kumeyHo PTIIX.

Amukanun 20 mr/kr/cyt Ha 3 mpuema ¢ —10 mo —3 gesb. IIpoduiiaktuka aHa’poOHOM HHPEKIUU
Metponuaazon 20-30 mr/kr.

IIpodunakruka rpuOKOBbIX HHPEKIMIL:
WuBa3uBHbIE TpHOKOBbIE HH(MEKINHU SIBIISIFOTCS] OJTHOM U3 BEYLIUX NPUYMH UH(PEKIHOHHOM JIeTalbHOCTH
nocie TI'CK.

o baykoHazon — 8-12 mMr/kr/cyTku;

o UTPAKOHA30J1 — 5-7 MI/KI/CyTKH;
o BOpHKOHAa30J1 — 10-14 mr/kr/cyTku;
o no3akoHazon — 10-12 Mr/kr/cyrtku;

o Muko(pyHruH, kacnopyurut 50 (70) mr/m2cytku 1 pa3 B 1eHb KanenabHO Oosee 1 vaca.

B kauecTBe BTOpMYHON NPOQPHMIAKTUKH MpEAIaraloT HCIO0JIb30BaTh amdorepulH B, mozakoHasou,
BopuKkoHa3oJ. [IpeumyiectBo otnaercs nBoHOU mpoduiaktuke (ampoTtepuid B +BopukoHazon i
am¢oTepuiud B+kacnopyHrus/ MUKO(QYHIHH), B COYETaHUU C BO3MOXKHBIMH TPaHCHY3USIMU JOHOPCKUX
TPaHYJIOLMTOB B Tiepro 1 HelTponennu nocie amo TI'CK.

[Ipodunaktruka ocyiecTBisiercs Ha (OHE pexuMa KOHIUIMOHHUPOBAHMS M JO CHUKEHHS YPOBHS
neiikonuToB Menee 1,0x10°/1. Ha done pasButus neiikomennn menee 1,0x10°/1 BOmpoc o pexume
MPO(QUIAKTUKY OTIPEEIISIETCS NHINBUIYAJIBHO.

amporepuniua B (cycnensust) mersm no 1 roma lr/cyr, crapme - 1-2 r/cyt co mus —14, otmMeHa npu
BOCCTAHOBJICHNUHU I'PAHYJIOLMTOII0A3a, Ipu oTcyrcTBun PTIIX n creponanoi Tepanuu.

Crapt B/B BBenenus +1 nenb cron +14 neHp B Buje 2-4 4acoBoil UHQY3uu (IpyU BO3MOKHOCTH IpUEMa
yepes poT, ypoBeHb JielikonuTos Oosbiie 1000 B M1 ynepskuBaromascs 0osiee 3 Hei).

[Ipy HanmUUuMM  UMMYHOJIOTUYECKUX  OCJIOKHEHHUH, TpeOyIoLuX  JUIMTEIbHOTO  HPUMEHEHUH
MMMYHOCYIIPECCUBHOM Tepamnuu, MIpUeM MpoAJIeBAETCs 10 MOJTHONH OTMEHbI IMMYHOCYIIPECCHH.

[IpodunakTrka peakTUBaLUU T'epHEeTHUECKUX HMHPEKIUI:
AMKI0BUP/BAJIALIUKIIOBHP.
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Bbicokue 703bl aluKiIOBHpa WIM BajallMKIOBUpa MOrYT CHU3UTh puck CMV peakTtuBanuu, HO
Hea(pGEeKTUBHBI B OTHOIIEHUHU NTpodunaktuku CMV GosnesHu.

Bce manmeHTBl JOJDKHBI MOJy4daTh alMKIOBHpP B/B B o3¢ 250 mr/mM2 3 p B J€Hb C MOCIHEAYIOIINM
[IEpex0/I0M Ha nepopanbHbiil mpueM B go3e 300 mr/M2 2 p B 1eHb kKak MUHUMYM 1 roj nocine amio TI'CK.
I'epniec Bupyc I u Il Tunos, VZV.

Anuxiosup 250 Mr/M® X 3 pa3a B ICHb BHYTPUBEHHO, CO JHS Haydajga PeKUMa KOHIMLMOHUPOBAHUA 10
1+30 110 mepeBo/a Ha [epopalbHbLi IIpreM; 103a per os - 500 mMr/M” 3 pasa B cyTku g0 aus +120, maee
250 wmr/mM® go g+100 (mo 6 Mec.) MM gONbIIe Y OOIBHBIX C OCIOKHCHHBIM TCUCHHEM
MOCTTPAHCIUIAHTAI[MOHHOTO Mepuo/ia

lManumknoBup:

[Ipodunaktuka nuromeranosupycHoir (LUMB) wundexunn IanmuxnoBup 10 Mr/kr/cyr ¢ uenbto
npodunaktuku CMV-peaktuBaiuu HazHayaeTcs ¢ — 9 1o — 1 aust npu nposeaenuu ramio-TI'CK u npu
npoBejieHuu TpaHciulantauuu o CMV IgM-nosutuBHOro nonopa. Ilpu auarHoctuke y mnanueHTa
tedyeHust CMV-uHdekuuu Tepanusi MnpenapaToM MPOBOIAUTCS 1O IOJHOM HeraTuBM3aluM BHpyca C
MepPEPHIBOM B JICHb NMPOBECHb MUEIONH(Yy3uH (1eHb 0).

laamuknoBup (sieuenue [[MB-uH(pexknnu) MOCTTpaHCIUIAHTAIMOHHBIA TIEPHOJ: TIOCIE JOCTHKCHHS
nprkuBiieHus (rpanynouutsl >500/Mkn B Tedenue 3-x aueit) 10 mr/kr B/B Ha 2 BBeAeHuUs - 2 Henenu (14-
21nenb), Ha3HauaeTcss npu 2-kpaTtHoi PCR - MO3UTHBHOCTM WM MO3UTUBHOCTU Ha paHHue Al'; mpu
KIIMHUKE, coBMecTUMOl ¢ BucuepaibHoil IIMB wuHpekuueld (MHTEpCTULUANBHBIN IMyJIbMOHUT +
omgnokpatHo [IIP-LIMB-pos). PexomennoBano ompenenenue anturenoB [[MB wmeromom IIHP ¢
gacToToi 1 pa3 B HeAemo. B cimydae oOHapyKeHUs BUpyca HadaTh TEPAIHIO.

Bupychble unpexuu — npoduiakTuka u JeyeHue:

A) Bupycoyiornueckuift MOHUTOPUHT U TUATHOCTHKA

IInanoso:

1) mpu noctymienuu 6ospHOro B otAeneHue TT'CK

Cepoinorus - 1gG x Bupycam CMV, EBV, HSV1&2, HZV, Toxo

[TP kpoBs — CMV, EBV - Bcem

[Ipu pecnupaTopHbIX CHMITOMax — Ma30K (acmupar) W3 HOCOIJIOTKM (M30JIMPOBAHHAs pUHOpes,
ToH3WLINT) In60 BAJI (kamens, oapiika, runokcemusi, n3Menenus Ha KT/ Rg nerkux, ayckyiabTaTuBHas
CUMITOMAaTHKa JeroyHoi uHdekunn) Ha pecriuparopusie Bupychl (IILP - puno, rpunmn, naparpunn, PC,
METaHEBMO, KOPOHA-BUPYCHI).

[Ipu nuapee — poTaBupyc, HOPOBUPYC.

2) peryasipHblii CKDUHUHT:

o tst maruenToB nocsie TI'CK ¢ CPI] — CMV exenenensHO, 10 BoccTtaHoBiaeHuss CD3>200/mk.
[Ipu npueme UCT c BxiatoyeHuem kopTukoctepousioB - EBV pa3 B nBe Henenu, 10 BOCCTAHOBJICHUS
CD3>200/mxk1.

st manmentoB nocine TI'CK ¢ CHJl u rammo ¢ aerutenmedt Tpancriantata — CMV exeHeaenbHO 10
BoccranoBienus CD3>200/mxi1, EBV 1 ADV 1 pa3 B 2 negenu o BoccranoBiennst CD3>200/Mxit.

JUis manueHToB Mociie TpaHCIUIAaHTaluu MynoBHHHON kpoBu — CMV, EBV, ADV exenenensHo 10
BoccTaHoBieHuss CD3>200/mxk.

st maruentoB ¢ xponuuecko PTIIX wa kommiuexkcnoir MCT — xpoBs - CMV, EBV exenenensHo,
ADV, BK-Bupyc 1 p B 2 Hepenn.

KomunuectBenno — CMV, EBV, ADV

2. Ilpn KIIMHUYECKUX CHMITOMAaxX
Cpenpl, Oprasbl OnpenenseMble BUPYCHI
Cmusuctele  mojoct | HSV I, 11
pra nocie jgHsa +30
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Jlerkue (OGumomncuiinbiil | ['punm, nmaparpumnn, RS Bupyc, meranHeBsmo, koponasupyc, CMV, ADV,

Mmartepuain), Mokpota, | HHV6

IIPOMBIBHBIE BOJIbI

6ponxoB (bAJI)

Acnimpar u3 | I'punn, naparpumnm, RS Bupyc, MeTannHeBMO, KOPOHABUPYC, pPUHOBUPYC

HOCOTJIOTKH (ipu

cumnTomax!!)

Copnepxumoe CMV, ADV, Bupychl KHUIIEYHOW TIpynmbl (poTaBUpPYC, HOPOBUPYC,

KHUILIEYHHKA (kain, | PHTEpPOBUPYC, ACTPOBUPYC)

PBOTHBIE MacChl)

buonrar CIIM3UCTON

XKKT

Moua (mmactut, | CMV, ADV, BK

Hedponarus)

JIukBop Herpes 1, II, Herpes zoster, BK, JC, CMV, EBV, ADV, HHV6,
SHTEPOBUPYCHI, Tox0, noro!!

KocTtaslii MO3r CMV, HHV6, napsosupyc B19

buonTar meueHn CMV, ADV, EBV, Bupycsl renatutoB B, C, neasta, HHV6

b) [Ipodunakruka

HSV/VZV

[IpodunakTrka NpoBOIUTCS BCEM MALIUEHTaM

ALMKIIOBUD 750MF/M2/CyT B/B, mamee 250 mr/mM2 2 p B CyTKM MEpOpaJIbHO C MOMEHTAa Hadajia
koHaunuonupoBanus 10 +100 gust u/mm CD4> 200/mka (B psae neHTpoB Bee-Taku 300/MK)
Baknunonpoduinakruka VZV cepoHeraTuBHbIX PELIUITUEHTOB

CMV

I'pynna crangapTHOrO prcka:

Aunuknosup 750 MF/MZ/CyTKI/I C MOMEHTa Hadayia KoHauimoHupoBauus mo +100 mus w/mwm CD4>
200/MKa

1
['pynna BBICOKOTO pHCKa :
lanmukmoBup 10 Mr/kr/cyt ¢ MOMEHTa Hadajaa KOHAUITMOHUPOBAHUS 10 -1 qHS

EBV

I'pynna BeICOKOTO pI/ICK32 pa3zButus EBV-accounnposannoro PTLD

Putykcumab 375 mr/m2 B/B — munumyM 1 BBenenue g0 TI'CK

CMV

Komnuectennas [P CMV B kpoBu 1 p/aen no +100 nus, nanee 1 p/2 ven no nocrtmwxkenus CD4+>200
KJI/MKJI

[Ipu coxpanenuu ummyHocynpeccuBHoi Tepanun/PTIIX Bo3MOkHO 1oJbLIE

EBV

Komuuectennas [11[P EBV B kpoBu 1 p/aen no +100 gus1, nanee 1 p/2 nen no noctumxenus CD4+>200
KJI/MKJI

[Ipu obnapyxenun EBV Bupemun nposenenue KT (MPT) rosiossl, rpyaHol 1 OpIOLIHOM NOJOCTEN JUIst
nckiouenns EBV-accounnposannoro PTLD

AdV (agenoBupyc)
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KomuuectBennas TP AdV B xpoBu 1 p/Hen mo mo moctmxenuss CD4+>200 /MK ajis MAlMEHTOB
TPYIIITBI BEICOKOTO pI/ICKa3

HHV6
KomnuectBennas IILP HHV6 B kpoBu mpu MNOSBICHUM KIMHUKA W/WIM Yy NAUEHTOB IIOCIE
TpaHCIIaHTAUU ITyTIOBUHHOM KPOBHU

[Tonnomasupyc 1ro tuna (BKV)
KomnuectBennas I[P BKV B Moue npu mosiBI€HUH KIMHUYECKOW CUMITOMATHKUA T'€MOPPAruuye€CcKOTO
LUCTUTA WU MOSBJICHUY JIA0OpAaTOPHBIX MPU3HAKOB HedponaTtuu

['pyIIIa pecupaToOPHEIX BHPYCOB

[Tpu nosinenun kuHukn OPBU nokazano npoBeneHNe 1MarHOCTUYECKUX MEPOTIPUSATHI:
HazodapunreanbHbie CMBIBBI

Mas3sku nnm acnupaTsl U3 HOCOTJIOTKH

BpoHxo0-anpBeonsspHBIN JaBaX

B) JleueGnast TakTHKa:

CMV

Kpurepun Hauana ynpexaaromen Tepannn:

Hepoacteennas wim rammouaeHtuuras TI'CK — mo0oi mosoXUTENbHBINA pe3ynbTaT (HE3aBUCUMO OT
konnuectBa JIHK CMV B kpoBwn)

Poncreennas TI'CK - >1000 xonuit JIHK CMV/ma kpoBu

[lepBas nmuHMS Tepanuu:

FaHIII/IKJ'IOBI/Ips

docKapHeT HATpHii’ Py

a0COJIIOTHOM KosindecTBe JieHkouuToB <2000/Mxi1

nepcucreniun CMV Bupemun B TeueHHEe 2-X HEAEb TEPANIUU TaHIUKIOBUPOM

[Ipy pe3nCTEHTHOCTHU K YKAa3aHHOM BBIILIE TEpaun

dockapHET HATpUi

III/II[O(bOBI/Ip7

CMV-cneuuduunbie T-muMponnTs

[Ipu 1spxenoi opMe opraHHOrO MOPAKEHUsSI - KOMOMHUPOBAHHAS TEPATIUS

KpI/ITCpI/II/I OTMCHBLI TCpaIllNA — IMMOJIYYCHUC 2-X IMOCICA0BATCIIbHBIX HCTATHBHBIX PE3YJIILTATOB

EBV

Ipu BesBreHnn Goxee 1000 ko JJHK EBV/ 10° HykiieapHBIX KIETOK — JHHAMHYECKOE HAOTIOICHHE 1
JMAarHOCTHYECKUN MOUCK JUM@onpoaudepannu

[Ipu yaBoeHnH KoaMuecTBa KON B TEUEHUE HEJIENIN — HayaJlo Teparnuu:

JedCKaIanusi UMMYHOCYIIPECCUBHOM Tepanuu (IIpyU OTCYTCTBUH MPOTHUBOIIOKA3aHMI )
Putykcimab 375 mr/m” 1 p/aes Ned

EBV-cnemudpuunsie T-mumdonntet

[Ipu nmumdonponudepaTUBHOM CHHIpPOME - OUOINCHSI O0YaroB MOPAXKEHUsS C IMOCIEAYIOUIUM pPELIEHUEM
BOIPOCA O JAJIbHEUIIIEH TAKTUKE BEACHUS.

ADV
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Ipu BeisBennn Gomee 1x10°kom/Ma ADV B KpOBH /WM IBYXKPATHOM KA4eCTBEHHOM OOHAPYKCHHH
ADV B ByX cy6cTpatax (OMH U3 KOTOPBIX — KPOBB) Y MAIMEHTOB IPYIIIH BHICOKOTO PHCKA® - TEPAITHS:
uu10hoBUP

ADV -crienuduanabie TuMQOIIATHI

PuGaBupuH (anpTepHaTHBA)

[Tonnomasupyc 1ro tuna (BKV)
[Ippy  HanMuMM  KIMHUYECKOM  CHUMITOMATHKHA  TE€MOPPArddecKOro  MHUCTHTa/HedpomaTuu |
KOJIMYECTBEHHOM BbIsiBIIcHMU BKV B KpoBU — Hayasio Tepanum.

[IpenapaTs! BbIOOpA:
(bTOPXHUHOJIOHBI

HU3KHE 10361 A0 (oBHpa
nedIyHOMUT

HHV6

[Ipy HanM4YMKM KIMHUYECKUX nposuameHI/n?I8 u Bupemuu >1000 xor/mi1 — Ha4yasio TepanuH.
[IpenapaTs! BbIOOpA:

dockaBup

uu10hoBUP

. HSV
Tepanus pezucteHTHON HopMbl — cM.VZV

VZV
[Ipy HANMMYMKY KIIMHUYECKOW CUMIITOMATHKU:
Armkosup 1500 mr/m*/cyt

. I pyIIIia pecrmpaTopHEIX BHPYCOB

RSV

[TaruenTam U3 rpynmel BEICOKOTO pUCKa (C MPEIIeCTBYIOMIEH 0OCTPYKTUBHOM AaTOJIOTUEHN JIETKUX) MIPU
HaJIMYUU KJIMHUYECKONW CUMITOMATUKU — HayaJlo PEBEHTUBHOM Teparuu:

PuGaBupuH B a3po3oipHO popme

[TanuBu3ymad

Bupyc rpunmna A u B
[Ipu HaNMUYMK KIMHUYECKOW CUMIITOMATUKH — HAYaJIo Tepanuu:
OceTbTAMUBHD

NHupexkunn neHTpaibHON HEPBHOU CUCTEMBI

[Ipyu HanNUYMK KIMHUYECKUX MPOSBIECHUIN (MEHUHIUT):

KOHCYJIbTAIlMsI HEBpONaTOJIora

MPT (o6sacTh uccieoBaHus OPEIENIeTCs CleHUaIiCTOM-HEBPOIIaTOJIOTOM)
KOHCYJIbTAIlUs OKYJIHCTa

moMOalibHas MyHKIUS C IMarHOCTUYECKON LEeNbIO:

BUPYCOJIOTHYECKOE UCCIIEI0BAHHUE JTMKBOPA

[TI[P-muarnocTuka ¢ KOJIMYECTBEHHBIM ompeaenenueMm ypoas HSV, HHV6, VZV, CMV, EBYV,
JCV, AdV

WHupekunn xenya04yHO-KUILIEYHOTO TPAKTa:
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buoncusa ciau3ucToii 000JI0YKU C HMMYHOTUCTOXUMHUYCCKHUM HCCICAOBAHUCM Ha BUPYCHI. Jleuenue — B
COOTBETCTBHH C KIMHUKOH 1 HaJ'II/I‘II/IeM/OTCYTCTBI/IeM BUPEMUU

Nudexnuu npixaTenbHbIX MyTeH:

[Ipy HamMuMKM KIMHUYECKOW CHMMOTOMATHUKM TOKAa3aHO IPOBEACHUE CIEAYIOIMNX JTUAarHOCTUYECKUX
MEpOIPUITHH:

° Bupycosorunueckoe ucciegoBaHue acmpara u3 HOCOTJIOTKH

° BpoHxoanbBeoISIpHBII JIaBaXk ¢ MOCIEAYIOIIMM BUPYCOJTOTHYECKUM UCCIECTOBAHUEM

Nudexumn MouenosioBoi CucTeMbl

[Ipy HAIMYMK KIMHUYECKOW CHMIITOMATHKU TOKA3aHO MPOBEICHHUE BUPYCOJOTUUECKOTO HCCIEIOBAHMS
MOYH:

Mertonowm TP konudyectBenHoe onpeaenenue ypopas BKV, AdV, CMV,JCV, HHV6

I') [lpunoxxenue

! puck passutist CMV-nndexuun y perunuenta TTCK BBICOKHMIA B CTEAYIONINX CTydasx:
Perumuent CMV+ /[lonop CMV-

T-xkneTouHnas menienus

TpancnanTanus MynmoBUHHOW KPOBHU

2 I'pynna BeICOKOTO pHcka pazsutus EBV-acconuuposannoro PTLD:
T-xkneTouHas menienus

TpancnanTanus MynmoBUHHOW KPOBHU

[pumenenne anti-CD52" mab

lNannounentuynas TI'CK (T-kierounas aenmienus)

3 I'pyIima BEICOKOTO PHCKA Pa3BUTHS aCHOBHPYCHOM HH(PEKINA: PELHITHEHTEI
T-kneTouHO¥M AemIenun

lNannouaentuynoi TT'CK

TpancnanTanuy NylmoBUHHOW KPOBH

HLA-MMUD

ATT/ anti-CD52" mab

Texymas PTIIX (Tepamnus cteponnamu)

* I'pyIina peciupaTopHBIX BUPYCOB:

Bupyc rpumnmna genoseka

Bupyc naparpunia yenoseka

PecnipaTtopHO-CHHTULIMATIBHBIN BUPYC

MeranHeBMOBUPYC YEIIOBEKA

> KoppeKius 10361 FAHIMKIOBHPA B 3aBHCHMOCTH OT YPOBHS KITHPEHCA KPeaTHHHHA
JUI B3pOCIIbIX U JeTei >16 net

Kimmpenc kpearnnuna | UHayKnmoHHas Tepanus [TonnepxuBaronias Tepanus

MJI/MHH

>170 5.0 mr/kr/124 5.0 mr/kr/244

50 no 69 2.5 mr/xr/124 2.5 mr/xr/244

25 no 49 2.5 mr/kr/244 1.25 mr/xr/24q

10 mo 24 1.25 mr/xr/24q 0.625 mr/xr/244

<10 1.25mr/kr Tpwxael B Hepemto ¢ | 0.625 MI/Kr Tpwkabpl B HEAETO C
MOCJIEYIOIUM I'eMOIUAIN30M MOCJIEYIOLUM T'e€MOIUAIN30M
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6 .
Jlji MauyMeHTOB ¢ MOYEYHOM HEAOCTAaTOYHOCTHIO J103a (POCKapHETa KOPPUTHUPYETCSI B 3aBUCUMOCTH OT
3HAYEHUs KJIMPEHCca KpeaTUHUHA

Kimpenc KpeatnHMHA | MHOyKIMoOHHas Tepanus [TonnepxuBaronias Tepanus
(Mi1/MHH)/KT

Hopma 90 mr/kr/124 90 mr/kr/244

>1 g0 1.4 70 mr/xr/124 70 mr/xr/244

>0.8 go 1 50 mr/kr/124 50 mr/kr/24u

> 0.6 no 0.8 80 mr/kr/24u 80 mr/kr/484

> 0.5 1o 0.6 60 mr/kr/24u 60 mr/kr/48u

>=0.4 no 0.5 50 mr/kr/244 50 mr/kr/48u

<0.4 He pexomenyercs He pexomenyercs

B cBsi3u ¢ yrpo3oil pazBUTHS TSKEIBIX SJCKTPOJIUTHBIX HApYIICHUH, NpH Ha3zHauyeHUW (OCKapHEeTa
HaTpusi TpeOyeTCsi MOHUTOPUHT YPOBHsI Kanus, ¢pochopa, MarHusi 1 MIOHU3UPOBAHHOTO KaJIbIIUS KaXK/IbIe
12 4.

7 [Ipumenenne nuaodoBUpa HNPOTUBOMNOKA3AHO NPU MOUYEYHONW HENOCTATOYHOCTH (KpeaTMHHH >1,5,
KIUpeHc KpeaTuHuHa < 55 miu/muH). Ilpu noBbimenuun ypoBHs KpeatuHuHa Ha 0,5 mr/mn u Gonee
OTHOCHUTEJIbHO M3HAYaJbHOTO YPOBHS, a TaKK€ IPU Pa3BUTUHU MpOoTeHHypuu 3+ uinu Oosiee, Ha3HAYCHUE
uua0(poBHUpa OTMEHSETCS.

C nenbro CHIKEHHUST He(POTOKCUIHOCTHU TTOKA3aHO MPOBEJCHUE CICAYIONTUX MEPOTIPUSTHIN:

[lepen xaxmoit wHGYy3MEH HazHA4YaeTCs MPOOCHUIUI W TPETUIpaTaius COoJIeBBIMU pacTBopamu (5-10
MJI/KT B 3aBUCHUMOCTHU OT COCTOSIHUS JIETKUX M HAINYHUS OTEKOB)

[IpoOenunua npuHUMaeTcs epopajibHO 3a 3 yaca A0 Havaja MHPy3uu nuaogosupa
Jletn 2-14 net (mMenee 50 kr): 1 r/M” MOBEPXHOCTH Tena

[ToBTOpHOE M TpeThE BBEIEHNE MPOOSHUITMIA OCYIIECTBIISIETCS HAa 2 M § yac mociie OKOHYaHus HHQY3uu
uuaodoBUpa

Hetu 2-14 net (menee 50 kr):

Jlo3a mpobenunmaa — 0.5 /M MOBEPXHOCTH TEJIa, MAKCUMaJlbHasg OJTHOKpaTHas 1032 — 2 T

Ecnu Bec pebenka >50 Kr, 103UpOBKA aHATIOTHYHA B3POCIIOM

NB! Ecnu pebenox mnaowe 2 nem, peuieHue 0 HPUMEHEHUU RNPOOEHUUUOA NPUHUMACHMCA
KO11€2UaibHO, 8 C6A3U C MeM, YMO OPUUUATILHO IMO He PA3PEULEeHO.

8 JIMXOopaaka, Cblllb, I'CIaTUuT, HJAUOIIaTUYCCKasA ITHCBMOHNA, BHU,'e(l)aJ'II/IT
9
no3upoBka OcenbTaMUBHP

Hetu 3-12 mec.
Jetu crapure 12 mec.

3 Mr/kr po 2 p/neHb
30 mr po 2 p/neHb

<15 kr
15-23 xr 45 mr po 2 p/neHn
24-40 xr 60 mr po 2 p/neHb

> 40 Kr u B3pociible 75wmr po 2 p/neHp

IIpodunakruka npoTro30MHbIX MHPEKIHIA:

[THeBMOLIMCTHAS MHPEKIUS:

[IpodunakTrka MHEBMOLUMCTHON MH(PEKIUU HAYMHAETCS OO TPaHCIUIAHTAIlMH, B MEPHUOJ MPOBEIEHUS
KOHJUIIMOHUPOBAHMUSI U BO30OHOBISETCS C MOMEHTa NPWKUBJICHHUS TpaAHCIUIAHTaTa MpU YCIOBUU
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nejikormrer >1.0x10%/1 (Goxee 3 meit), pomGormTel >75.0x10°/11 1 mpomokaercss Teuenue 12 mec, (3
MecsiIa Mociie OKOHYaHUSI IMMYHOCYTIPECCHBHOW TEPAITHN ).
Tpumeronpum/cynbhamMmeTokcason, B 103¢€ 3-5 MI/Kr (110 TPUMETOTIPUMY) MEPOPATIbHO 3 pa3a B HECIIO,
yepes aeHb. C — 14 1Hs B TeUE€HHE BCEro Nepuoja MOBeIeHUI UMMYHOCYIIPECCUBHOM Tepanuu (IepephiB
c mug — 1 gus no + 22 mus) n +120,+180 gau (30 mHEi mociae OTMEHBI UMMYyHOCynpeccrun). Bo3moxHa
OTMeHa 4yepe3 3 MecsIa 1mociie OKOHYaHHUsI IMMYHOCYIIPECCUBHOH TEepaIHy.
JInsi TManMeHTOB, CEPOINO3WTHBHBIX Ha TOKCOIUIa3MO3 - BMECTO TPHMETOIPHM-CYIIb(HOMETOKCa30I1a
MPUMEHSIOT NUpuMeTaMuH+cynbdanokcut 1 tabm. (525 mr) Ha 20 kr Beca 1 pa3 B Hegemto. Ha3znauaercs
MaIeHTaM C aKTHBHBIM TEUEHHEM TOKCOIUTa3MEHHOW MH(MEKIMU WIM MpH TPaHCIUTAHTAluu OoT IgM-
MO3UTHBHOTO JOHOpA. JTITEeThHOCTD BBEJICHUS npernapara aHAJIOTHYEH
TPUMETOTIPUM/CYITb(HaMETOKCa30ITy.

[leHTaMuMH MHTAISIAS CTApPT IEHB -8.

Pexomennarnuu no npodunakruke nHpekmuit nocue awo TT'CK

[Ipodunaktuxa [Tokazanus Pexomenganuu Hauano 3aBepiicHue
IIEpBOM W BTOPOH
JIUHUU
Pneumocystis Bce nanneHTst KOTPUMOKCA30J1 Ho JTHS —1, | o ypoBHs
Jiroveci MEHTaMUIUH BO30OHOBUTH c | CD4>300/mxn1 u
MOMEHTa orMenbl UCT
MPUKUBJICHUS
Nukancynupos. | PenunueHTsl NIEHULUJIINH C MoMeHTa | [loxn3HeHHo
bakrepun ao TI'CK MAaKpOJIUBI NIPUKUBJICHUS
['pulwr PenunuenTst 1) C MomeHTa | Jlo JgocTmxeHus
amo TI'CK no3akoHazon(PTIIX | kongunuonuposanus | Hp>1 teic/mMKkn u
2-4 cT, BBICOKHH orMmensl UCT
PUCK)
2) UTPAKOHA30J]1
(craHmapTHBII
PUCK)
3) amdotepuua B
npu
HENEePEHOCUMOCTHU
a30JI0B
4) JBOMHAs

npoduiakTuka Mnpu
BBICOKOM pHUCKE

(mpeniecTBYOMMMA
VHBAa3UBHBIN
MHKO3)
CMV PenunuenTet 1) 6e3 | C MomeHTa | Jlo ypoBHSA
amo TI'CK npoQUIAaKTUKKU Mpu | KoHAuIHoHupoBanusa | CD4>300/mkn u
CTaHJIapTHOM PHUCKE ormenbl UCT
2) ¢dockapHer
HaTpui B KadecTBe
BTOPUYHOU
pOPUIAKTUKH
HSV/HZV PenynuenTsl AUKIIOBUD C MOMeHTa | Jlo ypoBHs
amo TI'CK koHuionupoBanus | CD4>300/mMki1  u

otmensl UCT
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Tokcomnazma CeponosutuBHble | KoTpumoxcason, C MomeHnTa | Jlo ormenst UCT
PELUITHEHTbI KIMHAAMUIMH WIKA | KOHJUIIMOHUPOBAHUS
amo TI'CK MIAPUMETaMHH +
Kajap1us (oJMHaAT

IIpodunakruka cynopor:

KnoHno3zenam HauMHaIOT MPUMEHSTH 3a CYTKU A0 Ha3zHaueHus Oycynabdana B noze 0,5-1,0 mr yrpom u
BeuepoM. [Ipu HEBO3ZMOKHOCTHU MEPOPAIBHOTO MpUEMa METUKAMEHTOB C LIEJIbI0 MPO(UIAKTUKU CYIOpOT
Ha3HavaroT KioHazenam - 0,05 mr/kr/cyt B/BeHHO. (Kapbama3zenuH — S5 MI/KT B JIeHb co AHS —14 10 nHA
+3 (mpoduiakTHKa TeHEepalM30BaHHBIX CYJIOpPOr, KOTOpPbIE MOXKET BbI3BATh IIPHUEM BBICOKUX J03
Oycynbdana).

Huazemam 1 wMr/kr 3a cyTku 10 BBeAeHHS OycynbdaHa, Tpeocyiab(daHa. mpueM mpemnapara
npekpamanT K — 1 gHio (00sf3aTenbHO MPOJOJDKUTH MHUHHUMYM CYTKH, >KenarteabHo 48 4, mocie
nocjeaHero npuema Oycynb(dana) u 1Mo mokazaHusM.

@DeHUTOMH HAauYMHAIOT NMPUMEHSATH 3a ABOE CYTOK 10 HazHaueHus Oycynbdana B 1o3e 14 Mmr/kr B
TE€YEHHE MEPBBIX 2-X JHEH, 3aTeM 03y PeIyLHpYIOT A0 7 MI/KT , 3Ta 03a COXpaHsAETCs 2 CyTOK IMocie
oTMeHbI Oycynbdana. OTMEHAIOT (eHUTOUH K -1 AHIO ocTeneHHo. [Ipyu HEeBO3MOKHOCTH IEPOPAILHOTO
npreMa MEeJIMKaMEHTOB C 1IeJIbI0 TPO(PUIAKTUKU CyI0pOT Ha3HA4aroT KiioHasenam - 0,1 Mr/kr/cyT B/B unmu
auazenam

IIpopunakruka nopaxkeHus MoYeK:
['unepungysus 3 1/mM2 Bech nepro KOHAULUOHUPOBAHUS 0€3 IepephIBOB
Annonypuson B go3e 10 Mr/kr/cyTku 3a 2-3 mpuemMa Ha BeCh IepUO/1 KOHIUIIMOHUPOBAHUS

IIpoduiakTuka reMopparu4ecKoro HMCTUTA:

Tunepundysns ¢ 3amenaunBanueM 3-4 1/M° B coueranuu ¢ GypoceMuaoM 4 pasa B CyTKH MpH
BBeZICHUU ITKII0(docdaHa.
Mecna - obmas go3a - 180%-200% ot mo3sl nukiodochamuma. Pexxum BBeneHUs: HEMOCPEACTBEHHO
nepes HayajaoM BBeaeHus nukiaodochamuga 50-80% ot no3sl nukinodochamuga ObicTpoil nHY3UEH,
100-150% ot mo3bl mukiodochamuga BBOIAT MOCTOSHHON 24-u yacoBou mHpy3uer (umu mo 50% ot
no3bl ukiodocdana Ha 3, 6, 9 yac) ¢ momenTa Havana nHQPy3uu ukinodocdana. Pazponute Ha 5% p-pe
TJIFOKO3bI. PeXXMM MPpUHYIUTETFHOTO MOYCHCITYCKaHUS KaX/Ible 2 Jaca

HNudy3nonnas repanus:

Hauwnnaercs 3a 20 gacoB a0 nepBoro BBeaeHUs 1ukiodocdana, u 3akaHIYMBaeTCa yepe3 24 daca mnocie
TOCIIEHEr0 BBEICHAS [IUTOCTATHKOB. 3-4 1/M°/CyTKH 3a cuer HasHauenws: 0,9% pactBopa NaCl u 5%
pactBopa AekcTpo3bl. OHa HyKHa JUIsl THUIEPTHIpATAllid W 3alleladyduBaHMs OpraHu3Ma, B KOTOPOM
MPOUCXOTUT MACCHUBHBIM IIMTONU3, a TaKXKe SBISACTCS COCTAaBHOW YacThlO TMPOQHIAKTHKA
reMOppParn4eckoro IUCTUTA - OCIIOKHEHHsI OT BBeAeHWs nukiodocdana. Ilox cyrounsiM oObeMoM
BBOJMMO¥ KUJKOCTH MMOHUMAETCSI BECh 00BEM KHUIKOCTH, BBOJUMBINA BHYTPUBEHHO, BKITIOYAs MTPETIapaThI
KPOBH, pa3IMYHbIC BHYTPUBEHHBIC WHBEKINU U T.II. [Ipr HEOOXOAMMOCTH B MAapeHTEPATHLHOM MUTAHUU
CYTOUYHBIH O0BEM BBOJMUMON JKHUAKOCTH MOMKET YACTUYHO TIOKPBIBATHCS KOHIICHTPHPOBAHHBIMHU
pacTBOpaMu TITFOKO3bI U AMHHOKHCIIOT.

KonTpons: Oananc — kaxJple 3 yaca, Bec — uepe3 12 yacos.

bypocemu B/BEHHO KaXable 6 4aCOB CUCTEMATHUYECKH, €CIIM UMEETCS 3aJePKKa, TO 1032 alalTHPYETCSI.
[TpurymUTETEHBIE MOYEHCITYCKaHUsI Kaxaple 3-4 daca, IpH HEBO3MOXKHOCTH (OCOOCHHO Yy MaJIeHBKHX
JeTei) - KaTeTepHu3alus MOYEBOTO MY3bIps, HPPUTALHUsS YPOJIOTHYECKAM PACTBOPOM C J0OABICHHEM
HEOMUIIMHA U TIOJTMMUKCHHA.

IIapenTepajbHOe nuTaHKe (1MI1):
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B cBsa3u ¢ TeM uto mendanaH KOHKypUpPYeT ¢ (heHUITaJlaHMHOM, MapeHTepalbHOE MUTAaHUE, BKIHOYAs
AMHHOKHUCJIOTBI, HE CJIEYyeT JaBaTh 3a OJMH JIEHb /10 W O KpahWHEeW Mepe [0 ABYX JHEH mocie
MendanaHa.

Haznauaetcst npu HEBO3MOXKHOCTU IMPOBOAMTH 3HTEPATIbHOE (KaK CaMOCTOSITENIbHOE, TaK M 30HJ0BOE)
[IUTAaHUE BCIEACTBHE AHOPEKCUU U BBIPAKEHHOIO MYKO3UTA, KOTOpPHIE MPAKTUUYECKH HEU30EKHO
OCJIO’KHSAIOT TEYEHHE MOCTTPAHCIUIAHTALIMOHHOTO MEepHuojJa, HAauMHAasCh, KaK IMpaBWio, uepe3 2-3 JHs
nocie TI'CK. Ilpu strom HeoOXxoammo oOecneyrBaTh BO3PACTHBIE MOTPEOHOCTH B KaJOpHsX, OEIKe,
YIJIEBOAAX, JJIEKTPOIUTAX, MHUKPOAJIEMEHTaX, BUTaMuHaX. JKUpOBbIE pacTBOpHI CIEIyeT Ha3zHayaTb C
OCTOPOXHOCTBIO, TAaK KAK OHU MOTYT BbI3BaTh MOBBIIIEHHE TeMIlepaTypbl. Beixon Ha pexum nosxoro I111
- IIOCTENICHHLIN: 1-i neHs - 1/4; 2-i neHs - 1/2; 3-1i 1eHb — moJaHas J103a.

IITT pa3zmavaercs co mus +1.

Onpenenenne oobema napeHTepaibHoro nutanust = Cyrounblii 00beM - apyrue BBeaenus. [locie TI'CK
061t 06beM HH(Y3HOHHOM TepaIHi cocTaBisier 1,8 /M>/cyT.

Omnpenenenre MUHUMAIbHON KaJlOPUITHOCTH..

Onpenenenre NoTpeOHOCTHU B a30Te..

Omnpenenenre coctaBa IHEPreTUUECKUX cyOcTparoB. MakcuMalibHas CKOPOCTh MOCTYIUIEHHUS TJIFOKO3bI B
opranusm cocrasiset 0,5 r/kr/dac

OneKTpoauThl. J[03a 3IEKTPOIUTOB 3aBUCUT OT CYTOUHOM MOTPEOHOCTH U MATOJIOTMUECKUX

OpHMM U3 CaMbIX YacThIX OCJIOXHEHUH MOJHOrO MapeHTepalbHOIO MUTAHUS ABIIIETCsA runodocaTemMus.
Cuamxenne dochopa Hmwke 0,6-0,7 MIKB/1 TpeOyeT MmapeHTEpaJbHOTO 3amenieHus. [ Koppekuuu
ucnons3yercs 10% rmaroko30-1-docdar nodaBieHreM B OCHOBHYIO HH(PY3HIO.

Buramuner: ®onmesas kuciota — 15-30 mr/m” - yepe3 36 4. mociie BBEIEHUS METOTpekcara, 2-5
BBEJCHUH, Janee BHYTpb- B TeueHue | roxa, nmpu PTIIX - nonsiie. bonpHbIe, Haxosamuecss Ha MOJIHOM
MapeHTEePAIbHOM UTAHUM JOJLKHBI IOJydaTh TOTIOJHUTENIBHO BOJIOPACTBOPUMbIE BUTAMUHBI. BUTaMUHbI
Bi, B¢, donueBas kucinora. M3 XKuUpopacTBOPUMBIX BUTAMUHOB IPU HEJUIMTEIHLHOM MapeHTEpPabHOM
MMUTaHUH HEOOXOTUMO BBOJIUTH TOJIbKO BUTaMuH K - 1-2 pasa B Hezie/t0. B/BEHHO KarelbHO JI0 BBIX0/1a U3
aruIa3uu, a 3aTeM IO MOKa3aHUSM.

MOHHTOPHUHT BO BpeMsi IPOBEACHUSI MMAPEHTEPAIBHOI0 NUTaHUs. ['JII0KO3a CHIBOPOTKH MOHUTOPUPYETCS
€KEJIHEBHO, a IpPHU COYETAHUU MAPEHTEPAJbHOrO MUTAHUS C TJIIOKOKOPTUKOMAHOM Tepamueil wiu
BBISIBIEHHOM HApYyLIEHUU TOJIEPAHTHOCTH K TJIIOKO3€ - 2-6 pa3 B CyTKU. DJIEKTPOJIUTHI MOHUTOPUPYIOTCS
€XeJIHEBHO. AJIbOYMUH, TPUTIHUIIEPUIbl U KUCIOTHO-ILIEJIOYHOE COCTOSIHUE - 2 pa3a B Hexaento. KonTpoub
Beca - JIs OUeHKU d3(pdeKkra mapeHTepaJbHOr0 MUTAHUS KPUTEPUH MpeKpalleHHe MaJeHust Beca U
npubaBKa B Bece.

JHTepaIbHOe MUTAHUE:

HuskomukpoOnas nuera mns manueHToB nocie TI'CK. IMammentam mocne TI'CK, HaumHas ¢ Havaia
nexkoHTamMuHauMu U 1o 100 nHs mocne Tpanciiantauuu (mociae 100 nHS - MO MHAMBHUAYaJbHBIM
MIOKa3aHMSIM) U MallMeHTaM, NOJIy4arollluM UMMYHOCYIIPECCUBHYIO TEPAIUIO.

Huera nmauuentoB nocine TI'CK nomkHa 3aKiodarbcs B YMEHBIIEHUU PUCKA 3apa)KeHHUs] MHPEKUUIMU,
BBI3BIBAEMBIMHU JIPOXCKEBBIMU M IJIECHEBBIMM TI'pubamu, OakTepusiMH, BHpycaMU M Iapa3uTaMu.
ANIOTEHHbIE PEIUMMEHTHI JOJDKHBI COONIONATh 3Ty JUETY /10 MOJHOW OTMEHBl MMMYHOCYIPECCHUBHBIX
npenaparoB (CTEpPOUIOB, UKIOCIIOPUHA, TaKpoJMMyca, ap). (Tadnuma, cM. npuioxenue Ne 5, Crnmcok
pa3pelleHHbIX U 3alpeleHbIX TPOIYKTOB)

CrepusibHass nMIIa - C Hayajga T[POBEJIEHUS JIEKOHTaMUHaluu, 0e3 MoJjioka, 0e3 TJIoTeHa.
PekoHTaMuHaIMI0 HAYMHAIOT, KOTJA y MallMeHTa B aHAIU3ax MepU(epuyecKoil KpOBU B TEUEHHUE TPEX
CYTOK OTMEYAETCsl KOJIM4ECTBO rpanyiaonuToB > 500, wim > 1000 nmpu OTCYTCTBUM CHMIITOMOB OCTPOU
PTIIX. Benenue nakto3sl Ha AeHb +45, rmroreHa - Ha 10 - 15 nHel mo3xe, MpU OTCYTCTBUU OCTPOt
PTIIX u mnpobnem co croponsl JXKT. Ilpu PTIIX BO3MOXHBI UIMTEIbHBIE CPOKH OpaJbHON
JEKOHTAMHMHALIUY U CTepuiibHast nuuia. ToNbKo Mpy HOpMaJIM3alluu CTYJIa — CBEKHUE (PPYKTHI U COKU

I'emoTpancdy3uonHas repanus:
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Tpancdysuonornueckas TakTuKa:

- l'emoTpancdy3nonHas tepanus

a) C 1enpl0 CHUKEHUS HMMYHOTE€HHOCTH, C LIEJIbI0 MPOQHIAKTUKH HOCTTPAaHCPY3MOHHON peakuuu
«TpaHCIUIAaHTAT TMPOTHB  XO34MHA» BCE KOMIIOHEHThl KpPOBH IE€pEIIMBAEMbIE  PELUIUEHTAM
reMOINOATUYECKUX  CTBOJIOBBIX  KJIETOK, 1€1ecOO0pa3HO  MOJBEprarb  ramMMma-oOJdydeHHIO U
TpaHC(Qy3UpOBaTh C HCIOJIb30BAHUEM AHTUJICHKOLMTAPHBIX (QUIBTPOB, (UILTPOBaHHBIE (CHIKEHUE
KOJIMYECTBA JIEWKOLUTOB C II€JIbI0 YMEHbBILIEHUS PUCKA AJIOMMMYHHU3ALUU U BEPOSITHOCTH IEperadyu
BUPYCHBIX HH(DEKLINIT) TpernapaThl KPOBU.

0) [IpenapaTsl rpaHyIOIMTOB MOABEPTAIOTCS TOJIBKO OOIYyUEHUIO.

B) Tpancmnanrar TI'CK He QuibTpyercs u He 00aydaeTcs.

r) [IMB-ceponeraruBHble ManueHThl MO BO3MOXHOCTU noiydaroT [{MB-ceponeraruBHble mpenaparsl
KpOBHU (J1laHHas HHPOpMAIUs T0JKHA ObITh 0053aTEIbHO yKa3aHa B 3asBKe).

n) B cinydyae HecoBmaseHus Tpymibl KpoBU AoHopa u peuunuenta no ABO-cucreme u Rh-daktopy B
nepuoj ot nposeaeHus TT'CK 1o 3agukcupoBaHHOr0 MPUKUBJICHUS U CMEHBI IPYMIbl KPOBU MALMEHT
MOJIy4aeT TpaHC(HY3UOHHYIO TEPAIHIO COTJIACHO CXEME, IPUBEACHHOMN HIDKE.

['pynnoBast coBMecTUMOCTb noiepxka nanueHToB nocie TT'CK

I'pymmma kposu  ['pyrmima Tpanchysun Tpanchysun
Penunuenta  kpoBu OPUTPOIUTHI n  TpomMOOIUTHI M TUTa3Ma
Honopa TPaHyJOLUTHI
bonpmas ABO- 0 A 0 A, AB
HECOBMECTUMOCTh () B 0 B, AB
(ABO-major) 0 AB 0 AB
y peLUIIHCHTA A AB A0 AB
HUMCIOTCsA AT B AB B, 0 AB
npotuB Al' toHOpa
Manas ABO- A 0 0 A, AB
HECOBMECTUMOCTh B 0 0 B, AB
(ABO-minor) AB 0 0 AB
y JOHOpa UMEITCI AR A A, 0 AB
AHTUTCJIa IIPOTUB AB B B, 0 AB
Al pennnuenTa
bonpmias m manmas A B 0 AB
ABO- B A 0 AB
HECOBMECTHMOCTh
(ABO-major u
minor)

1) Tpancdy3uoHHasi TakTUKa JJis MALUEHTOB, PAa3JIMYHBIX C JJOHOPAMH KOCTHOTO MO3ra IO CHCTeMam
ABO u Rh.

TpanchysnonHas TakTUKa Ui NALMEHTOB, Pa3JIMYHbIX C JOHOPAMH KOCTHOrO Mo3ra no cucreMmam ABO
u Rh:

Ecaun goHop D no3utuBeH, a peuunueHT D HeratuseH,

B nHu ¢ +1 o +28 nHu cnenyet ucnosb3oBaTh D-Neg-3pUTpOKOHILIEHTpAT,

Co aust +29 — D-Pos-n070KUTENbHBIN 3pUTPOKOHIIEHTPAT.

Ecau noHop D HeratugeH, ucnomnb3yercss D-Neg-HeraTuBHbINA SpUTPOKOHLIEHTPAT.

I[Ipu ABO-HEecoBMeCTMMOCTM JIOHOpa U pELUIHUEHTa Meped MueilouHdysuel 10JKHA
MIPOU3BOIUTHCS OYHCTKA OT JIOHOPCKUX SPUTPOLIUTOB >98%.
[lepen muenoungysueil cieayer UCNOIb30BaTh IPYIITY KPOBU PEIIUIHEHTA.

[locne muenoundy3un — mnpoaykrsl rpynmsl 0 (I) no Tex mop, moka ABO-antuTena k
noHopckomy ABO-Tuny He nepecTanyT BbISBISATHCS U aHTUTTIOOYJIMHOBBIN TeCT Oy/1eT HeraTUBHBIM.

| AL



[enbto Tepanuu A0KHA OBITH TAPAHTHS! IOCTATOYHOTO JIOKAJIBHOTO U CUCTEMHOI'O KOHTPOJISL.

Haunnas co aust +60 npoBoauTcs onpeneneHue rpymnmnsl KpoBu u Rh-gakropa.

B cnydyae oGHapyxeHus XuMepbl TpaHC(QY3MOHHAs TaKTUKAa OCTAETCS COIVIACHO IMPUBEICHHON BBIIIE
TabImLe.

B curyanuu cMeHsl Ipynibl KpOBU Ha JOHOPCKYIO Jaliee HUCIOJIb3YIOTCS Mpenaparbl KPOBU JOHOPCKOM

TPYIIIBL.

2). [loxazaHusiMu K TpaHCQY3UH SPUTPOLIUTAPHON MACCHI ABJISAIOTCS:

B kauecTBe TpaHCc(y3MOHHOM cpeibl UCTIONB3YIOTCS IPEUMYIIIECTBEHHO OTMBITBIE SPUTPOLIUTHI.

- CHIKEHHE YPOBHSI reMoryiobuHa < 80 /i 4rciio spuTporutoB Meree 2,0 x 10/

- CHHWXKeHHue ypoBHs remorioonHa < 100 1/1 B yCIOBUSAX aKTUBHOTO KPOBOTEUYCHHS (TIPOJOJDKUTEIHHOE
HOCOBOE€ KpOBOTEUEHHE, reMopparnyeckuii nuctur, kpooreuenue u3 KKT, nerounsiii remoppax) ummu
IIPU MOJI03PEHUH Ha BHYTPEHHEE KPOBOTEUEHHE

- CHUXKeHHe ypoBHs remorsjobuna < 100 r/n y KJIMHUYECKH HECTAaOMJILHOTO MalyeHTa (IoJIMOpraHHas
HEJI0OCTAaTOYHOCTH, 10K, cencuc, kumeunas PTIIX 4 cr)

- CHWXeHue ypoBHA remoriioonHa < 100 1/nm mpu COMYTCTBYIOIIUX CEPAEYHBIX, JETOYHBIX HIH
1epeOpOBaCKYISIPHBIX 3a00JI€BAaHUAX, KOTOPbIE MPUBOJAT K 3HAUMTEILHOMY CHIDKEHHIO aocTaBku O B
TKaHU

- ocTpas nmotepst KpoBu B 00beme > 15 % OLIK unu cHmkeHnue ypoBHs reMorioouna Ha 20 Mr/mt u 6osee
B TeueHue 24 yacos

- ypoBeHb remorsiobuna < 100 r/m npu oxxugaemoi octpoil norepe kpoBu B ooveme 15% OLK (mpu
MOATOTOBKE K XUPYPTrUYeCKOMY BMELIATEIbCTBY)

HosupoBka 10 mur/kr (MakcumanbHO 15 Mi/kr), B/B €O cKopocThio 3-5 Mi/Kr/4ac (Kak HpaBUIIO
TpaHcy3us 3aHUMAET OT 2 10 4 4acoB)

1 no3a — 250 mu, Tpancgy3us Oosee IByX 103 €IMHOBPEMEHHO HE PEKOMEHI0BaHa.

3). [lokazanusmu K TpaHCPy3uu TPOMOOITUTAPHON MACCHI SIBIISFOTCSI:

Hcnonb3yrores TpOMOOLMTSI, TOJIy4€HHBIE OT OJJTHOTO JIOHOpa METOJ0M TpoMbouTodhepesa

- cHIkeHue ypoBHsS TpoMmOo1uToB < 20 000/MKJI B OTCYTCTBHE aKTHBHOI'O KPOBOTEUEHUSI Y KIMHUYECKU
CTaOUJILHOTO MAallMeHTa

- ypoBeHb TpoMOomuToB < 50 000/MKJI y mamueHTa ¢ mpu3HAKaMH KpoBoTedeHwus, B ycioBusx J[BC
CHUH/IpOMa, IpH ObICTPOM MaJeHUH ypoBHS TpoMOouuToB B OAK

- ypoBeHb TpomOouuToB < 80 000/MKJI MpW MOATOTOBKE K MHBA3MBHBIM TMPOIEAypaM HIIA MOCIE HUX
(BAJIL, ®I'/1C nnu xosoHOCKOMUS ¢ OHUOTICHEi)

- ypoBeHb TpoMbOouuToB < 100 000/MKJI B yCIOBHUSX AKTUBHOTO >KH3HEYI'POXKAIOIIETO KPOBOTECUEHHUS
(TpeOyromero TpaHchy3UHU SPUTPOIUTAPHON MACCHI, KPOBOTCUEHHSI BO BHYTPEHHE IPOCTPAHCTBO,
BHYTPUUEPENTHOE KPOBOM3IMSIHHUE, WIH B YCIOBUSIX BBHICOKOIO PUCKA KPOBOTEUEHHUM), MPH MOATOTOBKE K
BBINIOJIHEHUIO OMOTICUY TTEYEHU

Ho3upoBka: 1 mo3za Ha 10 kr Beca (70 xmetox/10 Kr), skemaTreabHO TOJIBKO OT OJHOTO JOHOPA, B/B CO
ckopocThio 10mi/kr/yac MunumansHoe Bpemsi BBeaeHus — 30 muH. Ilpu Hamuuuu TpaHCy3HMOHHBIX
peaxkuuil B IpOIIOM MPOJI0JKUTEIIBHOCTh TPAHCHY3UH MOXKET ObITh MEJIEHHOM (BILIOTH 110 4 4acoB).

4). [loxazanus K TpaHCHY3UHU ITIA3MbI

- KOaryJsomnarus

- aKTUBHOE KPOBOTEUECHHE

- MacCcHUBHas TpaHC(Py3UOHHAas Tepanus

Ho3upoBka: 10 mur/kr, cKkOpocTh BBeieHHs —3a 1-1,5 1

[Ipemenukanus

¢ p : N ,’..ir r { A oA A _/_.// ’; -
g 7 42f



[Tpemenukanus MOKeT OBITH Ha3HAUEHA B CIydae TIEPBOM B )KM3HH TpaHC(Y3HUH Mpernapara KpOBH, WIH B
cilydae TpaHC(py3MOHHOIO aHaMHe3a C aJUIEPrUYeCKUMH peaklUsIMU Ha MpenapaTbl KPOBU.
mupenruapamud) B/B 1% pactBop 0,5-1 mr/kr (MmakcumanbHOo 50 Mr) ¢ HpPOMEXYTKaMU MEXIY
BBEJICHUSIMU HE MEHee 4 4acoB.

kiemacTuH B/B 1% pactBop 0,1 mui/ron1 ’Ku3HU (MAaKCUMAJILHO 2 MT).

nexcamerasod B/B 0,15-0,2 Mr/kr maccsl Tea.

AHTHAIMeTHYeCKasl Tepanus:

Hauwnnaercs 3a 30 MUHYT 70 IEpBOTO BBEACHUS XUMHOMpenapaTa. [Ipu HeoOX0MMOCTH MPOJAOIKACTCS
24-48 d4acoB TOCJI€ TOCIETHEr0 BBEACHHUS XHMHIIPENMAPATOB. AHTHAIMETUYECKYIO TEpaIuio
MPEANOYTUTEIBHO TPOBOAUTH Npenaparamu 6iokatopamu SHT3 peuentopoB ceporonnna (OgaHceTpoH),
IPaHUCETPOH, TPONHUCETPOH B  PEKOMEHJOBaHHBIX  J03UpOBKax. MX MOXHO coueraTb C
TJTFOKOKOPTUKOUIAMU (J€KCaMeTa30H).

OnpanTtceTpoH mpwu mwioniaau Tena < 0,6 M> Ha3HAYAIOT 10 2 MT 3 pasa B cytkH, ot 0,6 M2, mo 1,2 M- TI0
4 wr, Goee 1,2 M” - 110 8 Mr 3 pasa B cyTkn. MOXHO HCIOMB30BATh APYTHE AHTHMHMETHKH- TPAHHCETPOH
1-3 mr/cyt, HaBoOaH 1-5 mr\cyt

Hexcamerta3oH — 0,2 MI/Kr — MEJIEHHO CTPYHHO Iepes BBeaeHueM nukiodocdana + H3-0nokarop., nunm
METWINPEAHU30JIOH) AJIsl YCUJIEHHsI IPOTUBOPBOTHOTO 3(dexTa. Anpenutant win (ochanpenuTaHT B
BO3PACTHBIX JI03UPOBKaX.

[Ipu orTcyrcTBUM OJOKAaTOPOB CEPOTOHMHOBBIX PELUENTOPOB MOXHO Ha3HayaTb HEHWPOJIENTUKHU
(XJIoprpomMasuH, TajloNeprI0J1) B COUETAHUH C TIIFOKOKOPTUKOUIAMHU.

IIpopunakruka BeHOOKKIHO3UOHHOI 00/1€3HM:

I'emapun u3 pacuera 50-75-100-150 en/kr/cyTku (KpoMe ariacTU4ecKod aHeMuun u O-Hu DaHKOHM) -
MIOCTOSIHHOM cyTOouHOM MH(]Yy3uel 3a 12 yacoB 10 Havajga KOHJUIIMOHUPOBAHUS MOCTOSTHHON 24 yacoBoil
B/B uHdy3uen (unu Ha 4 npuema yepe3 6 4yacoB) ¢ NEPBOIO JIHS Hadyajla PeKUMa KOHIUIIMOHUPOBAHHUS J10
s +21 (+30) (B 3aBUCHMOCTH OT KIMHUYECKON KapTUHBI T'€lapyuH MOXET ObITh OTMEHEH paHbLIe WU
MIPOJIOJKEH) WM Jp.MpenapaThl 1 Npo(UIaKTUKU U JICYEHHs 3TUX OCIIOKHEHUU. B 1eHb nmpoBeneHus
MuenonH(y3un HHQPY3HUIO TenapruHa OCTaHABIMBAIOT ¢ -3 10 + 3 ywaca. ['enapun nox kontposiem AIITB 2
pasa B HEJIEIIIO.

[pouuxnug 10-15 Mr/kr/cyT y naiieHTOB U3 IPYIIIbl BBICOKOTO pucka pazsutus BOb ¢ MomeHnTa Havana
KOHJUIMOHUPOBaHUS 10 + 21 1Hs.

VYpconesokcuxoneas kucinora 10-15 wmr/kr/cyr - ¢ | nHa xonauuuoHupoBaHus a0 +35, mpu
rUnepoOmIupyOMHEMUH I0JIbIIIE.

IIpodunakruka si3BeHHbIX OPAKEHUH KeJTyAKAa U MHIIEBOJA:
brokatopsl mpoToHHOM oMbl OMenpasos, aHTalu bl anreiaapar+marausa rugpokceu. [Ipu orcyrcTBun
MYKO3UTa aHTalKbl OTMEHsI0TCs. He Ha3HauaTh COBMECTHO C UTPAKOHA30JI0M B 1 mpuem.

Ilopnep:xanue ypoBHSI IaCCHBHOI'0 HMMYHHMTETA:

NmmynornoOynunsl B/BeHHO: 100 mr/kr (500 mr/kr) co aus -10 xaxayro Henento no nus 100, mpu
cHkenun ypoBHs IgG wHwxke 5,0 r/n. [lanee 1 pa3 B Mmecsny B TedeHHMM 3-6 MecslEeB IMOCie
TpaHCIUIaHTAI[U1

IIpopunakruka 60s1eBOro cMHAPOMA:
Mopdun — 1.5 Mr/kr B Buie CyTOUHON HHDY3HUH.

TpamanoJi, napaneramos1 u ap

IIpodunakruka ocreonoposa:
[Ipenapats! kanbuusa. Moagponosas kuciora 1-4 mr/mec npu npueme CsA u/unu cTepouios.
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IIpodunakruka UMTOJNUTHYECKON TMIIEPYPUKEMHUH:
Amnonypunoi - 10 Mr/kr/cyt B 2-3 mpuema B TaOJeTKax C IEPBOTO JHS KOHIUIIMOHUPOBAHUS JIO THS -
2 BrmounTenbHO 1 amr/10 kr (KpoMe ariacTUYecKoi aHeMur U O-Hu DaHKOHH).

I[Ipopunakruka peakum «TPAHCIJIAHTAT NPOTUB XO3AMHA»:
1. Huxsocnoput A - co nus -1 no 1-3 mr/kr/cyT nocrosiHHON cyrouHoi nH(py3uel. [locne npuxuBieHus
TpaHCIIaHTaTa, IpPU OTCYTCTBUM cHUMNOTOMOB octpol PTIIX, a Takke NpOsSBICHUA MYKO3UTA,
OCYIIIECTBJIISIETCSI TIEPEX0]T Ha mepopayibHbIN TipueM L[CA B CyTouHOM /103€ B 2 pasza OoJIbIE MOCTIEIHEH
BHyTpuBeHHOU. OTmeHa IICA y OOJIBHBIX, TPAHCIUIAHTHPOBAHHBIX [0 TOBOJY MPHOOPETECHHOMN
aruIaCTUYeCKOM aHEeMUM IPH OTCYTCTBHM cuUMITOMOB XpoHuueckodl PTIIX pekomennyercs uepe3 12
MmecsueB nociae TI'CK. ¥V OonbHbIX ¢ remobOnacTo3amu otMeHa LICA ocymiecTBisieTcss mpu OTCYTCTBUU
xpoHnueckor PTIIX u momHOM XMMepu3Me B KOCTHOM MO3TE.
Ho3upoBanue [{uknocnopuna A:
TpebGyemasi KOHLIEHTpaLKs B KPOBU:
pu B/BeHHOM BBeneHuu - 120-200 ur/mm, 300-500 ur/mn /c metabomn./;
npu npuéme BHYTpb — Ha TO - 100-200 ar/mi, T2 —300-500 Hr/mi;
npu KoHLeHTpamu MeHee 100 Hr/MiT - OCTOPOKHOE MOBBIILIEHKE J03bI IPU OTCYTCTBUU TOKCUYHOCTH;
mpu - 450-700 Hr/mi - oTMEHa BEYEpHETO Iprema, mpodoiikuTh 70 % OoT 10361
mpu - 700-1000 Hr/mi1 - OTMEHA Be4epHEN 10361, MPOAOIKUTH 40 % OT 10361
6osee 1000 Hr/mn - cyTku nay3a, HaunHath 40 % OT 103HbI.
TOKCHYHOCTB:
- IIpY TIOBBIIIEHUU KpeaTuHUHA Oosiee 50% - penykuus 1036l Ha 25%
(ecnu KpeaTHHUH HE CHU3UTCS - CHU3UTS e1iie Ha 25%);
- ipu oBbIieHNH 607ee 100% - 50% pemykuus 10351
(6omee 200% - mayza 1-2 nus, nanee 25-50% oT 10361);
- IpY TIOBBILIEHUH OMIMPYyOHHA
6osee 34 mmoub/1 - 30% pemykuus
6osee 85 MMomb/1 - may3a 1-2 gus, 3atem 25-50% oT 10361,
IIPU MOSIBJICHUU CYI0POT - [1ay3a B Tepanuiu.

2. Metotpekcar B 103¢ 10 Mr/M> MpHMEHSIOT B BHIE KOPOTKOH B/B mHDy3nm Ha muu +1,+3,+6, (+11
BO3MOYHO OTMEHUTD IIPU TOKCUUECKHUX IPOSBICHUSIX).

[Ipn HeBO3MOXHOCTM B0300HOBIEHHUS L[CA mocine NpuWKUBICHHUS TpaHCIJIaHTAaTa (IJIABHBIM
ob6pazom, mpu HeHpOTOKCHIHOCTH) TIpodrutakTuka mpoBoautcst PTIIX merorpekcatom B mpo3e 10 Mr/M
pa3 B HEZEIIO.

Kanbums (natpus) domunar (Kameuus pommnat) Ne3, uepes 24 ugaca mocne merorpekcara 30 mr/m2,
(15Mr/M%) B/B KaKkzbIe 6 JACOB.

3. MeTunnpenHu30JI0H BHYTPUBEHHO CTPYWHO B cyTouHOU A03e 0,5 mr/kr B Teuenue 30 aHEH, HauYnHas
co aus +1.

4. MukogeHnonoBasi kuciaoTa (aKkTUBHBIM MeTaboauT Mukodenona moperuna)l0 -30mr/kr/ g

(BO3MO’KHA MOJIU(UKALIUS CXEM)

5. Takponumyc 0,02- 0,03 mr/kr/nens (He 6osee 2 MI/CyTKH)

Jlo3upoBaHue TaKpOJIMMYyCa B 3aBUCUMOCTH OT CTETICHH MIEYCHOYHOU M MOYEYHON HEJOCTATOUYHOCTH

JlaGoparopHsbie Crenean

MoKazaTesun Hesnauntenbnas | Cpenusis Tsoxenast JKuzneyrposxaronas

Kpeatnnun 1.25-2.0 x | >2.0-2.5 X | >2.5-3.0 x| >3.0 X HCXOAHBIN

MJ1a3Mbl HWCXOTHBIN HCXOTHBIN HCXOTHBIN oKa3aTelnb WU
IMOKa3aTellhb IMOKa3aTellhb IMOKa3aTellhb reMouajn3

OOmmit 34-51 mMoOJIB/I 52-102 mmoans/n | 103-255 > 255 MMoOJIB/I

] e, A
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OounupyouH MMOJIb/JT
AJIT u ACT >200-399 E/n >400E/n >700E/n >
% pemykuu 10361 | 0-25 % 25-75 % 25-75 % 50-100%
Takponumyca
Koppekuust 10361 TakpoJinMyca B 3aBUCUMOCTH OT KOHIEHTPALIMU B IJIa3Me
Konnentp | 2-5 5-10 10-15 15-20 20-25 >25
arus
TaKpOJIUM
yca
(ng/ml)
% VBenmnuenn | YBennuenu | He YMmenpmnTh | YMeHbUTh | OcTaHOBUTH Ha 12
HUsmenenu | e e MeHsaTh | Ha 25-50% | Ha 50% 4acos, 3aTeM
€ J103bl Ha 50-100% | Ha 25-50% YMEHBIIUTD Ha
50%
Cxema CHW)KEHHUSI U OTMEHbI METUWJINIPEAHU30JI0HA
Jlan Jlo3a MeTUIIpeIHN30JI0Ha OTtBer
0-7 2 MI/Kr/ieHb Ecnu nostyden otser, To
8-14 1 Mr/Kr/neHb Ecnu nostydeH oTBer, TO
15-28 0.5 mr/kr/nenp Ecnu nonyuen orser, To
29-42 0.25 Mr/kr/neHb Ecau nostydeH oTBer, TO
43-56 0.25 Mr/Kkr uepe3 AeHb Ecnu nonyuen otset, To
57-70 0.125 mr/kr yepes ieHb Ecau nostydeH oTBer, TO
71-84 0.067 mr/kr yepes JieHb Ecnu nonyuen orser, To
85 OtmeHa MeTunpeaHu3osioHa npu orcyrcTBuu npusHakoB PTIIX. He naumHath
CHIDKEHHME JI03bl Takpoyiumyca B TedeHue 4 Henenp mnocine otmeHsl ['K.
[Tocrenennoe cHUKEHUE TaKpoJuMyca 1o 25% 10361 B MECHIL.

OcJ105kHeHusl, CBSI3aHHBIE ¢ TPAHCIJIAHTAlM el TeMON03ITHYECKUX CTBOJIOBBIX KJIETOK:
OclOXXHEHHsI PaHHEro MOCTTPAHCIUIAHTAIIMOHHOTO TepHoJa BO3HMKAIOT B TedeHue 100 mHel moce
TpaHcmianTauu: Tokcuueckue, MMMYHOJIOTHUECKHE, HHPEKIIMOHHbIE
1. Toxcuueckue ocnoxuenuss TI'CK

A) T'ematonoruyeckasi TOKCHYHOCTh
MAaHIUTOINEHUs (KOJIMYECTBO IPaHyI0IUTOB B KpoBU MeHee 0,5—10y/n, TpoMOonuToneH s, aHeMus);

b) [Topaxenne JKKT:
TOITHOTA W pBOTa (XUMHUOpanuoTepanus, ampo B, mukinocnmopus, myko3ut, uarepctuimaisaas GVHD,
renaTut, NaHKPeaTuT, KUIIeuHble MH(EKITIH)
mucdarus (MyKO3UT NUIIEBOA, KaHauaa, pediatokc, PTIIX, nokcumukimm)
6onesoit cunnpom (PTIIX, xumeunsie nndexnuu, BOJ, nankpeatur, s3Ba, reMopparudeckuii 1UCTUT,
repriec 30CcTep, NCeBA0MEeMOPaHO3HBIN KOJIUT)
muapest (xumuopaauotepanusi, PTIIX, kumeunsie nHpEKnm, mceBIOMEMOPaHO3HBIN KOJIHT)
uneyc (OnmuaThl, CETICUC, TUTIOKATUEMUS, KHIIeYHbIe HHPEKIINH, TAaHKpeaTuT, mHeBMoHUs, PTTIX)
KpOBOTE€UEHHE (IPO3UBHBIM TacCTPUT, sI3Ba >KEIYyJAOYHO-KUILIEYHOIO TpaKTa, PEaKIUs TpaHCIIaHTaT
npotus xo3suHa/PTIIX, Myko3uT)

B) TI'emopparuueckuil ypeTputr, LHUCTUT, IHUEIUT, OOTypalus CrycTKaMu, OOCTpYKTHBHAas
yponaTus

I') [loueuynas HenocrarouHocTh (Oycynbdan, nukiIopochmua, cyMmmapHas TOKCUYHOCTB)

J1) Ileuenounas TokcuaHOCTh (Oycynbdan, mendaian)

E) HeiipotokcuuHocts (OycynbdaH uTapaduH)

K) KapanotokcuuHocThb (IuTapadlH, MUTOKCAHTPOH)
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3) [Hopaxkenue xoxu u anonenus (6ycynbdan, HuKIopochmmn)
W) Merabonuyeckue HapyuIeHUsS

K) DuporemuansHoe nopaxenue (Oycynbdan, mendanan):

e CunapoM MONIKOBHII

¢ BeHnooxtoznonHas 00Ji€3Hb

e Jludpdy3Hble anbBeoIIpHbIE TEMOPPAruu

e CUHJIPOM UJMONATUYECKON THEBMOHUU

e CHUHJIpOM MOBBIIIEHHON KaMUJUISIPHOM TPOHUIIAEMOCTH

CHHIPOMBI IHI0TEJIHATBLHOT0 OBPEXKICHHUS:

BEHO-OKKJIIO3UBHAsl 00JIE3Hb NEYEHH, CHUHJPOM MOBBIUICHHON KaNWJUIIPHONH MPOHUIIAEMOCTH, CUHAPOM
NPWKUBIIEHUS, AU(Py3HbIE allbBEOJSIPHbIE KPOBOUBIUSAHUSA, TPOMOOTHYECKAas MHUKPOAHIHOIATHS,
uaMonaTuyeckasl THEBMOHUS U CUHAPOM MOJMOPraHHONW HEJ0CTaTOYHOCTH.

1. Beno-okkito3uBHast 6oJie3nb nedenu (BOBIT)

CunapoM 00yCNOBJIEH MOBPEXKACHUEM HSHAOTENHAIbHBIX KJIETOK IEYEHHU, CHUHYCOMJIOB U IelaTOLUTOB
BBICOKMMH J103aMU ITUTOCTaTUYECKUX IIPETapaToB.

Knaccuueckumu npusnakamu BOBII saBnstorcss runepOunupyOuHemusi, Oojie3HEHHasl remaroMeranus,
aciuToM, OOJSIMH B DSIHracTpajbHOM O0OJAaCTH M MpaBOM IOJIOBUHE XMBOTa M IpubOaBKa B Bece,
BbI3BaHHAs 3aJiepkKoil xuakoctu. [lpu Tsokenom TeueHuu OOJIe3HM Ppa3BUBAIOTCS IEYEHOYHAs!
HEJO0CTAaTOYHOCTh (IenaTopeHaNbHbI CHUHIPOM), TPOMOOIMTOIIEHUS, PE3UCTEHTHAs K IEepeIUBaHUIO
TPOMOOIIMTHOM Macchl, IEUEHOYHAs SHIIepaonaTus.

Bosuukaer BOBII uame B nepsoie 35-40 mueit mocine TI'CK. IlepBbie mpu3Haku BEHOOKKIIO3MOHHOM
0ose3Hu neyeHu MoryT nosiButhesi Ha 10-14-it nenp nocine TI'CK. Paznuuator kiaccuueckyro BOBII,
Bo3HuKawmryto B mepBeie 14 nmueir mocine TI'CK, mosmmioro BOBII u BOBII ¢ nommopranHoit
HEJ0CTaTOYHOCTHIO.

CornacHo nuarHoctuueckum kpurepusim llentpa @pena Xatunncona BOBII nuarnoctupyercs mpu
Hanuyuu 2 u Oosiee u3 ciuenyromux npusHakoB (B mepBble 20 maeit mocie TI'CK): oumupybun >20
MKMOJIB/JI, TemaToOMeTalvus u/wim 00JIb B IpaBOM mojapedepbe, nmpudaBka B Bece (>2-5% oT 6a3anbHOTO
YPOBH$), aCIIUT.

Jleuenne BOBII rnaBHbIM 00pa3oM CHMNOTOMAaTHYECKOE M HAIpaBJICHO HAa OrPAaHUYEHHE BBEJICHUS
XJIOpUJA HATPUS, PECTPUKIMS KHUAKOCTH, CTUMYJSALUSA AUYpe3a, MOJJIEp:KaHWE BHYTPUCOCYIUCTOTO
o0beMa U MOYEHHOH nepdy3uu 3a cueT aabOyMHUHA, IJIa3MadKCIaHJAEpOB U TpaHC(]y3uil KOMIIOHEHTOB
kpoBu. Hanexnoil cneunduueckoit tepanuu BOBII He cymecrByer, Hambosee oOHaaeKUBaroLUe
pe3yNbTaThl JOCTUTAIOTCS IpU NpuMeHeHuu aepuodporuna (20-40 Mr/kr/cyTku) v, B MEHbIIEH CTENEHH,
PEKOMOMHAHTHOTO aKTHBATOpa TKAaHEBOIO IUIa3MuHOTeHa. [Ipu pa3BUTHM BBIPAXKEHHON MOpPTaIbHOU
TUIEPTEH3UN MOKET IPUMEHSTHCA TPAHCBEHO3HOE BHYTPUIIEUEHOUHOE MOPTOCUCTEMHOE IIIYyHTUPOBAHUE.

2. CuHIIpOM MOBBITIIEHHOW KanuJuIsipHOM poHuiiaeMoctu (capillary leak syndrome)

[Ipy gaHHOM OCJOXXHEHHH SHAOTENHATIbHOE MOBPEXKJCHUE MPOSBISIETCS IIaBHBIM 00pa3oM BBIXOJIOM
WHTPABACKYJISPHOM JKUJIKOCTH B MHTEPCTULHAIBHOE IPOCTPAHCTBO C Pa3BUTUEM THIIOBOJIEMUH,
TKAaHEBBIX OTEKOB M OpraHHbiXx mnoBpexaeHuil. [Iposisercs B mepsble 15 nueit mociae TI'CK wu
XApaKTEpU3yeTCsl  TaxXUKApAueH, AapTepUalbHOM TMIOTEH3UEH, IIOYEYHONW  HEIOCTaTOYHOCTHIO,
rUNoagb0yMuHEMHeH, mpubaBKkoi B Bece, FreHepaM30BaHHBIMU OT€KaMU U BBINIOTAMH B MOJIOCTH (aCLUT,
IUIEBPUT, TEPUKAPAUT). XapaKTepeH IIJIOXOM OTBET Ha CTUMYJIIMIO METJIEBbIMU JUYPETUKAMH U
HelpeJcKa3yeMasi, yallle HeyAOBIeTBOpUTENbHAs 3(PPEKTUBHOCTD TIIOKOKOPTUKOUIOB. VIMeeT odeHb
BBICOKYIO JIETAIBHOCTB IPH IIPOTPECCUPOBAHUMU.

K ¢akropam pucka oTHOCST HCIIOIb30BaHUE TPAHYIOLUTAPHOIO KOJOHHECTUMYIUpYolero gaxropa (I'-
KC®), Goratsiit xumuotepanesruueckuit anamues nepen TI'CK, neponcrsennyto TI'CK, nannune HLA-
HecoBmecTuMocTu. B tepanuu — I'KC, BBeneHre nonaMruHa B NOUYEYHON J03€, PECTPUKLIUS )KUIKOCTH.

3. Cunnpom npuwxkusnenus (csepxoctpas PTIIX?)
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B mnartoreneze AOMUHUpPYET MAacCHMBHOE BBICBOOOXKIECHHE MPOBOCIAIUTENbHBIX IIUTOKHMHOB TKaHSIMH,
MOBPEKJICHHBIMU ~ MHTCHCUBHBIM  KOHJIUIMOHUPOBAHMEM H BOCCTAHOBJIEHUEM HEUTPOPUIOB U
mum¢onuToB. Pa3BuBaeTcss B TeueHue 72 4acoB OT MOMEHTAa Hayajga pocTa HEUTpOo(UIIOB, INIaBHBIMU
KIIMHUYECKUMU KPUTEPHUSIMHU SIBISIOTCS BBICOKAs JIMXOPAJKA HEACHOW HTHOJIOTHH, PE3UCTEHTHas K
aHTHOAKTEepUAIIbHON TEeparuu, KOXKHAsl Cblllb, MHQUIBTPATHI B JIETKUX WM THIOKCEMH. MOryT Takxke
OTMEUaThCsl Juapes, yBEIMUEHUE Beca Teja, HapylleHue (QYHKIUU [E€YeHH, IOYeK, LEHTpabHON
HEPBHOM CHCTEMBI. XapaKTEepHO MOJHOE pa3pemieHue 3a 1-5 nueii B 6omee yem 80% cirydaeB nmpu paHHEM
MPUMEHEHUH TJIFOKOKOPTUKOCTEPOUA0B. OYEBUAHO, YTO OTIMYUTH 3TOT CUHApoM OoT octpoit PTIIX
MOYHO TOJIBKO PETPOCIEKTHBHO.

4. Muddysueie anbBeosisspHbie KpoBousnusaaus (IAK)

JAK o6b1yHO pasBuBatorcsa B nepBble 30 aneii nmociae TI'CK u yacto coBmagarT ¢ BOCCTAHOBJIEHUEM
remonons3a. Knunnueckas kaptuna JIAK xapakrepusyercs ObICTPbIM pa3BUTHEM JWCIIHO?, TAXHUITHOD,
HENpPOIYKTUBHBIM KallljleM, TUnokceMueil. Ha peHTreHorpaMMe BBISIBIISIOTCS OYaroBble Wik AUPPy3HbIE
MHTEPCTULIMATIbHBIE WIN albBEOJIIPHbIE HUHPWIBTPATHl B CPETHUX U HUKHHUX OTJIENAX JIETKUX. TUITMYHBIM
SBJIIETCS NaJCHUE TeMOIVIOOMHA, HHOTJAa ¢ HEOOJBbIIMM MOBBIILIEHUEM YPOBHS HENPSAMOro OminpyOuHa.
WNuorpa HabmonaeTcsi KpOBOXapKaHUE, a NMPHU BHIIOJHEHUH OPOHXOCKONUHM M OpPOHXO-aJIbBEOJISIPHOTO
JIaBaka OIPeJIeIIIeTCsl FEMOPPAaruyeckoe OTAEIIEMOE U3 TUCTATIbHBIX OTAEI0B OPOHXUAIBHOTO JepeBa.

B neueHun nmpuMEHSIOT BBICOKHE J103bI KOpTHUKOCTEpOHJIOB (10 30-50 MI/Kr/cyTku), peKOMOMHAHTHBII
Vlla ¢axrop, antaronuctel TNF, onHako npsiMas U aTpuOyTHUBHAs JIETaIbHOCTh OCTAIOTCS BBICOKUMU —
75% x 60-My mHIO.

5. TpomboTHYecKass MUKPOAHTHOTIATHUS

TpomboTHyeckass MUKPOAHTHOIIATUsl BKJIIOYAET B cedsi reMosnTuko-ypemuueckuit cunjapom (I'VC) u
TpoMOOTHUECKYI0O  TpomOommrTonennueckytro mypnypy (TTII). B  marorenese mpeoOnagaroT
reHepajin30BaHHas SHAOTEIHalbHAs JAUCYHKIHMSA, BHYTPUCOCYAUCTAsh akTUBALUs TPOMOOLMTOB U
¢dbopMupoBaHre TPOMOOLUTAPHBIX TPOMOOB B MHUKPOLMPKYJISLIUHU. XOTS 4YacTOTa Pa3BUTHUS CHUHApPOMA
nocie amiorenHo TI'CK moxer nocturats 7-15%, OOJNBIIMHCTBO CIy4aeB MPOSIBISIETCS TOJIBKO
naboparopasiMu eHomeHamu. MctuaHbie, kauHudecku pacroszHaBaeMbie ['YC u TTII, BcTpewaroTcs
CYUIECTBEHHO  peXe. XapakTepHble  KIMHUYECKHE  MPOSBICHHS:  TIEMOJIMTUYECKass  aHEMHUs
MUKpPOAHTMONIaTUYECKOTO XapakTepa, TPOMOOLMTOIEHUS, IMOBBIIIEHUE MOTPEOHOCTH B TpaHCPY3HSIX,
JUXOpaJKka HEWH(EKIMOHHOTO TIeHe3a, MoYeyHas AUCQYHKLIMS, HEBPOJIOIMUYECKUE CHUMIITOMBI
(KopTHKaIbHas CIENOTa, CYJI0POTH).

@dakTopaMu pHCKa Pa3BUTUS TPOMOOTHYECKOW MHKPOAHTMONATHHH SIBJSIIOTCS TOTaIbHOE OOJIydeHHE
Tena, NMPUMEHEHUE HHTMOMTOPOB KallbLIMHEBpHUHA, auioreHHas HepoacTBeHHas TI'CK, anturenHsle
pacxoxnenuss HLA nonopa u penunuenta, PTIIX, LIIMB/rpubkoBas nngexuus.

B nedeHuu nmpUHIMNMAIBHO Ba)XKHO NPEKPATUTh MPUEM HMHTHOUTOPOB KalbIIMHEBPUHA (ILIUKJIOCHOPUH,
TaKpOJUMYC) KaK MPOBOIMPYIOIINX J@aHHOE oOcJokHeHue (akTopoB. IIporHo3 TpombOOTHUYECKOH
MUKpPOAHTHOTIaTUH XOPOIIHA, TOJIBKO €CJIM OHA MHIYLHpOBaHa HHIMOUTOpaMu KajlbLMHEBpUHA. Bo Bcex
OCTAJIbHBIX CUTYalUsIX — IPOTHO3 IIJIOXO0M, HECMOTPS Ha JIIOOYI0 TEpanuio, B TOM YUCIE C IPUMEHEHHEM
mIa3MooomMena, ctoiib d¢dextuBnoro B nedeHuu TTII, Bei3Banno antutenamu k ADAMTS 13.

6. CuHIPOM UIUOTIATUIECKON THEBMOHUHT

WNnnonarnyeckas nueBMoHus (MI1) onpenensiercst kak MHTepCTULIMANIbHAS THEBMOHUS 0€3 0OHApYXKEHUS
natoreHa. OOcyxaaercs pojib TOKCUYECKOTO TOPAXKEHHUS JIETOYHOTO DJIUTENUs W SHIOTEIHs
MOHHU3UPYIOIIMM OOJTy4€HHEM U BBICOKMMM J03aMH aJKUJIUPYIOIIMX AareHToB ¥ HMMMYHHOTO
MOBPEXKJCHHS, OMOCPEIOBAHHOIO BOCHAJIWTENbHBIMU LUTOKMHAMU. Berpeuaercs B 10-20% ciyuaes
nocie ayutoreHHodt TI'CK. Tunuuen nedrotr UII okosio +21 nHs B BuAE JIMXOPAAKH, HEMPOAYKTUBHOTO
KallUIsl, TAXUITHO?, TUIIOKCEMUU; IPU PEHTTEHOJOTHYECKOM HCCIIeI0BaHuU 00HapyXuBaroTcs 1udPy3Hbie
QJIbBEOJISIPHBIE WM HHTEPCTULMAIbHbIE HHQWIbTpaThl B JierkuX. Crenupuyeckoro JjeyeHus He
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CyIIECTBYeT, oO0cyxmaercss 3()PeKTUBHOCTh KOpTHKOCTepouoB u aHTuTen K TNF-0. JletampHOCTh
nocturaet 50-70%.

7. lonnopranHasi HEAOCTATOYHOCTh

SBnsiercs puHaNBHON cTaguell NPOrpecCUPOBaHUS BCEX BBILICONMHMCAHHBIX CUHAPOMOB. XapaKTepU3yeTcs
IByMsl U 0Oojiee KPUTEPUSMU U3 HIKECIEAYIOLIUX: HapylleHue (YHKIUU LEHTPAIbHONW HEPBHOU
CUCTEMBI, JbpIXaTelbHasl HEIOCTAaTOYHOCTh, IOYEYHAs! HEJOCTATOYHOCTh, IIEYEHOYHAs! HEJOCTATOYHOCTD.
JlaHHBIN CUHAPOM HEPEJKO SBIISETCS HEOOPATUMBIM.

€CMOTpsi Ha MHOroo0pasue KIMHUYECKUX MPOSBICHUN CHUHAPOMOB 3HJOTEIHAIBHOTO IMOBPEKICHMUS,
[IaTOr€HETUYECKUE OCHOBBI HX Pa3BUTHs SBIISIOTCA €OUHBIMHU. bosiee TOro, 3adacTyr0 B peajbHOU
MIPaKTUKE KIIMHUYECKUE YEPThl BHIIICONMCAHHBIX CUHAPOMOB Pa3BUBAIOTCA JINOO OJHOBPEMEHHO, MO0 C
«repeKpecToM» 0e3 BO3MOKHOCTH UX YETKOTO pa3rpaHUyeHUS.

I'emopparnyeckuii HUCTHT:

Yacroe ocnoxnenne TI'CK. MoxeT cylecTBEHHO YUIMHUTH TOCIUTAIM3ALMI0 U B pAAE CIydacB
MIPUBECTH K JIETAIIBHOMY UCXOY.

HmeeT ciekTp MposIBICHUM OT MUKPOCKOIIMYECKOW FreMaTypUHU JI0 BBIPaKEHHOIO KPOBOTEUEHUS U3 MOYe-
BBIBOJSIILIUX ITyTeH ¢ (GOpMUPOBAaHUEM OOCTPYKTUBHON MOYEUHON HEAOCTATOYHOCTH.

Bcerpeuaemocts BeipaskeHHOT0 reMopprudeckoro muctuta (') cocraBnser oxoso 3-4%.

Panee I'l] Bcerma accoumupoBanu ¢ MpUMEHEHHEM IHKiIodochamMuaa B KOHIUIMOHUPOBAHUU.
AxpoiienH, meTabonuT nukiopochamuia, TOKCUYEH A YPOTEIUS MOUYE-BBIBOISAIINUX MyTeH, 0COOEHHO
JUIS CIIM3UCTOW MOYEBOro my3bips. JlydeBas Tepamnus Takke BIMSET HA pPa3BUTHE JAHHOIO OCJIOKHEHUS.
[Toznnee pasutue 'Ll 0OBIYHO acCOLMHUPOBAHO C BUPYCHBIMU HHQEKUIUSMHU, MOPAXKAIOIHUMU MoOue-
BBIJICIIUTENbHBIN TPAKT, HanboJsIee yacTble U3 KOTOPBIX nojuoMa-Bupycsl — BK win JC, pexe aneHoBHUpYC
1 OYEHb PEJIKO IIUTOMEralOBUPYC.

Knununyeckue nposiBiaeHus:

bonb B HIDKHEW TPETH KUBOTA UM HAJl JIOHOM, TU3ypusl, TeMaTypusi, ydalleHHue MOYEHCITyCKaHUH, peaKo
— OOCTpYKIMSI MOYE-BBIBOIALINX ITyTeH, THIPOHEDPO3 U OCTpasi HOYEUHAss HEJOCTaTOYHOCTb.
Cramuposanue ['11;

1 Muxkpockonudeckas reMarypus;

2 Makpockonudeckasi reMaTypus;

3 I'ematypus co crycTKamu;

4 TemaTypust co CrycTKamMH M HapylleHHEM (DYHKIHMHM I[OYEK BTOPUYHO K OOCTPYKIMH YPUHAPHOTO
TpakxTa.

Jwnarnocruka:

I'll nomwken ObITh 3amomo3peH y moboro perunuenta TI'CK mnpu  pa3BuTUM  reMarypuw.
HuddepenunanbHas  IUarHOCTHUKAa  MPOBOJAUTCS ¢ HMH(EKIUeH  Moue-BBIBOJSAIIMX  IyTEH,
TpoMOOIMTONIEHUEH, KoarynonaTuei 1 MeHCTpyalueil.

OOpa3upl MoOuYM JIOJDKHBI OBbITh HampaBi€Hbl HAa MHUKPOCKONHIO, IIOCEB M BUPYCOJOTHYECKOE
uccinenosanue (Bximoyatomiee ITHP-auarnoctuxy BK, JC, anenoBupyca u murtomeranoBupyca). Y3U
MOYEBOI'O Iy3bIps MOJXKET I0Ka3aTh YTOJIIEHHE €ro CTEHOK, IPUCYTCTBHE CTYCTKOB B IPOCBETE U
CHIDKEHHE €r0 HaKOIUTEJIbHOM CIIOCOOHOCTH.

Jleuenmue:

OcHoBHasi 3ajaya — OCYIIECTBUTh AKTHMBHOE IPOMBIBAHME CIM3UCTOM MOYEBOTO MY3bIPS 3a CYET
runepruparauuy 1 GopcupoBaHHOTO AUYpE3a.

e ['mneprunparaums;

Nndysus B/B 06beMOM He MeHee 351/M2/CyTKH

e  @DopcHpOBaHHBIN ANYPE3
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®ypocemun B 1o3e 0.5-1.0 MI/kr B/B Moy KOHTPOJIEM OTPULIATEIHHOIO BOJHOIO OajgaHca U MOHUTOPUHTA
Beca.

e Koxcynpranusi ypojora A MalMEHTOB, KOTOpPblE HE OTBEYAIOT HA BbILIICIIEPEUYHCICHHBIE
MEpPOTIPHUATHSL.

e Bo03MOXHO HCIIOJIB30BaHHE SCTPOTECHOB.

e Karerepuzauus MOUYEBOTO My3bIps JJS OCYILIECTBICHHUS IOCTOSIHHOM HWppUranuu W/Wian Ui
ABaKyalliy CTYCTKOB.

e  Tpancdy3uu spuTpomaccsl AJis NOAAEpKaHUS YPOBHS remorioOuHa >80 /.

o  Tpamchysnn TPOMOOKOHIIGHTpATA IS [OUIEPIKAHKS YPOBHS TPOMOOLHTOB >50 X 10°/L

e  O06e300MBaHuE C 1EBIO 00JIETYNUTh 00JIM B 00JIaCTH MOYEBOTO ITY3bIPs (CIIa3MOJIUTHKH, IPOMEIO,
IIpY HAJIUM MOYBOTO KaTeTepa — MOp(puH)

e Penykuus UCT npu BeipaxkeHHOM niau noBTopHoM I'Ll, oco6eHHO MO31AHEM, BHI3BAHHOM BUPYCHOM
nH]eKIuen

e B TspKensIX ciydasix — UCTOCKOIUS € 3BaKyalluel CryCTKOB, PEIKO - IIUCTOCTOMMUSL.

e Heo0xoaumo u36eraTh UCIOJIB30BAHMS MPENapaToB TPAHEKCAMOBOM KHCIOTHI, TaK KaK OHU MOTYT
MIPUBECTH K (PUKCAI[UU CTYCTKOB M 0OCTPYKIIMY MOYETOYHHUKOB.

Hekotopyto 3 @exkTUBHOCTH  MOTYT  NpOJEMOHCTPUPOBATH  rumepOapuyeckass  OKCHUT€HaIus,
npocrarnasaud E2, nHTpaBe3ukynsipHOE BBEACHUE IpOCTarjaHanHa, GopMainHa.

['emoparunyeckuii IUCTUT, BRI3BAHHBIN MUKIOGOChHaMUIOM

[Ipodunaktuka - BBeaenwe nuKIOPochammmaa 00S3aTETBHO  COMPOBOXKAACTCI  MECHOM |
TUIIEprupaTanuei.

Jleuenmue:

Yamie BO3HMKAET BO BpeMs WM BCKOpE mocie uHdy3uu mukinodochamumaa. Heooxoauma ruaparanus 3
1/M2/CyTKHU.

Ecnu remarypust pa3BuBaetcs Ha (GOoHE BBEIIEHUS MECHBI, BO3MOXKHO JIOTIOJIHUTEIHLHOE BBEIACHUE MECHBI
u3 paccueta 25% OT CyTOYHO 10361, Aajiee eXETHEBHO /1032 MECHBI MOBHIIIAaeTcs Ha 25%.

Bupyc-accouuupoBannsiii I'L]

OO6sb1uno0 Bo3HMKaeT uepe3 1-3 mec mocne TI'CK.

B nedennu ncnosp3yroTcst oOuIye NpUHIUIbL.

Jusa I'L] 3-4 cr u noxkymentupoBanHoM Hanuuuu BK unu ageHoBupyca, win npu oOiiemM HapyleHHOM
COMAaTHYECKOM COCTOSIHMHM, MOTPEOHOCTH B TpaHC(Y3USAX, BOMOXHO MCIIOJIb30BAHUE HHU3KUX J03
1uA0(oBHUpa TONOTHUTENBHO K IPYTUM MEPOTIPUSTHUSIM.

3. PeOpuIbHAs HEHTPONCHUSA:

[TanuenTsl ¢ HedTponeHue (konuuectBo HeWTtpoduioB wmenee 1000/mMkin) Moryr pa3BUTH
OakTepuanbHble HMH(EKIMH, MHOT/Aa CTPEMHUTEIBHO IPOIPECCHPYIOIIME 3a Yachl W INPUBOJISAIINE K
Pa3BUTHUIO CENTHYECKOIO MIOKAa, MOJUOPraHHON HEAOCTAaTOYHOCTH MU CMEPTH, OCOOEHHO €CJIM OHU
BbI3BaHbl [ pam-oTpuniarenbHbiMu OakTepusiMu. [1oaToMy upe3BbIUaiiHO BaXKHO Kak MOKHO OoJjiee paHHee
Ha3HAYeHUE BBICOKUX /103 AHTUOMOTUKOB mMpokoro cnekrpa nedctBus (LIC/) npu maneiimem
M0I03PEHUH HAa HH(DEKIIUIO.

®eOpuiibHas HeUTponeHus — o rbeM Temneparypsl 6osee 38 rp C 2 p ¢ uHTepBaioM B 2 yaca uiu 38,5
rp C u BbIlIE OJHOKPATHO Y ManueHTa ¢ HeiTponenuell. Eciau y nanuenTta ¢ HeMTponeHuil Temneparypa
Menee 38 rp C, ciaemyeT Bce paBHO 3aI0J03PUTh CETICHC, €CIU 00JIbHOW UMMYHOKOMIIPOMHUTUPOBAHHBIH,
temiieparypa 6omnee 37 rp C, nosbiien CPb, nauuenTt nonydaer koptukoctepouas! win HIIBC, umeer
TUIOTEH3UI0, TAXUKAPAUIO WIIM PECTIUPATOPHBIN JUCTpeECC.

BceMm nanuenTam B HEMTPOIIEHUH, UMEIOIIUM JIMXOPAJKY, HEOOX0AUMO BBIIOJIHUTD CIEIYIOIIEE:

cobpaTh MoAPOOHBIN aHAMHE3

BBINIOJIHUTh TIIATENbHOE (U3MKAIBHOE MCCe0BaHue, oOpaias OCOOCHHOE€ BHUMaHHE Ha KOXKY B
obnactu Bbixona LIBK, ckianku kKoxu, Moi0CTh pTa, pOTOMNIOTKY, 00J1aCTh IPOMEKHOCTH U JIETKHE
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€XKEJIHEBHO OCYLIECTBIISITh reMOKyIbTYyphl U3 LIBK 1 sxenatenbHo u3 nepudepuieckoil BEHbI

MIOJIHBIIM 001K aHAJIU3 KPOBU ¢ popMyioi U pacuupennyto onoxumuio ¢ CPb

HCCIIeIOBaHUE MOYHU

PEHTTEH I'PyIHOI KIETKH MPU PECIUPATOPHBIX CUMITOMAX

anainu3 PCR Ha Bupycs! kpoBu (LIMB, 3bB, AJIB)

acnupaT WIK Ma30K U3 HOCOTJIOTKU MIPU PECHUPATOPHBIX CUMITOMAX

KT nerkux (ecnu nuxopazka npojoiikaercs 6osee 4-5 nHel, nepen Moaudukanued npoTUBOrpuOKOBO
Teparnuu)

V3U Opromioii mosoctu (TIpu Iuxopaake 0osiee 4-5 qHEH)

Jpyrye UCCIeI0BaHUS B 3aBUCUMOCTH OT KIMHUYECKOH CUTyalluu

[Ipu Ha3HAUEHUH MHUIMAIBHOTO aHTUOMOTHKA HEOOXOIMMO YUUTHIBATh CIIEYIOLEE:

MpebIAyIINEe Pe3yabTaThl FTEMOKYIbTYP, I0CEBA MOYH, CTYJIa U TIp.

IIpeIbIAYIIHE NCII0JIb30BAHHBIC Y MAllUEHTa B/B WIM NEPOPaIbHbIE AHTUOUOTUKH

QJJIEPTUIO HA JIEKApCTBEHHBIE MTpenapaThl

COCTOSIHUE (PYHKIIUU [TOYEK U [TEYEHU

JKeJaTeNIbHO - Pe3yabTaThl CKpUHUHTA Ha MyTaInio A1555G (HenmepeHOCMMOCTh aMUHOTIJIMKO3HUIOB)
OMnupuyeckas Tepanusi aHTUOMOTUKaMMU:

[Ipenapatsl nepBoii IMHUM 3aBUCAT OT LEHTPA U SMHAIEMHAOIOTUYECKON CUTYALINH:
[Munepaunmiun/Tazo0akTam

AMUKALIMH

BankoMHIIMH WM TEHKOIUIAHUH — MOYKHO J00aBUTH MPHU MOJIO3PEHUH HA KaTETEPHYIO HHPEKIUIO.

[Ipu annepruy Ha NEHULMJUTMHOBBIN psii — @ropxuHoyioHbl. [Ipu Myrauuu B reHe A1555G amukanux
MO>KHO 3aMEHUTh Ha B/B IIUIPO(PIIOKCAIIUH.

JUis manueHToB B CENTHYECKOM LIOKE, C MO3UTUBHBIMU I'€MOKYIbTYpamMH, HEOOXOJUMO pPacCMOTPETh
Borpoc 00 ynanenuu [[BK.

Ecnu He mpoucxoauT ynydileHus: COCTOsIHUS yepe3 48 yac oT Havyasa a/0 Tepanuu npenaparaMy nepBoi
JUHUM, TAUEeHT NpojosbkKaeT JmxopaauTh Bbime 38 rp C, K Ta30UMHY M aMUKALKHY A00aBISIOT
BAHKOMHIIMH.

Ecmu nmuxopanka coxpansiercs 4 qHst u O6osiee, Hano BoIMOIHUTE KT rpynHoit kierku, Y3U OpromHoin
MOJIOCTH M MaJIOro Ta3a M cpa3y HadaTh NMPOTHUBOTPHUOKOBYIO Teparuio (Harmpumep, kacnodyHrun 70
Mr/mM2 miepBas no3a, paigee 30 mr/m2, unu amdorepunmHoM B B nmo3e 3 MI/Kr/CyTkH), MpoAonKas
nepopaybHyto npoduiaktuky. Ilpu paguonorndeckux npuzHakax IpuOKOBOM MHGEKUHUU MPOBOIUTCS
KOMOMHUpPOBaHHAsl IPOTUBOTpUOKOBas Teparnus aMpoTepuliMH B u sXxuHOKaHIMHAMH (Kacro(yHIMHOM
win MukadpyHruHom) B/B. Ecinm mnpusHakoB rpuOKoBoil HH(pEKIMUM HE OOHApYKEHO, BBEJICHHUE
am¢oTepunHa B ocraHaBIMBaloT.

JIOTIOTHUTENBHO K 3TOMY, IPU COXPAaHEHUH JIUXOpaaKu 4 THS U 0osiee Ta30LKUH SMIUPUYECKU MEHSIOT Ha
MEPOHEM.

Kpome TOro yuduThIBalOT BCE MO3UTUBHBIE T€MOKYJIbTYpPbl M COOTBETCTBEHHO MOIUPUIMPYIOT a/0
COTJIACHO CHEKTPY UYBCTBUTEIBHOCTH MUKPOOPraHU3MOB.

[Ipu Bcex OGakTepueMusx JUIMTEIbHOCTh a/0 Tepanuu JOJKHA cOCcTaBiATh He MeHee 10 nueit (ans Staph.
aureus MuHUMYM 14 nueit). Bcem OonbHBIM C JTOKa3aHHOW OakTepueMuerd HEOOXOIMMO BBITIOIHATH
IIOCEBBl KpPOBH 2 p B Heaemo. EcnM reMoKynbTypa OCTAaeTcs NMO3UTHBHOM, IPU COOTBETCTBYIOIIECH
yyBcTBUTENbHOCTU [|BK 3akpriBatoT «3amxom» ¢ BankomuiuHoM jaubo LIBK ynansior.

Ecnu reMoKynbTypbl HEraTuBHbI, a/0 Tepanui0 PeKOMEHIYETCS MPOJOKUTh MUHUMYM S5 JHEH U He
MeHee 48 4acoB OT MOMEHTA, KOTJla MallMeHT CTaHeT a(eOpUIbHBIM.

[TaruenTam ¢ rpuOKOBBIMU MH(MEKIHUSIMU B HEUTPOTIEHUHU TaKKe PEKOMEHYeTCsl IPUMEHSTh TpaHCPy3un
JOHOPCKHUX I'PaHyJIOLHUTOB.

[lopnepxxuBaromas Tepanusi BKJIOYaeT B ceOs ©XKEIHEBHbII MOHUTOPUHI (QYHKUUHU TOYEK,
AJIEKTPOJIUTOB, MHPY3MOHHYIO TEPAIUIO JJIs MOAJIEpKaHus JOJDKHOIO 00beMa IUPKYIUPYIOIIEH KPOBH.
[Ipu nepcucTeHINU TUXOPAJAKH HEOOXOIUMO YBEJINYUBATh 00beM UH(PY3UH C YUETOM HOTEPh KUAKOCTU
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nyreM nepcnupanuu. Hapymenwe ¢yHKuuum mnoyek TpeOyeT mepecMoTpa 103 HWJIM OTMEHBI BCEX
MOTEHIMATIBHO HE(PPOTOKCUYHBIX NTPENapaToB.

[TaruenTs! ¢ GpeOpunbHON HEWTpONIEHUEH BCeraa JOJKHBI NOJMydaTh a/0 IUPOKOro CHeKTpa JeHCTBUS B
JOTIOJIHEHHE K CHelU(PHUUEeCKOMY  aHTUOMOTHKY,  MOJAOOpaHHOMY IO  YYBCTBUTEIBHOCTHU
MUKpPOOPIaHHU3MOB.

[Ipu nHpEKIHUIX TOJOCTH PTa, 3yOOB, MPOMEKHOCTH 0053aTeIbHO Ha3HAYEHWE METPOHUI030J1a B/B. [lpn
[I0I03PEHUH Ha KIIOCTUIUAIBHBIN KOJUT METPOHH1A30J1 JKelaTeleH B epopaibHoi (hopMe.

Jlst maruenToB nociie amio TI'CK oGcyxnaercst:

Uepe3 48 uvac nuxopaikd Jake B OTCYTCTBHHM JOKA3aTEIbCTB KaTETEPHOW W/MIM CTapUIOKOKKOBON
nH(EKIn — 700aBUTH K Tepari BAHKOMUIIHH.

[Tpy MO3UTHUBHBIX TEMOKYIIBTYPAX JUTUTSIBHOCTD B/B TEPAITMA aHTUOMOTHKAMU — MUHUMYM 10 THEH.

Nmmynonoruueckue ocnoxuenuss TI'CK.

Haubonee TskenbiM OCI0KHEHUEM U OJHOW M3 OCHOBHBIX IMPUYUH CMEPTU OOJBHBIX MOCIIE aJTION€HHON
TpaHcmianTauu sisiercst ocrpast PTIIX, udactora Bo3HHMKHOBEHMsI KoTopod pocturaer 30% mnpu
poactBenHbix TI'CK u 80% npu Mcnonb3oBaHUM HEPOJACTBEHHOTO COBMECTHMOIO JIOHOpa. B ocHoBe
[IATOTE€HE3a DJTOT0 OCJIOKHEHHUS JIEKUT OTCYICTBHE IIOJTHOM COBMECTMMOCTH KIETOK JOHOpa H
perunuenta no HLA-cucreme u peakiuus 3peibix JoHOPCKUX T-muM@pOoIMTOB Ha KIETKU penunueHra. B
3aBUCHMOCTH OT MHTEHCHBHOCTH KIMHWYECKUX nposieHui paznugarot I, II, III u IV crenenn ocrpon
PTIIX. Knunuueckue craauu u ctenenu octpoit PTIIX npeacraBnensl B Tabnunax.

Octpas u xponuueckas PTIIX:

OnmHuM W3 BaXHEHIIMX OCIOKHEHHH TpaHCIUIAHTAIMH TeMOMOo3TH4YecKuX CTBOJIOBBIX KieTok (TI'CK)
ABJIIETCA peakluus «TpaHciuiaHTaT npotuB xo3simHa» (PTIIX) - chexctBue MMMYHOJIOTMYECKOTO
KOH(IMKTa MeXay 3peiabiMu JToHOpcKkuMU T numdonuTamMu ¥ aHTUT€H-NPE3EHTUPYIOIUMHU KIIETKAMU
(AIIK) perunuenTa.

HecmoTps Ha mnpodunaktuky, pacnpocrtpaneHHocTs Jjerkoi PTIIX cocrasnser okono 30-40%, a
cpennersokenon - 10-20%. B mactosmee Bpems pazmmuator 4 kareropuw PTIIX (tabmuma 1):.
KJIACCUYECKYI0, TEepPCUCTUPYIONIYI0, XPOHHYECKYIO, CHHIPOM TMEpeKpecTa OCTPOW M XPOHUYECKOUH
(Apperley J., Carreras E., Gluckman E., Masszi T. Haematopoietic stem cell transplantation. /The EBMT
Handbook 2012, P68§3).

1) xnaccuyeckas octpas PTIIX (msatHucTo-mamysie3Has Cblllb, TOIIHOTA, PBOTA, aHOPEKCUs, Tpody3Hast
Uapesi, Wieyc, X0JeCTaTHUEeCKUil TeraTuT), Bo3HuKaromas B Teuenrne 100 qHel mociie TpaHCIUIaHTau|
WK UHQY3UU TOHOPCKUX JTUM(OIUTOB; 2) NepCUCTUPYIOIIasi, BO30OHOBIISIOIASACS WK TO3/HSS OCTpast
PTIIX — mpusnaku knaccuuyeckoil octpoit PTIIX 0e3 OTAMYMTENBHBIX CUMITOMOB XPOHHUYECKOW B
teuenue 100 mHel mocie TpaHCIUIAaHTAIMU WM UHQY3UU JOHOPCKHUX JIUMQOIUTOB (YacTO HaOIIOdaeTCs
IIpU OTMEHE UMMYHOCYIIPECCUBHOM Tepamuun); 3) CUHAPOM Iepekpecta ocTpoil u xponuueckoit PTIIX
(MaHugecrauus u Toi, u Apyroi); 4) xponnueckas PTIIX.

Tabnuua 1.
Knaccugukanus octpoit u xpounueckoit PTTIX
Kareropun PTIIX Manudecrauus Hanu4yue Hanu4yue npuzHakoB
CHUMIITOMOB — CPOK NPHU3HAKOB xponuyeckoi PTIIX
nociae TI'CK au6o octpoii PTIIX
DLI
Knaccuueckas ocrpas PTIIX <100 ngHeW  wim Ha Her
MEHEe




[Tepcuctupyronias, > 100 gueun Ha Her

BO300HOBIIAIOLIASICS 1100

no3sHAs octpast PTITX

Xponunueckas PTIIX Her BPEMEHHBIX Her Ha
OTpAaHUYECHUI

Cungpom mnepekpecta octpoi | Her BPEMEHHBIX Ha Ha

n xpoHnueckon PTIIX OTPaHUYECHUHN

B Tewenme 100 mneil mocie TpaHCIUTAHTALMHM WM WH(Y3UM AOHOPCKUX JTUMQOIMTOB y PEUMITHUEHTA
MOXkeT pa3BuThcs octpas PTIIX, kotopas MOXET IPOSBIATHCA B BUAE NOPAKEHUS KOXKH, KEITYAOUHO-

KHILIEYHOI'O TpakTa U nedeHu. Boiaenstor 4 crenenu ocrpoi PTITX.

OcTpas peakuusi «TPAHCIVIAHTAT NPOTUB Xo3simHay» acute GVHD

oPTIIX pa3BuBaercs, Kak NpaBWwIO, B NEPHUOJ, HayMHArOmuica 3a 1-2 AHA 10 Hadajna MoabeMa

JIEUKOIIUTOB M 3aKkaHuuBaromuics gaeMm +100.
Knaccugukanus u kputepuu craaupoanus octpoit PTIIX npeacraBnens! B Tabnuuax 2 u 3.

Tabauua 2. Kiimanyeckoe onpeneienue crenedu ocrpoii PTIIX.

Crenenb Kowxka IleyeHb Kumeuynuk
+ (1) Makyno-nanyne3nas | bunupyoun, 2-3 | Huapes, > 500 mu/cyTku
CBHIIb <25% | mr/mn (34-50 | (300-580 mut/m> B CyTKH).
ITIOBEPXHOCTH TEJa MKMOJIb/JT) *Nuapes > 10-15 wmu/kr/24 1 1ubo
MIOCTOSIHHASI TOIIHOTA U «+» OHOTICHUS
++(2) Makyno-nanyne3nas | bunupyoun, 3-6 | Huapes, >1000 miu/cyTku
CBIIb 25-50% | mr/mn (51-102 | (580-880 mut/m” B CyTKH).
ITIOBEPXHOCTH TEJA MKMOJIb/JT) * lnapest > 16-20 mu/kr/24 u
+++ (3) | ['enepanin3oBaHHas bunupybun, 6- | duapes, >1500 mu/cytku
pUTpoEpMa 15 mr/ma (103- | (>880 mu/m’ B cyTkn)/
255 mxmoun/n) | *lnapes > 21-25 mu/kr/24 4y
++++ (4) | ['eHepasM30BaHHAS bunmpyoun, CunbHast abpoMuHanbpHas 00yb ¢ win 0e3
pUTpoEpMa c|>15 MTI/IUT | wiieyca
JIeCKBaMaluen u | (>255 * uapest > 26 mi/kr/24 q
obpaszoBanue Oy MKMOJIb/JT)
Tabnuna 3. Knunnueckoe cranuposanue octpoit PTITX™.
Cragus Crenenb Hapymenue
Ko:xxa Ileuennb Kumeynuk byHKIUN
0 (oTcyrcTBYyeT) 0 0 0 0
I + 1o 0 0 0
(yterkas) + +
(crenens 1-
2)
11 + 110
(ymepenHast) + 4+ + + + +
(crenenn3 (creneHpb 1| (crenens 1)
WJIH) WJIH)
III ++ 1o + + 1o + + 1o ++
(BpIpaXKeHHast) +++ +++ +++
() (crenenp  2-3 | (creneHs 2-4)
WJIH)
1\ ++ 1o + + 10 + + 1o +++
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(>KM3HU yrposKaromias) ++++ +4+++ +4+++
(crenenp 4 | (cTeneHs 4)
WJIH)

(*Cwm. Tabnury 2)

Tabumnua 4 . Knuauyeckoe craauposanue ocrpoii PTIIX

Cranus CreneHb
KO3Ka ne4YeHb KKT
[-nerkas 1-2 0 0
[I-ymepennas 1-3 1 1
[-Tsxenas 2-3 2-3 2-3
Iv- 2-4 2-4 2-4
KHU3HEYrpOoXKarouas
Tabnuua 5
Crenenu opranHoro nopaxenus rnpu octpoit PTIIX acute GVHD
Crenennb Koxa Ileuenn Kumeynuk
NopaKeHust
[IaraucTo- bunupyoun Huapes  (Mmi/M2 B
IaIryJe3Has Chlllb (MMOJIB/1T) CYTKH)
1 <25% 34-51 300-580
2 25-50% 51-102 580-880
3 I'enepanu3oBanHas 102-255 >880
SpUTpOIepMa
4 bynne3nbiit >255 CunbHass 0onbp WU
SIUAEPMOJIN3 nieyc

K mposiBnenusm octpoit PTIIX oTHOCAT CHWXKEHHE amnmeTuTa, TOIIHOTa W pBOTA (TIOJATBEPKICHHUE
ouoricuel npu 3HI0CKOIIHIH).

Tabnuna 6.
KJIMHUYECKOE CTAJIMPOBAHUE OCTPOI PTIIX
Crenenb
Cragus Koxa Ileuens KKT
I - merkas 1-2 0 0
II - ymepennas 1-3 1 1
III - Tsoxenas 2-3 2-3 2-3
IV - xusneyrpoxatomas | 2-4 2-4 2-4
Huarnoctuka PTIIX

Koxa: mnpoBenenue Ouoncuu (TUCTOJOrMYECKOE, HMMMYHOTHMCTOJIOTHYECKOE, BHUPYCOJIOIHYECKOE,
0aKTEepUOJIOrMUECKOE HUCCIIEA0BAHNSA)

KKT:  mpoBemenme  DHIOCKONHUHM,  OWOTICHU  (THCTOJOTHYECKOE,  HMMYHOTHCTOJIOTHYECKOE,
BHUPYCOJIOTMYECKOE, OaKTEepHOJOTHYECKOE MCCIEAOBaHMsI) IpU JUAarHOCTUKE 2 U 0OoJjiee CTerneHu
nopaxenus JKKT npu coxpaneHus: KIMHUYECKUX IposiBiIeHU Oosee 1 Henenu

[leuens: IIPOBEJCHUE ouorncuun II€YEHU (Tucronoruyeckoe, MMMYHOTHCTOJIOTHYECKOE,
BHPYCOJIOTHYECKOE, OaKTEPHOJOTUUECKOE HCCIEAOBAHUA) MPU OTCYTCTBHH 3PdeKTa OT MPOBOIUMOI
Tepanuu OoJiee 1 Mecsila o peleHno KOHCUInyMa
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Peaxmus oTTopkeHus (HEMPUKUBJICHHUS) TPAHCIUIAHTATA.

DTa peakuusi COMPOBOXKIACTCS pa3BUTHEM MpHU3HAKOB arutazuu KM u nepudeprndeckoil maHIIUTOTICHUH.
Bepostaocts ee 3mauntenbHo (1m0 20%) Bo3pacTaeT y OOJNBHBIX AA, OCOOEHHO MPH TMPU3HAKAX
AUTOMMMYHHU3AIIMH MHOKECTBEHHBIMU T€MOTPAHC(Y3UsIMH, MOTYYCHHBIMU JI0 TPAHCIUIAHTAIINH, a TAaK¥Ke
y penunuentoB KM ¢ mpeaBapUTENbHBIM «UCTOIICHHEM» T-TUM(OIUTOB HWIAM OT YaCTUYHO
COBMECTHMOIO JJOHODA.

PexoMeHaum no npasuiiaM NpoTokosa BeneHus nauenton nocie TT'CK
L. ITpodumaxtuka PTITX
HecmoTps Ha mnpoduiaktuueckue Mepbl Mo mnpeaynpexiaeHutro Bo3HukHOBeHuss PTIIX (cenexuust
MaKCUMaJIbHO COBMECTHUMBIX JOHOPOB, HCIHOJb30BaHUE HMMYHOCYIIPECCUBHBIX IpENaparoB B
KOHJUIIMOHUPOBaHUHU), mpobiema npodunaktuku u jedeHus PTIIX ocraerca cepbesnoil. Haubonee
4acTO MEXIYHAPOIHBIM HCIOIB3YeMbI mpoTokod st nmpoduiaktuku PTIIX cocTtouT u3 accoumanum
CsA umu Takpomumyca 1 MTX/unu mukodenon ModeTut.
CsA Moxer ObITb 3aMEHEH B WHJIUBUIYaJIbHOM MOPAJKE Ha METWINPETHU30JIOH WU Jp.
MMMYHOCYIIPECUBHBIN Ipenapar B cilydae MPOTHBOINOKa3aHUN K npuemy CsA (rmodyeyHass TOKCUYHOCTD,
LUKIJIOCTIOPUHOBASI HEHPOTOKCUYHOCTH ).
Bce koppekuum Tepanuu MPOBOASTCS TOJIBKO TOCiE KOHCynbTramuu Bpada otaenenus TICK.
Haznauenne u Koppekiusi Tepanu IPOBOJUTCA BpPavyoM TPAHCIIAHTOJIOIOM KJIMHHUKH, Tle Oblia
nposeneHa TT'CK.
C nmaunueHTaMHM M HMX POJICTBEHHUKaMU MPOBOJATCS Oeceabl O HEOOXOAMMOCTH COONIOACHUS
TUTMEHUYECKUX TpeOOBaHUU, OrpaHMYEHUE KOHTAKTOB, MCIIOJIb30BaHUE MAcKH, M30eraHus HWHCOJISALUN
(npumenenue kpemoB ¢ Y®O-punbTpamMu, COJHIE3AIIMTHBIX OYKOB), IPaBUJIBHOTO MUTAHUS
(MCKITIOUAIOTCS OPEXHU, MOPOKEHOE, 0000BBIE, CBEKHE OBOIIU U (PYKTHI, CIICIINH, KOITYEHOCTH, COJICHUS,
CMETaHy, CIMBOYHOE MacJio, MOPETIPOIYKThI, Yail B MaKeTUKaX, IIUTPYCOBbIE U T. 1) (Tabnuua 1).
1. «3onoToit cranaapT» npodunakrtuku PTIIX
CsA 3 mr/kr/aens co qus —1 no nus +30 B/B, nanee nepopanbHo 10 aHs +180
Takpomumyc 0,02.Mr/Kr/cTyKn
MTX 15 mr/m* Ha 1eHb +1, 10 MI/M> Ha THH +3, +6, +11
2. Moauduxanuu (cM. pexxuMbl KOHTUIIMOHUPOBAHNUSA):
Jleuenue octpont PTIIX:
Jleuenne PTIIX ocHOBaHO Ha MCIOJIB30BAaHWHM KOPTHUKOCTEPOUIOB B ACCOLUMAIMU C IUKIOCIIOPUHOM U
MuKo(peHona moderunoMm. B kauecTBe anbTepHaTUBHOM Teparvyd MOTYT ObITh MPUMEHEHBI Mpenaparhl:
TaKpoJIUMyC, cupoJuMyc. B kauectBe Tepanuu 3-H JMHUM BBICTYNAIOT LUKIOQochamun,
anTuTUMoLMTapHbIi rinobynmun (ATI), anturena k CD52 (Campath 1 H), anturena x peuentopam IL-2
(mHONMIMMOMA0, nmaxim3ymal), aHTuUTena K (Qakropy Hekpo3za onyxonu anbha (uHOIUKCHMAO,
ATAHEPIICTT).
Cragus I-1I - LicA + Ilpennusonon 2mr/kr ¢ 50% peaykuuei 103bl Kaxable 5 JHEH MPHU XOPOIIEM
OTBETE.
Cramusa >II - LcA + Ilpenauszonon Smr/kr ¢ 40% penykiuen M03bI KaKIble S5 IHEW MPU XOPOIIEM
otsere. [Ipu HemoJIHOM OTBETE WK MU IporpeccupoBanuu yepes 3 aus HazHadaercs ATI 1,5 dnakona
Ha 10 xr 3 gus (ecnu mumdouutsl >10%)
Octpas PTIIX siBnsieTcs MWL 4aCThI0O IMMYHHOTO OTBETa HA BBEICHUE PELUITHUEHTY JOHOPCKHUX KIIETOK,
JApyrasi €ro COCTaBISIOIIAs — pEeaKlUs «TPAHCIUIAHTAaT IPOTUB JIEHKO3a», KOTOpas pPa3BHUBACTCS
ogHoBpeMeHHO ¢ ocTpoil PTIIX. IToaromy paszsutue octpoit PTIIX I-II cT. xemarenbHO, MOCKOIBKY
160 He TpeOyeT CrenruaIbHOro JICUCHUS, JIN00 HAXOJUTCS M0 MEIUKAaMEHTO3HBIM KOHTpoJieM. B To xe
BpeMs nossieHue octpoil PTIIX III u IV cT. kpaiiHe omacHo, Tak KaKk Teparus 3TOr0 COCTOSHUS 4acTO
ObIBaeT Oe3ycnentHoi, cMmeptHocTh focturaet 80—100 %.
[lepBas nmuHus:

- IPEAHU30JI0H 2-5 Mr/Kr 3 nHs (ajee B 3aBUCUMOCTH OT OTBETA)
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- nognepxkanue CsA - konuentpauuu 220-250Hr/Mi1 npu napantepajibHoM BBesneHuu u 120-150

HI'/MJI TP IEPOPATbHOM BBEJICHUU

JlonoHUTENBHO:

- npu nuarHoctuke kumeyHod PTIIX: Tonbko mapenrtepanbHoe BBeaeHue CSA, OKTPEOTH]
0,05-0,1 mr/kr/gac B TeueHnue 3 qHei (ganee B 3aBUCUMOCTH OT 3¢ dekTa)

- npu auarHoctuke nedyeHoyHou PTIIX: ypconezokcuxonenast kuciaora 14Mr/kr.
Bropas nunus:

- Takposiumyc (BMecto CsA) 0,015-0,05 mr/kr ¢ konnentpanueit 12-18 Hr/mn

- yBenu4eHue 1036l MuKO(peHonara Moderuna g0 45-50 mr/kr (Mmax — 60 Mr/kr)

- npu nporpeccuut kumedyHoi PTIIX — nnpnukcumad 10mr/kr/nen (6yaeconus 9Mr/cyTku)

- SKCTpaKoprHopainbHbIi PoTodepes™
Tpetbst muHUS (SKCIIEPUMEHTANIbHASA):

- yJbc-Tepanust MeTuinpeanu3oaoHoM (10-30 mr/kr/cyrku BBeaeHue 3-5 nHei)

- cUpoIMyC He 0oJiee 4 MI/CyTKH

- MetoTpekcar 10Mr/m2/Hen (y mauueHToB ¢ aHemue @aHKOHU — SMr/M2/Hen)

- ataHepcent 16 mr/mM2 (ue 6osee S0Mr) 2 pa3a B HEAETIO

- ME3EHXUMAaJIbHbIE CTBOJIOBBIE KJIETKU 1-2 MIIH/KT €KEHEeIeNbHO

- MOHOKJIOHAJIbHTBIE aHTUTeNA (nakan3ymad 1 Mr/kr minm OasmmmkcuMad B jgo3e 20 mMr/cyTku 2
THS, Janee ©XKEHeNeNnbHO; anemMTy3ymaO(kypcoBas gmo3a - 0,6mr/kr) / HmmyHOrnoOynuH
AHTUTUMOLMTApPHBIN (KypcoBas go3a - 160Mr/kr) / UMMyHOr/I00yIMH aHTUTUMOLIMTAPHBINA (KypcoBast
no3a 12,5 mr/kr) / OKT-3 / Bu3mimzyma0
- nuknogocdan 20mr/kr/Hen
- TJIO (total lymphoid irradiation) 2 I'p

[Ipu TpancmnanTanusx ot poAacTBeHHoro noHopa: CsA Ha —1 neHs B nmoze 1 mr/kr, ecinu y
ManueHTa 3JI0KayecTBEHHOE 3aloJjieBaHMe, U 3 MI/KI Yy pEUUINIMEHTOB C HE3JI0KaYeCTBEHHBIM
3a0o0JieBaHMEM B/B CyTOUHOM MHPY3uel. Kak TolbKO CTaHOBUTCS BO3MOKHBIM MepopaibHblil mpueM, CsA
Ha3HA4aeTcsi BHYTPh B 03¢, B 2 pa3a Oojblne BHyTpuBeHHOU. [lampHeimmii mpuem u a0361 CsA
BAPBUPYIOT B 3aBUCUMOCTH OT IPOSBJICHUI NMOYEYHONW TOKCUYHOCTH Mperapara U ero KOHIEHTpAlUHu B
kpoBu nanuenta. C + 100-ro aust npu orcyrereuu PTIIX npousBoautces penykuus 103sl CsA Ha 10-20%
B HEJENI0 /0 IMOJHOM OTMEHbl. Y OOJbHBIX C HE3JIOKaYeCTBEHHBbIM 3a00jeBaHHMEM — IIPUEM
nposionrupyercss 10 + 180 nmua. Ilpm TpaHcmmaHTanusx OT HEPOACTBEHHOTO JOHOpAa — BMECTO
IUKJIOCTIOpHHA A UCIIOb3yeTcs Takpoiaumyc B 1o3e 0,015 mr/kr/cyTku cyrouHout undysueii (He 6omee 2
MI/CYTKH) C AaJbHEHIINM MEePeX0oJ0OM Ha MepOpalbHbII MpUeM U BapbUPOBAHUEM JI03bl B 3aBUCHMOCTH
OT KOHLIEHTPALIUHU IIpernapaTa B CHIBOPOTKE KPOBHU.

Muxkogenonsra modperun co aus +1 B nosze 30 mr/kr/cyrku 3a Tpu npuema ao aHs +60 (mpu
3JI0Ka4eCTBEHHOM 3a0ojieBaHuu — 10 AHs +30) B ciydyae OTCyTCTBUS NposBiieHuit octpoit PTIIX.

[Ipu HEBO3MOXKHOCTH NEPOPATILHOTO MpuemMa Mukodenoaara Moderun ucnosbdyercss MTX B o3e
10 M/M” Ha muE +1, 43, +6. C LeNbl0 yMEHBIICHHS TOKCHYECKHX 3((eKToB mpenapara depes 24 daca
HazHagaeTcs ponmesas kuciaota (Kansiust GoimHar) B 1o3e 15 (30) Mr/m” 0JHOKPATHO.

[Tpu annorennoit TT'CK ot HLA-coBMecTuMOro HepoaACTBEHHOTO JToHOpa (Bhicokuit puck PTIIX,
He Tpebyercss GVL-addexkr) B 10NOJHEHHME K  BBILICONUMCAHHOMY PEXHMY  HCIOJb3YeTCs
aHTUTUMOLMTapHbIM r1o0ynuH (ATI) B cocTaBe peskrMa KOHAUIIMOHUPOBAHUS.

[Ipy HeEpoACTBEHHOM TpaHCIIAHTalMU C MOBbIEHHBIM puckoM PTIIX (1-2 Mmucmarua)
aIbTEPHATUBHBIM TIOJXOJIOM SIBJISIETCS NpoBelAeHHe uacTuuyHoM T-nmemeuuu (mosutuBHas CD34
cenmexumst 1/3 TpacmmanTtata, ¢ orpanmdennem 0361 CD3 me Gomee 1x10°/kr perumnuenta). Bo3moxHO
nposenenue HeratuBHoit CD3,CD19 cenexum.

[Ipy ramaouIEeHTHUYHOM TpaHCIUIAHTAUUMU ucnojs3dyerca T-gemnenus (mosutuBHas CD34
cenexims, ¢ orpanmderHreM 10361 CD3 He Gomee 5x10*/kr pemmmmenta). B Hactosimee Bpems Crioco6
nertenuu yauepcanbhbiil - TCRof u CD19 knerounas nerenus.
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[{uknocnopuH MOXeT ObITh 3aMEHEH B MHAMBUAYAIbHOM MOPAIKE HA METHIIIPEIHU30JIOHE B J103€
-2 Mr/kr B cioyyae NOpPOTUBONOKAa3aHUN K TpUEMY IUKIOCIOpPUHA (MIOYE€YHAs TOKCHYHOCTD,
LUKIJIOCTIOPHUHOBASI HEHPOTOKCUYHOCTH ).

HecmoTps Ha npoduiakTuyeckue Mepsl o npeaynpexacHuio BosHukHoBeHus: PTIIX (cenexuus
MaKCHUMAaJIbHO COBMECTHMBIX JOHOPOB, HCIOJb30BaHUE HMMYHOCYIIPECCUBHBIX IpENaparoB B
KOHJUIIMOHUPOBAaHMH, T-Aersenus, AeKOHTaMUHAIUS MalueHTa), npobdiaemMa npouIakTUKA U JICYEHUS
PTIIX ocraercs ceppe3HOM W [0 cuUX TOop Hepaspemmmoil. Hawmbomee wyacTto MEXIyHApOIHO
WCIIOJIb3YEMBIM MPOTOKOJI BKJIIOYAaeT B ceOs HasHaueHue rukiocnopuna A (CsA) co mus —1 B mosze 3
MI/KT ¥ KOPOTKOTO Kypca MeroTpexcara (MTX) Ha +1 mens B 1o3e 15 mr/v’, nanee a +3, +6, +11 guu B
noze 10 mr/M’. B cilydae HEMHENT0a0JIaTUBHBIX TPACIUIAHTAIIMM, OCHOBHOW IEIBI0 KOTOPBIX SIBJISICTCS
MHYKIHS pEeaklMK «TPAaHCIIaHTAT MPOTHUB JIEMKEMUH WIH OIyXoJny, npodunakruka PTIIX coctout u3
accoIMaIiy UKIocnopuHa A win Takpoiumyca (¢ —1 mus) 1 MTX/unu mukodenonara moderun ¢ +1
TTHSL.

[Ipu Hammuuu xkiauHU4Yecku 3Hauumou PTIIX — noctukenue tepaneBTHYEecKOro ypoBHS CsA +
MPEIHU30JI0H (METHINpeIHu3010H) B o3¢ | Mr/kr (xoxkHas c¢opma Il cremenu) wmiam 2 Mr/kr
(M30sIMpOBaHHAs KUIlEYHas, meueHouHas (opma nmbo koxkHas ¢opma LI cremenu u Oosee, BO Bcex
ciydasx Il cranuu u Gosiee) B CyTKM 3a TpU BBEIEHUS — TEPAIUIO MPOJOJIKUTH HA NMPOTXKEHUU 14 nHei.
Jlanee B ciydyae OTCYTCTBHs HOBBIX Ipu3HakoB PTIIX um mporpeccrpoBaHus NMPEXHUX NPOSBICHUN —
MIOCTENIEHHOE CHMIKeHue nA03bl (Ha 20% OoT HMHMIMANbHOW [03bl B Heneno). Penykuus 103b1
npou3BoauTcs Ha 0,2 MI/Kr 3a 5 gHEH, MpU TOCTHXKEHUHU J03bI 15 MI/CyTKM BO3MOXEH IEepexo]i Ha
aNbTEpHUPYIONIUN TpueM (kpome neteit ¢ Becom MeHee 15 kr). Ilpu odenp sipkoit manudecranuu
KIIMHUYECKUX IPOSIBICHUNM OMYCTUMO NEPBOHAYaIbHOE HMCIOJIb30BAHUE J03bl CTEPOUIOB 5 MI/KI Ha
MPOTSHKEHUU MEPBbIX 24-48 4acoB ¢ OBICTPBIM YX0J/10M Ha 2 MI/KI/CYTKHU.

B cnywae yxyzuieHus Ha NpPOTSKEHHM TpeX JAHEW JuO0 OTCYTCTBUS YIY4YIIEHUS IOCIE CEeMH JHEH
Tepanuu: TMpU HAIUYMM HE3JOKAaYeCTBEHHON remomarud JuOO B ciydae TpaHCIUIAHTAllMd OT
HEPOJICTBEHHOTO JIOHOpA: K Tepamuu 1eiecoodpazHo n00aButh MukodeHosara Mmoperuna - MM B noze
40 wr/kr/cytkn (OO0 TPOJOJDKUTH, HO B YBEJIMYECHHOW J03€ — MAakCUMalibHO 60 MI/KI/CyTKH),
IIPOM3BECTH 3aMeHy LukiocnopuHa A Ha Takpoiaumyc (103b1 0,015-0,05 mr/kr/cyrku). [Ipu npusnakax
kumeyHoit octpoit PTIIX — stanepuent B no3e 0,8 Mr/kr n/k 6oitocHo, nanee 0,4 MI/Kr 2 p B HEJEIo /K
(MuauMyM 8 BBeneHuit) wiu uHQuUKcuMad 10 mr/kr 0odrocHO (najiee MpU COXPAHEHWU CHMIITOMOB
eXKEHEJCIbHBIC BBEACHHUS 10 S5 MI/KT); TPH 3JI0KAYECTBEHHOM 3a00JICBAaHMHM H HEOOXOIUMOCTH
nonyueHuss GVL-apdexra: B ciydae cTaOMIBHOIO TEUEHUS M OTCYTCTBHSI IPOTPECCUPOBAHUS
CUMITOMATHUKH JONYCTUMA BbDKUAATEIbHAS TaKTUKA, IPU YXYIIICHUH KIMHUYECKON cutyauuu — MM®
40-60 mr/kr/cyrku, eciu 00sibHOH yxke noiaydaeT MM® (He Tonepupyetr CsA) — exeHenenbHas Tepanus
staHeprenToMm B o3¢ 0,8 mr/kr, gakinuzymadom 1 mr/kr nubo Gazmiukcumadbom B o3¢ 20 mr/cyTku 2
[IOCJIEIOBATEIbHBIX JIHA (Jajiee MOBTOPUTH BBEJIEHUE Uyepe3 7 THEH B cllyyae MEepCUCTEHIIMH CUMIITOMOB).
[Ipu orTcyrcTBUM OTBETa Ha MPOTSHKEHUU 7 JHEH PacCMOTPETh BOMPOC O IEIecO00pa3HOCTH
NPUCOEIUHUS K TEpalnuMu CHpOJMMyca B Jl03€, HE HpeBbllaromed 4 Mr/cyrku (IpU COBMECTHOM
IpUMEHeHUH ¢ TakpoaumycoM — 50% 1103bl, TIIATEIbHBIH MOHMTOPHHI KOHIEHTpanuil 00oux
npernapaToB U noueyHod ¢ynkuuu!). Ecnm y namnueHta BhIpa)KEHHOE MOPaXKEHUE KOXKHBIX MOKPOBOB
paccMmarpuBaeTcsi BOIpoc 0 BBeaeHue nukinodochamuaa B 1o3e 50 Mr/kr 2 qHs HOApS.

B curyanuu pedpaxrepnoro tedenust octpoit PTIIX (orcyrcTBue oTBeTa Ha MPOTSDKEHUU 7 JTHEH
KoMOuHupoBaHHOUM Tepanuu (CsA/takponumyc, crepousbl 2 mr/kr, MM®, cuponumyc, naxinzymao,
nHpaMKcuMad, OazuaukcuMad) HMHIMBUIYAIbHO pEIIAaeTCs BOIPOC O IMPOBEIECHUU MYJIbC-TEPAINUU
MeTtuinpeaau3osoHoM (10-30 mr/kr/cytku 3a oaHO BBeneHue 3-5 nHel), nubo kypca Campath 1H (0,2
MI/KT/CYTKH — 3 JTHA C TMOCTEAYIOIINM OBTOPEHUEM Kypca ¢ MHTepBajioM B 1 Henemnto), 1160 kypca ATI:
ATGAM B pno3e 15-30 MI/Kr/CyTKM Ha MPOTSHKEHMH TATH JHEH (KypcoBas mo3a 160 mr/kr) mubo
MMMYHOIJIOOYJIMH aHTUTUMOILIMTAPHBIA B KypcoBoi no3e 12,5 mr/kr. Kypcsl anemty3ymada 10mycTHMO
MOBTOPATh KaXIble 2 Mecsia, MakCuMalbHOe KoiumdecTBOo KypcoB ATI — aByxkparnoe. OtBer
JOIYCTUMO OKUJAaTh Ha MPOTSHKEHUU MAKCUMyM 7 THEH OT OKOHYaHHUS UMMYHOCYIPECCUBHOM Tepanuu
anemty3ymab unu ATI.
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[Ipu nanpHelimem mnporpeccupoBanuun octpoit PTIIX - skcnepuMeHTanbHas Tepanusi (Hampumep,
uMMyHoOTepanus antutenamu K T-nmumponuram (OKT-3, Busminzymao).

Jis psna OONBHBIX € JOCTAaTOYHBIM KOJUYECTBOM JIEMKOIMTOB 3()(PEKTUBHO HCMOIb30BAHUE
AKCTPAKOPHOpaTIbLHOTO GoTodepesa.

NB! Ilepexon k Tepanuu 3-i1 U 4-i JTUHUU JOJDKEH MPOU3BOAMTCS MPU HAJIMYUU THCTOJOTHYECKOTO
noarsepxkaeHus octpoil PTIIX u aOcosOTHOM HUCKIIOYEHUHM BUPYCHOTO MOPAXKEHHS! KUIICUYHUKA U
neyeHu (McclieoBaHue CTyha, MUKpockomnusa cim3uctoi, PCR 6uontatoB Ha CMV, ADV, cemeiicTBO
repIiecoB).

OclioxHEeHHs] MO3JHEro IMOCTTPAaHCIUIAaHTALIMOHHOIO NepuoAa BO3HUKAIOT mnosnHee 100 nHel mocie
TI'CK.

Xponunueckas PTIIX.

PazButne xponmueckoit PTIIX naGmromaercst B 33% ciydyaeB mocie ajuIOT€HHOW TpaHCIUIAHTAllMA OT
coBmectumoro 1o HLA-cucreme noHopa u Moxxet ObITh npoaosmkenneM octpoil PTIIX uiau BO3HUKHYTH
camocTosTenbHO.  XpoHudeckass PTIIX mposBisieTcss CKIEPOTHYECKMMHM  HM3MEHEHMSIMU  KOXH,
IPUTPOJAEPMHUEN, NENUIMEHTAlMEW WU TUIIEPIUIMEHTAlUUEeH, aJONEHUeld, MOPAKEHUEM KEITyAOYHO-
KHUIIEYHOIO TpaKTa, MEYEHH, CYCTaBOB, MBI, IJja3, JErkux, arpodueil 1uM@ouaHsix opraHoB. B
3aBUCHMOCTH OT CTEIIEHH BOBJICYEHUS B IPOLECC KOXW M II€YEHH BBIJCISIIOT OTrPaHUYEHHYIO,
pactipoctpanennyto ¢opmbel xporudeckoir PTIIX. Tlpu mocranoBke maumarsoza xponwmueckoit PTIIX
TpeOyeTcsl Halu4he MHHMMYM OJIHOTO JMAarHOCTUYECKOTO IMPOSIBICHHS JMOO OJHON OTIMYMTEIbHON
MaHu(pecTauy, KOoTopas IO0JDKHa OBbITh HOJATBEPKICHHOW Ouorcuel, 1abopaTopHbIMU TECTaMH WU
PEHTI€HOJIOTHYECKUM HCCIIE0BAHNEM

Kimanka xponnyeckon PTIIX

Opran/cuctema Knunnka

Kosa u nmpunatku Jucnurmenranus, KCepo3, 3pUTeEMA, CKJIepoaepMma,
oHuxoauctpodus,  anoneuus,noWKWiIoAepMa,  IUCTpodus
HOT'TEH, BEpTUKaJIbHAs HMCUYEPUYEHHOCThb, JU3UC U BBINAJECHUE
HOTTEBbIX IIJJACTMHOK, aJloTMelus], ILIeIylIeHHe W MaIylo-
CKBAMO3HbIE YYACTKH KOKU BOJIOCUCTON YaCTH I'OJIOBbI
Cnusucteie pTa JluxeHnouapl,runepKkepaTo3HbIe OJIALIKY, OTpaHHuYEHUE
OTKPBITHSI pTa BCJIEICTBUE CKIEPOTUYECKUX H3MEHEHUH,
MYKOIIETIE, KCePOCTOMHSI, aTpodusi, ICEBIOMEMOPAHBI

I'maza JlakpuOIMCTUT,KEPAaTUT, C-M «CYXOTO TJiazay, 3yd, O0oib B
riasax, pyonyromuiics KOHBIOHKTHUBHUT, Cyxon
KEpaTOKOHBIOHKTHUBUT

[leuenn XKenryxa, noBpllieHue OUIUPyOUHA, TpaHCAMUHA3, CHUYKEHUE
OEJIKOBOCUHTE3UPYIOIIeH pyHKINN

Jlerkue OOCTpyKTUBHBIE/PECTPUKTUBHbBIE WU3MEHEHUS
(oOmuTepupyronue OPOHXHOJNTHI)

Barunna CreHo3, aTpodusi, 3p031H, TPELIUHBI, S3BbI

CycraBsl KoHnTpakTypbl, OypcuThl, apTpuThl, (haciuuT

I'emaronoruueckue npusHaku | TpombonuTonenus, 303MHOGUINS, TUMPOTEHUS

Ipyrue [Toreps Beca

[IporHoctryecku HEOIArONPUSITHBIE IPU3HAKH
-Tpomboruronenus < 100TbIc/MKIT
-CHumxenue Beca > 10%

-Bosneuenue 6onee 50% koxu

- Hannune nuxeHon108

- IIporpeccupoBanue u3 ocrpoit PTIIX
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Huarno3 xponuueckodt PTIIX TpeOyer Hanuuusg MUHHMYM OJHOW JMArHOCTUYECKON MaHHdecTaruu
100 OJHOr0 OTJIMYUTENBHOTO IMPOSIBICHUS C MOATBEPKICHHUEM OMOICHEH, J1abopaTOPHBIMU TECTaMU

W PEHTTEHOJIOTHYECKUM HccliejoBaHueM (Tabit. 2).

Tabnuna 2. XapakTepHble IPU3HAKU U AMAarHOCTUYECKUE KpuTepuu xpouuueckoit PTIIX.

OPTAH Jmarnoctuaeckue OTnuuuTenbHbIC Hpyrue O6mme

nJjin (mocratouHble i | (Habmogaemblie IIpU | IPOSIBIECHUSA (nns ocTpoit u

JIOKAJIM3 | nocraHoBKM JuarHosa | xponuueckoir — PTIIX, XPOHHUYECKOU

AlINA xpoHuueckoit PTIIX) HO HEJIOCTaTOYHBIE IS PTIIX)

MMOCTAHOBKH JIUAarHO3a)

Koxa ® CKJIEPOTUYECKHE ®  JleNUIMEHTAaLUs ® HapylleHue ® 3y1
U3MEHEHUS MIOTOOT/IEJICHUS ® spuremMa
MOMKWIOZAepMa ® MaKyJo-
® JTUXEHOUIbI nanyJse3Has
® Morphea-nogo0HbIe CBITIh
IIPOSIBJICHUS
® CKJICPO3HPOBAHHbIE
JIUXEHOU b

Hortun nuctpodus

BEpTUKaIbHAs
HCYEPUYEHHOCTh
JU3UC HOTTEBBIX
IJIACTUHOK
Pterygium unguis
CUMMETpUYHasl TMOoTeps
HOT'TEBBIX IJIACTUHOK
Bomocsnoit ° HIeTylIeHUeE, ®ICTOHUYEHUE
MTOKPOB Manya0-CKBaMO3HbIE BOJIOC,  OOBIYHO
Yy4acTKH 04aroBoe,
° BO30OHOBJIEHUE | )KECTKHE u
AJIOTICTINHI c/06e3 | TYCKJIbI€ BOJIOCHI
pyOueBanuem (cmycts | (HE CBsI3aHO C
MEpPUOJl pOCTa BOJIOC | SHAOKPUHHBIMHU U
MocJie XUMHUOTEpanuu) | Jip.
HapYIICHUSIMH)
® [1PEK/IEBPEMEHH
oe rocesieHue
BOJIOC

PoroBas ®INXCHOUIHBIC ® arpodust cau3ucTon ® TMHTUBUT

MI0JIOCTh MIPOSIBJICHUS ® KCepocToMus ® MYKO3UT
e rirepKepaTo3HbIe ® MyKolee espuTEMA
ONSALIKI ® [1CEeBJIOMEMOpaHBI ® 00Jb
® OrpaHUYEHUE ® S3BEHHOE [TOPAKEHUE
OTKPBITHS pTa
BCJIE/ICTBHE
CKJIEPOTHYECKHX
VM3MEHEHUU

I'maza CyXOCTh, 3yd, Oomu B | ® ¢otodobus

riasax e riepruopoUTaIbH
pyOLyromuii as
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OPTAH Jmarnoctudeckue OTnuuuTenbHbIC Hpyrue O6mme
nJjin (mocratouHble i | (Habmrogaemblie IIpU | IPOSIBICHUSA (nns ocTpoit u
JIOKAJIM3 | nocraHoBKM JuarHosa | xponuueckoir — PTIIX, XPOHHUYECKOU
AlINA xpoHuueckoit PTIIX) HO HEJOCTaTOYHBIE IS PTIIX)
MMOCTAHOBKH JIUAarHO3a)
KOHBIOHKTHBUT TUIEePIUTMEHTAll
CyXOl KEpAaTOKOHBIOHK | s
TUBUT e Onedapur
TOYeyHas KeparonaTusi | (3pUTeMa U OTEeK
BEK)
I'emonoa3 TPOMOOIIMTONIEHU
s
503UHOPUIIHS
nuMQoTieHHs
TUIIO - UK
runeprammario0
yiI
UHEMUs
ayToaHTHUTeNa
(AUT A, UTII)
[Teuens oOmuit
OounupyouH,
ALT 1581078
AST B 2 paza
> HOPMBI
mes 2 p >
HOPMBI
KKT MUIIEBOAHBIE CIIANKHU SK30KpHUHHAS AHOPEKCHS
CTPUKTYPbI WIH CTEHO3 MaHKpeaTHuyeckas | TOLUIHOTa
BEpXHE W  cpeaHen HEJIOCTaTOYHOCTh | pBOTA
TpeTel nmuuieBoaa nuapes
oTeps Beca
HapylIeHHe
pasBUTHS Yy
JeTei
Jlerkue e  o0nuTepUpyOLUN | 0OIUTEPUPYIOLTUIT BOOP
OpOHXHUOJIUT, OpOHXHUOJIUT,
ITOATBEPK ICHHBIN ITOATBEPK ICHHBIN
ouorncuei PasroIOrH4eCKH u
TecTaMu
MBpI111bL, bacuuut MHUO3UT WIH | OTEK
¢bacuuu, TYTrONOJIBUKHOCTD MOJIMMUO3UT CyJ0poru B
CyCTaBbI CyCTaBOB wiu | (MpoKcUMalbHas MBIIIILAX
KOHTPaKTypbl MbIllIeyHast  c1a0oCThb; | apTpairus  Wiu
BCJIE/ICTBHE CKJIEpO3a | MUAJITUU apTpUT
HEXapaKTEepHbI)
'enutanuu | TUXEHOUIbI 3po3uu
pyOlleBaHWE W CTEHO3 | TPEIIUHBI
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OPTAH
W
JIOKAJIN3
AL

Jnarnoctuueckue
(mocratouHbIC TUTST
[IOCTAaHOBKM  JMarHo3a
xpoHuueckoit PTIIX)

OTnuuuTenbHBIC
(nabnronaemble npu
xpornyeckoin  PTIIX,
HO HEIOCTAaTOYHBIC IS
MMOCTAHOBKH JIUAarHO3a)

HApyrue
IMPOSABJICHUA

Obuue
(nns ocTpoit u
XPOHUYECKOUN
PTIIX)

BJ1arajJuiia

SI3BbI

HApyrue

nepudepuyeckas
HelponaTtus
BBITIOTHI
nepuKap
IJIEBPATIBLHYIO
MI0JIOCTh
acIuT
MHACTCHHS gravis
HapyLICHUS
CEepACYHOMI
COKPAaTUMOCTH
Wi
KapAMOMUOTIATHH
He(poTHUECKUA
CHUH/IPOM

B
HIIN

Pasznuuaror He3HA4YMTENBHYIO,

YMEPEHHYIO U

BbIpaXeHHYI0 xpoHudeckyro PTIIX (talm.
He3nauutenbHas — BoBjedeHue 1-2 opraHOB WM JIOKaNU3alUW (KpoMe JIETKHX), 0€3 KIMHUYECKH
3HAYUMOTO (PYHKIMOHAJIILHOTO HapyuieHus (MakcuMaiabHO 1 0amul BO BCEX MOPAKEHHBIX OpraHax).
YMepeHHas — BOBJI€UEHHUE 110 MEHbILIEH Mepe OJJHOTO OpraHa WM y4acTKa C KIMHUYECKH 3HAYUMOM, HO
He oOmmpHON aucyHKImend (MakcuMmanbHO 2 Oama), aubo 3-x u Oojiee opraHoB 0e3 HapyIlICHHS
KIMHUYecKol (yHKuu (MakcumanbHO 1 Oamn B KakaoM oprase). BelpakeHHas — 3HauMTENbHAs
muc@yHkuus (3 Oamia B KaXKIOM oprase), JJnbo rnopaxeHue jerkux (2 6amia u 0osee).

[Ipodunaktuka y peuunuentoB ['CK, B mocT TpaHCIJIaHTallMOHHOM Hepuoje, sBiseTcs Ooliee
MPENNOYTUTEIbHON, YEM JICUEHUE pPa3BUBIIUXCS OTNAJICHHBIX, TPO3HBIX OCIOXHEHUH. YCWIMsS IO
yIy4IIEHUI0 KadecTBa »ku3HU namnueHtoB nocie TI'CK ocrarorcs BakHOM 3anadeil HampaBiieHON Ha
npenoTtBpamienue PTIIX, peuuauBupyroumux, NEepCUCTUPYIOMIMX WIM HPOrPEeCcCUPYIOUINX HH(EKIuH,

KOTOpbIE MOT'YT MPUBECTU K HApYILIEHUIO (PYHKUIMN pa3IMYHbIX OPraHOB U CUCTEM YeJIOBEKa.

Tabnuna 3. lkanbHas olleHKa OpraHHOTo NMopa)keHus npu xpoHuueckoi PTIIX

bayn 0 bamn 1 bayn 2 bann 3
IIKAJIBL: LlorcyrcTBUe [lcHMIITOMAaTHKA, [IcHMIITOMAaTHKA, [cuMirTromar
CUMIITOMOB  WJIH | aMOylIaToOpHOE aMOynaTopHOE vKa,
OJIHast HaOII0CHIE, HaOII0ECHIE, OTpaHUYEHUE
MHuekc aKTHBHOCTh OrpaHHYCHUE CIIOCOOHOCTH K | cCaMoo0CIyx
KapHOBCKOTO (ECOG* 0; KPS | dusuueckoit caMOOOCITy’)KHUBaHUIO | MBAHM,
(KPS) or LPS 100%) aktuBHOCcTH (ECOG |, >50% | >50%
UHnexc I, KPS or LPS 80- | 6oapcTBOBaHMs BHE | O0pCTBOBaH
Jlauckoro (LPS) 90%) nocremu (ECOG 2, | na B
KPS or LPS 60- | nocreasHOM
70%) pexume
(ECOG 3-4,
KPS or LPS

Z

Ay




<60%)

KoxA Caet cumntomMoB | [1 <18% BSA ¢ |1 19-50% BSA wmm | [1>50% BSA
Knunuueckue MIpU3HAKaMHU MTOBEPXHOCTHbIE I
NIPOSABJICHUSA: 3a00meBaHusl HO 0€3 | CKIEPOTHYECKHE rIyOOKHue
L nsiTHUCTO- CKJIEPOTHYECKHUX WU3MEHEHUS (He | ckiepoTuyec
aryJie3Has M3MEHEHUN riyookue, KHe
CBIIb BO3MOHOCTh U3MEHEHUS
CMMXEeHOUIbI IIUTIKA) Wi
[nmamyno- HapymceHue
CKBAMO3HbIE MOOHJIBHOCTH
Y4acCTKH, , SI3BCHHBIC
HXTHO3 HOPAXCHHUA,
L runepnurMeHT HIH 5
anus BBIPAYKEHHBIN
[IrunonurMenTa 3yA
st
LIkepaTo3
[spurema
[bpuTtpoaepmust
[ImoMKUIo1epM
a
LICKIIEpOTUYECK
1€ U3MEHEHUs
L3yn
LImoBpexaeHue
BOJIOC
[HapyiieHue
CTPYKTYpBI
HOI'TEN
% BSA
BOBJICUCHHUTT
IJI0LIAAN
[10J1I0CTh PTA [/HeT CUMIITOMOB | [ |HE3HAYUTEIIbHBIE LlyMepeHHEbIE [IBBIpa’KE€HHBI
CUMIITOMBI C | MpOSIBICHUS C | € CHUMITOMBI
MIpU3HAKAMHU MIpU3HAKAMHU C
3a0osieBaHusi HO Oe3 | 3a0o0JieBaHUST U C | IPU3HAKAMHU
3HAYUTEIBHOTO YaCTUYHBIM 3a00JIeBaHUS
OTpaHUYEHUs OTrpaHUYEHUEM u
MIEPOPAILHOTO MIEPOPAILHOTO BBIPA)KEHHBI
npueMa MU npuema M
OTrpaHHuYEHUE
M
[epOpPaILHOT
0 rpuema
['71A3A 0 Her | [] jerkas CyxocTh, | [ yMepeHHas | [
CUMIITOMOB 0e3 HapyIIEHUsI | CyXOCTh C | BbIpa)KE€HHas
Tectr [lupmepa €KEeTHEBHOM YaCTAYHBIM CYXOCTb  CO
(Mm): aktuBHoctd  (EJIA) | napymenuem  EJIA | 3HQUUTEIBHBI
1 >10 (karmmm < 3 X pa3 B | (karmm > 3 X pa3 B | M
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[ 6-10 JICHB) WJIU | JICHB), 0e3 | HapyIlIeHHnEeM
<5 acuMIIToMaTtnyeckoe | HapymeHus 3perus | EJTA
7 He cienaH TE€4YECHUE CyXoro (crenManbHEI
KEepPaTOKOHBIOHKTHB e Tremu ans
uTa 00e30011BaH
us) W
HecnocoOHoC
Tb paboTaTh
BCJIE/ICTBHE
MOPAKECHUS
a3 ubo
noTeps
3peHus
BJIE/ICTBHE
CyXOro
KEpaTOKOHBIO
HKTUBUTA
KKT 0 HeT | [ macharus, | [ CHAMIITOMBI | [| CUMIITOMBI
CUMIITOMOB aHOpeKCHs, aCCOLIMMPOBAHBl € | aCCOLIMMPOBA
TOILIHOTA, pBOTa, | HE3HAYUTEIbHOMN HBI co
0071 B XKUBOTE WM | JINOO YMEpPEHHOU | 3HAUUTEIBHO
napest 0e3 | motepert Beca (5-| ¥  mortepen
3HAYUTEIBHON 15%) Beca >15%,
notepu Beca (<5%) TpeOyoT
HYTPUTHBHOM
MO IICPIKKH
IS
obecrnieueHus
OCHOBHBIX
SHepreTuyec
KAX  3aTpar
100
JUIIaTaluu
MUIIEBOJIa
[NEYEHb 0 HOpMaJsbHas | [INOBBIIEH LlonnupyOun >3 | [ Ounupyoun
GyHKIMSA ounupyoun, LO**, | mg/dl WY | WIA
AST unmu ALT <2 x | bunupyOuH, bepMeHTs >
HOPM depmeHTl — 2-5 X | 5 X HOpM
HOPM
JIETKHME™*** (et (IHe3HAYNTEIIbHBIC ClyMepeHHBIE CIBBIPaXKEHHBI
CHMITTOMOB CHMIITOMBI (OJBIIIKA | CAMIITOMBI (OJBIIIKA | € CHMITOMBI
Ipyu TOabEME 1O | Ipu  Xoapbe 1o | (oAblliKa B
JIECTHUIIE) TIJIOCKOCTH) MOKOE;
FEVI FEV1 > 80% | [l FEV1 60-79% uwmm | [1  FEV1 40-59% | TpeOyrormast
mwm LFS=2 LES 3-5 mwm LFS 6-9 02)
DLCA _FEV1
<39% 1501051
LFS 9-12
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CYCTABBI n | Leer Lnerkas LTYyronmoABMKHOCTE | LIKOHTPAKTYp
OACHUU CUMIITOMOB TYrONOJIBUKHOCTD PYK WM HOT JHOO | bl co
PYyK Wi HOT, | KOHTPAKTYpbI 3HAYUTENbHbI
HOpMaJbHast WIH | CYyCTaBOB, JpUTEMA | M
HECKOJIbKO BCJIE/ICTBHE CHIDKEHHEM
CHUKEHHAas ¢dacuura, ALl u
aKTUBHOCTD yMepEeHHOe BBIPAYKEHHBI
neuwxeHuit (AJl), He | cHmkenne AJl u or | M
Biusromas Ha EJ[IA | HE3HAYUTENBHOTO JI0 | OTpaHUYEHUE
€MEpPEHHOTI0 M EJA
orpannuenus EJTA (HEBO3MOXKHO
CTb 00yThCH,
3aBs3aTh
LTHYPKH,
3aCTETHYTh
pybarky,
0JleThCs
CaMOCTOSTE
bHO U T.J.)
'EHATAJINA LHer [/He3HaYUTEIbHEIE LlyMepeHHEIE [IBBIpa’KEHHBI
CUMIITOMOB IIPOSIBJICHUS IIpU | MIPOSIBIICHUS IIpU | € CUMITOMBI
OCMOTpE, 6e3 | ocMoTpe, ¢ | (cTpuKTYpHI,
BIUSHUSA HAa KOUTYC | HE3HAYUTENbHOMN na0uaarrior
U MHUHHMMAJIBHBIN | TUCIIAPDEYHUEW NI | MHALUA c
nuckoMGopT  OpU | AUCKOMGPOPTOM HpHU | A3BEHHBIM
TMHEKOJIOTUYECKOM | TUHEKOJIOTUYECKOM | ITOPAKEHUEM )
o0cIie10BaHuU o0cIie10BaHuU U CWIbHas
6011b pu
KOUTYCE
100
HEBO3MOXKHO
CTb
BJIAT AJIUIIIHO
i
NIEHEeTpaluu

* ECOG (Eastern Cooperative Oncology Group)
** 11{d moxeT ObITh NOBBIIIEHA Y PACTYIIHUX JAETeH, 0€3 OTpakeHUsI IEYEHOYHON JUCPYHKIUN

*#% Ouenka JieroyHo (QyHKIMU MO LIKane JOJKHA OCYHIECTBIIATHCS C YYETOM KIMHUKH U (YHKIUU
BemHero apixanus. Lung Function Score (LFS) — nanbonee pacmpocTpaHeHHas MIKaia, OTPasKaromias
rI00ANBHYIO OLIEHKY (DYHKITUH JIETKMX TOCTIE YCTAaHOBJICHH SAMArHO3a 00U TEPUPYIOMIET0 OPOHXUOIIHTA.
[Tponient FEV1 u DLCO Heo0xommuMo niepeBecTy B YuCIeHHYIO mKany: > 80% = 1; 70-79% = 2; 60-69%
= 3; 50-59% = 4; 40-49% = 5; <40% = 6. LFS = FEV1 + DLCO, B HOp™E 2-12.

Jlpyrue moxasaTeld, KIMHUYECKHWE OPOSBJIEHUS WINM OCIHO0XKHEHHs, CBA3aHHbIe ¢ xpoHnueckoul PTIIX
(mkana orieHku: HeT — 0, He3HAUYNTENBHEIE - 1, YMEpEHHBIE -2, BEIPAKEHHBIE IIPU3HAKA — 3)

| D30daranbHpie CTPUKTYpbl WM craiiku | Bemmor B mepukapn | BheIMOT B IUIEBpabHYIO
MOJIOCTh)

. e
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I Acumt (ceposur) | HedpoTrueckuii cunapom | Tepudepuueckas HeliporaTus

| muactenus Gravis | Kaparomuomnatus 1 Dosunodums > 500ul

I Iomumuosut | Hapymenue cepaeuHO# COKPaTHMOCTH | BoBneueHne KOPOHAPHBIX
aprepui

I Tpom6GoumTsr <100,000/ul | IIporpeccuBHoe Hauamo

1Py UE:

YTOYHUTH:

2 Takruka tepanuu xpouueckor PTIIX

1) WNuruburops! kanbiuHypernHa (CsA B TepaneBTHUECKON KOHLEHTPALUK) + NpeAHU30JI0H B 103€ 1
Mr/kr (He Oosnee!) 2 Henmenu, B Cydyae KIMHUYECKOTO YIYUIICHUS - MIEPEX0/l Ha allbTEPHUPYIOIINI KypC
(0,5 mr/kr uepe3 JeHb) U MOCTENEHHAs! OTMEHA MOCJIE Pa3peLICHUs] CAMITOMOB (UIUTEIbHOCTh OTMEHBI —
MUHUMYM 6 Hezenb). XpoHuueckas PTIIX uyBcTBUTENbHA K HEBBICOKUM /103aM CTEPOUIOB!

2) B cinyuae yxyamieHusi cOCTOSIHMS, MaHM(ECTalUd TOPaKEHUS HOBOTO OpraHa, OTCYTCTBUU
KIIMHUYECKOro YINyIIeHUs depe3 | Mecsl OT Haydajga TepamnuH, HEBO3MOXHOCTU DPEIyLHUpOBaTh 03y
IIpeIHN30JI0Ha MeHee 1Mr/kr yepe3 2 mecsia Tepanuu - npumeHenne MM® B nose 40 Mr/kr B kadecTBe
3-ro KOMIIOHEHTA TEPAIUH.

[Ipy HanmuuuM MPOrHOCTUYECKU HEOJIAaronpUsTHBIX CHUMOTOMOB (mopaxkeHue oOosee 50% KOXKHBIX
MIOKPOBOB, HaJMuue Jekomiakuu, Tpomoountonenun meHee 100 ThIC/MKII, MOBBIIIEHUS OMIMPYOHHA
Bbiie 30 MKMOJIb/J) 00s13aTeNbHO M3HAYaJIbHOE MPOBEACHUE TPOWHON HMMMYHOCYIpeccUuu (CTepOubl,
CsA, MMO).

[Ipu mopa’keHuu CyCTaBOB W/WMJIM JIETKUX NEPCIEKTUBHBIM SIBIISIETCS NMpUMEHEHHe Lukiodpochamua B
no3e 200-400 mr/m2 exxeHenenbHO (103a U KPaTHOCTh BapbUPYIOT B 3aBUCHMOCTH OT T€MOII073a).

Bo Bcex ciydasx xomOuHuUpoBaHHOW Tepanuu xpoHudeckoi PTIIX nnauTenbHOCTh jeueHus I0JDKHA
COCTaBIIATH OT 3 710 6 Mec ( He MeHee!), peyKIUs UMMYHOCYIIPECCUM HAYMHAETCS C YXO/a OT CTEPOUIOB,
nanee mpu OTCyTCTBUM MoBTOpHOM MaHudectauuu PTIIX npoBoautcs mocrenenHas orMeHa CsA (Ha
10% B Hepnemto), mocieqHUM oTMeHseTcs MM® — uyepe3 mecsn oT okoHuyaHust npuema CsA mpu
OTCYTCTBHM OTPULIATEIHHON JAUHAMUKH.

[Ipu mporpeccupoBaHuU CUMITOMOB Ha (pOHE TPOWHOM MMMYHOCYIPECCHUU — 3aMEHa LIUKJIOCIOpHHA A
Ha Takpojumyc, jaub0 pobaBieHue cupoiumyca. M3onupoBaHHOE Mopa)ke€HHE KOXKU — IOKa3aHHUE K
MPOBEACHUIO dKCTpakopropaibHoro porodepesa (ECP).

3) [Ipu OpoHX0-00IUTEPUPYIOIIEM TOPAKEHUH JIETKUX — PacCMOTPETh PAIMOHAIBHOCTH
WCIIOJIb30BaHUSI KOMOMHUPOBAHHOM HMMYHOCYyNpeccun ¢ jgoOaBieHueM odTaHepuenta 0,8 wmr/kr
eXeHeleNnbHO MO0 nHpnukcumaba 10 mr/kr 1 p B Henento, XJIOpoXuHa 5 Mr/Kr/cyTku, Merorpekcara 10
MI/M’ eXeHenebHo. Bo3MOKHO mpuMeHerre mukinodocdaMuma 1 dKCTpaKkopropansHoro Gorodepesa.
OO0si3aTesIbHO ~ HA3HA4YeHHE  A3UTPOMUIIMHA  JUIMTEIbHO U MOHTENIYKAacTa,  HHTAJSIIIMOHHBIE
KOPTHUKOCTEPOUIbI U OPOHXOAUIIATATOPbI, OIEpKaHKE 3alUTHBIX ypoBHEH IgG.

4) [Ipy MaccUBHOM NOpPaXXEHUM COEJIWHUTEIbHOM TKAaHU — aAHTHCKIEPOTUYECKUM IPPEKTOM
oOnanaeT UMAaTUHUO (B COCTaBe KOMIUIEKCHOM Tepanuu), pUTYKCUMaO, almnpocTaani, AOMOJHUTEIbHAS
Tepamnus Mera-fo3aMu NeHTOCU(GUIUTHH (METOJ «TOopKu»: Bo3pactanue 103 oT 200 mr mo 1200 mr Ha
CYTOYHOE BBEJIEHHUE C MOCIEAYIOUIMM NOCTENEHHBIM Bo3BpauieHreM K 200 Mr), aluTpeTHH.
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[lepcnekTuBHBIM TIpecTaBiseTcss ucmnoib3oBanne PUVA B ciaydae JOKaTIM30BaHHON KOXHOU (DOpMBI
xponunueckoit PTIIX u skctpakoprnopaibHoro ¢porodepesa — npu pa3sBUTUUN SKCTEHCUBHOI'O OPAKEHHUS.
[Ipu pe3ucreHTHBIX (popmax B HacToslee BpeMs IONyCTUMO NpuMmeHeHue Purykcumaba B goze 375
Mr/M2 Ne4 exeHelenbHO C MOCIEOYIOIUM IEepexoJoM Ha eXeMecsSyHOe BBeleHue, Oopre3oMuda
(Benkeiima) B gmo3e 0,2-1,5 wmr/m2 exenenenbHO (MakCUMyM & BBEACHHUN TIOJ KOHTPOJIEM
HEBPOJIOTUYECKOro cTaTycal!), BBEJEHHE ME3EHXMMAJIbHBIX CTBOJIOBBIX KJIETOK B J03€ 1-2 MIIH/KT Beca
nanueHTa (MUHUMYM 4 BBEICHUs C UHTEPBAJIOM B | Heneo).

Hanuuue ¢acuuuta M mopakeHHsl CIM3UCTHIX MUIIEBOJA — IIOKAa3aHHE K IPOBEICHHUIO TOpaKo-
a0IOMHUHAIIBHOTO OO0ydeHus (ToJsisi oOaydeHus — OT MoJAO0OpOJKa 0 cepenuHnl Oeaep) B mosze 2 I'p.
[Tocne oOnydyeHHs] Ha MPOTSHKEHUU JIBYX HEZEllb — OTMEHHUTh NpUeM MHUKo(eHonata ModeTruna (puck
arpaHyJoIHUTO3a).

Tepanus xponnueckon PTIIX
IlepBas nuHuS:

Tepanus Beicokuit puck [IpomexxyTOoUHBIN 51
CTaHIAPTHBIN PUCK
[Ipennuzonoun (Ilp) Smr/kr 3 nus, Smr/kr 3 nus,
naiee 2,5 MI/Kr 3 Henenu nanee 2,5 Mr/kr 3 aHst

maiee 1 Mr/kr 3 Hemenu

CsA B/B - 200-220 Hr/mn per os - 120-150 ar/mi
MuxkogeHnonoBas 45-50 mr/kr 30-40 mr/kr

KHCJIOTa (aKTUBHBIH

MeTaboJIuT

MUKO(DeHo1a

MoeTuia)

Crabunuzanus win | CHIKeHue npeanusofioHa no | CHukeHue npeanusosnona mo 10
ynyumenue xp PTIIX B | 5 mr/uen MI/Hex

TeyeHue 3 Helelb
B/B - CsA —200-220 ur/mn Per os - CsA — 120 — 150 ur/mn

IIporpeccus xp PTIIX | Bropas nuHus tepanuu Bropas nunus Tepanuu
Crabunuzanus win | CHIbKeHHe npeAaHu3oiioHa 1o | CHUKeHHe IpelHU30J0Ha 10
yiyuienue xp PTIIX B | anbrepHaTHBHOM cXeme 25% xaxJple 2 Henenu

TeyeHue & Helelb

Bropas nunus:

JIuxenoupl, Cxneponepma, [Topaxxenue [Topaxxenue [Topaxxenue
MOpaxeHUe KOHTPaKTypbl MeYEeHU KHUILIEYHHKA JIETKUX
CIIU3UCTBIX
OK®D Takponumyc Takpomumyc | Takponnmyc OK®D
Mukodenomara | KO OKo OKoD Cuponumyc
MoeTun Tamupomun Cuponumyc Cuponumyc Tamupomun
Takponumyc Huxnodocdan Tamupomun Tamupomun DTaHepcenT
Tanmunomun UTK DTaHepcenT Nudnuxcumad
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AzatnonpuH +/- IaKBEHUIT Nupaukcumad | UTK
+/- NeHUIMIIaMUH
+/- IEHTOKCUPHILIINH

MectHas Tepanus
- KOXa: MpUMEHEHHUe Ma3ell Ha OCHOBE KOPTUKOCTEPOU/IOB;
- CJIM3UCTBIE: OpOIlIeHKE (MOJOCKAHNE) aHTUCENITUYECKUMU PACTBOPAaMH (XJoprekcuant), CsA
- rja3a: NpUMEHEHHE Kalled Ha OCHOBE KOPTUKOCTEPOUIOB THIIPOMEIIO3bl + JIEKCTpaHa,
O6erameTazoHa quHaTpus pocdaT+reHTaMUIIMHA.

3. CompoBoauTeNbHAs Tepanus

PyTuHHBIE KOMIIOHEHTBI COITPOBOIUTEIBHOM TEPANTNN Y HALUEHTOB ¢ ocTpoil PTIIX:

OTKa3 OT OOBIYHOTO NHUTAHMS, CIELHATBHOE »JHTEpaIbHOE MHUTAHHUE, UCIOJb30BaHUE ATAlOB
peaIiMEHTaluu MpH yiay4llleHuu B TedeHuu kumeyHoit PTIIX (cMm. Huke), agekBaTHOE MapeHTepaibHOE
[IUTaHUE;

KOHTpOJIb 00JIM — CYyTOYHOE BBEJIeHUE MOP(UHA;

3aMecTUTEeNbHAsl U TeMOCTaTUYECKas Tepamus: MoAaepKaHue ypoBHsS TpPOMOOUTOB HE HUXke 50 ThIC/MKII,
remoryiioouHa He Hke 100 /1 npu Hanuuuu remokonuta; Tpancdysuun C3I1, ans6ymuna, BBUT
MCII0JIb30BaHKE OKTPEOTH/IA C 1I€JIbI0 YMEHbIIeHUs cekpeTopHoi quapen (10-20 MKr/Kr/cyTkn);
MIPOTUBOBUPYCHAs MPO(UIAKTHKA C LIEIbIO IPEJIOTBPALEHUS Pa3BUTHSI HHTEPCTULIMATIBHOW THEBMOHUH;
aHTHOaKTepualibHas Teparnus npenaparaMu IMHUPOKOTO CIIEKTpa AeHCTBHUS;

AHTUITHEBMOLIMCTHAS POQUITAKTHKA;

npoduIakTuka TPUOKOBBIX  HMHGEKIMH, BKIIOYAIONMIas TPUA30JIbl, JIUIIOCOMAIbHBIE  (POPMBI
amdoTepulinHa B, 3XMHOKaHANUHBI;

KOPPEKILHS METa0OJNYECKIX HapYIIEHUH, 00€3BOKUBAHUS U TIOTEPH AIEKTPOIUTOB;

NpoQUIaKTUKa W CBOEBPEMEHHOE JICUEHHUE OCJIOKHEHUN CTEPOUJHOM Tepanuu — apTepHalbHOMN
TUIEPTEH3UH, CTEPOUTHOTO uabera, OCTeonopo3a M acenTUYECKHMX HEKPO30B KOCTEeH (MCHOJb30BaHUE
npenaparoB Kajblys, 0npochoHaTOB — MOAHAPOHOBAS KUCIIOTA).

5 DTanbl peaJTuMEHTalUU MPU CTAOMIIU3AIUN COCTOSTHUSI 00IbHBIX ¢ KumeuHoi PTIIX
1-i:

BbynboH, ¢ppykToBOE MIOpe (MAaKCUMYM J[Ba) — KPOME CIIMBOBOIO

Crepusin30BaHHBIN pacTBOPUMBIH yail (B rpaHyliax)

2-i

BynboH, oTBapHOii puc unu kaprodesns, PpykToBOE MIOpE

Ha 3aBTpak niay noJITHUK — ciel. 4ai, 2 edeHbs, | TepMeTHYHas MAJICHbKas YIIAKOBKA JKEMA WITM Mefa
3-i

bynvon

OtBapHast ppiOa WM Kypuua

Puc ¢ no6aBnenreM caMBOYHOrO Macia (MHIUB. YIAKOBKa) WM KapTOQelb

TBepablil cblp (BaKyyMHO yllaKOBaHHasi UHIMBUyaIbHas OPIHS)

@pyKTOBOE MIOpPE

[leuense

Ha 3aBTpak uiu mojjHUK — criel. yail uiu kode, nedyeHbe, 1 repmMeTHdHas MalieHbKasl yIlakoBKa macia,
JDKEMa WU MeJia

4-ii

BBenenue 3eneHbIx OBOIIEH, OeIHBIX KJIETUYAaTKOMN: 3e1eHast (pacoib, MOPKOBb, JIATYK
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Brenenue msica (oTBapHoOE€)

5-i

[TpoyKTHI, coaepkamue JaKTo3y — KapTodelbHOe MIOpe C MOJIOKOM, HOTYPTHI, KPEMOBBIC JIECEPTHI,
OeJbIe U «MOJIOJIBIC» CHIPHI

Brenenne monoka

Tonbko mpyu HOPMaJIU3aLUU CTYJIa — CBEKHUE (PPYKTHI U COKH

IIpopunakruka uHGpEKIHOHHBIX 0CJIO0KHEHMI:

Yxon 3a poroBoil mojocThio: 6-10 pa3 B JeHb MOJIOCKAHUE MOJOCTH pTa Je3UH(UUIUPYIOLUIUMU
(manpumep, BoAHBIM pacTBopoM xioprekcuanHa 0,05%(mpu moBpekIeHONW CIM3UCTON HCIOJIb30BaHHE
npekpaiaercsi), uim pactsopoM IloBunon-iiona B pasenenun 1:20-1:40, unm pacTBOp OKTEHUIOI,
OKTEHHUCENT, MUPAMHUCTUH PACTBOD.

TmarenpHblid, HO WAAAIUN yXOJ 3a 3y0aMHM U JE€CHaMH; OFPAaHUYEHHUE HCIIOJIb30BAHMS J1akKe MITKHX
3yOHBIX IIETOK; PEKOMEHIyeTCsl OT/IaBaTh MPEINOYTEHUE POTOBOMY IYIIY; MPU TPOMOOLUTONICHUH WU
PaHUMBIX CIIM3UCTBIX HCIOJb30BAHUE 3YOHBIX MIETOK JOJDKHO OBITh MCKJIIOYEHO, BMECTO ATOIO
Heo0Xx0IuMa JA0MOJIHUTENIbHAs 00pab0TKa PTa BSLKYLUIUMU CPEJCTBAMHU.

[Ipodunaktuka 3anmopoB W mape3a kumleyHuka: [Ipu 3amopax: naktynoza per oS (WM JApyrue
clIabUTeNbHbIE Mpenaparhl), €CIM BO3MOXKHO - OYUCTUTEIbHAS JA€3UHPEKIUS KOXKH: €KETHEBHOE MBIThE
0o/ TylieM WA 00THpaHue BOJHBIM PACTBOPOM XJIOPreKCHIuHa, 00padoTka Malepauii 1 MOBPEXICHUI
NE3UHPUITUPYIOIHUM PacTBOPOM, pACTBOPOM MO TOBUIOHA.

HeobOxonuma exenneBHas ne3nHdeKnuss Mecta npedbiBaHUs 00JIBHOTO C OMOUIBIO JI€3pAaCTBOPOB MPHU
HaJIMYMU arpaHyJIoLUTO3a — €KEJIHEBHAsI CMEHA IIOCTEIBHOIO U HATEJILHOTO Oeibsl.

OO6s13aTenbHa TMYHAsI TUTHEHA POJUTENEeH U MOCETUTENeH, MbIThe PYK MEepCOHaa MPH BXOJIE B MajaTy
(60KcC).

Hanuuue B nanarax JjaMMHapHOTO IOTOKA BO3yXa.

JluarHocTuka v jeyeHne HHPEeKIHOHHBIX 0CJI0KHEHHIA:

[Ipu HamuuMM TUXOPAIKU B MEPHUOJ HEUTPONEHHUH, a UMEHHO, IoJIbeMa TeMIiepaTypsl 10 38,3 u BbIlLe,
60 10 38, coxpaHsBIIEHCs B TEUEHUE 4Yaca WIM HaOJIO/aBLIEHCS HEOJHOKPATHO B TEUEHHE CYTOK.
[IpuHuMas BO BHMMaHHE BBICOKHMH pHUCK (DaTalbHOro McXoda y OO0JbHOro ¢ MH(EKIUel, TUX0OpaiaKy y
TAKOro TMalueHTa C HEWTPOIEeHUEH, pPa3BHUBIIYID B XOJE€ MHEIOCYIPECCUBHOW MOJIUXUMHUOTEPAINNH,
clleyeT paclieHHBaThb KakK Hajduuue HH(EKIuu, 4To TpeOyeT HEMEUIEHHOIO Hadaja SMIUpPUYECKOM
aHTHOAaKTEepUAIIbHON Tepaliiy U IPOBEACHUS O00CIEeIOBAaHUS C LEJIbI0 YTOUHEHUS XapakTepa HUH(EKIuu.
Jlo Havana aHTUOAKTEpUATIbHOW TEpamuu CJIEeAyeT IPOU3BECTH IOCEBbI KPOBH M3 KaXJOTO KaHala
LEHTPAJIBLHOTO KaTeTepa U U3 nepudepuueckoil BEHBI.

JlnarHocTruueckre MepOIpHUATHS IIPH JIMXOPAJIKE BKIIOYAIOT CIIEIYIOIIHNE 00CIe0BaHMs:

e OcMOTp MecTa CTOSHHUS KareTrepa, OLEHKa [UIMTEIbHOCTH €ro HaXOXJIEHUs U  €ro
(GYHKIIMOHUPOBAHUS (IIPOXOIUMOCTH B 00€ CTOPOHBI U TIp.)

e ompeneneHue conepxkanuss C-peakTUBHOTO Oejika W/WIM TPOKaJbIIUTOHWHA B JIUHAMHKE
KOJIMYECTBEHHBIM METO/IOM;

®  MHOTOKpaTHbIE OaKTEPHUOIOrMUECKUE UCCIIEI0OBAHUS:

®  [I0JIHOE 0AKTEpPHOJIOTHYECKOE 00CIeI0BaHKE:

®  [I0CEBbl Ma3KOB M3 MECTa BbIXOJa KaTeTepa, U3 3€Ba, yllel, IepuaHaibHOW 00J1acTH, KpaitHel mioTu
WIH BYJIbBbI, HOCA, KOXKHBIX TOBPEXACHUN, KOXKH, IOCEBbI MOYU U3 CPEAHEN MOPLUUU CTPYH (KOJIUYECTBO
U KyJIbTypa MUKPOOPTaHU3MOB, a Takxke Hannune Candida albicans), kaia, MOKpOTHI;

e  KyJbTypa KpoBHU (a3po0bl, aHa3poObl, I'puObl), IpU 3TOM 3a00p KPOBH IIPOU3BOIUTCS U3 KaTeTepa U
nepuQepruyecKoil BeHbI;

e omnpenenenue antuten Kk Herpes Simplex u nuromeranosupycy (Ig M);

®  BbISBIICHUE BUPYCOB U3 PA3JIMYHBIX MECT OBPEXKACHUSA, MOUH, KaJa;
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e peHTreHorpadusi TpymHOW KIeTKH, KommbioTepHas Tomorpadus naérkux u KT w/mm  MPT
UCCIIEIOBAaHUE OPraHoB OPIOUIHOW MOJIOCTH, TOJOBHOTO MO3ra U MPUIATOYHBIX MMA3yX JUISl BBISBIICHUS
o4aroB UH(pEKINY;

® JIMAarHOCTUYECKas JIOMOATbHASI MyHKIHS (TIPH HEOOXOIUMOCTH).

[Ipu pocre TpaHncamMmHa3 HEOOXOJAMMO CHENATh CIACAYIONINE CEPOJIOTHYECKUE (BHPYCOJIOTHYECKHUE)
HCCIIEIOBAHUSl MCCIEAOBAaHUS C II€JIbI0 WCKIIOYEHUs BUpYCHOTO mnopaxeHus nedenu: CMV, EBV,
I'ematuter A, B, C .

Take B I€Hb JTUXOPAJKU UCCIEYIOTCS:

- lIIMB-Bupyconoruto kposu; [IMB-IILIP - npu pazpenienun nekoneHun wim nocie 28-ro AHsl.

- KpOBb Ha TOKCOILIa3MO3;

- IPU SHTEPOKOJIUTUYECKUX MPOSIBICHUSIX - MUKPOOHOJOTHYECKOE UCCIIEI0BaHNE Kajla; Kajl Ha BUPYCHI
(ameHo-, pOTO-, SHTEPO-);

- TPU PECHUPATOPHBIX MPOSBICHUAX - KPOBb M MOKPOTa Ha BHPYCHl PECIUPATOPHOU TPYIIBI H
MUKOIUIa3My; OaKTepUaabHbIM IOCEB, MUKOJIOTHYECKOE UCCIIEI0BAaHUE;

- cepoJiornyeckue (BUpycoJiornueckue) uccienoBanus Ha Varizella-Zoster, Herpes Simplex, CMV, kopp,
EBYV, renarutsr A,B,C,D, BUY, kannumy, acrepruuib.

MOHUTOPHMHI NPUKUBJIEHUS TPAHCIIAHTATA, HCCIEI0BAHHE XUMepU3Ma:

OpaHMM U3 BaXHBIX pa3/eloB MNpoOJeMbl TpaHCIJIAHTALMM SBJSETCS J1a0O0paTOPHBI KOHTPOJIb
(GYHKIIMOHMPOBAHUS TpaHCIUIaHTaTa B opraHuzMe penunueHta. C I[eapl0 KOHTPOJS HPUKUBJICHUS
TpaHCIUIaHTaTa W BbIOOpa TpPYINIOBOM MPUHAAJICKHOCTH TPaHCPY3UPYEMbIX KOMIIOHEHTOB KpOBHU (B
ciydasx HecoBMectumoi 1o cucteme ABO TI'CK) mpoBoautcs AMHAMHUYECKOE HCCIEAOBaHUE
SPUTPOLIUTAPHBIX AHTUT'€HOB, TUTPOB M30TE€MAITIIOTUHUHOB U IIUTOI€HETUYECKUI aHAIU3 JIEUKOLUMTOB
nepudepudeckoit kpoBu peuunuenToB KM no cnenyromeit cxeme:

1. Konrposns sputonmraproi xumepbl ABO tunupoanue u tutp npu ABO HecoBMecTHMOCTH: IO
MIPE/IBAPUTEIILHO BBIOPAHHOMY AaHTUIC€HHOMY Mapkepy (C Lelbpio BblOOpa Mapkepa JUlsi KOHTPOJIS
MOCTTPAHCIUIAHTAIIMOHHOTO XuMepu3Ma) onpeaensiiu anturensl cuctem ABO, Rh-Hr, MN, P, Levis ogun
pa3 B 1-2 Henenu, HauMHasg co IHA +14, B TeyeHHE Mepuo/ia BOCCTAHOBIIEHUS OCHOBHBIX IOKa3aTesel
reMoro’3a. 3aTeM OJIMH pa3 B Mecsl B TEUEHHUE MOIYyroja, OJMH pa3 B 3 Mecsla 0 roja U OJuH pa3 B 6
MECSLEB B TEYEHHUE JJOJITOCPOYHOIO HAOIIOICHUS.

2. KoHTposb 1UTOreHeTuyecKoi xumepsl (1mosaoBoil xpomaTtus, X-centromere FISH), nmpu pasHomonsix
TI'CK (sex mismatch)- 1 pa3 B 1-2 nenenu, HaunHas co aHs +14, B TeueHHE nepuoa BOCCTAHOBJICHHS
OCHOBHBIX ITOKa3aTesIel TeMo1033a, 3aTeM 1 pa3 B Mecsll B T€UEHHUE 1MoJIyroaa, 1 pa3 B 3 mec. 10 roga u 1
pa3 B 6 Mec. B T€UEHHUE JOJITOCPOYHOTO HAOTIOICHHUS.

3 TILIP xumepu3M ¢ LEIbI0 ONPENEICHUS CTEIIEHH TPUKUBIICHUS.

Mounutopuar xumepusma npu nposeaeHun ramio-TT'CK mpoBoautcss ¢ MOMEHTa NPUKHUBICHUS, B
OCTaNbHBIX ciydyasx — ¢ + 30 aHs. Y manueHToB ¢ reMo0siacTo3aMi MaTepUalioM JJIsl UCCIIEAOBAHUS
CILY’)KUT KOCTHBIA MO3T (7 MII), Y OCTalbHBIX NAIMEHTOB — Nepudepruyeckas KpoBb (5 M), 3a0paHHbIE B
npoOupku ¢ antukoaryisurom (3TA).

Hccnenyembie nomymasiuum.

[IpoBoauTCs MccnenoBaHre XUMepU3Ma B Cleayomux kietounsix nonyisiui: CD3, CD16/56, CD19,
CD14, CD15 (B IIK), + CD34, CD133 (8 KM).

YacroTa 1 JUINTEIBHOCTh IPOBEACHUS UCCIIEI0BAHUS.

VY manueHToB CTaHAAPTHOTO PUCKA UCCIIEJOBaHUE MPOBOJIUTCS exeMecsyHo 1o 150 nud, nanee 1 pas 3
Mecsla. Y MalueHTOB BBICOKOTO pUCKAa OTTOPKEHUS/pPElMIMBA U MPU MPOBEICHUH UMMYHOAJONTHBHON
tepanuu (TIJI, mpoBemeHne IUTOPETYKTUBHOW TEpAIMH...) HUCCICAOBAHUE XHMEpPHU3Ma IMPOBOJAUTCS
KaXKJIble 2 HEJIEJIU IO JOCTUKEHHSI MOJHOTO JOHOPCKOTO XHUMEpHU3Ma.

[lynkius,  OWomcus  KOCTHOTO — MO3ra-MHesorpaMma,  MUMMYHO(QEHOTUIIMPOpPBAHUE  CTENEHb
BOCCTaHOBJIeHUS, uuTorenerndyeckoe, FISH BoisBnenue nurorenernyeckux Hapymenuit (MRD)

MoHuTOPHMHI MH(EKIMOHHBIX 0CJI0KHEHMI:
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[1;1aHOBBIM KOHTPOJIb:

e xkoHtposr CMV, EBV, AdV-Bupemun merosom IILP 1 pa3 B nexento;

e xoHTposib AdV B ctyne 1 pa3 B Hemento npu npoBeneHun HepoacTBeHHOW miu ramio-TT'CK. Tlpu
octranpHbIX BuAax TT'CK - nmpu Hanuuuu AuapeitHoro CUHApOMa.

[Ipu quapeiiHOM CHHIpOME:

e rmoceB Kajna (0akrepuu, rpulbl, Iapa3uThl);

e  uccienoBaHue Kaja Ha BupycHbie nHbeknuu (CMV, ADV, s3HTEepOBHUPYCHI, POTOBUPYC);

®  aHaJMU3 PBOTHBIX Macc (0akTepuu, rpudbl, BUPYCHI);

® IIpU MOJYYEHUU HETATUBHBIX PE3YJIbTaTOB M COXPAaHEHUU TUAPEHHOTO CHUHIpOMAa —IIPOBEACHUE
SHAOCKONMU M Ouomncuu  (TUCTOJIOTUYECKOE, HMMYHOTHCTOJIOTHYECKOE,  BHPYCOJIOTHYECKOE,
0aKTEepUOJIOrMUECKOE UCCIIEI0BAHNU).

[Ipu 1M3ypUYECKUX SIBICHUSIX

e OOmwii aHanu3 Moun

e [loceB mouu (OakTepuu, rpuObI)

e HccnenoBanue moun Ha BUpycHble nHpekuu (CMV, BK, ADV)

IIpu karapanbHOM CUHAPOME

e [loceB MOKpOTHI (6akTepUH, rPUObI, BUPYCHI, THEBMOLIMCTHI), MUKOILJIa3Ma U XJIAMUIUHU )

e HccnenoBanue cyOcTpata U3 HOCOIJIOTKM Ha BHUPYCHble HMH(EKUUU (TpUMN, [aparpui,
PHUHOBHPYC, PECIHPATOPHO-CHHTULMAIBHBIA BHUpPYC, aneHoBupyc, LIMB, meranHeBmoBupyc,
KOPOHaBHpYC

e [lpu coxpaHeHHM KaTapaJlbHOTO CHHJPOMa, HECMOTPS Ha MPOBOAMMYIO TEpPAIHUIO, IPOBEJIECHUE
OpOHXOCKOMHH C aHAIM30M ITPOMBIBHBIX BOJI OpOHXOB (0aKkTepuu, rpuObl, BUPYCHI)

[Ipu nuxopajke HEsCHOTO I'eHe3a
e KpoBb Ha reMOKyIbTYpY (ITOCEB KPOBH Ha a3po0Obl, aHAIPOOBL, IpruObI)
e [lpu nogo3peHnn Ha KaTeTEPHYIO UHPEKINIO OJTHOBPEMEHHO MIOCEB KPOBU U3 BEHBI U KaTeTepa
e Monutopunr CPb
[Ipu SI3BEHHOM MYKO3UTE, HOPAKEHUU KOXKHU

e HccnenoBanue cyocTpaTa s13B Ha Ipu0Obl, OakTepuu

e HccnenoBanuu cyocTpaTa sI3B Ha BUPYCHI repreTudeckoil rpynmnsl, BKV
IIpy nosBIEHUYN NATOJOTMYECKON HEBPOJOTUYECKON CUMIITOMATUKHU
e AHaiM3 COUHHO-MO3TOBOM KUJIKOCTH Ha OAKTEPHH, BUPYCHI
e AHaim3 CMMHHO-MO3r0oBOM kuakoctu Ha Bupycsl (HSV 1, 11, JV, HZV, BK*, CMV, EBV, ADV,
HHV6, HHVS, sutepoBupycsr)
e AHaJN3 CIUHHO-MO3TOBOM KUJIKOCTH Ha aCNIePTHIIIC3HBINA aHTUTEH (TajJaKTOMaHHaH)
IIpy NUTONEHUY HESCHOTO T'€HE3a

e [IpoBeaenue Mmopdoaoruueckoro uccie0OBaH1ue KOCTHOTO MO3ra

e lccnenoBanme nepud. kpoBu/koctHoro mo3ra Ha CMV, AdV, HHV6, EBV, PV
JloTIoTHUTENbHBIE UCCIIEIOBAHMS JUIsl YTOUHEHHS T'eHe3a MH(EKIMOHHOTO MOPaXKEeHUs

e PeHTreHorpamma OpraHoB I'PyIHOM KIJIETKH,
Pentrenorpamma I1ITH (npu Heo6xoaumMocTH)
VY3U opranoB OprONTHOMN MOJOCTH U TTOYEK
KT opranoB rpyaHoi KJeTKU, OpIOIIHON OJIOCTH, TOJIOBbI, CHHYCOB
MPT rosioBHOTO ¥ CIIMHHOTI'O MO3ra
JIxoOble BUIBI SHAOCKOUM (OPOHXO0-, FaCcTPO-, KOJIOHO-) ¢ OMOTICHSIMH CIIU3UCTBIX
[Ipy CTOWKOM TreMOpparu4eckoM LHMCTUTE — LHUCTOCKOMMS C Ouorncuedl cau3ucroi (1o
MTOKa3aHUSIM)
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e [lynkuuonnass Owomncust nedeHu (Aud. AMArHOCTHKA TIeMaTUTOB,

PTIIX, TOKCHYECKOIro

MOPAXKEHUS ), MYHKIIMOHHAsI OMOTICHS MMOYEK (JUarHOCTHUKAa BUPYCHOTO MOPa)KE€HHUs, HEPpOIaTUH,

Hedpockieposa, PTIIX)

o JIDOT

Bce 6aKTepI/IOHOFI/I‘~IeCKH€ AHAJIN3bl BBIIIOJHAIOTCA MapalyICJIbHO C OIIPCACIICHUEM YYBCTBHUTCIBbHOCTHU

mrraMMa K autTuomorukam!!

BUPYCOJIOTMYECKUIT MOHWUTOPUHT .

Uccnenosanus 1IMB B kpoBH.

e V manueHTOB CTaHJAAPTHOTO PUCKA HcciieqoBanne KpoBu Ha [IMB-Bupemuro ¢ 0 gast 1o + 60 qas
MPOBOJUTCS €XKeHenenbHo; ¢ + 60 must — 1 pa3 B 2 Hemenu (MO KIMHUYECKUM TOKa3aHUSM —

qarie).

e VY nanueHtoB BbicOKoro pucka (< 200 CD3+-kieTok/mil, CEpOHETaTUBHBIA CTaTyc JOHOpa MpHU
CEepONO3UTHUBHOM CTaTyce peuunuenrta, oOHapyxkeHue IgM CMV, PTIIX) wuccnenoBanue
IIPOBOJIUTCSI €3KEHEAEIBHO.

HccnenoBanus ageHosupyca (AJIB) B kpoBu U cryJe.

e VYV ManueHTOB CTaHAAPTHOrO pucka uccienoBanue AJIB mpoBoauTCS B KpPOBU M CTyNE IPHU
nposenenuu ramwio-TT'CK win TI'CK ot HepoacTBenHoro noHopa ¢ 0 1o + 35 neHb eXXeHeeNbHO,
Janee 1o KIMHUYECKUM MOKa3aHUsIM.

e V ManueHTOB BBICOKOTO pucKa (MO3UTUBHOCTH A0 + 35 mua, < 200 CD3+ xnerox/miu, PTIIX)
HCCIIEIOBAaHUE MPOBOUTCS €KEHEEIBHO.

Uccnenosauue EBB B kpoBH.

e VYV NanMeHTOB CTAHAAPTHOTO pHUCKa uccienoBanne EbBB B kpoBH mpoBOAWTCA NMpPU MPOBEIECHUH
ramio-TI'CK umu TI'CK ot HepoactBenHoro nonopa ¢ 0 mo + 35 neHb eKeHenenbHO, Jajee o
KIIMHUYECKUM TIOKa3aHUSIM.

e V ManMeHTOB BBICOKOTO pucka (MO3UTUBHOCTH A0 + 35 mua, < 200 CD3+-knetox/mi,

CEpOHEraTUBHBIN

CTaTyc JOHOpa TpU CEPONO3UTUBHOM

HCCICA0BAHUEC ITPOBOAUTCA CKCHEACIIBHO.

MOHUTOPHUHT MHPEKIIMOHHBIX OCI0KHEHUMN:

cratyce peuunueHta, PTIIX)

Cpenpl, oprasbl

OmnpenessieMbie BUPYCHI

Onpenensiemble 0aKTepUH, IPUObI

Cnu3ucThIC MOJIOCTH PTa HSV I, II, HZV, BK*, CMV* OOBIYHBIN OaKTepHaATbHBIN Hu
I'pUOKOBBIN CIIEKTP
Jlerkue (buoncwuitnbiit | I'punmn, naparpunm, RSV, EBV, | OObrunblit OaxkTepuanbHbIN u
Martepuan), Mokporta, | CMV, AdV, KOpPOHABHpYC, | rpUOKOBBIN  criekTp, Micoplasma
acmupaT U3 HOCOIJIOTKH, | METalITHEBMOBUPYC, pneum, Clam.pneum, Pneumoc.
IIPOMBIBHBIE BOJbI OPOHXOB carini, aHTUTUTEH acleprusuiesa
(BAJD)
Copepxumoe  kumeynuka | CMV, ADV, suHrepoBupychl, | OObIUHBII OaxkTepuanbHbIN u
(xaJ, pBOTHBIE MacChl) POTOBHUPYC rpuOKOBBII CIEKTP,
KpUIITOCIIOPU]IUH,
KJIOCTPUIHAIBHBIN TOKCHH
Moua CMV, ADV, BK OObIyHbBII OaxkTepuanbHbIN u
I'pUOKOBBIN CIIEKTP
JIukBop HSV 1, 1II, HZV, JV, CMV, | OObruHbIi OaKTepHaATbHBIN Hu
EBV, ADV, HHV6, HHVS, | rpubkoBsIii CIIEKTD, aHTUTCH
sHTEpOBUpPYCHI, BK* acrepruiiesa, KPUIITOKOKK
Toxoplasm,
KocTublii MO3T CMV, EBV, AdV, HHVS6,
napsosupyc B19, BK*
buonTar meueHn CMV, ADV, EBV, HHV6, | O0bunbIi OaKTepHaATbHBIN Hu
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‘ Bupychl renatutos B, C, nenpra ‘ rpuOKoBbIi criekTp, Toxoplasm
* ycciieJoBaHKe 10 NMOKa3aHUsIM

Tepanus nH(EKIMOHHBIX OCIO0KHEHHH:
Tepanus BUpYCHBIX MHGDEKITHH.
Bupychble nndexnuu:
[Ipy DOpOOHKUTENHHOW HEUTPONEHUH, TMOSBICHUM IOBTOPHBIX OSMM30JI0B JHUXOPAIKU, W/ HUIU
COOTBETCTBYIOILIEN CUMIITOMATUKE (HAIIpUMEp, MPH HATUYUH ITYOOKHX SI3BEHHBIX MOPAKEHUH CIIM3UCTOMN
pTa) HEOOXOJMMO YUUTHIBATH BO3MOXKHOCTH BHpycHOM uHGpekuuu (Herpes Simplex, BerpsiHas ocrma,
onoschIBaromui numaii). [lpn HanMYuy KIMHUYECKUX MPOSBICHUN HazHavyaeTcs anukiaoBup 30 MI/Kr B
JeHb B TPHU IIpHeMa BHYTPUBEHHO KamlelbHO 3a 1 yac B TeueHue 5 nHeH (MUHUMAIbHO) 1O MOSBICHUS
KOpOYEK Ha INOCJEeJHUX Be3uKylax. B ToMm ciydae, Korja MMeeTcss 3HAYUTENIbHOE HEKPOTHYECKU-
SI3BEHHOE TOpaKeHHE CIU3UCTOM MOJOCTU pTa U, MAllMEHT MPEAbsBIISIET *KaloObl Ha CUIIbHBIE 00JIH BO
PTY, OTKa3bIBAETCS M3-3a 3TOT0 OT IIpUEMa MHUIIU, HEOOXOAUMO 00s13aTenbHOe 00€3001MBaHNe BIUIOTh /10
[IPUMEHEHHS] HAPKOTHYECKUX aHAJIbI'€TUKOB.
Tepanus IMB-Bupemunu:
e raHuuKIOBUP 10MI/KI/CyT 10 mOJSydeHHs 2 OTpULIATENIbHBIX PE3YJIbTATOB UCCIIEI0BAHNUS.
e (QockapHer HaTpus 180MI/KI/CYT - HpU OTCYTCTBUU CHUKEHHUS BUPYCHOM Harpy3ku B TE€UEHHE 2
HeZeNb Teparnuy FaHIMKIOBUPOM, JI0 TIOJYYEHUsI 2 OTPULIATENIbHBIX PE3Yy/IbTaTOB UCCIIEOBAHUS.
e 1unodpoBup 3 MI/KI/HEJ NpPU JUArHOCTUKE PE3UCTEHTHOCTU A0 MOJYy4YeHHsS 2 OTpULATENIbHBIX
PE3yJbTaTOB U MOJIHOTO Pa3pelIeHus] KITMHUYECKON CUMIITOMATHKY.
Tepanus EBbB-Bupemun HazHauaetcss npu yBeaudeHun Bupemun B kpoBu a0 10000 xor/1000
neiikonuToB wiK B maazme 10 1000 kon/min unu nuarnoctuke [TJITIC.
Tepanus BKJIIOYAaET BBEJEHUE PUTYKCUMada 375Mr/M° ©KEHEIEeNbHO 10 HEeraTHBH3AINH BUpyca (He
MeHee 3 pa3)
Tepanus aneHOBUPYCHON MHPEKIUU.

- pubaBupun 20 mr/kr npu obHapyxenun AJ/IB B cryne u PTIIX wnm y namueHToB mocie
npoBeaeHus ramio-TI'CK no HeratuBu3anuu BUpyca.

- pubaBupus 20 mr/kr npu o6HapyxeHuu AJ[B B KpoBH /10 HEraTUBU3allMU BUpyca

- nuno¢oBup 3 MI/Kr/Hen npu cToiikoil Bupemuu (Oosee 2 Heneab) U NPU Pa3BUTHH OPraHHOTO
MOPAXKEHUS 10 HETaTUBU3ALIUY BUPYCa U MOJIHOTO Pa3pelieHus] KIMHUYECKONH CUMITOMATHKY.

Tepanusi 6akTepHaIbHbIX HH(EKIMIH:

[IpennoxxeHo MHOrO HHHULMAIBHBIX AHTHOAKTEpUAIbHBIX PEKHMMOB: CTapTOBas KOMOMHAIMS, Kak
MpaBWJIO, COCTOUT M3 COYETAHMS: AMUHOTJIMKO3UI+a3uiIypeuJIONEeHUIIUINH  (IUIepaluuInH,
a3JOLMJUIMH — CEKYpOIeH® WIM ME3JIOIWUIMH*), 1100 TUMEHTHH™ (TMKapUWJUIMH C KJIaBYJIOHOBOU
KHCJIOTOM) + amMuHOTIMKO3uA, 7160 uedrpuakcon/medrazuaum (redomnepazon + aMHHOTIMKO3WUI.
Hcnonb3oBaHue reHTaMHIMHA B OOJIBIIMHCTBE CIy4yaeB HE IOKa3aHO, TaKk Kak (iopa K HeMy, Kak
IIPaBuIIo, yKe YCTOMYMBA. Bo3moxna TaKXe MOHOTEpaIus KapOareHeMaMu
(MUmunenem-+L{ucruiactunom, Mmeponem) uin nedenumom. Mcenonb3oBaHrue KOMOMHALIMM aMOKCUIIMIIIIMH
WY aMIMIWUIMHTTEHTAMUIIMH BO3MOJXKHO JIMIIIb B PEIKUX CIy4dasx HEOCIOKHEHHOW '"momarHei"
nH(pEKINH, MpoTeKaoIel 6e3 NPU3HAKOB BbIPaKEHHOW MHTOKCUKALIMU U HapYyLIEHUs 0OIIEro COCTOSHUS
00JILHOTO, ¥ TPU MOJTHON YBEPEHHOCTH YYBCTBUTEIBHOCTU (PJIOPHI K JaHHON koMOuHaumu. [Ipumenenue
"cTapbix" 1e(]asoCIOprHOB, TaKUX KakK aJKJIOMETa30H M Le(pOTaKCUM, B CHIy MX Y3KOrO CIEKTpa
JNEUCTBHS U HAINYUS K HUM IPUPOJTHON PE3UCTEHTHOCTH Y CHHETHOMHOM MAJIOYKHU, HE TOKA3aHO.
OMIupuYeckas Tepanusi NpU HEraTUBHBIX pe3yJbTaTaX IIOCEBOB; IPU MO3UTHUBHBIX KYyJIbTypax -
KOPPEKIIHS B COOTBETCTBUM C UyBCTBUTEIBHOCTHIO MUKPOOPIaHU3MOB.

- 1 xoMOuHaIMsI aHTUOMOTUKOB: LePTa3uaAUM + aMHUKalMH (aMUKalUH He Oosiee 5-TU JTHEH, eclii HeT
OTBETA);

- yepe3 24 yaca Npy HAIMYUU JINXOPAAKH: 100aBIIeTCs BAHKOMULIMH;
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- yepe3 48 yacoB IpH HAIWYUU JTUXOPAJIKU: PEUIUTh BOIIPOC O Ha3HaueHUu aMmdorepunnna-B* u 3amene
nedTazuauMa Ha IMHUIIEHEM C LIUCIIATHHOM;

[Ipn Hamuuum guapen U (WIM) JIOKAIbHBIX IMOPAKEHUNW B NepUaHaIbHOW o00sacTé - J00aBUTH
METPOHHIA30]1.

CraproBas KOMOWHAIMS AHTHOMOTHUKOB
[Ipu BrIOOpE CTapTOBOM KOMOMHALIMM AaHTUOMOTUKOB HEOOXOAUMO:
1. YuutsiBaTh pe3yiabTaThl HOBTOPHBIX OAKTEPHOJOTUYECKUX UCCIIEOBAHUM B JaHHOMN KIIMHUKE Y IPYTUX
MAIMEHTOB.
2. YUUTHIBATh JUIMTENBHOCTD TEKYIIEH HEUTPOIIEHUH, ITPEAIIECTBYIOIINN KypC XUMUOTEPAIINK.
3. YuuteiBaTh MHQEKIMOHHBIM aHaMHe3 OOJBHOTO, MPEIIIECTBYIOIINE KypChl aHTHOMOTHKOB U HX
3¢ (HEKTUBHOCTD.
4. YuuTsIBaTh Hapsly C MOSIBJICHUEM JIMXOPAIKU BCE OCTAJIbHbIE KIIMHUYECKHUE TaHHBIE:

a) MOpakeHue JETKUX W/WIN JUINTEIbHO CTOSIIMKA KaTeTep C JUXOPaJKOW IMOCie MPOMbBIBAHUS
W/WIM HE TPOCTO JIMXOpPaJKa, a MOTpscarolue O3HOOb.. B 3THX cioydasx HEOO0XOIMMO BKIIOYATh
BAHKOMHUIIMH yX€ B CTApTOBYIO KOMOUHAIIHIO.
0) KIMHUKAa SHTEPOKOJHMTA C Jauapeed + BBIPAKECHHAs WHTOKCUKAIMS W/WIM TSHKENBIA MYKO3HT C
BOCIIAJIUTEIbHBIMU H3MEHEHUSAMM JECEH —> Tepamnus NEepBON JMHUM METPaHHUa301+ HUMUIEHEM C
LUCIUIATUHOM.
B) MOpa)KEHUE PTa W/WIN XapaKTepHas ChIllb W/WIM HaJM4YHe ApYy3 I'puOOB B MOYE W/WIM XapaKTepHBIE
ouaru B II€YEHU U cee3EHKe Mpu coHorpaduu — amdorepunud B* 1 — 1,5 mr/kr/cyr
') TUTIOTOHHS W HEeCTaOMJIbHAs TeMOJIMHAMHUKA — HEMEIIEHHO IedTa3uanuM+aMUKaIuH (+-BaHKOMHUIIIH )
WIM MMHUIEHEM C LHUCIUIATUHOM+aMUKalMH (+BaHKOMMIMH) (+METpOHUAA30J) M T.1., 4YTO B
3HAYUTEJIBHOMN CTETIEHU 3aBUCHUT OT OIIbITA JIEYAILIEro Bpaya.
5. JlomwkxHa ObITh Ha3HayeHa AaJeKBaTHAs HMH(Y3UOHHAs Tepanus C KOPpPEKUUEH DSIEKTPOJIUTOB U
anbOyMHMHA U 3aMECTUTEIbHAs Tepamusl.
O} PeKTUBHOCTh CTAPTOBOM aHTHOAKTEPHUATLHON TEpAIUU TMOJIOKEHO OIEHUBATH yepe3 24-36 yacoB mis
TOTO, YTOOBI CYIUTh O €€ TOCTATOYHOCTH, OJTHAKO BCET/ia HEOOXOIUM MOBTOPHBIA ¢ MHTEepBaiaMu §-12
YacoB JCTAJIbHBIA OCMOTP TaKOro OOJBHOTO C OIEHKOW CTaOMJIBHOCTH TE€MOJWHAMUKH M CTEIICHH
MHTOKCUKAIlUM, TOSBJICHHUS HOBBIX HH(QEKIMOHHBIX O4aroB. AHTUOaKTepuaibHas  Tepanus
MPOJIOJKAETCS JI0 pa3peuieHUs] HEUTPOTICHUH.
[Ipy pa3BUTUM CHUMITOMOB ITHEBMOLIMCTHOTO mopaxeHust Jerkux (Pneumocystis carinii) jgo3a Ko-
TpUMOKca3oJ1a - 20 MI/KI/JeHb 110 TPUMETONIPUMY, BBOAUTCS 2 pa3a B IeHb BHYTPUBEHHO KaIleJIbHO.
WNuTepcTuninanbHOE MOPAKEHUE JIETKUX WM MOSIBICHHE MHQUIBTPATOB MOXKET ObITh BBI3BAHO TaKkKe
rpuOKOBOMl MJIM KOKKOBOM WH(EKLIMEeH, JernoHeIol, MUKoIIazMoil. B cooTBercTBUM € HpUUYMHON
nH(pEeKINH Ha3HauaeTcsl aHTHOaKTepUaabHasi, IPOTUBOTPUOKOBAsl, TPOTUBOBUPYCHAS TEpaAIIUSI.
[Ipu pa3BUTHM MSTKOTKAHHBIX OYaroB - LEJUIIOJIMTA, OCOOCHHO B IEpHaHaIbHOM oOxacTu, THUQIUTA,
CUHYCUTOB B KOMIUIEKC JI€UeHUsl 100aBUTh MPOTUBOAHAIPOOHBIE Iperaparsl (HampuMep, METPOHU1a3071
7,5-10 Mr/Kkr Ha OJJHO BBeJIeHUE B 3 MIpHEMa BHYTPUBEHHO KalleIbHO ), THO0 UMUIIEHEM C IIUCIUIATUHOM.
Cucremuasi rpuOkoBasi nHgexkuus:
JUia npodUIaKTUKU MPOTUBOTPUOKOBOM HH(ENMH HA3HAYAeTCs CO CTapTOBBIX MPOTHBOIPUOKOBBIX
IpernapaToB, TakuX Kak (IykoHa30J, BOPUKOHA30J. B  HacTosiee BpemMsi BO3MOXKHOCTU
MIPOTUBOTPUOKOBON TEpamuu PEe3KO YBEIMUYWINCH B CBS3M C IOSBIEHUEM HOBBIX MPOTHBOIPUOKOBBIX
npernapaToB  (BOpUKOHa30Jl, TIpuzeodynbBUH, KacnoyHruH, MukapyHrus). Heobxonumo ¢
OCTOPOXHOCTBIO OTHOCHUTCS K NPUMEHEHHIO IpernapaTa UTPaKoHa30J (M, BO3MOKHO, BOPUKOHA30J) B
Hayajie Tepanuu, TaK Kak B IepHOJIe UHIYKIIH.
[Tpunuune! Tepanuu GedpuIbHON HEUTPOTIEHUH:
Koprukocreponapl — nekcamera3on + neomutiua 0,5-1 Mr/kr;
JlBa anTHOAKTEpHAJIbHBIX IIpernapaTa
AnTHOaKTEpUaNbHAs Tepanus BECh NEpUO/1 HEUTPONICHHH;
WNHupy3noHHas 1e3MHTOKCUKALIMOHHAS TepaIus;
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Haznauatorcs ¢pakrops! pocta (PunrpactuM, JIeHOrpacTHM), IPU KUZHEYTPOKAEMBIX COCTOSIHUSIX.

2.5 Unaukatopsl 3¢(PpeKTUBHOCTH NPOLEAypPbI:

Otger Ha Tepanuto nocie TI'CK:

e  HeittpodribHOE NPHUKUBICHUE — MOBBIIIICHUE YPOBHS JIEHKOIUTOB Oosiee 1,0 ThIC/MKII, aOCOIOTHOE
KoJInuecTBO HelTpoduiioB 6osiee 500, B TEUEHHE TPEX MOCIEAOBATENBHBIX JTHEH MOCIE TPAHCIITIAHTAIUH;
e TpomOonuTapHOE MNPHKMBIEHUE — TMOBBIIIEHHE YpPOBHSA TpomMOouuToB Oosiee 20 ThIC/MKI IpU
OTCYTCTBHH TpaHCY3Hii;

e JlocTwKeHHEe MOJTHOTO JOHOPCKOTO XuMepusma (0osee 95% KIETOK perunueHTa uMeeT JTOHOPCKOe
MPOUCXOXKACHUE) WM CMEIaHHOTO xuMmepusma (MeHee 95%  KJIETOK UMEIOT  JIOHOPCKOE
MIPOUCXOXKICHHE), ONPEAETICHHOE MOJIEKYJIIPHO-T€HETUYECKUM METOJIOM.

3. OPTAHU3AIIMOHHBIE ACIIEKTHBI ITPOTOKOJIA

3.1 Cnucok pa3padoTUyMKOB NPOTOKOJIA ¢ YKa3aHHe KBATH(PUKANMUOHHBIX JaAHHBIX:

1) Owmaposa KynisiH — 10KTOp MEAULIMHCKUX HayK, Mpodeccop, pyKOBOIUTEb OHKOT€MAaTOJIOTHYECKOTO
6noka PI'KII «HayuHslii IeHTp neIuaTpuu U IETCKON XUPYPTrUm».

2) TynebGaeBa AWrynp — KaHIWJAT MEAUIIMHCKAX HAYyK, 3aBEAYIOMIAas OTACIICHHUs] TPaHCIUTAHTAIUU
reMono3Tudeckux cTBOJOBbIX KIeTOK PI'KII «HayuHblil HeHTp neauaTpuu U AETCKOW XUPYPTrU».

3) Hypranues Jlaup JKBaHbllieBMY — JOKTOpP MEIUIMHCKUX HAyK, 3aBEAYIOUIUN OTIEICHUS
remarosiorun @unmnana KO «UMC» HanmonaneHelil HaydyHbIH LIEHTP MAaTEPUHCTBA U JIETCTBA.
4) CapcexbaeB Epramm CemranueBnd — Bpad OTACICHHUS TPAHCIUIAHTAIIMH TE€MOTIOATHYECKUX

cTBOJI0BBIX KIeTOK PI'KII «HaydHb1il IEHTp neauaTpun U JETCKOM XUPYpPrUm».

5) IOxueBuu ExatepuHa AnekcaHapoBHAa — H.0. JIOIEHTa Kadeapbl KIMHUYECKON (apmakosoruu u
nokazarenbHo Memuiuubl PI'TI Ha IIXB «KaparaHguHCKHII TOCYAapCTBEHHBIM MEIUIIMHCKUI
YHUBEPCUTET», KIMHUYECKHUI (apMaKoJor.

3.2 YkazaHue Ha OTCYTCTBHE KOH(JIMKTA HHTEPECOB: HET.

3.3 PeneHseHTsI:

1) PamazanoBa P.M. — nokTop MeIMUMHCKUX Hayk, podeccop Kadeapbl OHKOJIOIMH U reMaTOJIOTUU
AO «Kazaxckuii MEIUIIMHCKUN YHUBEPCUTET HETIPEPHIBHOTO 0OPa30BAHUS.

2) Kewmaiikun B.M. — kanauaT MeIMIMHCKUX HAYK, PYKOBOIUTENb ACTIApTAMEHTa OHKOT'€MAaTOJIOTHH 1
TpaHcmaHTauu koctHoro mosra @unuana KO «UMCy» HanuonanbHblii HaydyHBIM LEHTP OHKOJIOTUU U
TPAHCILIAaHTOJIOTHH.

3.4 Yka3anme YCJI0BHi mepecMOTpPa MPOTOKOJA: TIEPECMOTP MPOTOKOJIA uepe3 S5 JIeT MOCie ero
OHY6J'II/IKOBaHI/I$I U C JaThl €ro BCTYIUJICHUS B )IeﬁCTBHe WK IIPU HAJIMYKMKU HOBBIX METOJ0B C YPOBHEM
JI0Ka3aTeIbHOCTH.

3.5 Cnucok McnoJb30BAHHOM JIUTEPATYpPbI:

1) Apperley J., Carreras E., Gluckman E., Masszi T. Haematopoietic stem cell transplantation. //The
EBMT Handbook 2012, P683.

2) Copelan E. Hematopoietic stem- cell transplantation. New Engl .J. Med.-2006- Vol. 354.-P.1813-
1826.

3) Gratwohl A. et al Change in stem cell source for hematopoietic stem cell transplantation in Europe,
Bone Marrow Transplant.- 2005.- Vol. 36.-P.575-590.

4) PymsuaueB A.I'., Macuan A.A. TpaHcmiaHTalMsi reMONO3TUYECKUX CTBOJIOBBIX KJIETOK Y JETEH.
PykoBonctso i Bpauei. — M: MUA, 2003. -907c.
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5) Ljungman P, Aschan J, Lewensohn-Fuchs I, et al. Transplantation. -1998 - Vol 66.- P.1330-1334.

6) IIporoxon ALL SZT-BFM 2003.

7) Iporoxon AML SZT-BFM.

8) IIporokon ALCL-Relapse Stem cell transplantation NHL BFM.

9) Iporoxon EWOG MDS HSCT 2013.

10) IIporoxon EWOG-SAA 2010.

11) IIporokon ~ EBMT/ESID  GUIDELINES FOR  HAEMATOPOIETIC STEM  CELL
TRANSPLANTATION FOR PRIMARY IMMUNODEFICIENCIES.

12) [IpoToKOJI MO JEUYECHHIO THUCTUTOLIMTO3a M3 KIeTOK Jlanrenrapca y aereit m moapoctkoB LCH 1V
(LCH-S-2005).

13) Iltymkun B.B. Poib BeICOA03HOM XUMUOTEpanuy B JICUEHUH IreMo0IacTO30B U COJIMIHBIX OMyXOJIeH.
ObecrieyeHre TeMOMOITHYECKON MOJIEPKKU BBICOKOJ03HOM Xxumuotepanuu. COop, KoHcepBauus u
TpaHCIUIAHTAIUSl ayTOJIOTMYHOTO M aJVIOTEHHOro TreMomno3tudeckoro marepuana // JlaBeimoB M.U.
DHIMKJIONEAUS KIMHUYECKON OHKOJIOTHH: PYKOBOJICTBO IJIsl IMPakTUKyromux Bpadei.- M.: PJIC-2005,
2004. — C.868-872.

14) IlpakTuueckoe PyKOBOJCTBO IO JETCKUM Oosie3HsM moj obmieill pepakuueit Kokomunoit B.®d. u
Pymsannesa A.I'. Tom 4. ['emaToI0TH/OHKOIOTHS IETCKOTO BO3pacTa moj peaakuuei Pymsinuesa A.l'. u
CamouaroBoii E.B.-M.:1Jl Menmnpakrtuka, 2004.-792c.

15) Joseph H.Antin, Deborah Yolin Raley Manual of Stem Cell and Bone Marrow Transplantation 2009;
p. 177.

16) 3ybaposckas JI.C., ®peraroBa JIL.M., AdanackeB b.B.Tpancnnanranus reMOmno3ITHYECKUX
CTBOJIOBBIX KJIETOK IIpH remo0macro3ax. - M.: Hayka, 2007.- C. 912- 962.

17) Devergie A. Graft versus host disease//Haematopoietic stem cell transplantation. The EBMT
Handbook 2012, charter 11, p218-235.

18) banamosB J[.H. ®aktopel pucka ¥ KOHTPOJb BUPYCHBIX HH(MEKUMH mOCle TpaHCIUIaHTAIUH
r€MOTIOATUYECKHUX CTBOJIOBBIX KIIETOK y nerei. luccepramms a,M.H. Mocksa, 2011, 189 c.

19) Rovita M., Mensa J., Carreras E. Infections after HSCT. //Haematopoietic stem cell transplantation.
The EBMT Handbook 2012, charter 12, p 196-215.

20) Marcie Tomblyn, Tom Chiller, Hermann Einsele et al. Guidelines for Preventing Infectious
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IIpuinoxenne Nel
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IIpunoxenue Ne 2

NH®OPMUPOBAHHOE COI'JIACUE HA NIPOBEJEHUE HUTA®EPE3A
Konuenrtpar mnepudeprueckux MOHOHYKJIEApOB, OOOTalleHHbIH CTBOJIOBBIMH T'€MOIO3TUYECKUMU
KJIETKaMH, HalleJl IPUMEHEHHE B COBPEMEHHON MeIMIUHE C IeJbl0 TepanuH LIHPOKOro CHEeKTpa
3a00JIeBaHM, B TOM 4YHCJI€ U MPU TPAHCIUIAHTALMM IMPU PAJE OHKOJIOTMUECKUX, F€MATOJOTHYECKUX U
MMMYHOJIOTHYECKHX 3a00JIeBaHU.

Jis ero monydeHus: HeoOXoJuma NpeaBapUTeNbHAs MOOWIM3ALUs JIEHKOLUTOB TI'PaHyJIOIUTAPHBIM
kosoHuectumynupyomum pakropom (I'-KCD). I'-KCD noBsimaetT KoJIM4ECTBO JEHKOIUTOB, a TIIaBHBIM
00pa3oM CTUMYJIUpPYET BBIXOJl CTBOJIOBBIX KJIETOK K3 KOCTHOTO MO3ra B INepu(pEepHuecKyl0 KpOBb.



bnaronaps moOunuzanuu kiierok nocie HazHadeHus [-KCO, ynaercs monyduth HpoAaykT adepesa,
JIOCTaTOYHBIH /U1t 3P PEKTUBHON reMaToIOTHIECKON PEKOHCTUTYIIMH OOJIHFHOMY TIOCIIE TPAHCIUIAHTALINH.
I'-KC® (npenapatsl «Heitnoren», «I'paHonuT») BBOAUTCS MOJIKOKHO B 00J1aCTh IJIeda B TEUEHHE S5 THEH.
Ha nsateiit nenp BBemeHws, yepe3 3-4 dvaca mOCi€ BBEACHHS Ipenapara MPOBOJMUTCS MPoIeaypa
nurtadepesa.

Bo3MoxHbIe TIOOOYHBIE SIBICHHS Ha BBEICHHS IIperapara, 4acToTa BO3HUKHOBEHHS KOTOPBIX HE
npeBbimaet 20% — BO3HUKHOBEHHE 0OJIeH B KOCTSX, YYBCTBO MOKEHHS, 3yJla B MECTE YKOJIa, YCTAIOCTb,
peIKO - TIOBBIIICHHE TEMIIepaTyphl, ToJoBHas 00ib. [lanHbie 3((EKTHI MOTYT COXPaHATHCS Ha
MPOTSHDKEHUH MaKCUMyM JBYX CYTOK M HCYE3alOT IIOCIIe Ha3HAYEHUS OOBIYHBIX JKapOMOHMKAIOUINX
npenapaToB. Bo3moxHbie oTcpoueHHble 10604YHbIE 3P PekThl [-KCD npu KOpoTKOCPOUHOM MPUMEHEHUH
710 HACTOSIIIETO BPEMEHH HE OMUCAHEI.

3abop kieTok ocymiecTBisiercs Ha ammapate «Cobe Spectra» (qubo momoOHBIE ammapaThl JPYTHX
MIPOU3BOIUTEIICH) Yepe3 B JIOKTEBbIE BEHBI (LIEHTPAIbHBIC BEHO3HBIE KaTeTephl). 3 BEeHBI OJJHON PYKH
KpPOBb IOCTYyIAeT B ammapar, I/ie MPOHMCXOJHUT OTIENICHHE TPAaHYJIOIUTOB OT APYTHX KIETOK KPOBH.
['panymonuTel COOMpAIOTCS B pe3epByap, a OCTABIINECS KOMIIOHEHTHI KPOBH BO3BPAIIAIOTCS Yepe3 BEHY
npyro# pyku. KpoBomnoTeps npu jeiikouuradepese cocrapiser He Oosee 100 mir.

Jlnst Toro, 4ToOBI KPOBH HE CBEpHYJACh B ammapare, MCIOJB3YEeTCs aHTUKOATYJSHT — IUTpPAT HATPHA,
KOTOPBI IUPKYyIUpyeT B cucteme. [lomamas B opraHu3Mm, OH OBICTpO paspymaercs. Bo3MokHbIE
noOouHble 3((GEeKTH NMPU TOMATAHUU IUTpaTa HATPHUS B OPraHW3M — KPATKOBPEMEHHOE CHIKECHUE
KaJIbIHS, IPUBOJAAIIEE K OHEMEHHIO, TOKAIBIBAHUIO KOHYMKOB MaNbleB. [Ipn BO3HMKHOBEHUH JTaHHBIX
CHMIITOMOB TPOU3BOJSAT BBEICHHE TIIOKOHATA KaJbIHs, KOTOPOE MOJHOCTHIO YCTpPAHSET HENpPUATHBIC
OLLYLIEHUS.

[Tocne mpoBenenus nuradepesa y J0HOpPA HE BOSHHUKACT Ne(PHUINTA JICHKOIIMTOB, HO MOXKET OTMEYAThCs
KpPaTKOBPEMEHHOE U 00paTUMOE HE3HAUYUTEIbHOE CHUKEHHE KOJIMIECTBA TPOMOOIIUTOB B KPOBH.

A,

(Crenens poacTBa M0 OTHOLIEHUIO K PEOEHKY)
[IposxkuBatomuii (ast) mo agpecy

Neynocrosepenns BBIJIaH
, OCBeIoMJIeH(a) 0 TIPOBOIMMOM TIpolLieype JeKkonuTadepesa 1 BO3MOKHBIX TOOOUYHBIX I deKTax.
corJiaceH (Ha), 1al0 coryiacue 3a MOero pebeHka

(®UO pedenka, naTta po>kJICHHS)
Ha OCYIIECTBIICHHUE NPOIIEYPHI COTJIaceH (Ha), MPETeH3U K BpadyaM HE UMEIO.

[ara IToanuce
becena npoBeneHa B IpUCYTCTBUM Bpadeu

[Toanucek nudopmupyromero Bpava

(D.11.0.)

Bpau — tpancdyzuomnor

(®.11.0.)

(mara) (moamucek)

Ipuiaoxenne Ne 3

NH®OPMUPOBAHHOE COI'JIACHUE HA TPOBEJEHHUE 3ABOPA (3kc¢y3nrw) KOCTHOI'O
MO3raA
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KrneTku KoCTHOrO Mo3ra NPUMEHSIOTCS B COBPEMEHHOM MEAMIIMHE C EJIbI0 TEPANUU IIHUPOKOTO CIIEKTpa
3a00JIeBaHUI.

3a00p KOCTHOTO MO3ra BBINOJHSETCS MyTeM MYHKUMA 3aJHUX TpeOHEeH NOJB3AOLIHBIX KOCTEH.
[TonydeHne KOCTHOTO MO3ra OCYIIECTBISECTCS IOJ MECTHOM WM 00mei aHecte3uend. Bo3moxkHbie
MOOOYHBIE SIBJICHUS HA BBEJICHHE aHECTETHUKOB MPOSBIIIIOTCS PEAKO — HE Yarie, 4eM B 3-5% cioydaeB. OHu
BKJIIOYAIOT B ce0sl a/lIepruyeckue peaxiuu, B TOM 4ucie aHa(uIaKTUYEeCKHe, a TaKKe BOSHUKHOBEHHE
TOIIIHOTHI U TOJIOBHOM 00M. MecTHast aHecTe3Usl CONPsHKEHA C MEHBIIUM PUCKOM IMPOSIBIIEHUS TOOOUHBIX
peakuuii. JlaHHble 3(QQEKTHI MOTYT COXpaHSATHCA HA HNPOTSHKEHUH OJHUX CYTOK M KYNHPYIOTCS
Ha3HAYEHUEM CUMIITOMaTHYECKON Tepanuu.

3abop Oospmioro oObemMa KocTHOro wmosra (Oomee 1 smrpa) compsbken B 0,01% ciydaeB c
BO3HUKHOBEHHUEM KUPOBOI MJIM KOCTHOU SMOOJIUH JIETKUX, KOTOPAast HE ABJIAETCS KIMHUYECKH 3HAUUMOH,
TaKoOM, KaK, HallpuMep, PU KOCTHBIX MepesioMax.

[Tocne npoBeneHust 3a00pa KOCTHOTO MO3ra MOXET HaOII0AaThCs yMEpeHHas O0JIE3HEHHOCTh B MECTax
MYHKIUH, KyIUPYOLIascs BBEIEHUEM HEHAPKOTUYECKUX aHAJIbI€TUKOB, U MPOI0JpKaroliasics He 6oee 2-
3 nHEW.

3a00p KOCTHOTO MO3ra OCYILECTBISETCS CIEUUATUCTAMH, TapaHTUPYIOIIMMH TpPaBMAaTUYECKYIO
0€30MMacHOCTh OPraHoB OPIOIIHON MOJIOCTH, KPYIHBIX COCY/I0B U CYCTaBOB.

[Tocne npoBenenust 3a00pa KOCTHOIO MO3ra B KOJIMYECTBE, MPEBBIIAIONIEM 5 MJI/KI Macchl Tena, y
JIOHOPa MOKET BO3HUKHYTh CHIKEHUE TOKa3aTesnel reMoriioorHa, mo3ToMy, B TeueHue 1 mecsia nocie
IIPOBEJICHUSI OIepallid PEKOMEHJyeTCsl IpHeM IpernaparoB kene3a U (OJIMEBOM KHUCIOTHI C
MOCJIEAYIOIUM KOHTPOJIEM YpOBHSI remorioduHa. B peakux ciaydasgx MOXKeT HOTpeOoBaThCs
reMoTpaHcpy3uoHas Teparus.

A,

(Crenenb poacTBa 10 OTHOLIEHUIO K PEOEHKY)
[IposkuBatomuii (ast) mo agpecy

NeynocroBepenns BBIJIaH ,
OCBEJIOMJICH(2) O MPOBOJAMMOM oOmEpanuu 1o 3a00py KOCTHOTO MO3Ta M BO3MOJXKHBIX IMOOOYHBIX
s dexTax.

Ha npoBenenue onepannu cornacex (Ha)

, TpEeTeH3Huu

K BpayaMm HE UMEIO.

Hara [Tonnuce

becena npoBeneHa B IPpUCYTCTBUM Bpadeu

Jlewammii Bpau

(®.N.0)
(monmucek)
Bpau — tpancdyzuomnor
(®.1.0.)
(mara) (moamucek)
"j s 7/,,/
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Ipuioxenue Ne 4

WH®OPMHUPOBAHHOE COI''TACHUE HA ITPOBETEHUE BBICOKO/I03HOM
XUMHUOTEPAIINU C AJVIOTEHHOU TPAHCIIVNIAHTAIIMEU TEMOITIOTUYECKHUX
CTBOJIOBBIX KJIETOK

Mpr )

OUO (ponuteneii, ONIEKYHOB)
CreneHb poACTBa 110 OTHOLLIEHUIO K pEOEHKY
[IpoxuBaromux mno agpecy

NeynocroBepenus BBIJIAH
ObUTH TPOUH(OPMHUPOBAHBI O TOM, UYTO HAIl PpeOEHOK

(®UO pedenka, nata posKICHUS)
0oJieH (AMarHo3 MaueHTa):

r.Aamarsl « » 2012r.

Ham nanbl pa3bpsicHEHUS O COCTOSIHMM 3/10POBbsI MOEro peOeHKa Ha JaHHBIM MOMEHT, IMarHo3e, MPOrHo3e
3a00seBaHus 1 00beMe TPeOyeMO METUIIMHCKON MTOMOIITH:

Ha ocHoBaHuMm aHaMHe3a, AAHHBIX KIMHUYECKOIO M HMHCTPYMEHTAJIBHOIO METOJIOB HCCIEI0BaHUS
YCTAaHOBJIEHO, YTO HalleMy peOEHKY IO0Ka3aHO HMHTEHCHBHOE JIEYEHHE C TOMOUIbI0 BBICOKOIO3HOM
LIUTOCTaTUYECKON Tepamuu C MOCIEAYIOIIMM  BBEACHUEM  aJUIOT€HHBIX  (TarjouJIEHTHUYHBIX)
reéMOIIOATUYECKUX CTBOJIOBBIX KJIETOK OT COBMECTHUMOTIO (POACTBEHHOI'0, HEPOJACTBEHHOT'0) I0HOPA.

Mpl 3HaeM, 4TO IpU 3TOM 3a00JI€BaHUH TPAHCIUIAHTALMS T€MONIOATHYECKUX CTBOJIOBBIX KJIETOK (KOCTHBIM
MO3l, CTBOJIOBbIE KIJIETKM KPOBH, IyIIOBHHHAs KpOBb) siBisieTcsa Oosiee 3(dexTuBHON Tepanueit ams
U3JIEYeHUsI HalIero peOeHKa 0 CPaBHEHUIO C 0OBIYHON XUMUOTEpaIuel U IpyruMHu BUAAMH JI€UEHUS.
JUis  TOJHOTO  YHUYTOXKEHHUS OIYXOJIEBBIX KJIETOK HEOOXOJIMMO IMPOBEICHHE BBICOKOJIO3HOM
XUMHOTEpanuu (W/WIM paguoTepany) C MOCIEAYIOUMM BBEICHHEM TI'€MOINOATHYECKUX CTBOJIOBBIX
KJIETOK..

[To maHHBIM MpeaCTaBIEHHON MEIUIIMHCKONW TOKYMEHTAIluU, 0ObEKTUBHOTO OCMOTpA, 1a00paTOPHOTO U
HMHCTPYMEHTAJILHOTO 00CIIeI0BaHuUs COCTOSIHUE O0JIbHOTO OlleHeHO 1o unjaekcy Kapnosckoro (JIanckoro,
ECOG-1): %.

| 7 42f



XapakTepucTrKa METo/1a JIeYeHUs (KpaTKOe U3JI0KECHHE):

I. 1o mpoBeneHus aJuIOr€HHOM TPaHCIUIAHTAIlMN TE€MOIMIOATUYECKUX CTBOJIOBBIX KJIETOK NepU(epudecKux
KJIETOK KPOBH (KOCTHOT'O MO3ra, MYyITOBUHOM KPOBH) MOJIHOE 00CIEI0BAaHUE COCTOSHUSI OOJIBHOTO:

1. KpoBeTBOopHOW CHCTEMBI, BKJIIOYAas IIUTOTCHETHYECKHH (IO TIOKa3aHUsIM), MOJEKYJISIPHO-
OuoornuecKuil (1o Noka3aHusIM) ¥ UMMYHOJIOTMUECKUI aHaAJIN3 (10 MTOKa3aHUSIM);

2. DyHKIMOHAIBHOE COCTOSIHUE CEpJEYHO-COCYIUCTON CHUCTEMBI, JETKHX, IEYeHHU, MO0YEK, HEPBHOM
CUCTEMBbI, OIIOPHO-/IBUTaTEJILHOTO armapara.

3. BoisiBneHue NpuU3HAaKOB BUPYCHOM, OakTepHalibHON U rpuOKOBOI MH(EKINH, BKJIIOYas JUATHOCTUKY C
MTOMOIIBIO OJIMMEPA3HO-LEMHON PeaKIiu.

II. BolnosiHeHHE aJUIOT€HHON TPaHCIUIAHTALUU T€MOINO3TUYECKHX CTBOJIOBBIX KJIETOK NEpU(epuyecKux
KJIETOK KPOBH (KOCTHOTO MO3Ta, IMyMOBUHOW KPOBH):

1. TlogroroBka OOJILHOTO K Q/UIOT€HHOW TpaHCIUIAHTAlMM TE€MOIO3TUYECKHX CTBOJIOBBIX KIIETOK:
MIOCTAaHOBKA  LIEHTPAJIbHOTO  KareTepa, JCKOHTAMMHALMS  KHUIIEYHHKA, IMPOBEIACHHE  pexXHUMa
KOHJUIIMOHUPOBAHMSI C TOMOIIbIO BBICOKHX /103 LUTOCTATUYECKUX MIPETapaToB.

2. Undy3us aminoreHHbIX (JOHOPCKUX) IEMOMOITHYECKUX CTBOJIOBBIX KIIETOK KPOBU (KOCTHOTO MO3ra),
MOJIyYUEHHBIX OT POJCTBEHHOrO (HEPOJCTBEHHOIO) COBMECTUMOIO JIOHOpPAa C HCIIOJIb30BAHUEM
KOJIOHHECTUMYIUPYIOIIET0 (akTopa TrpaHyJIOMOHOLIUTONO33a M IMOCIEAYIOUIUM BBIIEICHUEM METOJOM
aBTOMaTH4YecKoro adepesa (Muenodkcy3un) 1100 MOTy4EHHOTO MOCie 3a00pa KOCTHOTO MO3Ta.

3. Jleuenne B mepuoje MOCTLUUTOCTATUYECKONW LHUTONEHUMM U BOCCTAHOBJIEHHUS KpPOBETBOPEHHUS C
MPUMEHEHHEM PEKOMOMHAHTHBIX (DAaKTOPOB POCTa, AaHTUOMOTUKOB, MHUKOCTATHKOB, HMPOTHUBOBUPYCHOM
Tepanuu, WHQY3UIl OOIYYEHHBIX KOMIIOHEHTOB KPOBH, IIOJIYYEHHBIX C IOMOIIbIO aBTOMAaTHYECKOIO
adepesa, mnapeHTepalbHOro mnuraHus. [lpodunakThka u Tepamusi OCTPOM/XPOHUUYECKOW pPEaKIuu
“rpancrutantaT npotus xo3suHa” (PTIIX) moa koHTposieM ypoBHS HUKIOCIOPUHA A B CHIBOPOTKE KPOBU
nanueHTa. Ha3HaueHue JieKapCTBEHHBIX MpENnapaToB B TOM yucie u ais npodunaktuku/nedenus PTIIX
OyZeT OCYLIECTBIISITHCSI B COOTBETCTBUM C KIIMHUYECKOH HE0O0XOJAUMOCTBIO.

4. KoHTponp 3a NPWKUBIEHUEM TpAHCIUIAHTAaTa M Pa3BUTHEM pa3IMuYHbIX CTENEHEH XumepusMma c
MTOMOIIBIO0 MOJIEKYJISIPHO-OMOJIOTUYECKUX METO/IOB.

Ota Tepanusi MOKET OKa3aTh 0004HbIE 3((EKThI Ha JII0ObIE OPraHbl U CUCTEMBI Hallero pedeHka (B T.4.
BBINIAICHHUE BOJIOC, TIOPAKEHUE CIIM3UCTHIX 000JI04€K, TOIIHOTA, PBOTA, AHapes U T.IL.).

OcCHOBHBIE OCJIO’KHEHUS U UX IPUYUHBI, OLIEHKA PUCKA MPejlaraeMoro MeTo 1a JIeUeHUs:

1. B teuenunm 2-5 Henenb, a MHOTAA U IOJIBIIE, MTOCIIE TPAHCIUIAHTAIINH OKUIAETCS TITyOOKOE YyTHETCHHE
MMMYHHTETA, KOTOPOE MOXKET MOBJIEUb Pa3BUTHUE KU3HEHHO-OMACHBIX MHPEKIMOHHBIX OCI0KHEHUN (AeTn
CIWJIBHO TMOJIBEpXKEHbl OaKTepUabHbIM, BHUPYCHbIM U TI'pUOKOBBIM HHGEKUUAM) O0OYCIOBICHHbBIE
JUINTENbHOCTBIO _TepHoJia LMTONEHUH M _BOCCTAHOBJICHHMEM KPOBETBOPEHHS  JIOHOPA, a TakKkKe
MMMYHOCYIIPECCUBHOM_Tepanue: cerncuc, MHeBMOHMSI, MUOKApAUTbI, HHPEKIIUU MOUYEII0JIOBOM CHCTEMBI,
BOCIAIUTEIbHbIE UHPWIBTPATHl KOKU U JIp., BO3MOXKHBI JIETAJIbHbIE OCJIOKHEHHUA. J[0 BOCCTaHOBIIEHUS
MMMYHHOH CHCTE€MbI HEOOXO0aUMO IpeObiBaHHE peOEHKA B CTEPUIIBHBIX YCIOBHUSAX JaMHHApHOTO OOKca.
MpI rapaHTupyeM HCIIOJIHEHHE BCEX MPaBUJ ACENTUKU IPU yXOJie 3a HAllUM peOeHKOM. MBI 3HaeM, 4To
Hall peOeHOK JOJDKEH M0JIy4yaTh HU3KOOAKTEPHAIbHYIO TUETY, C KOTOPOU Mbl 03HAKOMJICHBI.

2. Tepamus TpaHCIIaHTAllMM, HWCIHOJIb30BAaHHWE BBICOKMX J03 LMTOCTaTHYECKUX IpernapaTroB
(XumMuompenapaTroB) BJIeHeT 3a COOOW MJIMTENbHOE U TIJIYyOOKO€ CHH)KEHHE HMMYHHTETa M MOXKET
BBI3BIBATh BCEBO3MOKHYIO OPraHHYIO TOKCHYHOCTb, B TOM YHCJI€ U MOPaXE€HUE LEHTPAJIbHOW HEpBHOMU
CUCTEMBI (CyJJOPOTH U JIp), OCJIOKHEHHSI CO CTOPOHBI CEPAEYHO-COCYAUCTON CUCTEMBI (HAapyIIEHUs pUTMa
U TPOBOJAMMOCTH, TIOBBIIIEHUE apTEPUAIbHOTO JaBJIEHUS), IMEYeHH (BEHO-OKKIIO3UOHHAs O0JIe3Hb,
rernarur...), nouek (Imo4yeyHass HeJIOCTAaTOYHOCTb...), JIETKUX (IUCTPECC-CUHIIPOM JIETKHUX..), BO3MOKHBI
JeTallbHble OCJOXXKHEHUs. Bo3MoxkeH penuauB 3aboseBaHus. CTeneHb pHcKa MpeiaraeMoro Meroja
JIEYEHUS - KpallHe BBICOKUH PHUCK.

3. HmmyHoJIOTMYECKHE OCJIOXKHEHHS: OCTpas peakuus "TpaHcrjaaHTar-npoTuB xo3suHa" Il w IV
CTENEHU - WMEIOT BBICOKUU PUCK__ pPa3BUTHS_TSDKENbIX OCIOKHEHUH. XpoHUYEcKas peakius
"TpaHCIJIAaHTAT IPOTUB X035MHA" MOXKET IPUBOJIUTH K MOPAKEHUIO KOKU, MIEYECHU U KUIICYHUKA U UMETh

¢ p : N ,’..ir r { A oA A _/_.// ’; -
g 7 42f




OTpaHMYCHHBIN M pacIpOCTpaHESHHBIN XapaKTep N3MeHEeHH. Bo3MOKHEI TeTaJbHBIE OCIOKHEHUS.

4. OCHOBHBIM __METOIOM _ JICYEHUS MMMYHOJOTHYECKMX  OCJOKHEHUH  SABJISIETCS  Ha3HAYECHHUE
MMMYHOCYIIPECCUBHON TepalMWU: HUKIOCIOPHUH A, TaKpOJIUMYC, MUKO(EHOIAT, IIFOKOKOPTUKOUILL U JIP.
B COOTBETCTBUH C KIMHUYECKON HEOOXOIMMOCTEIO.

5. BBO3MOXHBI _OCHOXKHEHHSI OT MPOBOAMMBIX MAaHHIYISAIHKA: mocraHoBka [IBK-1mienTpaibHOro
BEHO3HOI'0 KareTepa (reMaTropakc, MHEBMOTOpAaX, I'eMaTOMBI, IMOBPEXKICHUE IIJIEYEBOIO CILIETEHUS,
IYHKIHSL apTEPUN).

Jlnist pebeHKa MOTYT MOTPEOOBATHCS MPETapaThl, He UCIIOJIb3yeMble B OOIIeNeAnaTpUIeCKOi PaKkTUKe, HO
KpaifHe BaXHbIE /IS MPOPHUIAKTHKA M JICYCHUS OCIOKHEHUH, BO3HUKAIOIIUX ITOCIE TPAHCIUIAHTAILIWH.
OTKa3 OT MCMOJIF30BAHMS TOTO HJIM MHOTO TperapaTa Wik MeToAa 00CIe0BaHUS MOKET ITOCTABHUTH IO
Yrpo3y HCXO]] TPAHCIIAHTAINH, TIO9TOMY MBI 3apaHee JaeM COTJIache Ha UX MPUMEHEHHE.

[locne npoBeneHus: TpaHCIUIAHTALMKM HalleMy peOEHKY MOHA00sATCs TpaHCPY3UU KOMIIOHEHTOB KPOBH,
OOJIy4eHHBIX C MeNbl0 NPOQWIAKTUKA MOCTTPAHC(HY3HOHHBIX OCJOXHEHHH, O BO3MOXKHOM DHCKE
MpOBEACHUST TpaHCHY3UH TMPEIYNPEKACHB (aUIEpPruiYecKue, MUPOTEHHBIE, TeMOJIHTUYCCKHE PEaKIIny,
KOHTaMHUHAIIHs TpenapaToB KPOBU BUPYCAMHU) W COTJIACHBI Ha WX IMpoBeAeHue. M MBI, IPH OTCYTCTBUH
MIPOTHBOIIOKA3aHMIA, CAMH TOTOBHI SIBIISITHCSI IOHOPAMH KPOBH.

[Tocne oOmydenus Tena, mpuema OycynbdaHa U APYTHX XUMHUOIIPENAPATOB MOKET PAa3BUTHCS KaTapakTa,
KOTOpasi JICYUTCS C MOMOMIBI0 XHPYPTUYECKOTO BMEMIATENBCTBA. B ManbHEHIIeM MOXeT BO3HHKHYTH
oTcTaBaHue B pocre u Oecrutogue. BO3MOXHO Takke MOpaXeHHE IICHTPAJIbHONW HEPBHON CHUCTEMBI
KOTOPOE B PEAKHX CIyJasiX SBISIETCS CMEPTEIHHBIM.

[Tocne TpaHCIIIAaHTAIMU BO3MOXKEH PEIMANB OCHOBHOTO 3a00JIeBaHMs, OJHAKO, C TCUCHHEM BPEMEHU
BEPOSATHOCTh €r0 BO3SHUKHOBEHHS yMEHbIIaeTcs. OKUIaeMblil pe3yabTaT MPH MOJIOKUATEIBHOM HCXOJIE:
O’KU/IaeMasi JUTUTEIBHOCTh PEMUCCHH: cTabmiM3anus 3a00JIeBaHus, H3JeueHre 3a00IeBaHHsI

[Tocne mpoBEAECHHOTO JICYCHHS Y MOETO peOeHKa, 10 CPABHEHHUIO C €r0 CBEPCTHUKAMH, HECKOJIBKO BBIIIE
PHUCK BOBHUKHOBEHHUS OHKOJIOTUYECKUX 3a00/1€BaHUH.

Hawm (MHE) u3BeCTHO, UTO METUIIMHCKAsS yCIyra OTHECEHAa K KaTerOpHH ONacHBIX

Msbl  gaeM  70OpoBOJIbHOE  WH(POPMHPOBAHHOE  COTJIACHE HA  MPOBEACHWE  TPAHCIUIAHTAIIUU
r€MOTIO3TUYECKHUX CTBOJIOBBIX KJIETOK HaIleMy peOCHKY.

JInsi TpaBHIIBHOM OIIGHKH COCTOSTHHSI Hamlero peOeHKa MOHamo0sATCs pa3udHble J1a00paTOpHBIE U
WHCTPYMEHTAJIbHBIE METOIbI HCCIIeIOBaHUs. MBI JaeM COTJIache Ha MX IPOBEICHHE.

Mps1 nHpOPMHUPOBAHBI U JJa€M COIJIacue Ha MCIIOJIb30BaHHE OMOJIOTUYECKUX CpeJl Hallero pedeHka (KpoBb,
KOCTHBII MO3T) B MCCIIEIOBATEIHCKHIX IIEIISX.

Cornacue MHOIO TIPOYMTAHO, MOJIUCH MOCTaBiIeHa oco3HaHHO. [lomydeHHass nHOpPMAIUsS O XapakTepe
JICYCHH, BO3MOKHBIX HECKCIATCIBHBIX PE3YyibTaTax, OCIOXHCHHUAX W HUX IMPUYWHAX MHC IIOHATHA H
JOCTaTOYHA JIISl IPUHSTHS PEIICHUS O COTJIACHH Ha TPEUIOKEHHYIO TePAITHIO.

Mpl coriacHbl Ha HCHOJb30BaHHE MH(GOPMaLUU O TEYEHHM MOero 3abojieBaHUs (3a00JieBaHMSI MOETO
pebeHKa) B HAYYHBIX IEJISIX U MeIaroTHYeCKOM IMPOIIECCe.

M1 I/IH(bOpMI/IpOBaHBI O TOM, YTO TOJIBKO MECIMUMIIMHCKAas, HO HC KOH(i)I/II[GHHI/IaJ'IBHaH, I/IH(l)OpMaHI/ISI (0}
HameM peOeHke OyaeT MpeaocTaBieHa B MEXIyHapOJHbIE OOIIecTBa MO TPAHCIUIAHTAIUA KOCTHOTO
MO3Ta C IEJbIO MPOBECHUS CTATUCTHYECKOTO aHATN3a JaHHBIX.

MBI mpenynpexaeHbl, YTO TIIOCNIe BBINMMCKH Hamero pebeHka W3 cTanpoHapa Oyler HeoOxoanma
COIIPOBOAUTEIIbHAA TCpalusd MUHUMYM B TCUCHHUC IroJia, KOTOpAasA JOJDKHA IIPOBOAUTLCSA aM6y.]'IaTOpHO 10
MCCTY JKUTCJIILCTBA.

Cornacue Hamu (MHOIO) NPOYUTAHO, MOANUCH IOCTaBjieHa Oco3HaHHO. [losyueHHas uHdopmauus o
XapaKTepe JICUCHUS, BOSMOXXHBIX HCXKECIATCIbHBIX PE3YyJbTaTax, OCIOKHCHUAX U UX IPUYNHAX HaM (MHG)
IMOHATHA U JOCTAaTOYHA IJIA NPHUHATHA PCHICHUA O COTJIACHH Ha NPCIIOKCHHYIO TCpaInIO.
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Hara

[Toanuce PacmmdpoBka noanucu

ara

3am aupexTopa Mo neAnaTpun

[Toanuce PacmmdpoBka noanucu

3aB. OTIEJICHHEM

Jlewammii Bpau

IIpunoxenue Ne 5

Cnucok pa3peneHHbIX MPOIYKTOB, KOTOPhIE MOXKHO AaBaTh pebenky mocie TT'CK

@pPYKTHI U AT0JIbI

3areyeHHble A0JI0K0, rpyla, baHaH

(bpyKTOBBIE MIOPE MPOMBIIIIICHHOTO MTPOU3BOJICTBA IS IETCKOTO TTUTAHUS
KOHCEPBHUPOBAHHBIE MIEPCUKH, AOPHKOCHI TPOMBIIIIEHHOTO U3TOTOBIICHHS (TIpH THapee —
MIPOTUBOIIOKA3aHbl, HEIb35)

OBoiu Tonbko TepMuyecku 0OpaboTaHHbBIE
MopxkoBb
[Tomunopsl 6€3 KOKyphl (CHUMAETCS Mepel] IPUroTOBICHUEM )
Kaprodens
Kabauku
Kamycra Oproccennckasi, OpOKKOJIM, IIBETHAS
baxuaxansl (63 KOKypHbI)
[Tepen cnankuii (Iocie MPUTOTOBICHUS KOKHUIIA CHUMACTCS )
TrikBa
OBoI1IHbIE MIOPE MPOMBIIIIIEHHOTO TPOU3BOJCTBA JUISl IETCKOTO MUTaHUS
Xneb u TOJIBKO IO COTJIACOBAHUIO C JICYAIUM BpauoM
xJ1e000yI09HbIe
U3J1eus
3epHOBBIE BCE Kallli, KpOMeE NEPJIOBOM U MIIEHHOW (TI0XO MepeBapUBaIOTCs)
IIPOJTYKTHI (KaIIK)
MaxkapoHHbIE MaKapOHbI U3 TBEP/bIX COPTOB MILIEHUIIbI (HAIIMCAHO Ha YIIAKOBKE)
W3 JIEIHs
Macno Maciio pacTuTenbHOE U CIMBOYHOE - TOJBKO MPU NpurotoBieHun omoxu!!!
Msico u MsicHble KOHCEPBBI IPOMBIILITIEHHOTO [TPOU3BOJICTBA JAJIsl AETCKOTO MUTaHUS
MSCOIPOIYKTBI Kpounuk, nnaeiika, Kkypuia, 0apaHuHa, TOBsIMHA, CBUHUHA (0€3 KOKU U BUIAUMOTIO KHUPa,
CYXOKUJITUI)
Pr16a Dune
o CaapenHoe BKpyTyto (He MeHee 15-20 MuH)
Omuer
BbyrunupoBaHHasi Hera3upoBaHHAas BOJa MPOMBIIIIEHHOTO U3TOTOBJICHUS (OUYHILIEHHAs
Hammtku JIETCKasl BOJIa WM MIPOKHUIISTYCHHAs) B HeOombuX (He 6onee 0,51) OyThIIKax
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COKHU OCBETJICHHBIC, POMBIIIJICHHOTO TPOU3BOICTBA, MACTEPU30BAHHBIC JIJIST JETCKOTO
nuTanus, B Hebonpmmx (He 6omee 0,2511) yrmakoBkax

Cnanoctu n JDKEM CTEPUJIM30BAaHHBIN B MAJICHHKUX YITAKOBKaX

KOHJUTEPCKUE MIeYEeHbE B YIAKOBKaX, IETCKOE, pacTBOpUMOE (TUHa«XalHI» U 1p)

W3/eus BbIINIEYKa (LIapIO0TKA, CIIOUKH)
JIeIHLbI B IBOMHOM yrakoBke— 0e3 caxapa, (IpuoOpeTeHHbIe B anTeke 1o tuny «box
napu» 1 «3yna» u Jip)

MouJtiounblie Bce Mo1ouHbIe IPOAYKTHI - TOJBKO 110 COIVIACOBAHUIO C JieyaliuM Bpadom!!!

IIPOYKTHI TBopor (ToJIbKO TepMUYECKH 00pabOTaHHBIN, B OI10/1aX: CHIPHUKH, 3aII€KaHKa)

(ecnn He mokazaHa | CmeTraHa (TOJIBKO TepMUYECKH 00padoTaHHas1, B OJIF0/1axX)

0e311aKTo3Has Horypr, TepMudecky 06paGOTaHHBIH B IIPOMBIILICHHBIX YCIOBUSAX (TePMH3UPOBAHHEII),

TeTa) CO CPOKOM XpaHeHHs boiee 45 nHeil. Mapkupyercst Kak HOTypTHBII IPOIYKT,

HOTypTHBINM HANUTOK (TaKHe MPOIYyKThl UMEIOT Ha3BaHue: Hanpumep «oryprep»,
«DpyrypT», « I pMUTYPT» H 1IP.)

Hetsim ¢ 8 mecsitieB — HOrypTHBIE M TBOPOKHBIE MPOAYKTHI «Baby Cap», mpou3BOACTBO
«Nestle» u ap crepunbHas NpoAYKIUs

CrIp 1u1aBiieHbIN 0€3 CrIeNnid U HATIOJTHUTENICH, TOPIIMOHHBIN B WHANBU Ty AJIbHOU
yIaKoBKe (HapuMep, CIMBOUYHBIN «XO0XJIaH» B KBAJAPATHBIX YIaKOBKAX)

MoJ10KO KOPOBBE, KO3b€ CTEPUIIN30BAHHOE (IIPOMBIILIEHHOTO TPOU3BOJICTBA) B
HeOobImux (He 60mee 0,2511) ymakoBKax

CnuBku crepunuzoBanHbie (10% - 20% xupHOCTH)

[IpecHble ananTUpPOBaHHBIE MOJIOYHBIE CMECH JUIS IETCKOTO MUTAHMSI, HE COJIEpIKalllue
o6uduo- u JakToOaKTEpUN

Crienmanu3upoBaHHble JeueOHbIe MOJIOUHbIE cMecH (10 Ha3HAYeHHIO Bpaya JUETO0JIOTa)

Crnincok 3anpenieHHbIx npoaykroB nocie TT'CK:

Osoriu

Bce oBomu B ceipom BHJIE

MapHUHOBAaHHBIE OBOIIH

JIYK 3€JI€HBIN-IIEPO

MpsiHas 3eJ1eHb (YKPOTI, ETPYIIKa, Oa3uIuK U T.I1.)
OBOII[HAs 3€JIeHb (caJiaT, 11aBellb, IIHUHAT)
KamycTra KBarieHas

@pPYKTHI U AT0JIbI

ChIpbI€ (PPYKTHI U SATOABI - BCE

CYXO(pYKTHI

LUTPYCOBBIE, TPaHaT, aHaHaC, apOy3, AbIHS, 3EMJISTHUKA, MaJIMHA, €KEBUKA, MOPOIIIKA,
KITyOHHMKA, CMOPOIMHA, YEPHOIUIOAHAS PSIOMHA, BUHOTPA/I —a’Ke TPOIIEITHE
TEPMHUUECKYIO0 00pabOTKy

3epHOBBIC
MIPOJYKTBI, KalllX

Kallly U3 NepJIOBON U MILIEHHOM KpyM (TPYAHO YCBaUBAIOTCH)
Kally OBICTPOTO NPUrOTOBJIEHUS (KpOME Kalll JJIsl I€TCKOTO MUTaHUS)
BCE, pa3orperbie HOBTOPHO

MakapoHHbIE MaKapOHHBIE U3/ ObICTPOTO pUroToBIeHUs («lommupak», «PoiTon» u T.11.)
n3aciaus N3 MATKUX COPTOB NIICHHUIBI

pazorperbie HOBTOPHO
Xneb u H3JIENINs], HE UMEIOIINE TEPMETUYHYIO YIIAaKOBKY
xJ1€000yI04HbIE U3JIeNusl, coieprKallie Cyxo(QpyKThl UM OpeXu
U3J1eus CyXapuKu

«COJIOMKa»

COJICHBIE MaJI0YKU

CYLLUKHA

13 Mara3uHa Ha pa3Bec
HecepTsl, MopoxeHoe
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KOHJIUTEPCKHE
W3/eNus U Ipyrue
CJIaI0CTH

XanBa

Kapamens

JlemeHmsl

Hpaxe

Mloxoman
BocTounrie ciagoctu
[InpoxHbIe

Men

Hanutku

Bo/ia n3 HENpoBEpEHHBIX HCTOYHUKOB

["a3upoBaHHbIe HAIUTKHU (BKJIIOYasl METICU-KOJIY U KOKa-KOJTy)
OpaHO3HAUHO HEJb3S Yail B MaKeTHKaX

TpaBsHON M apOMATU3UPOBAHHBINA Yau

CBexeBbIKaThIe, HE TACTEPU30BAHHBIE COKU

Kgac

HanuTku, xpanusmirecst OTKpeITBIME OoJiee 1 yaca

MosouyHbie
MIPOTYKTHI

Kucnomomnounsie npoayKThl (TBOpOT, Kehup, MIPOCTOKBAIIA, pPSKEHKA, BapeHell,
anua0(GUINH, naxra u T.11.)

Horypr co cpokoM roiHOCTH MeHee 45 [Heil (He TepMH3HPOBAHHbIIT)

Cmertana TepMudecku He oOpaboTaHHAs

TBopor TepMuuecku He 00pabOTaHHbIN

TBopoxkHBIE U3/eNUs (CBIPKU TBOPOKHBIE CIAJAKHE, CHIPKH IJ1a3UPOBAaHHBIE, TBOPOXKHAS
Macca)

ChblIpbl HaTypaibHbIE

ChIpbI C MJIECEHbIO

MoJI0KO HE CTEpUIN30BaHHOE, ChIPOE

CnuBKU HE CTEPUIIM30BAaHHOE; B3OUTHIE

Kucnomonounsle aganTupoBaHHbIE MOJIOUHBIE CMECH JIJISl AETCKOTO MUTaHUS
[IpecHble ananTUpPOBaHHBIE MOJIOYHBIE CMECH JUIS IETCKOTO MUTAaHMSI ¢ J0OaBICHUEM
ouduo - u nakTodaKkTepuit

Bce Mosiounble TpoaykThl ¢ noMeTkoi «bHO»

Msico, niTuiia,
MSICOTTPOTYKThI

[Timoxo mpoBapeHHOE MACO

®dapi MPOMBIIIIIICHHOTO TTPOM3BOJICTBA

MsicHBIE JEMKATECHI XOJIOIHOTO U TOPSYEro KOMYCHUS
[TenpMeHH, MAaHTBI TPOMBITINICHHOTO IPOW3BOICTBA
MsicHble canaTbl

I'ych, yTKa

Konbacusie
N3 ICIINA

Komuensie xord0acer
Capnenbku
Cocucku

Pri0a,
PBHIOOTIPOAYKTHI U
MOPENPOTYKThHI

Pr16a cymienas, BaneHas

Pb16a X0510/1HOTO ¥ ropsYero KOm4eHus

Pr16a B MapuHaiHO 3a/1MBKE

Cymu

Pr16HbIE canaTsl

Po16HBI (api TpOMBIIUIEHHOTO MPOU3BOACTBA
KpaGosbie nanouku

Mounrocku

Hkpa

SIimo

Cripoe
CBapeHHOE BCMSATKY
CBapeHHOE «B MEIIOYEK)
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HpI/IFOTOBJ'IGHHOG B BUAC ANYHHIBI «I'JIAQ3YHbU)

Pasnoe [IpssHOCTH M BCE BUJIBI CLIELUI: YEPHBIN, KPACHBIH ITepeL, KOpUaHIp, KOPULA, JIABPOBBIN
JIUCT U T.II.

Coychl: MailoHe3, KeTuyIl, TopunLa, XpeH U T.11.

YUIICBI

Opexu

Cemeuku

BbynboHHbIE KyOUKH

«bwIcTpas ena»: XxoT-Aor, raMOyprep, nuia, Oensm, 4e0ypekn, maypma u T.1.
[IponykTsl u 6ar01a U3 pecropanoB «MaknoHanbACy, «PocTuke» u T.1I.
Kopelickas xyxHs

[Tonydabpukatsl 1r00b1E

Maprapux

birona Kapensie
MTOBTOPHO Pa30TrpeThie

IlIxaja oneHKH COMATHYECKOTr0 cCOCTOsIHUS, mHaekc Jlanckoro (nis aereii 10 18 jer):

IIpoueHToI O01ee cocrosiHue

100 HopwmanpHasi akTUBHOCTH, HET CUMIITOMOB 3a00JI€BaHUS

90 Hebonpioe orpannuenue Gu3nyeckoil akTUBHOCTH, TpeOyIoUeil ycunuii

80 AKTUBHBIN, HO OBICTPO YTOMJISIETCS

70 3HauuTeNbHOE OTpaHUYEHUE PU3NYECKON aKTUBHOCTH, YMEHBIIEHUE BPEMEHU
AKTUBHBIX UTD

60 Urpaet, HO yyacTre B aKTUBHBIX UTPaX MUHUMAJIBHOE, ITPOIOJIKAET 3aHUMAThCS
CIIOKOMHBIMHU UTPAMH

50 He urpaeT B akTUBHBIE UTPBI, HO YYaCTBYET B CHOKOMHBIX UTpax

40 B 0CHOBHOM HaxoJWTCs B KPOBaTH, HHOTJA IPUHUMAET Y4aCTHE CIIOKOMHBIX UTPax

30 HaxonuTtcst ToiabpKo B KpoBaTH, HE0OX01MMa MOMOIIIb JJa)KE€ B CIIOKOMHBIX UIPpax

20 YacTo cniut, Urpbl BOBCE OIPAHNYEHBI OYEHb [TACCUBHBIM Y4aCTUEM

10 He urpaer, He BcTaer ¢ nocrenu

0 He pearupyer Ha BHEIHUE pa3apakKUTEIN
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