Knmuugeckue pekomenganun

Octpselii 1uM¢oodaacTHDII Jieiiko3

Konuposanwe o Mexaynaponuoir C91.0, C95.0, C83.5
CTaTUCTHYECKON Kilaccuukamuu

GonesHeit 1 pobiieM, CBI3aHHBIX

CO 3JI0POBBEM:
BospacTHas rpymma:  getu

I'on yrBeprxnenus: 2024

PazpaboTunx KIMHUYECKON peKOMEH TaIlHH:

® Poccuiickoe 00IIECTBO AETCKAX OHKOIOTOB ¥ T€MATOIOrOB
YrBepxkaeno: O6mepoccuiickas o6mecTBenHas opranm3anus «Poccuiickoe

06IIIGCTBO ACTCKUX OHKOJIOTOB U I'€MaTOJIOIOBY

«POCCUNCKOE IIpesunent POIOT,

OBWECTBO
OETCKUX

OHKONOroB > ) JL.M.H., Ipodeccop
4

FEMATCIOrOB»

Bapdonomeera C.P.

~—



Oraasjenue

(@) W 2131 (535 1 (TR 2
CIICOK COKPAIIEHUIM ... veeeeuerieeeeurieeesaetteeeessseeessnnsseeesasssseessssnseeesssnsseeesssssseessssssseesssnsseeesenssseesennnns 7
TEPMUHBI F OTIPEIICTICHHSL . ...vveeeeenerreeeeanrereesannnreeeasnnseeessssseeesasssseesssnsseeesssssseesssnssseesssmnseeessnssseessnnssns 9

1. Kparkas wuH(popMamus mo 3a00JEBAaHUIO WJIM COCTOSIHHIO (Tpyre 3a0oJeBaHHil WIN

COCTOSTHII ) «.vveeeeueviieeeeirteeeestteeeeeetteeeeetsaeeeassaseeeaaassaseeeassssaeeaasssaaeeansssseeaasssseeeeanssseeeansssaeesansssesenns 12
1.1 OnpepeneHune 3aboneBaHNsA AU COCTOAHUA (rPynnbl 3a6oneBaHNI UKW COCTOAHUN) .................. 12
1.2 3TMonorua n natoreHes 3aboseBaHUA UAKN COCTOAHMA (rPynnbl 3a60neBaHUIA AN COCTOAHMN) ... 13
1.3 3nuaemunonorma 3aboneBaHnA UAM COCTOAHUA (rpynnbl 3a6oneBaHN UAN COCTOAHUN) .............. 13

1.4 OcobeHHOCTM KoaANpOBaHMA 3aboNeBaHNA UM COCTOAHUSA (rpynnbl 3a60n1eBaHNN UK COCTOAHWI)
no MeXayHapoAHON CTAaTUCTUYECKOM Knaccudurkaumm OGonesHelr M npobnem, CBA3aHHbLIX CO

K YaTe] oo ] =1 2Y= Y PP PPTOPPRPIRN 14
1.5 Knaccudukauus 3abosieBaHMA UanM coctoaHmaA (rpynnbl 3a601eBaHUA U COCTOAHUMN) ............... 14
1.6 KnnHuyecKkan KapTuHa 3a601€BaHNA UM COCTOAHUSA (rpynnbl 3a601eBaHUIN UM COCTOAHUM) .....16

2. JluarHocTuka 3a00J€BaHUS WM COCTOSHHMA (Tpynmbl 3a00JieBaHUN WM COCTOSIHUI),

MEIULMHCKHE MOKa3aHUA U IPOTUBOIIOKA3aHUA K IPUMEHEHUIO METOA0B JUATHOCTUKM. .......... 17
2.1 HKQIOODI M @HAMHES ...eeeeieeeieiitieeeeeeeecictttteeeeeeeeesattaaaeeaeasaeaasstsaeesaasaeesssssteseseeeessasssteassasesessnnnresnees 17
2.2 PUBUKANBHOE OBCTIEAOBAHME.......cceeeieeieeieeeeeeeeeeeeeeee e 18
2.3 JTabopaTopHbIe ANATHOCTUHECKUE UCCITELAOBAHMSA ..uvveeeeeeeeeeirirreeeeeeeeesssrseeeeeeseeessnsssssesesssssnnnssssees 19



2.3.1. JlabGopaTopHble HCCIEIOBAaHUS IS Bepu(DHUKAIWKA JUATHO3a, OICHKHU

NPOTHOCTUYECKUX (PAKTOPOB M OOILIETO COCTOSHUS TMAITMEHTA «..vvvnvenrereenrenneeneeeseeneenseennes 19
2.3.2. JlabopaTopHbIe UCCIEIOBAHUS ISl KOHTPOJIS A3PPEKTUBHOCTH TEPAHH ....... 32

2.3.3. MOHUTOPUHT MUHUMATBHOU 0CTaTOYHOM 6051e3HH (MOB) .....oooiiiiiiin, 35

2.4 IHCTPYMEHTANIbHbI€ ANATHOCTUYECKME UCCAEAOBAHMA cceeeeeeeeeeeeeeeeeeeeeeeee e 36
2.5 NHblEe ANATHOCTUYECKMNE UCCNEAOBAHMA .. .ceeeeerrireeeeeeereetruriieeeeeseerssstnnaeeeeesesessnneeeeesssssssannesseesesesnns 44

3. Jleuenue, BK/IIOYAsl MEIMKAMEHTO3HYI0 M HEMEIMKAMEHTO3HYIO TEpalluu, AUETOTEpPAIUIo,

O6€36OHI/IBaHI/IC, MCIUIIUHCKUC TIIOKAa3aHUsA W IPOTHUBOIIOKA3aHHA K IHIPHUMCHCHUIO MCETOJ0B

B (S () 16 S TSP PP P P OTUPPROIOPPRTOPP 49
3.1 KOHCEPBATUBHOE NTEUEHMUE ....ccc e e e ee e e et e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e aeaaaaeeeas 49
3.1.1 Jleuenune ocaoBHOro 3a60aeBanust (OJIJI/JIBJL, OJTHII) ......ccooeviieiiiennnee, 49

3.1.2 Jleuenne pertuAuBOB OJIII/JIBJL.......coiiiiiiiiiiiiecieeeeceeee e 62

3.1.3 COnPOBOTUTETNBHAST TEPATIHST «...eevvveenrreenrreennreeenareeennseeansseessneesseeesseessseesnnnes 65

3.1.4. TpaHCHY3UOHHAS TTOIICPIKKA. ....veenereerrienereenreenreenseesseenseesseesseessseenseesseenseenes 72

3.1.5. HyTPUTHUBHAS TOIMIEPIKKR. .c.evveerurreerureeenureeeniieeennseeseseessseessneesseeesseessneesnnnes 72

3.2 XMPYPTUUECKOE JIEUEHME ..cee e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e aaaeaeaas 72
3.3 VIHOE NTEUEBHME ......eeeei ettt ettt e et e s s eb e e e st e s s b et e e e s bt e e e sas et e e e s et e e s nsree e e ereneesannreeesanenes 73
3.3.1 JIYUCBASI TEPATIHS ....ceeuvveeenereeeniieeeiieeeeteeesiteeesateesniteeensaeesnsaeesnsaeesaseeesaseesnnneesnees 73

3.3.2 CAR-T TEPAMMS ..c.ceeveeeeeiiiee ettt ettt ettt e et e e et e e e saaeeeesnsaeaeennnneeeeennns 75

3.3.3 TpancranTaius reMorno3TudecKkux cTBONOBBIX KIeTOK (TT'CK)................... 76

4. MeaunuHCKash peaOuINTaIs U CAHATOPHO-KYPOPTHOE JICUEHUE, MEUITMHCKHIE TIOKa3aHUs |
MPOTUBOIMOKA3aHUS K TPUMEHEHHUIO METOJ0B MEAMIIMHCKONW peaOuIuTaliiu, B TOM YHCIIC

OCHOBAHHBIX Ha UCIOJIb30BAHUU MPUPOIHBIX JICUEOHBIX (DAKTOPOB. ....vervrererenrerirereeierirenieeeennnes 79

5. IlpodunakTika u JUCTTIaHCEPHOE HAOIIOICHIE, MEAUIIMHCKIE TTOKa3aHUs ¥ POTUBOIMIOKA3aHUS

K IPUMEHCHHUIO METOHOB TIPOMUITAKTIKHI .....evvveeeveeereenreeureesseessresseesseeasseenssesnseesseessessssesnsessseeans 81
6. Opranu3anust MEIULIMHCKOM TIOMOIIIH .....vvveeeeurrreeesenereeessnseeeessnseeessnsseesssnsseeessnsssseessnsseessnnnes 83

7. lononauTtenbHast nHGopmarus (B ToM nciie GaKkTOphl, BIUSIONNE Ha UCXOT 3a00JICBaHMS WITH

Lo aTo (0T 1 176 SRS 84

Kputepun o1ieHKM KaueCTBA METULTUTHCKOM TIOMOIIIH «.....vveeeenereeeeennnrreeesnnrneessnnnseeeesssneeessnssnneesanns 85



CIIHCOK JTUTEPATYPBL. . vveeeenirreeeeeureeeeeneeteeeasuseeesansseeessassseesassseessssssseesssnssssesssnsseesssnsseessnnssseesanns 87

[Mpunoxenne Al. CocrtaB pabodyeil rpynmbl N0 pa3pabOTKe U MEPEecMOTPY KIMHHYECKUX

OISOV (5] 01 £ 111 1 G PSPPSR 141
[Mpunoxenne A2. Metononorus pa3paboTKu KIMHHYECKAX PEKOMEHIAIHM .......eevvvereveennennee. 144

[Ipunoxenne A3. CnpaBo4yHble MaTe€pHallbl, BKJIOYasi COOTBETCTBUE MMOKA3aHUM K IPUMEHEHUIO
U NPOTUBOINOKA3aHUl, CIOCOOOB MPUMEHEHUS U 103 JIEKAPCTBEHHBIX MPENapaToB, HHCTPYKIUH

10 TPUMEHEHUIO JICKAPCTBEHHOTO MPETTAPATA. c.eeeevveeeennrreeeenereeesanneeeeessseeessssseeeessnsseeesasssseeesns 147
MpnnoxxeHune A3.1. MpoToKkoabl neveHna OJ1/1y NAuMeHTOB A0 18 NeT..ccceeeeeeeieeeeeeieeeeeeeeeeeeeeeeeee, 147

A3.1.1 OcHOBHbBIE MOJOXEHUS U CXEMbl TEpAalUM IPOTOKOJIA POCCHUICKON

uccaenoBarenbCko rpynmbl ALL-MB 2015 ... ..o 147

A3.1.2 OcHOBHBIE TIOJIO)KEHHS M CXEMbl TEpaluU MPOTOKOIA HEMELKOU

uccnenoBaresbCKor rpynnbl ALL IC — BFM 2002.........oooiiiiiiiiiiieeeeee e 164
A3.1.3 OcHOBHBIE MTOJOKEHUS U CXEeMBI Tepanuu npotokona LBL-2018 .............. 170
MpunnoxkeHne A3.2. OCHOBHbIE MONOXKEHMe NPOTOKOAA NedeHna peunamsos OJUT. ........ceeeeeeeeenn. 176
A3.2.1 O6mas cxema mpotokosia ALLREZ BFM —2002.........cccooevvveeviveeiieee. 177

A3.2.2 OCHOBHBIE MOJ0KEHUS MYJIbTHIIEHTPOBOrO npotokosia ALL-REZ 2016...179
A3.2.3 CocTaB OCHOBHBIX KYPCOB XUMUOTEPAIH  .......eevvreeenerreeennrrreessnnnneeeessnneeess 179

MpunnoxkeHne A3.3. TpaHCNAaHTALMA reMOMO3TUYECKUX CTBOJIOBbIX KNEeTOK Yy naumeHtos ¢ OJ1/1 B

=Te X3 x= Yot t= I o b s O Vo Y0t R 37 1= RN 184
MpunoxeHne A3.4. MpuHUMNbI TOTaNbHOTO 06YyUEHUA TeNA (TOT) . eciiiiiee e 231
A3.4.1 Texandeckue TPEOOBAHUS K OOOPYTOBAHUIO .....cuvveeureenrreanreeerennreenseennseennns 231
A3.4.2 TIpeasTydeBast TOATOTOBKA ..cccuvveerrreerireenereesseeeenseeesseeensneesssseesnsseesssseesnnees 232
A3.4.3 OOBEMBI U TO3BI TYUCBOU TEPAITH . ......eeereenrrerreenreennreeseensseeseesssesnseessseenne 232
A3.4.4 JIOTIOTHUTEIIBHBIC YKABAHHMS «...vveeeeerrreeeenrreeeeaaseeeeennsaeeesssnsreesssssseeessnsseeeens 233

anII'IO)'KEHVIe A3.5. Oco6eHHOCTM BEHO3HOrO A0oCTyna B obecneyeHuu yCnewHbIX ANarHoCTUYECKUX n

neyebHbix meponpuaTnin y AeTe € OSUT/TIBI, OJTHIT c..vocveeiiicieeceece ettt e 234
A3.5.1 O6mme 0COOCHHOCTH BEHOZHOTO JTOCTYTIA «.vvveervveeenereeenereessreeesseeensseesssseenns 234
A3.5.2 PeKOMEHAIIUH TI0 BEIOOPY YCTPOHCTBA ...ceevvrenereenrieereeiiennreenieenareeseennneenne 234
A3.5.3 PeKOMEHAALMH MO YCTAHOBKE YCTPOMCTBA ...vvvveruvreernireennireenieeenireeennreeennneas 235
A3.5.4 YX0/1 32 BEHO3HBIM JIOCTYTIOM U €TI0 YHAATCHHE ....eeevvreeerreeireeeireesneeennnees 235

4



MpnnoxkeHne A3.6. PekomeHZauMmn NO OLEHKe HYTPUTMBHOIO CTATYCa U €r0 KOPPEKLUMN ................ 236
A3.6.1 HyTpUTUBHBIA CKPUHUHT U MOHUTOPHHT ...eeeererrreeennrireeesnrreeesnnneeeessnneeeens 236
A3.6.2 HyTPUTHUBHAS TTOMIIEPIKKR. ..ceuuvveeereeerereeerireeeireesnureesnseeesseeesseeesseessseesnnses 238

A3.6.3 CnpaBoyHO-MH(POPMAITMOHHBIE TAOJIHUIIBI IO OI[EHKE HYTPUTUBHOTO CTAaTyCca U

€TI0 KOPPEKLII . ..c..uvveeeuereesntreesateeesaueeesnseeessseeesaseeessseeensseesnsseesnsseesnssessnsseesnssessseessnseesssseesnsses 242

Mpunoxenune A3.7. MpodunaktMka U nedveHWe TOLWHOTbI U PBOTbI, 0BYCNOBNEHHDbIX MPOBEAEHNEM
MPOTUBOOMYXOSIEBOM TEPAMMM ...uvveeeeerreeeeurreeeeeitareesasteeeeasssseeasassessassssssssassssessasssesssssasessassseessssssessnes 245

A3.7.1 Onpenenenre ypoBHs SMETOT€HHOCTH M BapuaHTa npodunaktuku TUP...245

A3.7.2 [Tlpodunaktuka TOUIHOTHI W PBOTHI Ha (OHE BBICOKOAMETOTCHHOM

XUMUOTEPAIIHH . .....cenvteeureetteenteentteeteesueeeaseesueeeueesseeebeesaseeseesaseeseesaseebeeeaseenbeesateenseesnneensees 245

A3.7.3 TIlpodunakTuka TOIIHOTHI M PBOTHl Ha ()OHE YMEPEHHO 3METOTCHHOM

XUMUOTEPAIIH . .....envveeureetteenteensteeteesuteeaseesueesueeesseeseesaseeseessseeseesaseeseeeaseeseesateenseeeaneensees 246

A3.7.4 TlpodumakTuka TOUIHOTHI U PBOTHI HAa (OHE HHU3KO- W MHUHHMAIBHO

AOMETOTCHHOUN XUMUOTEPAIIHH «..eeeennevreeeenerreesaureeeeanuseeesesssseeesssssseesssnsseeessssseeessnssseessnnnseeens 247
A3.7.5 Jleuenre mpOPBIBHON U PEPPAKTEPHOU PBOTBL.....ceeuvvreenrreernreeennreeensreeennveens 247

A3.7.6 CripaBOYHO-UH(POPMAITAOHHBIE TAOTTUIIBL......ceevvreeereeerreenrreenveeenseesssreenns 249
MpunoxkeHne A3.8. TeMOTPAHCOY3NOHHAA MOALEPMHKKA wrveeereureeeeeirireeeriireeeeeitreeeeeseeessssseesessssssessssses 254
MpunoxkeHune A3.9. MpPaBnAa NPOBEAEHMA BUMOMCUM c.cceeeeeeeeeriieeeeeeeeecreeeeeeeeeesennreeeeeeeeesnssseeeeaaeenns 257
MpunoxeHune A3.10. lMarHOCTMKa U leyeHne cUHAPOMa Ar3unca onyxonm (COM) ....cccveeeecreeeeennnen. 259

Mpunoxenne A3.11. [unarHoCTMKA WU  NleYeHMe CUHAPOMA  HeadeKBaTHOM  ceKkpeuunun

aHTMANYPETUUECKOTO FOPMOHA (CHCAL) . .ceeiii ettt ettt ee e e e e re e e e aaae e e eetraeeeeeaneeaens 266
[Ipunoxenne b. ANTOPUTMBI JEHACTBUI BPAUA .....eeureeueeriieeieeniieeieeniteenieesieeeseesieesnseesineeneensnes 271
[punoxenne B. THOOPMAITUS TS TAIIEHTA «...c..eeveemreneienreeieriienieeteeitesieeseseeesseensesseessesnneseeens 272

[Ipunoxenune I['l-I'N. IlIkanael OIIEHKH, BONPOCHUKH M JPYrue OIEHOYHBIE HHCTPYMEHTHI

COCTOSIHUS TALIUECHTA, IPUBEICHHBIE B KIIMHUYECKUX PEKOMEHIAIIMSX ...vvvveeenevreeeennerreeeananeeeens 277

Mpunoxenne T[1. LWKana oueHKM o06WEro cocTofsHWA MauueHTa BocTouyHolM 06beanHeHHoM
OHKONOTNYECKOM TPYMIBI (ECOG)....uiiiiieiiiiieeciee e ettt ettt tee e ettt e e et e e e eatr e e e e e aae e e e nasaeeeenbeeeeeennreas 277

MpnnoXKeHne T2, LUKANA KAPHOBCKOTO....ccciieeeeieee e e ee e e ettt ee e e e e e e e e e e e ee e e e e e e e ae e e e e e e e e aaaaaee s 278






Cnmcok coxkpameHui

BFM — Berlin-Frankfurt-Munster; Hemenikas ucciiemoBaTenbckas Tpymnma 1mo u3y4eHHIO
ocTporo auM(po0OIIacCTHOTO JIeiK0o3a

CAR-T — T-kJ1eTKu ¢ XUMEPHBIM aHTUTeHHBIM perienTopoM (chimeric antigen receptor T-
cells)

CD — knactep nuddepeHnrpoBKr

FISH — ®nyopectienTHast rubpuan3aanus in situ

MB — Mocksa-bepnun; Poccuniickas nccinenoBarenbckas rpymnmna Io JICYEHUI0 OCTPOro
auM@oOIAaCTHOTO JNIeiiKo3a y AeTel

Anno-TI'CK — anoreHHast TpaHCIUIAHTAIUs TEMOIMOATUYECKUX CTBOJIOBBIX KIIETOK

AJIT — amanmHamMuHOTpaHCc]epasza

AOH — acenTudeckuii OCTEOHEKPO3

ACT — acnapratamuHoTpanchepasa

B-JIBJI — mumdobmactras numdoma u3 B-kiieTok npeaiecTBeHHUKOB

BO3 — Bcemupnas Opranuzanus 31paBoOXpaHEHUS

BII-OJIJI — octpblit muMQoOIacTHBIH Jeiiko3 u3 B-ki1eTok npeamecTBeHHUKOB

I'-KC® — rpanynouuTapHbIiii KOJOHHECTUMYIUPYIOLHNH (pakTop

J.M.H. — JIOKTOP MEIUIIMHCKUX HayK

KW — kinmHuYeCcKHUe UCCIIET0BaHU

KM — koCTHBII MO3T

KT — xoMmbroTepHas Tomorpadus

JIBJI — nmum¢poObnactHas numdoma

JIAI' — nakrataeruaporeHasa

MKBb 10 — mexaynapoaHas kinaccudukanus 6omnesneii 10-ro mepecMoTpa

MOB — MuHUMaNbHAsE OCTaTOYHAST 0OJIE3Hb

MPT — MarHuTHO-pe30HaHCHas TOMOTpadust

HXJI — HexomKkKkuHCKHE TUM(OMBI

OAK — oOmuii (KITHHUYECKU ) aHATU3 KPOBH

OJIJI — ocTpblit 1uMQOOIACTHBIN JTeHKO3

OJIHJI — ocTpslii 1eHK03 HEOJTHO3HAYHOM JIMHEUHOCTH

OJIC® — ocTpblii J€HKO3 CO CMEIIaHHBIM (PEHOTHIIOM

OHJI — octperit HeaudhepeHITnPOBAHHBIHN JIEHKO3

OT-IILIP — oOpaTHO-TpaHCKpHIITa3Has oauMepas3Has uenHas peakuus (ITL[P)

IIP — nonHas pemuccus



[IXT — nmonuxumMuoTepanus

[II[P-PB — IIIIP B pexumMe peanbHOTrO BpEMEHU

[I3T/KT — mo3uTpOHHO-3MHCCUOHHAsI KOMITbIOTEpHAst TOMOTpadust

COJI — cuHApOM OCTPOro JU3KCA OMYXOJIN

Cungpom BIIB — cunapom caaBieHust BEpXHEN MO0 BEHbI

TI'CK — TpaHcnnaHTanus reMorno3THYECKUX CTBOJIOBBIX KJIETOK

TKN — wunrubutopsr BCR-ABL-tupo3unkunaszsl (rpynma LOIEA mno ATX-
KJaccuukarmm)

TkP — T-k1eTo4HbIE AHTUTE€H-PACTIO3HAIOIINUE PELETTOPHI

T-JIBJI — numdobnactHast muMdoma u3 T-KIeTOK mpeanecTBEHHIKOB

T-OJUUI — T-nuHe#HsIi ocTpblit TUMQOOIACTHBIN JeHK03

TOT — ToTanpHOE 00TyYEHHUE TEIA

Y1 — ypoBEHb TOCTOBEPHOCTH J0KA3aTEIbCTB

V31 — ynbTpa3ByKoBO€ HCCIIEIOBAHUE

YVYP — ypoBeHb yOSIUTEIILHOCTH PEKOMEH AN

XT — xumuorepanus

[IBK — nieHTpasibHBII BEHO3HBIN KaTeTEP

ITHC — uenTpanpHas HEpBHas cucTeMa

UMH — 4epenHo-MO3roBbIE HEPBBI

OKI' — snekrpokapauorpadus

Ox0-KI' — sxokapauorpadus

** — J)KM3HEHHO HEOOXOMMbIE M BaKHEHIIIHE JIEKapCTBEHHBIE MIPETIapaThl

# — npenapar, IPUMEHSIOLIUICSA HE B COOTBETCTBUU C NOKA3aHUSMHU K IPUMEHEHUIO U
MIPOTUBOMNOKA3aHUSIMH, CIIOCO0AMU MPUMEHEHUS U J03aMH, COJEPKALIUMUCS B MHCTPYKIUHU 1O

MIPUMEHEHUIO JIEKapCTBEHHOTO Tipernapata (odd-eiioo)



TepMuHbI U onpeaeIeHUs

Octpoiit JumdodaacTHbii Jeiiko3 (OJIJI) — 3To rereporeHHas rpymnna KIOHaJIbHBIX
37I0KQYECTBEHHBIX HOBOOOpPA30BaHMUN W3 KJIETOK-IPEIINIECTBEHHUKOB JUM(OUAHON JHMHUU
TG QepeHIMPOBKH,  KOTOpble  OOBIYHO  HMMEIOT  ONpEJCNIeHHbIE  TIeHETHYEeCKHe |
UMMYHO(EHOTUITNYECKHE XaPAKTEPUCTUKH.

Ph-nozutuBubiii OJIJI (Ph+-OJIJI) — Bapuantr OJUJI ¢ HamuuueMm TpaHCIOKalUH
t(9;22)(q34;q11) m oOpazoBanueM xumepHoro reHa BCR-ABLI. lunarHo3 Ph-mo3utuBHOTO
ocTporo TUMQOOIACTHOTO JEHK03a HE MOXKET ObITh OCHOBAH TOJBKO HAa METO/IE€ MOJICKYJISIPHON
JNETeKIIUU XUMEpHOro TpaHckpunta. llutorenernueckoe (G-banding) w/mmm FISH (Merton
(bayopeciieHTHOW THOpHAU3aIuy in situ) WcciaeaoBaHus SBISIOTCS 00s3aTeIbHBIMUA. MeTomom
MOJIMMEPA3HOM IEMHON peakuu ONpeNeNseTcs BapuaHT XUMEPHOIO TPAHCKPHIITA, KOTOPHI B
JanbHEeHIIEeM HCIIONB3YETCs 1711 MOHUTOPUHTa MUHUMAJIbHOM OCTaTOYHON OOJIE3HH.

BCR-ABLI-nonoonsiii OJIJI — mnoarpynna OJIJI, He wumeromas TpaHCIOKaLUU
t(9;22)(q34;q11), HO ¢ mpoduneM 3Kcrpeccur TeHOB, cX0XUM ¢ BCR-ABL I-no3utuBabiM OJ1JI
cunerenscTBytomeM o0 aktuBaruu ABLI u JAK2 THpO3MHKWHA3HBIX CHTHAJIBHBIX IYTEH).
Otmeuarores peappanxkupoBku CRLF2, ABL1, JAK2, IKZF1, EPOR, PDGFRB u np.

ETP-OJIJI — OJUI u3 pannux T-xnerok-npenmectBenHukoB (early T-cell precursor
ALL), numeromuii xapakrepablii ummyHodenotun (CD3 BHyTpukieTouno, Hu3Kas (MeHee 75%)
skcnpeccust CDS5S, orcyrcrBue skcnpeccun CDla m CDS, skcmpeccust XoTst Obl OJHOTO W3
MUEJIONIHBIX aHTUTE€HOB WJIM aHTUTEHOB KieTok-mnpemmectBeHHukoB (CD13, CD33, CDI11b,
CD117, CD65, CD34, HLA-DR)).

OcTpsble Jeiiko3bl HeoAHO3HA4YHON JuHelHocTH (OJIHJI; ocTphlil  Jieiiko3
HEYTOYHEHHOI0 KJIeTO4YHOro tuma; acute leukemia of ambiguous lineage; ALAL) —
OMOJOTHYECKH  pa3HOOOpa3Hble  BapuaHThl ~ OCTPOro  Jieiiko3a,  XapaKTepHU3yIoIuecs
cnenu(UYecKUMH TPU3HAKAMH Cpa3y HECKOJbKUX JIMHUHA TeMoro33a (OCTphId JeHKo3 co
cmemanHbIM eHotunom (OJIC®D), mixed phenotype acute leukemia (MPAL)) win oTcycTBHeM
YETKUX TPHU3HAKOB JUHEHHON nuddepeHIupoBku (ocTpblii HeauddEepeHIIUPOBAHHBIN JIEHKO3
(OHJ)).

ITosHas peMucCHs — OTCYTCTBHE KIIMHUYECKUX MPOSIBICHUH 3a00JI€BaHUs IPU HATUIUN
< 5% OnacTHBIX KJIETOK B KOCTHOM MO3T€ MpPH HOPMAJIbHOM COOTHOIIEHHH JAPYIHMX POCTKOB
KPOBETBOPEHUS U OTCYTCTBUU IKCTPAMEAYUIIPHBIX IPOSBICHHIM.

MouJiexyasipHasi peMHCCHS — 3TO MOJHAsl KJIMHUKO-T€MaTOJIOrHuecKas peMUCCHs TpH
OTCYTCTBUM B KOCTHOM MO3I€ HMCXOJHO OINPEIEIISABIINXCS MOJEKYISIPHBIX MapKEepOB OCTPOIO

JIEWKO3a.



PeuuauB — 370 nosiBiieHre MOP(OJOTUUECKH BBISBIIIEMbIX OJaCTHBIX KJIETOK C JIEHKO3-
aCCOIIMMPOBAHHBIM ~ WMMYHO(EHOTHIIOM  TIOCJIIEé  NIepuoja, B  TEUCHHE  KOTOPOTO
UACHTU()UIIMPOBATh OIMYXOJIEBBIE KJIETKH IMTOJIOTMYECKUMU METOJaMU HE MPEACTaBISAIOCH
BO3MOXXHBIM. Kocmnomo3zoeoit peyuoue — obHapyxkeHue B KOCTHOM Mo3re 25% wu Ooiee
omyxoJyieBbIx JiMdobiacToB, 6e3 omHoBpeMeHHoro mopaxkenus [IHC w/umm  apyroro
AKCTPAMENYJIIPHOIO MOPAKEHUS 1ociie KoHcTaTauuu pemuccuu. ITHC-peyuoue (neiipopeyuoug)
— mosBieHne TUMGOOIACTOB B JUKBOPE MPH IUTOJOTHYECKOM HCCIEAOBAHUU, a TaKXKe
HEBPOJIOTHYECKasi CAMITOMATHKA, HE CBA3aHHASI C APYTUMU 3a00JIEBaHUSAMH U TIOBPEXKICHUSMHU.
[Tpu BHyTpH4epenHoM oopa3zoBanun Ha KT/MPT u ipu oTCyTCTBHM G1aCTHBIX KJIETOK B JIUKBOPE,
KPOBH ¥ KOCTHOM MO3Te, I TUATHOCTHUPOBaHUS u3onmupoBanHoro penuauba [{HC vHeoOxoammo
HOJYYUTh THCTOJOTHUECKOE MOATBEPKICHUE WM MPOBECTU 0JHO(OTOHHYIO 3MHuccHOHHYI0 KT
TOJIOBHOTO MO3ra. B KOCTHOM MO3re 4HCIIO OIMyXOJeBbIX OJACTHBIX KJIETOK JAOJHKHO COCTABIIATH
MeHee 5%. Tecmukynapuwlil peyuoug — U30JIUPOBAHHBIN PEUUIAUB SIMUKA TUATHOCTUPYETCS MPH
HOSIBICHUH OJHO- WM JIBYCTOPOHHETrO 0e300JIE3HEHHOT0 SUYKAa U 3HAYUTEIBHOTO YBEIWYCHUS
€ro IUIOTHOCTH IPY MajbIIalliy IPU HATMYHUU B KOCTHOM Mo3re <5% OI1yXo0JeBbIX TuM(p00IacTOB
u orcyrctBuu  mnopaxkenuss I[[HC wu  TpeOyer THCTONOTHYECKOTO  IMOATBEPIKICHHUS.
Kombunuposannvie peyuouepl — codyeTaHue JBYX H Oojee TOpaKEHUU Pa3IMIHON
nokanu3anud. [Ipu KOMOMHUPOBAHHBIX PEIUANBAX KOCTHBIM MO3T CUMTACTCS MOPAKEHHBIM TIPH
Hanmuuuu 5% u Oonee omyxoseBbIX TUMQo0nacToB. I1030Huil peyudue — pelvuB, BOSHUKIITHHA
yepe3 MoJirojia U 0ojiee Mociie OKOHYaHUS TOAICPKUBAIOIICH Tepanuu. Panuuil peyuoue —
peuuanB, 3aperMCTPUPOBAHHBIA paHee, 4YeM uepe3 I[oJrojJa OT MOMEHTAa OKOHYaHHS
NOJJIEPKUBAIOIIECH Tepanuu, HO Mo3aHee 18 MecsleB oT Hauana Tepanuu. OuyeHv paHHuill
(céepxpannuit) peyuoue — peuyaInB, pa3BUBIIMIICS B CPOK 10 18 MecslieB OT Hauana Teparuu.

MoJiekyJsIpHbI pelHIUB — 3TO MOSBICHUE UCXOAHO ONPEIEISIBIINXCS MOJIEKYIISIPHBIX
MapKepoB OCTpPbIX JIEHKO30B B JBYX IIOBTOPHBIX aHajgu3ax (MPOBEAECHHBIX C KOPOTKUM
WHTEPBAJIOM BpeMeHH) Ha (hOHE COXPAHSIONIEHCS KIIMHUKO-TeMAaTOJIOTMYeCKON PEMHUCCHUH.

MunumajibHas octatouHas 6oje3Hb (MOB; minimal residual disease — MRD) —
HaJIMYUE OCTATOYHBIX JIEMKEMHUYECKHX KIJIETOK y TMallMeHTa B PEMHCCHH, HE BBISBISEMBIX
PYTUHHBIMM ~ MOPGOJIOTUYECKUMH  METOJaMH, HO  ONpENeNsIeMbIX MpU  MOMOIIH
BBICOKOUYBCTBUTENIBHBIX JabopaTopHbix TexHosoruit (I[P B peambHOM BpemMeHH W/WiIH
MHOTOLIBETHON IIPOTOYHOU LIUTOMETPHUEN).

BeccobobiTHiinas BbIkUBaeMocTh (event-free survival — EFS) — paccuutsiBaeTcst ot
JaThl Hayajga JICYEHUs JO JII000r0 «OTPULIATEIbHOI0» COOBITHS WM JAaThl MOCJETHEH SIBKU

6ombHOTO. [log «OTpULIATENHHBIMY» COOBITUEM MMOHUMAIOT PEIMIUB, CMEPThH 1O JII000M MpUYnHe,
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pa3BUTHE BTOPOM OMYyXOJW WM pepakTepHOCTh (OTCYTCTBHE IOJHOM PEMUCCHUH B CPOKH,
ONpeJIeTICHHBIE MPOTOKOJIOM TEPaIm).

Oo0mas BbizkMBaemMocTh (overall survival — OS) — paccuuTbhiBaeTcsi OT JaThl Havana
JIeYeHUsl 0 CMEPTH MalueHTa no aodoi npuunHe. [lanuenToB, cyap0a KOTOPHIX HEU3BECTHA,
LEH3YPUPYIOT B TOT MOMEHT, KOT/1a OBIJIO U3BECTHO, YTO OHU JKUBBHI.

NHaykius — 3To Neproj] Ha4albHOTO JIEUEHHUS, 1IeJIbI0 KOTOPOTO SIBJISIETCS MAKCUMAIIbHO
OBICTPOE ¥ CYIIECTBEHHOE COKPAIIICHUE OITYX0JIEBOW MACChl U JOCTHKCHHE MTOJIHOM PEMUCCHH.

Koncommaauuss — BTOpOH 3Tan Tepanuu, HAIPaBJICHHBIN Ha 3aKPETIEHUE JOCTUTHYTOTO
npoTUBooOIyXoneBoro 3ddexra. 3amaueld 3TOro mepuoja SBISETCS MO BO3MOXKHOCTH €Ille
0oJIbIlIee YMEHBIIIEHUE YHCIIA OCTAIOIIMXCS TIOCIIE HHIYKITUH JIGHKEMHUYECKUX KIIETOK.

Hoanep:xkuBawmas Tepanusi — 3TO JUIMTENbHAs LUTOCTATUYECKas Tepamnus B
HEOOJBIINX [103aX, HANpPaBJICHHAs HAa YHUUYTOKEHHE BO3MOXKHOTO OCTATOYHOI'O OIMYXOJIEBOTO
KJIOHA.

urocTaTnyeckue mpenaparbl — JICKAPCTBEHHBIE Npenaparhl, BXOASIIUE B TPYIIIbI
LO1A (anmkunupyromue cpenctsa), LO1B (antumerabonutsi), LO1C (ankamouabl pacTUTEIHHOTO
MIPOUCXOXKICHHS U Ipyrue npupoaHsie BemiecTsa), LO1D (mpoTtuBoonyxosieBbie aHTUOMOTUKHU U
poactBennsie coequnenus), LO1XA (npenapats! mnatunsl), LO1XB (metunruapasunsn), LO1XX

(MpoYre MPOTUBOOITYXOJIEBBIE TIPENapaThl)
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1. KpaTkas nagopmManus no 3a00J1eBAHNI0 UM COCTOSHMIO (rpyImime

3a200J1eBaHUI MJIU COCTOSIHMIA)

1.1 Omnpeaeaenne 3a00JeBaHUS WJIH COCTOSAHHUSA (Trpynnbl 3a00JeBaAaHUM WU

COCTOSAHUH

OcTtpsiii TuMpoOmacTHbI eiko3 (OJIJT) — 3o 31mokadecTBeHHOE 3a001€BaHNE CUCTEMBI
KPOBETBOPEHUSI, XapaKTEpU3YIOIeecss HEKOHTPOIUPYEMOI Iposudepalneii omyxoiaeBoro KioHa
U3 KIETOK — KPOBETBOPHBIX INPEALICCTBEHHUKOB JIMHUM JMMGpOUTHON Tu(PepeHIUPOBKH,
COCTaBJISIIOLIETO HE MEeHee 25% OT Opyrux SAEpHBIX KJIETOUYHBIX 3JIEMEHTOB KOCTHOIO MO3Ta, C
BO3MO>KHBIM BOBJICYEHHEM B IIPOLIECC PA3IMYHBIX OPraHOB U chcTeM (JIuMdouaHast TKaHb 000
nokanuzanuu, LITHC, smuku, koxa), 1 B CBOEM €CTECTBEHHOM T€UE€HUH HEU30€KHO MPUBOIAIIEE K
¢aransHOMY Hcxoay [ 1-6].

Jlumpoodnactaas nmumpoma (JIBJI) — 310 31M0KayecTBEHHOE HOBOOOpa3OBaHUE U3
npennecTBeHHUKOB T- uinn B-mumponuToB, ¢ OTCYTCTBUEM WM OTPaHUYEHHBIM MOPaKeHHEM
KocTHOro Mmosra (<25%). CormacHo peiictByromed knaccuduxanuu BO3 numdobnactHas
mumboma (JIBJI) ¢ mopakenuem koctHoro mosra (KM) u 6e3 Hero oObeAWHSIETCS B EIUHYIO
rpynmy «iuM¢poOIacTHbIe JIEHKO3bI/TUM(POMBI U3 TPEAILIECTBEHHUKOB B- nimm T-kietox» [7,8].
Hecmotpst Ha mMpoOKO pacnpoCcTpaHEHHYIO TOYKYy 3peHus o ToM, uro OJUJI wu JIBJI
XapaKTepU3YIOTCS Pa3IMYHBIMU KIMHUYECKUMU MPOSBICHUSIMU OJTHOTO U TOTO k€ 3a00seBaHus,
B TIPOLIECCE BBIMOJHEHHOIO aHAJINM3a KCIPECCHU T'€HOB ObUIO MOKAa3aHO YETKOEe pa3zeiicHHe
mexny T-knerounoit OJIJI u T-knetounoit JIBJI BBUY pa3nndust 3KCIPECCUU OTJEIBHBIX TEHOB.
Pan stux pasnuuumii MokeT OBbITH OOYCIOBJIEH CHEUU(DPUUHBIMH MEXaHHU3MaMH, WMEIOIIMMU
OTHOIIEHHE K CTPOMAJIbHBIM KJIeTKaM. B To e BpeMmsi MMEIOTCs J10Ka3aTelbCTBa pa3ivuuuil B
CUTHAJIBHBIX IYTAX, peryaupyromux poct kietok npu T-knetounsix OJUJI u T-xnerounsix JIBJI,
YTO YaCTHUYHO OOBSCHSET pa3Nuuue KIMHUYECKHX MPOsBICHUH 00oux 3abosneBanuit [9]. Otu u
Ipyrue pa3iuuus, Kacarouuecss OMOoI0ruM 3a001eBaHusl, KIMHUYECKON KapTUHBI, ONpeleIeHUs
MPOrHOCTUYECKUX (PAaKTOPOB U ONTUMAIBHOIO TEpPANEeBTUUYECKOIO IOJX0Ja, OIMpPABABIBAIOT
paccmotpenue JIBJI kak oTaenbHON KiiMHUYecKon equuunbl [10,11].

Ocrtpprii neiiko3 HeoqHo3HAUHOM MuHeHOCTH (OJIHJT) — Ouonornyecku pasHooOpa3HbIe
BapHaHTBl OCTPOrO JIeHKO3a, XapaKTepusylouluecs CHenu@uuecKuMH T[pU3HAKaMH Cpasy
HECKOJBKMX JIMHUK TeMorod3a (OCTpbIi Jieko3 co cMmemanHbiM (erotunom (OJICD)) wumum
OTCYCTBUEM YETKUX [IPU3HAKOB JIMHEWHOU TuQ hepeHITMPOBKU (ocTpsrit

Henug depenuupoBanublii aeiiko3 (OHJI)) [12—-15].
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1.2 9THOJIOrMS ¥ MaTOreHe3 3a00J1eBaHNus] HJIH COCTOSIHNS (IPpyNNbI 3200J1eBaHUN I

COCTOSIHMA)

Tounsie npuunns! pazsuts OJIJI/JIBJI nensBectHbl. PaccMarpuBaeTcst BO3MOXHast poiib

Pa3IUYHBIX Mpepacnoiararoux (akTopoB (FeHETUYECKUX, BUPYCHBIX, paualus, XUMHIECKOe
u (usznueckoe BO3ACHCTBHE W JAp.), OJHAKO WX TOYHOE BimsHUE Ha pazsutue OJIJ] Ha
CErOJIHSIIHUN IEHb HE YCTAHOBJICHO.

[Io coBpeMeHHBIM mpeacTaBieHUsIM B oOcHOBe mnartoreHe3a OJIJI nexur wmyrtanus
CTBOJIOBOM KPOBETBOPHOHM KJIETKH, KOTOpas MPHUBOIUT K TOTEPE CIOCOOHOCTH K HOPMAIbHOU
KJIeTOYHOU AuddepeHIIMPOBKE W HAPYIICHHSM B Mpoleccax MNpoaudepanuy U amnonTosa.
MyTaHTHBII KIIOH JOCTaTOYHO OBICTPO BBITECHSET HOPMAJbHBIE T€MOIOITHYECKHE KIIETKH,
3aMeniass co0oil Bech TeMOMO33. BpITeCHEHHE HOPMAaIbHBIX T'E€MOIMOITHYECKUX KIETOK H
3aMelLIeHHE UX OMYXOJIEBbIMU KIETKAMHU, HECIOCOOHBIMU K CO3PEBAHUI0, 3aKOHOMEPHO MPUBOJAUT
K YMEHBIIEHHI0O B MepupepuuecKkoil KpOBH 3pebIX KIETOK C PAa3BUTHEM aHEMHH,
TPaHyJIOIUTONCHUH, JTUM(ONICHUH W TPOMOOIIMTONIEHUH, YTO MPOSIBISETCS COOTBETCTBYIOIIEH
KJIMHUYECKOH KapTUHOW. OmyxoyieBble KJIETKM MOTYT IOKMJAaThb KOCTHBII MO3r U
UHOWIBTPUPOBATh pa3jMyYHble OpPraHbl M TKaHW (CeJe3eHKY, MeYeHb, JUMQOY3iIbl, TUMYC,

neHTpanbHyo HepBHYIO cuctemy (LIHC), koxy u ap.) [1-6].

1.3 DnuaeMuoJorusi 3a00J1eBaHUA WJIH COCTOAHHNA (rpvionbl 3200JeBAHMIT UJIH

COCTOSTHM)

OJUI cocraBisier 0k0J10 25% OT BCeX 37TI0KaYECTBEHHBIX OMYyXO0Jeil y OOJIbHBIX B BO3pacTe

no 18 ner, u sBISIETCS CaMbIM YacTBHIM OHKOJIOTMYECKUM 3a00JIEBaHHEM JIETCKOTO BO3pacTa.
3aboneBaeMocTh coctaBisieT okoo 4 Ha 100 000 merckoro naceneHus. [Tuk 3aboneBaeMocTH
OJIJI y neteit mpuxoaMTCs HA TOUTKOIBHBIN Bo3pacT (2—5 net nmpu menuane 4,7 roga). Heckonbko
qaie 00JIEIOT MAJIbBYMKH — cooTHomenue 1,6:1 musg B-nmunerinoro u 4:1 giua T-muaeinoro OJIJ1
[2,3,5].

Jlumdobnactapie mumdomsr (JIBJI) cocraBmstor ~20-25% Bcex ciaydaes HXJI B
BO3pacTHOM rpymre 10 18 net, u3 Hux 10 80% coctapisioT TUMGOMBI U3 MPEeAIECTBEHHUKOB T-
knetok (T-JIBJI) u no 20% — B-knerox (B-JIBJI) [16—-18].

OJIHJI — rpynna peIkux BapuaHTOB OCTPBIX JIEMKO30B, COCTABIAIOLIAs MO PA3JIMYHBIM
oueHKaM OoT 1% 1o 5% Bcex ciydaeB OCTPBIX JICHKO30B y JAeTei, OONBIIMHCTBO U3 KOTOPBIX

MPEACTABISIIOT COO0M OCTPHIH JIeHK03 co cMmemanHbiM perHoturom (OJICD) [12,19-20].
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1.4 Oco0eHHOCTH KOAUPOBAHNS 3200J1eBAHUS HJIH COCTOSHHUSA (Irpvnnbl 3a00J1eBaHU i

HJIN  COCTOSIHMIT) Mo MEeKIVHAPOIHON CTATHCTHYECKON KJaccubukanuu 0o0Jie3Hell M

npo0.ieM, CBA3aHHbBIX CO 3/I0POBLEM

C91.0 — octpsrit TUMQOOTACTHBIN JIEHKO3.
(C95.0 — ocTpblii 1E€HKO3 HEYTOYHEHHOTO KJIETOYHOTO THIIA

C83.5 — mumdobnactras (nudy3Has) mumpoma

1.5 Kuaaccudbukamus 3a00JeBaHUs WJIH cOCTOsIHMA (rpynnbl 3a00J1eBaHUNA WM

COCTOSTHM)

Kaaccuduxanusa ocrporo Jmm¢o0acTHOrO Jeiiko3a/mumMpodaacTHoi JumM¢pombl y

neteit cornacao BO3 sBnsiercst obmenpunsitoit [2,7,8,21-23]:
1 OJUI/JIBJI u3 B-kneTok nmpeanecTBEHHUKOB
e bes cienuduueckux xapakrepuctuk (NOS — not otherwise specified)
[{uToreHeTryeckre MOArPYIMIIbL:
o t(9:22)(q34;q11.2); BCR::ABLI
e t(v;11923); nepecrpoiika KMT2A4 (panee MLL)
o t(12;21)(p13:;q922.1), ETV6::RUNXI (panee TEL-AML)
® C FUNEPAMUIUIOUINEHN
® C rHnoauIIouauei
e t(5;14)(q31.1;932.1); IGH::IL3
o t(1;19)(q23;p13.3), TCF3:;PBXI
o t(17;19)(q22;p13), TCF3::HLF
e BCR::ABLI-nono6nsii (Ph-nomo6usii) OJIJI
e iIAMP21
o ETV6::RUNXI-tionoousit OJIJI
e OJUI/JIBJI ¢ apyrumMu onpeeieHHBIMA TeHETHYECKUMH aHOMAITUSIMU
2 OJUI/JIBJI u3 T-kmeTok mpeaneCTBeHHIKOB
e be3 cneunguueckux xapakrepuctuk (NOS — not otherwise specified)

e OJUI u3 pannux T-kinerok-npeamecrseHHUKOB (ETP-ALL)

Tpagumonno Beigensror OJUI/JIBJI u3 B-kierok-npenmecrsennukos (BIT-OJUT; B-
JIBJI) u T-munetinbrit OJUJI/JIBJT (T-OJIT; T-JIBJT).
KomnuectBo nurorenernueckux BapuantoB OJIJI, uMeronmx nporiocTHYECKOe 3HaYCHHE,

HEYKJIOHHO pacuupsiercs. Cped MUTOTeHETHYECKUX noarpymnmd, BeiaensieMbix npu BIT-OJII, B
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2016 r. (4-it mepecMOTp, TOMOJHEHHBIH) K Kiaccudukanuu BO3 Obutn 100aBiIEHBI IBE€ HOBBIC
nonrpynnsl: BCR-ABLI-nono6ubiii (oH ke Ph-momo6uerii OJIJI) u BII-OJIJT ¢ iAMP21
(BHyTpUXpoMOCcOMHast —amImudukanus dvactu 21  xpomocomsl). B 5-m  mepecmotpe
knaccuukannu BO3 (2022) nosiBumnucs eme ase noarpynnsl: ETV6::RUNXI-nono6usiit OJIJI
OJUI ¢ t(17;19)(q22;p13), TCF3::HLF. Kpome Toro, Beimensercs moarpynmna «BIT-OJIJT ¢
JIPYTHUMH OTPEJCIICHHBIMA T€HETUYECKUMHU aHOMAIHUSIMH», K KOTOPOH OTHOCSTCS pPa3IUYHBIC
nepecTpoiiku, BolsiBisieMble npu BII-OJIJI, HO 1u1st KOTOPBIX B HACTOSLIMM MOMEHT HE XBaTaeT
JTAHHBIX JIJIS BBIJICIICHUS UX B OTAEJbHbIE IPOTHOCTUYECKUE MOATPYIIIHI [§].

Cpenu T-OJIJI oTaenbHbIE TEHETUYECKUE MOATPYIIBI HE BBIICISIIOTCS, OHAKO, OMHUCAHBI
Han0oJiee YacTo BCTPEUAIOIIMECs] MyTalluH, Takue Kak rnepectpoiiku reHoB TALI, TLXI, TLX3,
LMOI, LMO2 wn pp., a taxke myrauuu B reHax NOTCHI, FBXW7, PTEN, xoTopble MOTYT
OKa3bIBaTh BJIMSHHUE Ha MPOrHO3 3aboiyeBaHus. CoriacHo mocienHeld BepcuH KiacCUpUKaluu
BO3 cpeau T-OJIJT ornensHo Beiaensercs OJUJI u3 panaux T-KiaeTOK-TIpeanecTBEHHUKOB (early

T-cell precursor ALL, ETP-OJIJI), umeromuii XxapakTepHblii HIMMYHO(EHOTHII.

Knaccupukauus ocTporo Jieiiko3sa HeoaHo3HayHo# JuHeitHocTu (OJIHJI; ocTpblit
JIEHK03 HEYTOYHEHHOIr0 KJIeTOYHOro Tuma): B HacTosimiee BpeMsi, B CaMbIX COBPEMEHHBIX
Bepcusix 1ByX ocHOBHBIX Kinaccupukammii (BO3 u ICC) B ornenbHble Tpymmsl Beiaenersr OJIHIT
C ormpeneneHHbIMU TeHeTnueckuMu abeppamusmu (Tabmuua 1) u OJIHJL, ompenennHble

uMMmyHodeHoTunmyecku [7,13,24,25].

Tabmuua 1. Bapuantst OJIHJI B knaccudukamusx BO3 u ICC 2022 1. [13,25]

BO3-2022 1CC-2022
OJIHJI ¢ onpeae/ieHHbIMH OJIC® ¢ onpeaeieHHBIMU IeHEeTHYECKUMU
reHeTHYEeCKHMHU MepecTPOiKaMMu: nepecrpoiikamu
OJIC® ¢ BCR::ABL1 OJIC® ¢ BCR::ABL1
OJIC® ¢ nmepectpoiikamu KMT2A OJICD c t(v;11g23.3), nmepecTpoiikamu
KMT24

OJIHJI ¢ npyrumu onpeesieHHbIMU
T€HETUYECKUMH ITepEeCTPOUKaMU

OJIC® c nepecrpoiikamu ZNF384 OJIC® c nepectporikamu ZNF384
OJIHJI ¢ nepectporikamu BCLI1B OJIC® ¢ aktuBaument BCLIIB
OJIHJI, onpeneieHHbIE OJICD ¢ onpenesieHHBIMH
HMMYHO(EeHOTHIIHYECKHU HMMYHO(EHOTHIINYEeCKUMH H3MEHEHUSIMU
OJIC® B/Mueno OJIC® B/Mueno
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OJIC® T/Mueno OJIC® T/Mwueno
OJIC® penkue BapuaHThI OJIC® B/T/Mueno

OJIC® B/T
OJIHJI, 6e3 cienudrueckux OJIHJI, 6e3 cnenuduyueckux
xapakrepuctik (NOS — not otherwise xapakTepucTuk (NOS — not otherwise
specified) specified)
OcTperiit HenudepeHpPOBaHHBIH OcTtpsoiiit HeqnddepeHTUPOBAHHBII
neitko3 (OHJI) Jaeiiko3 (OHJI)

1.6 Kaynnuyeckass KAPpTHHA 3200J1€eBAHNS UM COCTOIHNSA (rpynnbl 3200J1¢BAHNI NI

COCTOSIHMA)

ﬂJ’II/ITCJ'IBHOCTb aHaMHe3a 3a00JeBaHHS OT MOMEHTA ITOSBJICHHMS NEPBBIX KIMHUYCCKHUX

MPU3HAKOB 10 MOP(OJIOTHYecKoi BepuuKaluy AUArHO3a COCTABIISIET OT HECKOJIBKUX HEJENb 110
HECKOJIbKUX MecsleB. KimHuueckas KapTUHA OMpEeNsIeTCsl CTENEHBbI0 HapylieHUs (QyHKIUN
KOCTHOTO MO3ra (aHeMUsi, TeMOPPAarHueCKuil CHHIPOM U pa3BUTHE HH(PEKIUH Pa3TUIHOMN CTENCHH
TSOKECTH) U HAJIMYMEM OIYXOJEBOM Macchl (Te€maTo- W CIUIEHOMETraiusi, OOJbIIoe KOJIUYECTBO
OITYXOJIEBBIX KJIETOK B mepudepudeckoil KpoBH, TuMdoaaeHonaTHs U MOPAKEHUE CPEeIOCTCHHUS,
HHC, xoxwu, sudvek, JeiikemMudeckas WHOWIbTpalus cerdaTku). OCHOBHBIE CHMIITOMBI
3a0oneBaHus — CJIA0OCTh, JIMXOpaJKa, HE CBs3aHHAs ¢ MH(EKIMeH, OCCalruu U apTpajiru,
reMopparudeckuiit cuapom. MHQeKImoHHbIe OCI0XKHEHHS BCTPEYaOTCsl HEYacTO, 1 B OCHOBHOM
B TeX CIydasx, KOIja uucio HelTpoduiaos He mpesbimaer 0,2 x 10° /1. YV 1-10 % nanueHToB
OTMEUAIOTCS TOJIOBHBIE 0OJIM, TOITHOTA, PBOTA, Yaie Bcero npu Bosieuenuu [THC [3,4,26].

Y OonpmuHcTBa (58-95%) mamuentoB ¢ JIBJI Ha MOMEHT IOCTAaHOBKHM JUarHosa
3aboneBanue umeet III-IV ctaguro. YacTo onpeaensroTces Tuxopaaka, HeIOMOTaHHE, YBEIIMUCHUE
nuM(}Oy3I10B, MTOBHIIEHHE aKTUBHOCTH JTakTaTaeruaporenassl (JII'), cuaapom BIIB, mieBpuThI.
[Mammentsr ¢ T-JIBJI umerot 6osee BBICOKYIO YAaCTOTY HMOPa)KeHHUs TUMQOY3IIOB CPEAOCTEHUS U
KM, a raxxe [V craguio 3a0601eBanms, B TO BpeMsi KaK IKCTPAHOAATLHOE TIOPAKEHNE BCTPEIACTCS
qarmie npu B-JIBJI. B nmpotuBononoxxuocts OJIJI mpu JIBJI nmapameTpsl nepudepuydeckoit KpoBH,
B YACTHOCTH KOHILIEHTpAIUs reMOrJIOOMHA U KOJIMYECTBO TPOMOOILIUTOB B LIEJIOM, PUOIHKAIOTCS

K HOpMaJIbHBIM 3HaUeHUsIM [27,28].
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2. IluarHocTUKa 3200/1eBaHUs WM COCTOSIHUS (rPynnbl 3200J1eBaHU WJIH
COCTOSIHMII), MEAUIIUHCKHE NMOKA3aHUS M IPOTUBONOKA3aHUS K NIPUMEHECHHUIO

METOAOB ITUATHOCTUKH
Mnoeue pexomenoosanuvie mMemoovl OUACHOCMUKU 3A00Ne8AHUSL U CEA3AHHBIX C HUM
COCMOSIHULL UMEIOM 02PAHUYEHHYI0 O0KA3amelbHy0 0a3y (8 COOMEemcmaul ¢ WKAIAMU OYeHKU
YposHs 0ocmogepHocmu dokazamenvems — Y/ u yposus yoeoumenvnocmu pexomeHoayut —
YPP) no npuuune omcymcmeusi NOCBAWEHHbIX UM KIuHuyeckux uccireoosanuil (KHU). Heszupas
Ha 5mMo, OHU SGIAIOMCA HEeOOXOOUMBIMU IAeMeHmamMu 00Cciedosanuss nayueHma OJisi
YCMaHo8IeHus OuaecHo3a U 6vl00pa MAaKmuku JjedyeHus, maxk Kax Oonee d¢gexmusHvle U

00KA3aHHbIE MEMOObl 8 HacmoAauiee e6pems He pa3pa60maHbl.

Kputepun ycraHoBJieHHsI 1MArH03a/cocTOsIHUSL: duaero3 OJIJI ycmanasnusaom npu
obHapyxcenuu 25% u 6o1ee 61acmHubIX K1emox 6 kKocmuom moszee (KM), no mopgponozuveckum u
YUMOXUMUYECKUM NPUSHAKAM coomeemcmeyowux aumpoodracmam. Ha ocnosanuu onpedenenus
UMMyHOpeHomuna 61aCmHbIX KIemoK ¢ NOMOWbIO NPOMOYHOU YUMOMEMPUU YCIMAHABIUBAIOM
JUHeUHyl0  npuHaonexcHocms  aumgpoonacmos  (T-OJIJI,  BII-OJIJI).  Onpedenenue
YumozeHemu4eckux NnoOSPYnn Npoeoosam HA OCHOBAHUU  pe3yIbmamos  MOJEKYIAPHO-
2eHemuueckoeo uccieoosanus [2—5,21].

Juaenoz OJIHJI ycmanasiusarom npu obnapysicenuu 25% u 6o01ee 61acmHblx KIemok 8
KM, umerowux no pe3yriomamam yumoxumuyecko2o u UMMyHOGDEHOMUNUYECKO20 UCCIe008AHUSL
Mapkepvl paziudHblX 2eMONOIMUYECKUX JUHUL UTU He UMEIoWUX MapKepos, NO3801AI0UUX
onpedenums auHutO ouppepenyuposxu [12,13].

Huaenos JIBJI ycmanaenusaiom npu 06HapyiceHuu 8 mamepuaie OUONCUU 1Y UIU OPY2020
OpeaHa, nieepaibHOU UL ACYUUMUYECKOL ONYXO0Je8blX AUMPobIacmos, no yumomempuieckum
UU UMMYHOSUCTNIOXUMUYECKUX KPUMEPNAM COOMEemcmayowux npeouiecmeeHnuxam T- uiu B-

K1emox. B muenoepamme npu smom mosicem ovimo 06Hapyiceno 0o 25% oracmos [27,28].

2.1 ’Kago00LI M1 aHAMHE3

e Bcem mammenTtam monoxe 18 ner ¢ momospenuem Ha OJII/JIBJI, OJIHJI, a Takxke Bcem
nanueHTam ¢ BepudpunupoBanubiM  OJUI/JIBJI, OJIHJI mpu kaxaoM mpueme y
reMaToJIOTa/OHKOJIOTa PeKOMeHaAyeTcsl cOOp aHamMHe3a W Kajno0 mpu 3a00IeBaHUAX
OpraHoB KpPOBCTBOPCHHA U KPOBU IJId OLCHKH COCTOAHHUA IMAWCHTA, a TaAKXKC [JIA

BBISIBJICHUS (DAKTOPOB, KOTOPBIE MOTYT OKa3aTh BIMSHUE HA BHIOOD JIedeOHOM TakTUKH [ 1—

4,16].
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YpoBenb yoOenutesbHOCTH pekoMeHaamuii — C  (ypoBeHb JIOCTOBEPHOCTH

J0KAa3aTeIbCTB — 5).

Kommenmapuu: xnunuueckue cumnmomot OJIJ1, OJIHII y demeti 06ycrosieHbl cmenensvo
UHQUILMPaAYUU KOCMHO20 MO32a TUMDOdIAcmamMu U IKCMPameoyLIsPHbIM pacnpoCmpaHeHuem
npoyecca. Illayuenmovr ¢ OJIJI moeym npedvsasisimv #aiodvl Ha clabocms, JAUXOPAOKY,
HedoMmozanue, OOIU 6 KOCMAX U/UMU CYCMAasax, KpoBOMOYUBOCHMb CO CIUIUCIBIX 000]0YeK
(Hocosbie, OecHesbie, JHCeYOOUHO-KUUEeUHble U Op. KPOBOMEYEHUs), 2eMOppaUieckKull CUHOPOM
Ha Kodice, OnedoHocms. Pacnpocmpanenue o6nacmmuvix Kiemoxk 6 Jaumgamudeckue V3ol U
NApeHxXuUMamosHvle Op2aHbl NPUBOOUm K JuM@paoenonamuu, yeeaudenuio neveHu U ceile3eHKu,
NPOAGNAIOWUXCA OONAMU 8 HCUBOME, PACULUPEHUIO CPEOOCMEHUS C B03MONCHbIM DPA3GUMUEM
CUHOPOMA COABNEHUs, VEEIUUEeHUIO AUYEK Y MATbuuKos. [IposasieHuamu neuponeukemMuu Mo2ym
ObIMb CUMNMOMbBL NOPANCEHUS. 4EPEeNHO-MO3208bIX HEPBOS8, 00UieM03208ble, MEHUH2eAaNlbHble
cumnmomvl [1-4]. Kiunuueckue nposenrenus B-JIBJI mocym Ovimb paznoobpazHvimu —
COMUMApPHOE 0YA2080€ NOPANCEHUE KONMCU, ONYXOlb KOCMU, Jumgpadenonamus 000U
aoxanusayuu. Ilpu T-JIBJI nopasicaiomcs npeumyujeCmeeHHo 1/y cpeoocmeHus, ueu, nod3momy
nepeviMU NPUHAKAMU 3a00Ne8anUs MO2ym cmams Kauielb, 3ampyoeHHoe OblXaHue, CUHOPOM
coaesnenus BIIB [16,28].

Coop anamneza npu OJLI/JIBJI, OJIHJI noopazymesaem mujamenbHbvlll paccnpoc 0
meKyweu ui nposooOUMOU paHee NeKAPCMEEHHOU Mepanuu, CONYMCMEVIOWUX CUCEMHBIX
3a601e6aHUAX U XPOHUYECKOU NAMONO2Ul, HAIUYUU OHKOJNOSUYEeCKUX 3abonesanuil y
poocmeennuxos. Qbszamenen cO0p  INUOEMUONOSUYECKO2O0 AHAMHE3d CeMbl. YCI08Us
NPOJACUBAHUSA,  CAHUMAPHO-CUSUCHUYECKU  YPOBEHb — OKPYICEHUs, HAIUdUe XPOHUUECKUX
UHGEKYUOHHBIX 3a001e8aHull ¥ OIUKUX poocmeeHHuKo8. OueHb 6aNCHO YMOYHUMb, OMKYOd
nocmynun 60IbHOU: U3 00MA ULU U3 OpYeux ae4eOnvlx yupexcoenuil. Ecau 6onvHotll 6 nocieonee
8pems J1eyuncsa 8 opy2ux OONbHUYAx, 00A3amenbHO HYHCHO BbIACHUMb 8ce Oemanu mepanuu, 8
0COOEHHOCMU NPOMUBOUHDEKYUOHHOU MePAnUU, a MAaKx#ce Haauyue uiu Omcymcmeue pasiuiHblx

1e4eOHO-0UACHOCMUYECKUX MaHunszm;uﬁ, maxKux Kaxk kKamemepusayusd, HApPKOo3, uHmy6auwz,

HUBJIL

2.2 OusukaabHoe 00caeI0BAHUE

e Bcem manmenram momnoxe 18 ner ¢ momospenuem na OJUJI/JIBJI, OJIHJI, a Takxke Bcem
naruentam ¢ sepudunuposanasiM OJUI/JIBJL, OJIHJI, nmpu nepBUYHOM WIIM TOBTOPHOM
IIpUEME, PEKOMEHAYeTCSl BBINOJIHEHUE BU3YAJIbHOI'O TEPANIEBTUYECKOTO OCMOTPA,

TEparneBTUYECKON Nanblallid W TEpamneBTHUECKON ayCKyJbTallMM s YTOYHEHHS
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pacnpocTpaHEHHOCTH 3a00JieBaHUSI M OLEHKUM COCTOSIHHMSI TallMeHTa, B TOM YHCIE

OTJIETIbHBIX OPTaHoB U cucteM [1-4,16].

YpoBenb yOeaureqbHocTH pexkoMengamuii — C  (YpoBeHb /10CTOBEPHOCTH

JI0KA3aTeJIbLCTB — 5).

Kommenmapuu: obwuii ocmomp noopazymesaem OyeHKy o00we20 Guauuecko2o
COCMOSIHUA, POCMA U MACCbl Mend, a Makdice 0emanbHyio OYeHKY COCMOAHUS 8CEX OP2aHO8 U
cucmem u Hesponozuyeckozo cmamyca. Ocoboe 6uuMaHue credyem obpamumv Ha
OOKYMEeHmMUpoB8aHue NposeieHuti 0CHO8HO20 3a001e8anus (onucanue 6cex cpynn y8eaudeHHvlX
IUMGOY37108 ¢ pazmepamu, pazmepuvl NeYeHU U Cele3eHKU — 8 CM HUdice Kpas pebepHoti 0y2u no
CPEOHEKNIOUUYHOU TUHUU, PA3MEPbL AUYEK V MATbYUKO8, HANUYUEe/OMCYmcmeue 1eUkemuoos Ha

KOJice) U Bbls8IeHUE BO3ZMONCHBIX 04a208 uHgexyuu [1-4,16].

2.3 JIaGopaTopHbIe TMATHOCTHYECKHE HCCAe10BAHUS

2.3.1. JlaOopaTopHble HCCJICAOBAHHUA /I Bepu(PUKANMH [IMArHO3a, OLECHKH
NMPOTrHOCTHYECKUX (PAKTOPOB M 00IEr0 COCTOSTHUS MAIHEHTA

Bepugurayus ouacnosa npoeooumcs ¢ nomowb1o Yyumoao2uuecKo2o U YumoxumMuiecko2o
uccne0o8anusi MasK08 KOCMHO20 M032a U Nepugepuyeckoli Kposu, MHO20Y8EMHOU NPOMOYHOU
yumomempuu KiemoK KOCMHO20 MO032d, YUMO2SEeHeMmuiecko20 U MOJEKYIAPHO-2eHemU4ecKko20
ananuza onyxonesvix kiemox [1-5,21]. fuacnocmuyeckuii nepuoo ne 0ondicen 3anumams 6oee 2
CYMOK (3a UCKTIOUEHUEeM YUTNO2EHEeMUYeCKo20 U MONEKVIAPHO-OUONIOSUYECKO20 UCCIe008AHUS).
Ilpu nooospenuu na JIBJI nHeobxooumo npogsecmu yumonocuveckoe u HMPDPT uccredosanue
NIe8PANbHOU UMY  ACYUMUYECKOU HCUOKOCMU  U/uiu  Ouoncuio Hauboiee OOCMYNHO20 U
uHgopmamueroeo i/y.

e Bcem mammenTtam mutaame 18 ner ¢ momospenuem Ha OJIJI/JIBJI, OJIHJI, a Takxe Bcem
narentam ¢ BepudunuposanasiM OJUI/JIBJI, OJIHJL, npu nmepBUYHOM HpueMe W BO
BpeMs npoBeeHus X1, pekoMeHyeTcsl BHIITOTHEHHE 001Iero (KIMHUYECKOT0) aHaIn3a
KPOBU Pa3BEPHYTOro ¢ 00s3aTeNbHBIM AU ()EpEeHIIUPOBAHHBIM MOJCYCTOM JICHKOITUTOB
(mefikorutapHast ¢dopmyna), s BepHPUKAIMK TUATHO3a, KOHTPONS Tepanmuu u
BBIPA0OTKM TaKTHKU BeACHUs nanueHTa [ 1-4,16,29].

YpoBenb yOenurTebHOCTH pexoMenaanuii — C (ypoBeHb [J0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5).

KomMmeHTapuu: dannvie obueco (KiuHuyecko2o) aHaiu3a Kpoeu No360Js10m CyOums o
8bIPANCEHHOCU MPOMOOYUMONEHUYU U AHEMUU U HeOOXO0OUMOCTU NPOBEOCHUsL 3AMECTUMENbHOL

mepanuu KOMNOHeHmamu Kpoeu. O6W€€ Koauvyecmeo ﬂeﬁKOL;ul’}’lOG U Hanuque OJ1ACMHBIX KIemoK
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6 nepucghepuueckol Kposu 00 HaYa1a mepanuu HeodXooumMo OJisi NOCAeOYUe20 CMaoupoOBaHusl,
onpeodenenus 2pynnel pUCKa U HA3HAYEHUs. A0eK8AMHOU Mepaniu.

e Bcewm nammentam muaame 18 ner ¢ noxospenuem Ha OJUJI/JIBJL, OJIHJIL, a takxke npu
nopo3penun  Ha permaus  OJUI/JIBJI, OJIHJI, pexomeHnayercs MIOJIy4eHUE
LUTOJIOTUYECKOTO MpenapaTa koctHoro mo3ra (KM) myreM myHKIMH € MOCHEIYIOIINM
[UTOJIOTHYECKUM HccaeaoBaneM wmazka KM (mumenorpamma) st BepudUKAIUU
nuarnosal 1-4,12,16,21,29-31].

YpoBenb yoOeautreqbHOCTH pekoMeHgauuii — C (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJIbLCTB — 5).

Kommenrtapuu: ouaenos OJIJI cmasumcsa Ha OCHOBAHUU OOHAPYHICEHUS 8 NYHKmMame
KOCmMHO20 Mo32a Oonee 25% JelikeMuyecKux Kiemok, OJid KOMOPbIX Mopgonocuuecku u
YUMOXUMU4ecKU 00KA3aH 0OUH U3 8aPUAHMO8 TUMPOUOHOU OUPBepeHyUpOsKU.

Kocmmuwiii moze acnupupyemces uz 3—4 anamomuueckux mouex, npu nooosperuu Ha JIbJI
— u3 4 mouex. Jna nynKyuti UCnOIb3VIOMCA nepedHue U 3a0Hue epedHU Kpblibed N008300UHbBIX
kocmei. CmepHanvbHas NYHKYUs U3-34 6bICOKO20 PUCKA ONACHLIX OCIONCHEHUl (MamnoHaoa
cepoya) He peKoOMeHOYemcsi.

Mopdgonocuueckas xknraccugpuxayus OJL/I coenacno epynne @AB (DOpanko-Amepuxaro-
bpumanckas rxoonepamusnas Ipynna) ma ocHoeanuu pazmepos, cmpoeHus A0pd, HANUYUL
BKIIOUEHULl U OpYeUX Npu3Hakos noopazoensem aumegoonacmol Ha epynnol LI, L2 u L3. B
Hacmosiwee 8pemMs. OCmpblil 1elko3 co 3peivim B-gpenomunom u L3 mopghonoeueni 6racmmovix
KIemOK OMHOCUMCA K 2PYNne azpecCUuHulXx B-knemounvix Hex00MHCKUHCKUX aumgom, u e2o
OuazHOCmMuKa u jedyeHue O0O0IHCHbL NPOBOOUMBCS CONIACHO COOMBEMCMEYIOWUM KIUHUYECKUM
pexomenoayuamu [1-6].

e Bcewm nammentam muaame 18 ner ¢ noxospenuem Ha OJUJI/JIBJL, OJIHJIL, a takxke npu
nopo3peann Ha peuuau  OJUI/JIBJI, OJIHJI, pexoMeHayeTcsi IHMTOXHMHUYECKOE
uccnenoBanue npenapara KM misa Bepudukanuu nuarnosa [1-4,12,16,21,29-31].
YpoBenb yoOeaureqbHOCTH pekoMeHganuii — C (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJIbLCTB — 5).

KommenTapuu: yumoxumuueckoe ucciedosanue onyxoesulx K1emox A611emcs 6adCHbIM
o dughghepenyuanvrol ouaznocmuxu ¢ opyeumu sapuarnmamu netikemuu. Ipu OJIJI 6 bracmuwvix
KIemKax omcymcmeyem akmugHOCHb MUEIONePOKCUOaszbl U Hecneyuguueckol scmepasvl, KaxK
KAH04e8bIX MAPKEPO8 HeNUMGPDOUOHBIX KIemOK-npeouiecmeeHHukos. I1oamomy npogeedenue smux
08X YUMOXUMUYECKUX pearyull — peakyuu Ha MUelonepoKcuoasy u peakyuu Ha

Hecneyuguueckyio scmepasy aeisemcs oosazamenvhvim [2—4].
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e Bcewm mammentam mutammie 18 ser ¢ momospennem Ha OJIJI/JIBJI, OJIHII, a Takxke mpwu
nmogo3pernn  Ha peruau  OJUUI/JIBJI, OJIHJI, pexomMeHayercsi TpoBeACHUE
UMMYHO(DECHOTHITMPOBAHUS TEMOMOATHYECKUX KJIETOK-TpeamecTBeHHu, B KM s
BepU(pUKALUN AUATHO32, OMPECIICHUS JTMHEWHOW MPUHAAIE)KHOCTH ONACTHBIX KIIETOK,
TPYIIbI MPOrHOCTUYECKOTO PUCKa M TaKTUKU Tepanuu [1-7,12,16,32-35].

YpoBenb yoOenurTebHOCTH pexoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH

A0Ka3aTeJIbCTB — 4).

KommenTapum: myrvmunapamempuieckas npomoyHas yumomempus, npoeooumas, C
Yenpio  MOYHO20  ONpeodeNeHus UMMYHOpeHomuna JeuKkeMu4ecko2o KIOHA — 3aHumMaem
yenmpanoHoe Mmecmo 8 ouacHocmuxe OJIJI, nossonsem nposecmu Ougdepenyuanbryio
ouaecnocmuxy ¢ OMJI u OJIHJI [23], sa6ns5ch ouenb 8axiCHbIM U 0053aMeNbHbIM MEemOoOoM Ois
ouaenocmuxu paziuynelx eapuanmos OJIJI, ona cmpamuguxayuu na epynnvl pucka u 01
nocnedyiouezo onpedenenusi MUHUMAaIbHot ocmamoyrotl 6onesnu (MOB) [1-6,29]. B nacmosiwee
spems O ummyHonocuyeckou kaaccuguxayuu OJIJI ucnonvzyemcs cucmema Esponetickoi
2PYNnbl N0 UMMYHONI02U4ecKoU xapakmepucmuke nelikozos (European Group of Immunological
Markers for Leukemias, EGIL) [32] ¢ yuyemom nosOHee 6HeCEeHHbIX USMEHEHUl, d MAaKdice
Kkraccuguxayus  Bcemupnou  opeanuzayuu  30pasooxpanenus (BO3) [7]. Paznuunsie
UMMYHOeHomunu4eckue 8apuanmol O01e3HU npedcmasienvl 8 maoauye 2.

Cpeou xax B-, max u T-muneunvix OJIJI e6vidensiom HeCKOIbKO B8aAPUAHMOS,
OMAUYAIOWUXCS CIMeNnenblo «3perocmuy onyxonegvlx kiemok (BI-BIV u TI-TIV), a maxosce
omoenvuyto epynny OJIJI uz pannux T-nunetinoix npeowecmeennuxoe (ETP-OJIJI) [7,33,35].

Peokue cnyuau B-nunetinvix OJLJI ¢ nosepxHocmuou sxkcnpeccuets msaxiceavlx u/unu 1é2Kux
yenetl UMMYHO2NOOVIUHA HA NOBEPXHOCMU ONYXOJIe8bIX KIEMOK He UMelom Opy2ux NpusHaKos
aumehomvi/netikosa bepxumma (mopghonoeus L3 no knaccugpuxayuu FAB, nepecmpoiiku cena
MYC, svicokas cxopocmv nponugpepayuu). Taxue cayuau ¢opmanvno omwuocam K BIV-
UMMYHOBapuawmy, Ho ekaouarom 6 odbwenpunsmoe aevenue OJIJI [34,35]. Jna
ougpgepenyuanvroii ouacnocmuxu OJL/I u nevikemusayuu 1uM@pomvl He0OX00UMO nposedeHue
O0ONOIHUMENbHBIX YUMOJIO2ULECKUX YUMOMEMPULECKUX U 2eHemudecKux uccieoosanuti [35].

Ianenv anmueenos ons ouacnocmuxu T-OJII donxcua obszamensvro exntouams CDI1a u
T-knemounvie  anmucen-pacnosuarwue  peyenmopsvi  (IkP).  OmodenvHo  8viOensemcs
oononnumenvuviii noomun T-OJIJI — OJIJI uz pannux T-nunetinvix npedwecmeennuxos (ETP-
OJIV). B smom cnyuae 6racmmuvie knemku sxcnpeccupyiom CD3 eHympukiemouno, 015 HUX
xapakmepHa Huskas oxcnpeccusi CD5, omcymcmeyem okcnpeccuss CDla u CDS,

aKcnpeccupyemcsi xoms 0vl 00uH u3 cireoyrowux aumueenos:. HLA-DR, CD34, muenouomnvie
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mapxepol (CD13, CD33, CDI11b, CDI117). Oma onyxons npoucxooum u3 paHHux mumudeckux
NpeoulecCmBeHHUKO8, COXPAHAIOWUX CROCOOHOCMb K Oupdepenyuposke kak 6 T-numgoyumet,
max u 6 muenoudHvle kiemxu. JJannas nooepynna T-OJIJI moscem coomeemcmeosams kak T1,

max u TII eapuanmam, oonaxo npedcmasnsem coboil OMOENbHYI0 KIACCUDUKAYUOHHYIO ePYNNY.

Tabnuya 2. Ummynogpenomunuuecxasn xnaccugpuxayus OJIJI no EGIL (Esponeiickas
2PYnna UMMYHOOUaHOCMUKY Netiko308), 1995 2. [32], ¢ yuemom nozonee 6HeceHHbIX u3MeHeHULl,

aoanmuposannas uz [34,35]

B-n1uneiinbie OJIJI
CD19" uiCD79a" n/umm iCD22"
u He cootBeTcTBUE KpuTepusm T-OJIJI, OMIJI, OJICD [16]

BI CDI10™1IG sIG™
BII CDI10"iIG sIG™
BIII iIG"sIG™

BIV sIG*

T-1uneinbie OJIJI

CD7'iCD3" u ne coorerctBre kputepusim OMJL, OJICD [16]

TI CD2” CD5” CDla” TkP~

TII CDla,CD2" w/umu CD5" TkP~
TIII CDla"

TV CDla TxP"

i — BHYMPUKTIEMOYHASL IKCNPeCcCUsi Mapkepa

§ — NOBEPXHOCMHAA IKCnpeccusl mapkepa

Tpaouyuonno  ona  cucmemamusayuu  OJIHJI  npumensemcs — mepmunonocus,
cpopmynuposannas EGIL, evloensiowas omoenvbHo ocmpwiii bugenomunuvecxuti netikos (ObgJI
— NPU3HAKU PA3HBIX JUHUL 2eMON033d IKCAPECCUPVIOMCS OOHUMU U MeMU dHce KIemKamul),
ocmpultl oununetinwlil aetikos (ObnJI — 0se nonynsayuu 0nyxonesulx Kiemox ¢ UMMYHOGEeHOMunom
pasuoul auHelHou ouggepenyuposku) u ocmpuiii Heougdepenyuposanusii netikoz (OHJI). B
2008 200y BO3 ob6vedununa oununetinvie u obugenomunuueckue OJI, 6 00ny epynny [36], Hazeas
ux ocmpuimu netikozamu co cmewanivim penomunom (OJICD, mixed-phenotype acute leukemia,
MPAL).

OJICD oOuacnocmupyrom 6 mex cayuasx, Koeoa OnacmHvle KIemKu KCHpeccupyiom

00HOBPEMEeHHO cheyugpuyeckue Mapkepvl MUETOUOHOU U OOHOU U3 JAUMPOUOHBIX JUHUL
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(bupenomunuuecxkuii eapuanm), aubO Onpeodenaomcs 08e ONYXoieevle NONYIAYUU C PASHOU
JUHEUHOU npuHaoiexcHocmoio (oununetinoii eapuanm) [36,37]. [na ouaenocmuku OJICD
DPEKOMEeHOYemcsi UCNONIb308AMb Al2OPUMM, NpednodxcerHblll 8 Kiaccuguxayuu BO3 2008 2. [36]
u moouguyuposaunsiii 6 knaccugpuxayuu BO3 2016 e. [37], (mabruya 3 [35]). Vuumwviasn
2EHEMUYECKYI0 U KIOHAIbHYIO CXOJCECMb OMOENbHbIX Yacmell ONYX0ne8ol NONYIAyuu npu
oununeunou pasznoguonocmu OJIC® [38-40], npednoumumenvHo He pa3epaHU4UBAMb
OunuHelHblll U OugeHomunuyecKutl 8apuanmvl, a 8 oboux ciyuasx ouasrocmupogams OJICD,
UCNONB3YSL OsL OMO20 JAUUDb PA3Hble NOO0X00bl: OnpeodeseHue KCNpeccuu CneyuphuiecKux

mapkepos, uiu onpedeﬂeHue 06yx OMOeJIbHbIX nonyﬂ}n;uﬁ ONnyXo0J1€6blX KIIENOK, COOMeEEmMCmeE€EeHHO

[37].

Tabnuya 3. Cneyughuueckue npusHaxu pasHulX TUHULL 2eMON033d, UCHONIb3Yemble OJisl

ouazrocmurxu OJICD

JInunus Kpurepuii

sipkas skcipeccust CD19 1 kak MUHMMYM OJJHOTO U3 CJIEIYIOINUX aHTUT€HOB:
CD10, CD22,1CD79%a

B-n1unusn W

cinabas sxcrpeccust CD19 u sipkast sSKcnpeccust Kak MUHUMYM JIBYX W3
caenyromux antureHos: CD10, CD22, iCD79a

nuTorazmMarndeckas skcnpeccusi CD3, onpenesieHHass METOAOM MPOTOYHON

T-1uana
[IUTOMETPHH, C UCTIOIH30BAHUEM aHTHUTEI K € IIETH PEIenTopa
MUEIONEPOKCUIA3a, OIPEaeICHHAS JTF00BIM METOIOM
MueaouaHas P » O1P
1503051
JVNHUSA

He MeHee ABYyX MoHouuTapHbix auTureHoB (CD1l1c, CD64, CD14, nu3ouum)

i — BHYMPUKTIEMOYHbIU AHMUSEH

e Bcewm nanuentam muagmie 18 sner ¢ noxospenueM Ha JIBJI npu nmpoBeneHNM MyHKLIHU €
MOJydeHHEM JKcCynaaTa (KMIKOTO OHOJIOTMYECKOTO0 Marepuana) peKOMeHAyeTcsi
IIPOBEJIEHUE MUKPOCKOIIMYECKOI'O MCCIIEI0BaHMsI HATUBHOI'O U OKPALIEHHOI'O Ipernapara
MOJTYYEHHOU >KUAKOCTH (IUIEBpaIbHOM, IEPUTOHEATHHOMN (aCIIMTUYECKOH), JTaBaKHOM) U
UMMYHO(DEHOTUIHPOBAHUS OHOJIOTMYECKOTO MaTepuayia MJisi BBISBICHHUS MapKepoB
remMo0J1acT0o30B Ui BepU(UKALUKN TUarHo3a, ONpeesieHUs] TUHEHHOW MPUHAATIEKHOCTH
OJaCTHBIX KJIETOK, paclpOCTPAaHEHHOCTH Mpoliecca U TaKTUKHU Teparnuu [16,27,28].
YpoBenb yoOenurTejbHOCTH pexkoMenmaanuii — C (ypoBeHb [JT0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5).

Kommenrtapuu: /lpu nooospenuu na JIBJI u haruyuu cneyuguuecxkoeo acyuma/niespuma
B03MOJCHO ~ YCMAHOGNIEHUE ouazHosa Ha OCHOBAHUU Mmopgonocuueckoeo u

UMMYHODEHOMUNUYEeCKo20 UCCIed08aHull buonocuieckux sxcuokocmeti [16], npu oonapyscenuu 6
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HUX ONYXONe8blx JAUM@POoOIACmO8, NO YUMOMEMPUUECKUM U  UMMYHOSUCTIOXUMUYECKUX
Kpumepnam CcOOmeemcmseyrowux npeouiecmeennukam T- unu B-xnemox. Jlamnas maxmuka
onpagoana  npu  MANCEIOM ~ COCMOAHUU — NAYUenmd, OMCYmMCmeuu  nepugepuieckou
auMepadenonamuu, He0OX0OUMOCHU NPOBEOeHUs ONEPAMUBHO20 BMeulamenbCmaea OJis NOJyYeHUs
buoncuiinoco mamepuana npu J1OKATU3AYUU ONYXOAU 8 2PYOHOU u/unu OprowHOU norocmu,
3a0pIOWUHHOM NPOCMPAHCIEE UTU 8 NOJIOCMU Mano2o maza. Kpome moeo, 2mo neo6xo0umo 0
ugghepenyuanvroll ouazHocmuky cneyughuuecko2o, UHGEKYUOHHO20 U UHO20 MUNA NOPAHCEHUs
[41,42].

e Bcem manmentram mnague 18 ser ¢ nomo3penueM Ha JIBJI pekoMeHayeTcsi BBINOJIHSTh
ouorncuio AUMGPaTHYECKOTO y3Jla WIM JPYroro odara MOPaXEHHUS C MOCIETYIOIUM
MATOJIOTO-aHATOMHYECKUM HCCIIeIOBAHUEM OMOTICUITHOTO (ONEpalMOHHOT0) MaTepraa ¢
MPUMEHCHHEM UMMYHOTHCTOXUMHUYECKUX METOJIOB C IEJIbI0 BepU(UKAIMK JUArHO3a U
orienku cyoTunos JIBJI, a Takke coXpaHsATh OMONICUIHBIN MaTepual s MOCIEAYIOIIEro
BBITIOJTHEHUSI MOJIEKYJISIPHO-TEHETUYECKUX UccaeaoBanuii [27,28,30].

YpoBenb yOenurTejbHOCTH pekoMenaanuii. — C (ypoBeHb [JT0CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 5).

KommeHnTapuu: npasuna nposedenus oOuoncuu uznodxceuwvt 6 Ilpunoscenuu A3.9.
Hmmynocucmoxumuueckue xapakmepucmuxu npubnuzumensvro 80 % JIBJI xapaxkmepu3yromcs
axcnpeccuei T-knemounvix mapxepos, 6 omauvue om OJL/I, npu komopom >70 % omnocamcs kK
B-knemounwvim. Cpeou ecex JIBJI oomunupyem T-kxnemounwvii cyomun. UI'X xapaxmepucmuxu
onyxonegvix kiemox npu T-JIBJI nosumusnvl no credyrowum mapxepam: TdT, CD7 u
yumonaazmamuveckas CD3; eapuabenvnor CDIla, CD2, CD4, CD5, CDS8; moocem 6vimo
koakcnpeccuss CD4 u CDS, CDI10 +/=; pedxo onpedensiemcs KOIKCHPeCccuss MUeloMapKepos
CD13; 33; 117. B mpemu T-JIBJI eviasnrenvi mpanciokayuu ¢ yuacmuem 2eHo8 T-KiemouHwvlx
peyenmopos (a, f3, v, 0) u paziuynvlx napmuepckux eenos, sxaodas MYC, TALI, HOXI1I u op.
HT'X xapaxmepucmuku onyxonesvix kiemok npu B-JIBJI nozumusnwi: no TdT (adepnas oxpacka),
HLA-DR, CD19 u yumonaasmamuueckou (cyt)CD79a; CD20 u CD22 sapuabenvruvl. Hnocoa 6
yumonnasme ONpeoenslomcs Jjeakue yenu UMMyHoz2nooyauna (cyt-u). Ilosepxnocmmuvie
UMMYHO2NIOOYIUHBL Yauje OMCYMCMEYIom, 0OHAKO UX 0OHApydceHue He ucKkaouaem ouacno3a B-
JIBJI;  CD45 mooicem Ovimb Hecamusen. MonexkynapHo-eenemuieckue  0COOEHHOCMU
0Xapaxkmepu308anvl Maio, Ho, 6ePOSMHO, UMEIOM NPOSHOCMUYecko2o 3Hadenus [27,28].

e Bcem namuentam miagme 18 ner ¢ momospenuem Ha OJUI, OJIHJI, a Takxke npu
nonxo3pennu Ha peruaus OJIJI, OJIHJI, pekomenayeTcs mpoBeIeHUE IMTOTCHETUYECKOTO

HUCCICOAOBaHUA (KapI/IOTI/IH) U MOJICKYJIAPHO-TCHCTUYCCKOIO HCCICAOBAaHHUA MCETOAOM
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dbmoopecrienTHOM THOpUau3anuu in situ (FISH) acnupatra KM ¢ nenpro Bepudukammm

JIMarHO3a, ONPEEICHUs TPYIIbI MPOTHOCTUYECKOTO PUCKA W TAKTUKH Tepamuu [2—

7,12,21,29,38,43-46].

YpoBenb yoOenurTejdbHOCTH pekoMenmaanuii — C (ypoBeHb [JT0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5).

KommenTapumn: yumocenemuueckoe uccinedosanue aeuKeMUueckux Kiemox OO0AHNCHO
0053ameNbHO 8KII0YAMb 8 ceOs Kapuomunupoeanue, uccie0o8anue Memooom uyopecyenmHou
in situ eubpuousayuu (FISH) u OT-II[[P ona ewisasnenus 6ceco cnekmpa XapakmepHbulX
nepecmpoex.

B Hnacmoswee epems cnedyowue mpanciokayuu O0OHOZHAYHO UMEOM KIUHUYECKOe
3HaueHue — 1(9;22)(q34,;q11)/BCR::ABLI; nepecmpouxu KMT24,
t(12;21)(p13,q22)/ETV6::RUNXI, e6vicokas eunepounioudus, unoniouoHvlii Kapuomun,
BHYMPUXPOMOCOMHAsL amnaudurxayus xpomocomol 21 (IAMP21), t(17;19)(q22;p13), TCF3.:HLF
[2-6,21,29,43-49]. Oonaxo, 6 nocredonem nepecmompe xnaccugurxayuu BO3 evioensemcs 11
yumoecenemuueckux nooepynn npu  BII-OJJI  (cm. «1.5. Knaccugpurayusa»), umerowux
onpeoeneHHoe npocHocmudeckoe 3Hadenue [7,8].

Yuumeieas evidenenue BCR-ABLI-nooobnvix OJIJI 6 omoenvHyio nooepynny,
mpebyowyio 8 HeKOMOPLIX CAYUAAX OMOENbHLIX MEePANesmUIecKUx OnYull, KpaiHe HceiamenbHoO
uHuyuanvHoe onpeodenerue nepecmpoek cenoé CRLF2, ABLI, ABL2, JAK2, EPOR, PDGFRB u
opyeux, a maxaice evioeienue spynnol max Haszvigaemwvix IKZF1-nuoc netiko3zos (Oeneyus eena
IKZF1 6 couemanuu c oeneyueit CDKN2A, CDKN2B, PAX5 unu PARI 6 omcymcmesue deneyuu
eena ERG).

Onpedenenue Opyaux HeCIYYaUuHbIX Nepecmpoex HcelamenbHo (0COOEeHHO 8 pAaMKax
MYTbMUYEHMPOBLIX KIUHUYUECKUX UCCIe008aHULL), OOHAKO UX KIUHUYecKoe 3HauyeHue O
NPUHAUSA MEPANnesmu4ecKux peuleHuti OCmaémcs HesCHbIM.

IIpu nooospenuu na OJIHJI cnexmp onpedensemvix nepecmpoex wiupe, U O0HCeH
sxaroyams nomumo xapaxkmepuuix 0151 OJIJI (ocobenno easxcrvl BCR::ABLI u KMT2A), maxoice
nepecmpouxu, xapakmepuoile 051 Mueiouonvix aetikozos [12,31,38].

e Bcem manmentam miaame 18 smer ¢ OJUJI/JIBJI, OJIHJI pexkomeHayeTcsi BBIACIATH
nepBuunyro JIHK nnu PHK u3 kinetok kocTHOTO MoO3ra U COXpaHsTh €€ B OMoOaHKe WU
HampaBlIATh MaTepual Ha XpaHeHHEe B Jabopartopuu ¢eaepanbHbIX [EHTPOB IS
BO3MO>KHOCTH MOCJIETYIOLIETrO BHITIOJIHEHHS MOJIEKYJISIPHBIX UccaeaoBanuit [50-53].
YpoBenb yoOeautreqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5).
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KOMMCHTapHH: COXpAHEHUE NEPBUUYHOCO buono2uYecKko2o mamepuaila ocymecmeinenics

8 uoe ,ZZHK u/unu PHK BbLOCICHHBIX U3 KOCMHOMO3208bIX KI1eMOK UlU 3AMOPOIHCEHHBIX KIIEMOK.

Mamepuan moxcem 6 nociedyrouem HnOHA00OUMbCA Ol NPOGEOeHUs  MOJEKVIAPHBIX

uccne()oeaﬂuﬁ, no360JIAI0OWUX onpe()eﬂumb cpynnsl puckKkd, a maxoace 6 pamKadx KIUHUYEeCKUX

uccneoosanutl (KH).

Bcem nmanmentam monoxe 18 et ¢ mogo3pernem Ha OJUI/JIBJI, OJIHIL, a Takxke Bcem
naruentam ¢ BepuduuupoBanasiM OJUJI/JIBJL, OJIHJL, B AMarHOCTUYECKUI MEepHoOa U B
mpoliecce Tepanuy, PeKOMEHAYeTCs IIPOBEJICHHWE CIUHHOMO3TOBOM MYHKIMU C
00s3aTeNbHBIM  TOCJEAYIOIIUM  ONpENeJIeHHEeM  ypoBHS  0Oenka, TJIIOKO3BI B
CIIMHHOMO3IOBOM KMJIKOCTH, MHUKPOCKOIIMYECKHM HCCJIEIOBAHUEM CIIMHHOMO3TOBOM
KUIKOCTH, TMIOACUYETOM KJIETOK B CUETHOW Kamepe (OompeneseHue LHUTo3a) U
LUATOJNOTHYECKUM  MCCIICJOBAHUEM  KJIETOK  CIOMHHOMO3IOBOM  JKHUJIKOCTH  JJIst
MOITBEPIK ICHU I/ UCKITIOUCHH S MOPAKEHUS OHC, onpeeaeHus TPYIIIbI
MMPOTHOCTUYECKOTO PUCKA U BBIOOpA TaKTUKHU Tepanui [ 1-6,16,30,45,54,55].

YpoBenb yOenurTejbHOCTH pekoMenaanuii. — C (ypoBeHb [JT0CTOBEPHOCTH
JA0Ka3aTeJIbCTB — 5).

KommenTapum: ucciedosanue auxeopa 06sa3amenvHo 0Jisk NOOMBEEPHCOCHUS/UCKTIOYeHUs

ouaenoza nopaxcenuss [JHC (neviponevikemuu), umo HeoOX00UMO Ol MOYHO2O ONpedeseHUs

cpynnsvl pucka u Ha3Haverusl ao0exeammuotl mepanuu.

B pesynsmame ananuza 1uxeopa 803moducusl credyowue sapuarnmol [1-6,45,54]:

o CNSI — nynxyus ne mpaemamuynas (<I0 spumpoyumos/mx1), omcymcmaeue
JleUKeMu4eckux Kiemox

o CNS2 — nynxyusa ne mpasmamuuna, <I0 1eikoyumos/MKi, 603MOICHO HAIUYUE
JleUKeMu4eckux Kiemox

o CNS3 — nyuxkyus ne mpasmamuuna, >10 1etikoyumos/mMK1, Haruyue 1etikemMudeckux
KJIemOoK nocjie YumoyeHmpugysupoeanus

o TLP" — mpasmamuunas nyHKyus ¢ npUMechio 1eUKeMU4ecKux Kiemox

o TLP™— mpasmamuynas nyHKyus, Omcymcmeue npumecu 1etikemMuieckux Kiemox.

,ﬂuaeHocmut{ecm}z atomMobanvHas NYHKYUs 00JIICHA npoeodumbc;l MOJIbKO ONblMHbIM

epaiom noo 061/1461/2 anecmesuell ¢ UEJIbIO CHUMNCEHUSL pUCKA mpaemMamudHocmu U MeXaHu4eckozo

3anoca oracmuvix Kiemox nepughepuueckou kposu 6 [JHC. Tounas ouacnocmuka uHUYUAIbHO2O

nopasicenus HHC 603MOICHA MOJIbKO nymem npucomoeleHUusl yumonpenapama nepeuviHoco

JuKeopa Ha yumoyernmpugyze. [Ipooupka ¢ 1uK8opom 00IHCHA Oblmb HeMeOdleHHO 00CMABIeHd 8

nabopamoputo. JIukeop s6naemcs azpeccusHou cpeooi OJsl KIemoK, U NOCKONIbKY 0ceoaHue
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K1eMmOK JIUK8OPA HA CIEKI0 eCmeCcmeeHHbiM Nymém mpebyem 60n1buie 8pemMeHu, Ymo Heu3nexncHo
npueooum K oeghopmayuu Kiemox, nosigneHur0 apme@axmos u HenpasuibHoU UHMepnpemayuu
dannulx [3,4].

Ilposedenue neuebHbIX NIOMOANLHLIX NYHKYUL C UHMPAMEKATbHLIM — 868€0eHUeM
Xumuonpenapamos seiiemcs ooszamenvHoim Komnonenmom 6 aedenuu OJIJI/JIBJI, OJIHJL
Jluksop obs3amenvHO ucciedyemcs Kaxicovll pas npu nposedenuu momoanrvHol nynkyuu [1—
6,16,30,44,41].

e Bcem mammenTtam mutaame 18 ner ¢ momospenuem Ha OJIJI/JIBJI, OJIHJI, a Takxe Bcem
nanuerTam ¢ BepudunupoBanubiM OJIJI/JIBJI, OJIHJI, npu mepBUYHOM NpHEME U BO

Bpems npoBeieHnus X1, pekoMeHayeTcesl BHIIOJIHEHNE aHalln3a KPOBH OMOXUMHUYECKOTO

o0IeTepaneBTUIECKOro (MCCIeI0BaHIEe YPOBHS MOUYEBUHEI, KpEeaTUHHUHA, 00IIero Oernka,

obmero OunuMpyOuMHa, CBOOOJHOTO M CBS3aHHOTO OWIMPYOHMHA, TIIOKO3bI B KpPOBH;

OIIpeeIICHNE AKTUBHOCTU JIAKTATAETUAPOTE€HAZBI (JIar), aMUIIa3bl,

anaanHamuHoTpancdepassl (AJIT), acmapratamunorpancdepassl (ACT) B kpoBw;

UCCIIEIOBaHNE YPOBHSI HATpUsl, Kalus, OOMIET0 KajblMs, HOHU3UPOBAHHOTO KaJbIHs B

KPOBH) [UIsl YTOYHEHHS PACHPOCTPAHEHHOCTH 3a00JEBAaHUS M OICHKH COCTOSIHHS

MalKUeHTa, B TOM YHCIIE€ OT/ACNIbHBIX OPraHoB U cucteMm [2—4,41].

YpoBenb yOenurTejbHOCTH pekoMenmaanmuii — C (ypoBeHb /JT0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5).

KomMeHTapuu: oOuoxumuueckuii anaius Kpoeu oaem HeoOX00UMY UHpOpMayur o
COCMOAHUU PA3TUYHBIX OP2AHO8 U CUCMEM, YMO ucpaem KIlyesyio poib 6 NpedynpercoeHuu
passumusi MOKCUYECKUX OCIONCHEHUl U OnpedesieHuU «NOMEeHYUAIbHOU NepeHOCUMOCHIUY
Xumuomepanuu. JJONOIHUMENLHO NPU HATUYUU NOKA3AHUU HA H0O0M 3mane OUAcHOCMUKU U
nevenus OJIJI/JIBJL, OJIHJI moeym ucciedosamucsi Opyeue nokaszamenu KpoGU. UCCIe008aHUE
VPOBHA/AKMUBHOCTU U30DEPMEHMO8 WeNIOYHOU hochama3zvl 8 KpOBU, onpeodeneHue akmueHocmu
NAHKpeamuyeckolu amunazvbl 8 KpOoGU, COOMHOUIeHUs OelKo8vblX (pakyuti Memooom
anekmpoghopesa; ucciredosanue yposHs dicele3d Cbl@OPOMKU KpPOSU, YPOBGHA MpaHcgeppuna
CbI6OPOMKU KPOBU, YPOGHS UMMYHO2NI00YIUHOE 8 KPOBU, YPOGHS IPUMPONOIMUHA KPOBU, YPOBHS
KATbYUmoHUHa 6 Kposu, yposHs mpononunos I, T 6 Kpoeu, ypoeHs npoKarbyumoHura 6 Kposu,
VPO8HsL (honuesoll KUCIOMbl 8 CbIBOPOMKE KPOBU, YPOBH: (hONUeBOl KUCIOMbL 8 IPUMPOYUMAX,
uccnedosanue QyHkyuu He@poros no Kiupeucy kpeamuruua (npoda Pebepea); uccredosarnue
VDOBHS JIeKapCMBEeHHbIX NPEenapamos 8 Kposu u opyaue.

e Bcem manuentam mutanme 18 ner ¢ momospenuem na OJUJI/JIBJI, OJIHJIIL, a Takxe Bcem

narentam ¢ BepudunuposanasiM OJUI/JIBJI, OJIHJL, npu nmepBUYHOM TpueMe W BO
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Bpems  mpoBerenuss ~ XT,  pexoMeHAyeTcsl  BBIIOJIHEHHWE  KOAryJIOIpPaMMBI

(OpHEHTHPOBOYHOE HCCIIECIOBAHHE CHCTEMBI T€MOCTa3a) — aKTHBHPOBAHHOE YaCTUYHOE

TpoMOormnactTuHoBoe Bpems (AUTB), mporpomOuHOBOE (TPOMOOIIIACTUHOBOE) BpeMs,

TPOMOWHOBOE BpeMs, YypOBEHb (PUOpUHOTEHA — IS JHArHOCTHKH/OTIPEIeTICHUs

BEPOATHOCTH PA3BUTHSI TSKEJBIX T€MOPPArnYeCKUX/TPOMOOTHUECKUX OCIOKHEHUH [2—

4,41].

YpoBenb yoOeautreqbHOCTH pekoMeHgauuii — C (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5).

KommenTapuu: pasiuunvie paccmpoiicmea cemocmasa (Kak mpombO03bl, max u
Kpo8omeueHUs1) A6IAI0MCA 00CMAMOYHO YaACmbIM 0ClodCHeHueM 6 npoyecce aedenus OJIJ1. Imo
C8A3AHO KAK C OCODEHHOCMAMU CAMO20 3a001e8aHus, mMaKk U C HpPUMEHIeMbIMU
xumuonpenapamamu. [loamomy uccinedosanue koazynoepammsl 00 HAYAIA U 8 Npoyecce mepanuu
aensiemcs Heobxooumuvim. Ilpu Hanuyuu nokazanuil ucciedyomes opyeue napamempsl KOa2yaayuu
(uccredosarnue yposHsa npoodyKkmos napakoazyisayuu 8 kposu, npomeutra C 6 kpoeu, npomeuna S 6
Kposu, akmueHocms anmumpomouna 111, u opyeue)

e [larmentam muamme 18 mer ¢ OJUJI/JIBJI, OJIHJI, monmydarommm acnaparunasy™*,
aHTPALMKIMHBI U poAacTBeHHbIe coeaunenus (rpynmna LO1DB mo ATX-knaccudukanumu,

Janee 1o TEKCTY — aHTPAUKINHBI) W/ HIH TitokokopTukonabl (rpynna HO2AB mo ATX-

Kiaccuukamnyum), peKoOMeHAyeTcsl UCCIIeIOBaHne YpOBHS (hMOPUHOTEHAa B KPOBH OIMH

pa3 B TpH JHS B Ka4eCTBE CyppOraTHOTO MapKepa HapyIICHHUs CBEPTHIBAHHUS KPOBU Kak

OCJIO)KHEHUS JICUCHHS M ONpeJesieHHe aKTUBHOCTH aHTuTpoMmOuHa III B kKpoBH mepen

BBEJICHUEM aclaparuHasbl ** 1y ompenesieHus pucKa pa3BUTHS OCIOKHEHUH U TpH

HEOOXOIUMOCTH MX TTportakTuku [56—64].

YpoBenb yoOeautreqbHOCTH pekoMeHgauuii — C (ypoBeHb [10CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 5).

KommenTapuu: mepanua enroxoxopmuxouoamu, aHmMpayukiuHamMu U O0COOEHHO
acnapazunazou™* mosxcem npusooums K msaxiceaiomy npuoodpemennomy degpuyumy 0eixkos Kiacca
CEepNUHO8 (UHSUOUMOPO8 CEPUHCOOEPHCAUUX Npomeds), NpeuUMyuwecmseeHHo aHMmumpoMouna
(AT) u anvgpa-1 anmumpuncuna. Pacnpocmpanennocms smux ocnoscrwenuu 2,1—-15%. AT
npeocmasnsiem coOolt OCHOBHOU (PU3UOLOSUYECKUL UHSUOUMOp MPOMOUHA U Hakmopos
ceepmuisanus IXa, Xa, Xla. On makowce aensemcs anmazoHucmom gaxkmopa ceepmwiganus VII,
YCKOPAA OUCCOYUAYUTIO KOMNIIEKCO8, 00pazosannbix paxmopom VIla u mxanesvim gpakmopom. AT
obpa3zyem HeoOpamumvle C8a3U C AKMUBHLIMU (hepMenmamu, TUuarouue ux npomeoaIumuyecKou

aKkmueHocmu. KpOM@ moceo, npu uUCnojb306aHUU acnapazuﬂa%l** C0061/l/[a.710€b 00 uzmMeHenuu
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KkoHgopmayuu monexkyavl AT, umo npugoouno kK ympame cmabulbHOCMU U, 8 pesyibmame,
0bpazoeanuio acpezamos 0enKa, HAKANAUBABUWUXCA 6 YUCMEPHAX OHOONIAZMAMULECKO20
pemukyryma.  Takum — obpazom,  nayueHmovl,  KOMOPuLIM  66800AmM  acnapazunazy**,
Xapaxkmepuszyromcs. NO8bIUEHHbIM PUCKOM Mpom60306. Xoms cuudiceHue kouyenmpayuu AT
yacmo conpogodrcoaemcs 2unopubpurozenemuel, Oblio NOKA3AHO, YMO HU3KAS KOHYEHMpAayus
@ubpunocena npedpacnonazaem 6 OOnvLULEU CIMENEHU K MPOMOO3aM, Hexceau K KPOBOmeueHUIM.

e Bcem manuentam mutammie 18 ner ¢ OJUI/JIBJI, OJIHJI B ciiydae BBISIBJICHHS BEHO3HOTO
TpoMOO03a KaK OCIIOKHEHUS TEPANUU, PEKOMEHAYeTCsl IIPOBEACHUE KOAryI0JIOTHIECKOTO
oOcienoBaHusl — BBINOJIHEHHE KOAaryJlorpaMMmbl (OpHEHTHUPOBOYHOE HCCIIEOBAHUE
CHUCTEMBI TEMOCTa3a); OIpeCIICHHEe aKTUBHOCTH aHTUTpomOmHa III; ompeneneHue
KOHIleHTpauuu J[-auMepa B KpOBHW, HCCieNOBaHUE ypoBHs mporenHa C B KpOBU;
oTpe/ieNiecHue aKTHBHOCTHU MPOTEHHA S B KPOBU; MCCIEAOBAHNE YPOBHS TOMOITUCTCHHA B
KPOBH; HCCIIEJIOBAHUE TPOMOODUIMUECKUX MOJUMOPPHU3MOB — JUIsI BBIOOpA TaKTUKU
Tepanuu 1 nocienyroiei npodunaktuku [16,65-67].

YpoBenb yOenurTejbHOCTH pekoMenaanuii. — C (ypoBeHb [JT0CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 5).

KommenTapuu: eswia6ienue  pasiuyHvlx — USMEHEeHUl  HpU  KOA2YI0A02UYECKOM
00C1e008aHUU MOJHCEM BIUAMb HA 8bI00P Npenapama 0as NPOPYUIAKMUKY U JleYeHUs. mpomoo3a,
6IUAMbL HA €20 003Upo8aHue U  NOKA3amenu, UCHONIb3yeMble NpU  MOHUMOPUH2E
anmumpombomuyeckou mepanuy u NPOPUIAKMUKU.

Cpeou mpomboghunuueckux noaUMoOpPuUIM0o8 00ObIYHO UCCIEOVIOMCA: onpeoeieHue
noaumoppuzma G202104 npompomobuna 6 eene gpaxmopa Il ceepmvieanus Kposu, onpeoeieHue
noaumoppuzma 675 4G/5G (uncepyus eyanuna 6 nosuyuu 675) 6 eene uHeubOuUmMopa akmueamopa
NIA3MUHO2EHA 1 muna (PAI-1); onpeodeneHue noaumopguzma C677T
MemuieHmempazuopogonampedyKmazvl, MOJIEKVIAPHO-2eHEMUYecKoe Uccie0osanue Mymayuu
G1691A4 6 cene paxmopa V (mymayus Jleiioena 8 V pakmope ceepmuisanusi.

e Bcem mammenTtam mutaame 18 ner ¢ momospenuem Ha OJIJI/JIBJI, OJIHJI, a Takxe Bcem
nanuerTam ¢ BepudunupoBanubiM OJIJI/JIBJI, OJIHJI, npu mepBUYHOM NpHEME U BO
BpeMs nipoBeeHus X1, pekoMeHyeTcsl BHITOTHEHHE 001Iero (KIMHUYECKOT0) aHaIn3a
MOYM JJIs JUArHOCTHUKM COMYTCTBYIOIICH TMATOJNOTUU W  ONPEACTCHUS TaKTUKH
COINPOBOJUTENIbHOM Tepanuu [2—4,41].

YpoBenb yOenurTejbHOCTH pexoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH

JI0Ka3aTeJIbLCTB — 5).
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KOMMCHTapHH: npu Haauvuu NOKA3AHUL 8bINOJIHAIOMCA OONOJIHUMENbHbIE UCCAeO08AHUS

Mouu, Hanpumep, 0151 UCKTIIOYeHUs. qubeKuuu Uu ymo4HeHUus muna 6036)/01/{”’16]1}1 - uccreoosanue

MOYU  MemoOoMm HellI/tl’ZOpeHKO, uccnedo8anue Moy Memooom 3UMHMD;K020, pasiuvrnsle

MUKpobduonozudeckue (KyibmypaibHule) Uccie008aHUs MOYU U MUKPOCKONUYECKOe UCCIe008aHUe

MOYU.

Bcem marnmenTam mnamgmie 18 et ¢ nomo3pernem Ha OJUI/JIBJL, OJIHJL, a takke Bcem
naruentam ¢ BepudunuposanasiM OJUI/JIBJI, OJIHJL, npu nepBUYHOM TpueMe W BO
Bpems nposeneHus XT ¢ yactoroil 1 pa3 B 3—6 MecslEeB, peKOMEHIyeTCsl OIIpeIEICHHE
antuten kinaccoB M, G (IgM, IgG) k Bupycy ummynonedunura yenosexka BUU-1 (Human
immunodeficiency virus HIV 1) B kpoBwu; onpeaenenne antuten kiaccoB M, G (IgM, 1gG)
K BUpycy umMmmyHoaeduimura yenoseka BUY-2 (Human immunodeficiency virus HIV 2) B
KpOBH TUTST YTOYHCHHUS HE00X0IMMOCTH OJIHOBPEMEHHOT'O IIPOBEIEHUS
MIPOTHBOOITYXO0JIEBOM 1 aHTUPETPOBUPYCHOMN TEPAINH, U OTIPEICTICHUE aHTUTEN K OJeTHON
tpenoHeme (Treponema pallidum) B kpoBU 1151 HICKITIOYEHHUS COMYTCTBYIOIICH MaTOIOTUH
[41,50].

YpoBenb yoOeautreqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH
JA0Ka3aTeJIbCTB — 5).

Bcem marmmmentam miaame 18 et ¢ momospenuem Ha OJIJI/JIBJI, OJIHJI, a Takke Bcem
nanuerTam ¢ BepudunupoBanubiM OJIJI/JIBJI, OJIHJI, npu mepBUYHOM MpHEME U BO
Bpems nposeaeHusa XT ¢ yactoroii 1 pa3 B 3—6 mecsiieB, peKOMeHAYeTCsl ONpeie/ICHHE
anturena (HbsAg) Bupyca renmaruta B (Hepatitis B virus) B kpoBu; aHTHUreHa BHpyca
rematuta C (Hepatitis C virus) B KpoBH H, TpHU HEOOXOAMMOCTH, MOJIEKYISIPHO-
OmoslorMuecKkoe uccieaoBaHne KpoBu Ha Bupyc renatuta B (Hepatitis B virus) u Bupyc
renatuta C (Hepatitis C virus) B mensiX yTOYHEHHS PUCKA PEAKTHUBAIMA BHPYCHOTO
renaTuTa M, B cliydae He00OX0IMMOCTH, ee npodunaktuku [41,50,68—72].

YpoBenb yoOeaureqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH
JA0Ka3aTeJIbCTB — 5).

KOMMCHTapHH: npu Haauduu NOKA3AHULL BLINOJIHACNCSA pPa36ePHymoe UPYCONI0cUHYECKOE

uccneoosanue 0nsl 6bisA6IeHUs Mapkepoe eupyca cenamuma B, Komopoe OO0JIJICHO BKIIOUAMNb

onpeoeneHue. aumumel K N08epxXHocmuomy anmueeHy (HBsAg) supyca ecenamuma B (Hepatitis B

virus) 6 kposu, anmumein k sioepHomy anmueery (HBcAg) eupyca cenamuma B (Hepatitis B virus)

6 kposu, JIHK eupyca ecenamuma B (Hepatitis B virus) ¢ kpoeu memooom I[P, kauecmeennoe

uccneoosanue [41,50,68,69].
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e Bcewm mammmentam muamme 18 net ¢ OJIJI/JIBJI, OJIHJI pekoMeHayeTcsi MCCIeIOBaHNE
MHUKPOOHOIICHO3a KHUIIECYHHKA (IMCOAKTepH03) KYJbTYPAIbHBIMA METOJAMH C IICJIBIO
BBISIBJICHHSI KOJIOHM3AIIMM HECTEPHJILHBIX JIOKYCOB MATOTCHHOW (IOpOH U TPOBEACHHUS
NPEUU3NOHHON aHTUMHUKPOOHOM Tepanuu B XOA€ JEeUeHHs NMpU HaTUuuu (HeOpHIIbHON
JTUXOPaJIKA U MH(PEKIIMOHHBIX ocnoxHeHu# [41,73,74].

YpoBenb yoOenurTebHOCTH pexoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 5).

e Bcem manuentam mutanme 18 ner ¢ momospenuem na OJUJI/JIBJI, OJIHJIIL, a Takxe Bcem
narentam ¢ BepudunupoBanubiM OJUJI/JIBJI, OJIHJI pexkoMeHayeTcsl BBIOJHEHHE
HEOO0XOAMMBIX MCCIIEIOBAHUI U P00 /7151 rTeMOTpaHC(Y3UH, BKITIOYAIOIINX: ONPEeTICHIE
OCHOBHBIX Tpymm 1o cucreme ABO; onpenenenue antureHa D cucremsr Pesyc (pesyc-
(dakTop); onpeaeneHre MOATPYIIbI U IPYTUX TPYII KPOBU MEHbBIIETO 3HaYeHust A-1, A-
2, D, Cc, E, Kell, Dufty; onpenenenue ¢penoruna no anturesam C, ¢, E, e, CV, K, k u
OTIpeIeTICHUE AHTUIPUTPOLIMTAPHBIX AHTUTEN; TNPoO0y Ha COBMECTHUMOCThH MEpe]
nepenrMBaHueM KOMIIOHEHTOB KpoBu [41,75,76,77].

YpoBenb yOenurTejbHOCTH pexoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 5).

KomMmenTapum: npu nanuuuu nokazanuii 8bINOIHAIOMCA OONOIHUMENbHbBLE UCCIe008ANHUSA:
onpeodenenue HLA-anmueenos; onpeodeieHue co0epHCAHU MEMOPAHHBIX UMMYHO2LO0VIUHOS,
onpeoeneHue CcoO0epHCaHUs aHMUNEUKOYUMAPHBIX aHmMumesn, OnpeoesieHue COO0ePHCAHUs
AHMUMPOMOOYUMAPHBIX ~ AHMUMeEN, ONnpeodeleHue COOepHCAHUs. aHmumen K AHMUSEHAM
IPUMPOYUMO8 & CblgopomiKe Kposu. HasnaueHue HeobX00UMbIX UCCIe008aHULL U NPOO, a MAaKice
8b100p  KOHKpEmH020  6uU0d  KOMHOHEHmMA  Kpo8u 01  ceMompaucgysuu  (mun
apumpoyumocooeprcaue20 KOMNOHEeHmMa Kposu, Mun KOHYeHmpama mpomoOoyumos, mun
npenapama nia3mvl) OCYWECMEIAemcs leyawum 8pavyom Uulu epaiomM-mpaHc@y3uoniozom 6
coomeemcmeuy ¢ KIuHudeckou cumyayuil u Ha ocuoeanuu Ilpuxaza Munsopasa Poccuu om
28.10.2020 N 11701 « O6 ymeepoicOeHuu nopsaoka oKa3anusi MeOUYUHCKOU NOMOUU HACENEeHUIO NO
npoghunio "mpancgysuonoeusn”», Ilpuxaza Munzopasa Poccuu om 20.10.2020 N 1134n «O
nopsioke MeOUYUHCKO20 00Cae008aHUs peyunuenma, npoeeoeHusi npob Ha UHOUBUOYATLHYIO
COBMECMUMOCTb, BKIIOYAS DUONIOSULECKYIO NPOOY, Npu MPaHchy3uu OOHOPCKOU Kposu u (uiu) ee
KOMNOHEHMO8», pekomenoayuamu «Kiunuueckoe ucnonvzoganue 3pumpoyumcooepicaujux
komnonenmosg kposuy (20182), Ilocmanosnenus om 22.06.2019 2. N 797 «O6 ymeeporcoenuu

npaeusl 3a20mo6Ku, XpaHeHusl, mpancnopmupoeku U KIUHUYEeCKO20 UCNOIb306AHUS ()OHOpCKOIZ
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Kposu u ee KOMNOHEHmOo6e U O HNpPUSHAHUU ympamusuiumu Culy HeKomopsvlx axKmoe

IIpasumenvcmea Poccutickou @edepayuuy, Opy2umu HOPMAMUSHBIMU AKINAMU.

Bcem mammentam mmaame 18 mer ¢ OJUI/JIBJL, OJIHJI B cimyyae mono3peHus Ha
aCeNTUYECKUN OCTEOHEKPO3 KaK OCJIOKHEHHME Tepalnuy, PeKOMeHAYeTcCsl NpPOBEACHUE
UCCIIEIOBaHMUsI MapKepOB KOCTHOrO MeTadoyiM3Ma — HCCIEOBAHHME YPOBHS OOIIEro u
MOHU3UPOBAHHOI'O KaJbIUS B KPOBH; YPOBHS KAJIbLIUSI B MOYE; MCCIIEIOBAHUE YPOBHS
MapaTUPEOUTHOTO TOPMOHA B KPOBHU; OIPE/ICTICHIE aKTUBHOCTH IEJI0YHOM (ocdarasbl B
KpoBHU; uccienoBanue ypoBHsi 25-OH Burammuna JI B KpoBH; HCCIEIOBaHUE YpPOBHS
NE30KCUMMPHUINHOINHA B MOYE; MCCIIEIOBAHNE YPOBHS OCTEOKAIbIIMHA B KPOBU — IS
BBIOOpA TAKTUKH COTIPOBOAUTENbHON Tepanuu [41,78—81].

YpoBenb yoOeautreqbHOCTH pekoMeHganuii — C (ypoBeHb [10CTOBEPHOCTH
JA0Ka3aTeJIbCTB — 5).

KOMMeHTapHI/I: uccneoosanue MaApKepoe KOCMHO20 MemaboauIMa Moxcem nomoub 6

onpe()eﬂenuu maKkmuKu oanvHeuue20 conpoeodumeﬂbnozo JIeYECHUA u HA3HA4YeHUuu

cneyughuueckou mepanuu ocmeonoposd.

2.3.2. JIaGopaTopHbIe HCCIeI0BAHUSA 1JIs1 KOHTPOJIs 3¢ (PeKTHBHOCTH Tepanuun

Bcem manmmentam mnamme 18 et ¢ OJIJI, OJIHJI pexkomenayerest Ha dTane HHIYKIHH (Ha
15 pgeHp TepamMu W MO OKOHYAHMHM WHAYKIMH) wuccienoBanue KM (momydenwme
uuTosiornyeckoro npenapara KM myTeM NyHKIUHM C MOCIEIYIOIIMM LIMTOJIOTHYECKUM
uccrnenoBanneM Mazka KM (Mmuenorpamma)) aist Bepu(UKalUMU CTaTyca MaIMeHTa Mo
3a00JIeBaHUIO (PEMHUCCHSI, PE3UCTEHTHOCTh) U BBIOOpa TAaKTUKHU AalbHeHmel Tepanuu [1—-
6,29,44,45,82,83].

YpoBenb yOenurTejbHOCTH pexoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5).

KOMMeHTapHI/I: OYEHKa paHHeco omeema Ha mepanuro AejiAemcs Kilo4eeblm MOMEHNIOM

6 nevenuu OJIJI. Ilnoxou panHuii omeem na mepanuro A61Aemcs Gakmopom HebIaconPUAmMHO20

npoecHosa, u mpebyem, 8 psoe ciyuaes, moouguxayuu mepanuu. Ilayuenmol, He oocmucuiue

pemuccuu no OKOHYaHUY UHOYKYUOHHOU ha3bl, Nepesoosimcs 6 2pYNny 8blCOKO20 PUCKA.

Bcem mnanumentam wmuanme 18 ner ¢ OJUJI, OJIHJI pexomenayercsas Ha 8§ JeHb
WHAYKIIMOHHOW Tepanuu BBINOJIHEHHE 0Omero (KIMHUYECKOro) aHaiu3a KpOBHU
pa3BepHYTOro ¢ o00s3aTeNbHBIM AU} PepeHINPOBAHHBIM —MOACYETOM JICHKOLIUTOB

(meiikorutapHast  ¢opmyna) Ui OIGHKM  pPaHHETO  OTBETa Ha  TEPAIHIO
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(penykuus/mepcuCTUpOBaHNE OJIACTHBIX KJIETOK B TMepudepHUvecKoil KpOBH) U BhIOOpa
TaKTUKU JanbHenmen tepanuu [1-6,29,45,82—-84].

YpoBens yoOeautreqbHOCTH pekoMeHgammii — C (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5).

KOMMCHTapHH: OYEHKa paHHeco omeema Ha mepanuio AeiAemcs Kilo4eeblm MOMEHNOM

6 neuenuu OJIJI. Ilnoxou omeem Ha cmepouoHyro «pop-ghazyy aeiaemcs Gakmopom

HebNazonpusmHoO20 NPocHO3a U mpebyem, 6 psade Cayyaes (8 3a8UCUMOCMU OM NPOMOKONA

mepanuu u 8apuaHma jeuKemuu), Moougukayuu mepanuu.

Bcem mnammentam wmnagme 18 jger ¢ Ph-mosutmBaeiM OJUJI, OJIHJI ¢ Hanmunem
BCR::ABL1 pexomenayercss omnpenenenne skcrnpeccun MPHK  BCR-ABLp210
(konmnuectBeHHoe)  wiau  ompenenenue  skcrpeccun MPHK — BCR-ABLp190
(KomMuYecTBeHHOE) (B 3aBUCHMOCTH OT MHUIMAIBLHO OOHAPY)KEHHOTO THUIIA TPAHCKPHUIITA)
B JMHaMUKe (Iepe] HadajloM KaKJIoro 3Tama Tepanuu U 1 pa3 B 3 Mecsala Ha JTame
MOAJICPKUBAONICH Teparuy U TI0CNIe €€ OKOHYAHMsI) Il KOHTPOJs 3((HEKTUBHOCTH U
BBIOOpA TAaKTUKH JaJIbHEHIIeH Tepanuu [29,85-88].

YpoBenb yoOeautreqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH
JA0Ka3aTeJIbCTB — 5).

KommenrTapuu: monumopune mumpa mpanckpunma BCR-ABL y nayuenmos ¢ Ph-

nosumusnvim OJIJI, OJIHJI ¢ nanuuuem BCR::ABLI sensiemcs KuouegvlM YCio8uem nedeHusl

maxKkux nayuermoe, NnoCKOJbKyYy 6 caydae Hedocmuofcesz/nomepu MOﬂeKyJZ}ZpHOIZ pemuccuu

mpebyemcs ysenuuenue 003vi/cmena uneubumopa BCR-ABL-muposunkunazvl (epynna LOIEA no

ATX-xknaccugpuxayuu) (UTK).

Bcem marmmentam miaame 18 net ¢ OJUI/JIBJI, OJIHJI, mony4aromuMm acraparmHasy™**,
peKoMeHayeTcs IPOBOIUTH MOHUTOPUHT aKTUBHOCTH JIEHCTBYIOILIETO BEIIECTBA B TIIa3Me
KpOBH (HCCIIEIOBaHHE YPOBHS JIEKAPCTBEHHBIX MPENapaToB B KPOBH) C LIETBI0 KOHTPOJIS
TepaneBTHYeCcKoi 3()(HEKTUBHOCTH U YMEHBIIECHUS PUCKA Pa3BUTH MOOOYHBIX IPPEKTOB
[89-98].

YpoBenb yOenurTejbHOCTH pekoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 4).

Kommenrtapuu: [lenesoe 3nauenue axkmusHocmu acnapazunasel ¢ 100 ME/1 oOvino

NPUHAMO 6 KOHCEHCYCHbIX IKCNEPNIHbLX peKOMeH()ClI/;U}Z)C, OaHaKO, onmumdaijlbHoe 3HA4YeHue

akmueHocmu acnapacuHdasbl, ceu()emeﬂbcmeyiou;ee o mepaneemuqecmﬁ 9@(1)670’)’[1/{67{067’)’1%

ocmaemcs Heu36eCnHbIM. Hpu IMom ()01('613611—!0, umo bHoJiee 8blCoKUe YPO6HU accoyuupyromcs ¢

yiyuuieHuem nokazameel omeemad. ﬂﬂﬂ UsmMeperusl aKkmueHocmu acnapacuHasvl 6 B00HDIX

33



pacmeopax UCmopuyecku HnpuUMeHsemcs memoo, ucnoav3yrowul peakmugé Heccnepa, 6
pe3yibmame KOMOpPO20 AcCnapazur pacwjenisemcs Ha acnapmam U aMMuax, oajiee
oemekmupyemvlii 8 xo0e aHanuza. 3a eOuHuyy aKmueHOCMU dACNApAUHA3bl NPUHUMAEMCA
Konuuecmso gepmenma, Heobxooumoe 0 noaydenus 1 mxmons L-acnapmama u ammuaxa u3 1
MKMmonw L-acnapaeuna 3a 1 mumymy npu memnepamype 37°C. OOnaxo maxou memoo He
no360/5em NnposooUms MOHUMOPUHE (HePMEeHmMamuerol aKmueHocmu 6 o00pa3yax Kposu
nayueHmos, maxk KaxK Cbl@OPOMKA KPOBU MONCEM COOepHCaAmb aMMUAK, NPOUCXOHCOEHUe
KOMOPO20 He CA3AHO C AKMUBHOCHbIO JIeKapCmeeHHOU hopmbl acnapaunassl. B cesasu ¢ amum,
OISl ONMUMU3AYUU NOOX00Ad K KOJIUHUECMBEHHOM) ONpedeleHUul0 aKmueHocmu gepmenma
acnapazunasel 6 Hacmosujee 8pemsi pPEeKOMEeHOVemcs NPUMEHAMb UHOOKCUHOBBIN Memoo,
NO360AI0WULL ONpedeNsimb aKMUEHOCMb (epMeHma 8 CbleOpomKe KpOosu npu UCHOIb308aHUU
anbmepHamugHo2o  cyocmpama — (pepmMeHmamusHol — peakyuu ——  bema-euopoxkcamama
acnapazuHogoll  KUCIOmbl, KOMOPbI Nocie HepmMeHmamueHo2o pacuenienus oobpaszyem
CUOPOKCUNAMUH, A HE AMMUAK, CHOCOOHbIU peazuposams ¢ 8-2u0poKCUXuHoIuHoM. Koneunvim
NPOOYKMOM Yenu peakyuii Aeisiemcsi UHOOKCUH, ONMUYECKYI0 NAOMHOCMb KOMOPO20 MOICHO
usmepsams  Cnekmpogomomempuyecky 8 OuanazoHe, nooxoosujem O KIUHUYECKO2O
NpUMeHeHUsl, U U30eHCams GIUAHUS AMMUAKA, cooepircaue2ocst 8 cbigopomie kposu [91,99—101].

e Bcem manmenram mutamgme 18 ner ¢ OJUI/JIBJI, OJIHJI, monmy4aromuM BBICOKHE 03I

MeToTpeKkcaTa**, pekoMeH1yeTcsl IPOBOJIUThH UCCIIEIOBAaHUE YPOBHSI Mpernapara B KPOBU

C LIETIbI0 CBOEBPEMEHHON KOPPEKLIMH COMPOBOAUTENILHON TEPaMi U YMEHBIIEHUSI pUCKa

pa3BuTHs Mo0ouHbIX 3 dexron [41,102—-106].

YpoBenb yOenurTejbHOCTH pekoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4).

Kommenrtapuu: /Hcnonvzosanue  8vicokux 003  mMemompekcama™*  sgnsemcs
Heomwvememot wacmoto mepanuu OJLI/JIBJI. Haznauenue memompekcama™** @ gblcOk0003HOM
pedrcume umeem pso npeuMyujecms — npeoooieHue Mexanusma onyxonesou pe3ucmeHmHoCcmuy u
CHOCOOHOCMb NPOXOodHCOeHUs uepe3 cemamodnyedanrudeckuii bapvep. OOHAKO, UCNONb308AHUE
svicokux 003 MTX nepedxko conpadxgiceHo ¢ pazgumuem MOKCUYECKUX OCTONCHEHUl, K KOMOPbIM
OMHOCAMCST  NOoBpedcOeHue  NoueK, NopaxceHue  CIUUCMBIX — 000J10YeK,  Heupo- U
2emMamosno2udeckas MmoKCU4YHOCMb, NOBbIUUEHUE YPOBHS MPAHCAMUHA3, 2ACMPOUHMECMUHATbHbLE
Hapywenus. Cywecmsywowue 6 Hacmosujee 6pems PeKoMeHOayuu no CconposooUmenbHOU
mepanuu, KuoYarowue unepeuopamayuOHHyIo UHQY3UOHHYI0 Mepanuro, alKaruHU3ayuw modu
u mepanuto QonuHamom Karbyua**, noseonsarom ymeHvwums mokcuuHocmo MTX u

npe()omepamumb paseumue mAisHcenlvlx OCIOJNCHEHU y bonvuuHCcmea nayueHmaoe. OcHoHbIM
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Gaxkmopom pucka pazeumusi MOKCUYHOCMU Memompekcama** signsemcs yonuHenue memnos e2o
IMUMUHAYUY, YO HAPAODY C BbICOKOU UHMPA- U IKCMPA-UHOUBUOYATLHOU USMEHUUBOCTBIO
@apmakoxunemuxu, nPUBOOUM K He0bX00UMOCMU 00A3aMeNbHO20 UCHONIL30BAHUL MOHUMOPUHEA
KOHYEeHmpayuyu Memompexcama 6 CbleOpomKe Kpo8U Npu NPOBEOeHUU Mepanuu GblCOKUMU
0ozamu memompexcama**. Cpoku, uacmoma u OAUMETbLHOCMb UBMEPEHUL ONpeoesiomcs
NPOMOKOIOM mepanuu (003a, OIUMeIbHOCMb 88e0eHUsl Memompekcama™*) u uHousuodyaibHo
CKOPOCMbIO €20 IMUMUHAYUU (onpedenenue npogooumcs 00 docmudicenus 3uavenutl 0,05-0,2
(monv/n). Ha ochosanuu nonyuennvix pe3yivmamos npu Heooxooumocmu npo8oosm KOppeKyuo

CONPOBOOUMENLHOU Mepanuu U 8600UMOU 003bl horunama karvyus** [41,102—-106].

2.3.3. MOHMTOPMHI MUHMMAJIbHOM 0cTaTO4HOI (60J1e3Hn (MOB)

B nacmoswee epemsa cmanoapmom monumopunea 3¢gexmusnocmu nevenus OJIJI,
OJIHJI cman moHumopune OCMAMOYHOU ONYXOAe80U HNONYIAYUU KIeMOK (MUHUMATbHOU
ocmamounou 6oaesnu, MOB) ¢ nomowpio npomounol yumomempuu u/unu MOaeKyIAPHO-
Ouonocuueckux Memooos. Ykasamnvle Memoovl 001a0aiom 6blCOKOU UYE8CMEUMENbHOCMbIO
(oonapyocusaemcs 1 nevuxemuyeckas  kiemka cpeou 10 000—100 000  HopmanvHbix
2eMONOIMUYECKUX KIeMOK) U C UX NOMOUbIO MONCHO OMCIEeHCUBAMb 6 OUHAMUKE CYObOY
netikemuueckozo knona. Coxpanenue MOB nocne yumocmamuueckozo 6030elcmeusi A6IAemcs
CAMbIM  MOWHBIM — NpocHOCmudeckum  ¢axmopom y nayuenmos ¢ OJL,  OJIHJI,
CceUOemeNbCmMBYIOUWUM 0 He0OX00uMocmu usmeHenuss mepanesmuyeckoti maxmuxu [29,83,107—
109]. Touku uccnedosanus MOB, onpedensiowue npocrHo3, OMAUUAIOMCA KAK 6 PA3IUYHBIX
mepanesmu4eckux NPOMoKOIAX, Max u 0isl PA3HbIX MemMo0os. B cospemennvlx mepanesmuieckux
npomoxoaax MmoHumopure MODB  Oondcen ucnonv3zosamvci Kaxk O00UH U3 OCHOBHBIX
cmpamuguyupyrowux napamempos. O0sa3amenvHbiM YCI08UEM UCNONb308AHUSL PE3VIbMANO8
onpeodenenus MOB 0ns 6b100pa makmuku jedenusi A611emcs 6bINOJIHEHUe UCCIE008AHUSL 8 OOHOU
u3 1abopamoputi, AGANUWENC pedepeHCHOU 0l KOHKPEMHO20 Mepanesmuiecko2o0 npomoKoia
[110].

s npunamus mepanesmuyeckux peweHuli HeoOX00UMO NOIb308AMbC OOHUM U MeM JHce
Mmemooom Ona monumopunea MOB na npomsasxcenuu mepanuu u GbINOIHAMb UCCLEO08AHUS 8
00HOU U moti sce nabopamopuu. Anaruz MOPB evinonnsemcs 6 oopasyax KM.

e Monutopuar MOB (uMMyHOpEHOTHIHpPOBaHHE OWOJOTHYECKOTO Marepuana JJis

BBISIBJIICHUSI MapKepOB MHMHUMAJIBHOM OCTATOYHOH OONE3HM TMpH remModiIacTo3ax)

pexoMeHnayercs manueHtam miaame 18 ner ¢ OJIJI/OJIHJL, monyvarommm IedeHue mo

MIPOTOKOJIaM, MPETyCMaTPUBAIOIIMM CTPATU(PHUKALMIO MMalMEHTOB B 3aBUCUMOCTU OT
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BenmmuuHbel MODB, it koHTpodss 3(h(EKTHUBHOCTH U BBHIOOpAa TaKTHKWA TEpamuu
[29,108,109].

YpoBeHnb y0eauTeJbHOCTHM pekoMeHaauumidi — B (ypoBeHb [10CcTOBepHOCTH
JI0Ka3aTeJILCTB — 2).

KommenTapuu: oonapyscenue MOB nocie yumocmamuuecko2o 8030etiCmausi A61semcsi

MOWHBIM NpocHOCMuYeckum gakmopom y nayuenmog ¢ OJIJI, nosmomy om ucnonvsyemcs 6

bonvbuUHCIMEE CYWECMBYIOWUX HA Ce200HAWNUN OeHb npomokoaax mepanuu OJIJI 6 kauecmae

cmpamughuyupyroweco Gaxmopa [29,83,107-109]. B 3asucumocmu om eeruuunvi MOB &

onpe()eﬂeHHble KOHKPEMHbIM NPOMOKOJIOM KOHMPOJbHblIE MOYKU MEHAEMC s mepaneesmudecKas

maxmuka. Touku uccireoosanus MOD, onpedensrowue npocno3, omauyaomcsa 6 pasiuyHbIX

mepanesmuueckux npomokonax. He pexomendyemca usmepenue MODB nayuenmam 6ne

KOHMPOJIbHbLX MOYEK UCNOTb3YEMO20 NPOMOKOJIA.

Bcem mamumentam mmamme 18 ner ¢ mepBuuHO-pedpaktepabiv OJUJI/OJIHJI rpymmb
BBICOKOTO pucka u nanueHtam ¢ penuansoM OJIJI/OJIHJI pekomeHayeTcsi MOHUTOPHHT
MOB (uMMyHO(DEHOTUTIHPOBAHNE OMOJIOTUYECKOTO MaTeprasa Jijisl BBISIBJICHUS MapKEePOB
MUHUMATBHON OCTaTOYHOM 00JIE3HU MPU reMo0IacT03ax) MOCe KaXKI0TO ATara Teparniu
IUIsL pELIeHuUs BOTIpoca O 1iesiecoo0pa3HocTh U cpokax nposenenust TI'CK [29,111-113].
YpoBeHb YyOeaMTEJbHOCTH pekoMeHAauuid — B (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJILCTB — 2).

KommenTapum: nayuenmam epynnsi 6vbicokoeo pucka monumopune MOB abconommuo

HeoOX00UM 015l peuetUs 0NPoCca 0 YeaecooOpasHOCMuU U CPOKAX NPo8edeHUs: UMMYHOMepanuu

wum TI'CK, mak kax neobxooumwvim ycnosuem ycnewrnou TI'CK saensemcs unanuuue MOB-

He2amueHou pemuccuu neped mpaucnianmayueti [111-113].

2.4 UHCTPpYMEHTAJbHBIE JJUATHOCTHYECKHE MCCIEI0BAHMS

Bcem nammentam monoxke 18 met ¢ momospenuem Ha OJIJI/JIBJI, OJIHJI, a Takke Bcem
narentam ¢ BepuduuupoanusiM OJUI/JIBJL, OJIHJI, B AMarHOCTHYECKHI HEepuon
peKoMeHayeTcs [IPOBE/ICHUE MPUIIEIbHON peHTreHorpauu OpraHoB rpyAHON KJIETKH B
MpsIMON M TIpaBO OOKOBOM TPOEKITUH IS TOATBEPKICHUS/UCKITIOUCHUS TTOPAKCHHS
CpeAOCTEeHHUs ¥ BBIOOpA TaKTHKH Tepanuu [1-4,16].

YpoBenb yoOeautreqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJIbLCTB — 5).

KommenTapuu: ouacnos onyxonegou maccel 6 nepedHem cCpeoOCMeHUU Cmasumcs no

NPSAMOMY U NPABOMY DOKOBOMY PEHMEHOBCKUM CHUMKAM 2pyoHot kiemku [1-4]. B cnyuae ee
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8bIAGNEHUS NOKA3AHO MAKdCce NpogedeHUue KOMHbIOMEPHOU MOMOZpaduu 0p2anos 2pyoHOuU

HONOCMU C OYEHKOU MOYHbIX pa3mMepos onyxonegou maccel. IIpsamoi u npagwviii 60K080U

PDEHM2eHOBCKUe CHUMKU 2PYOHOU KIemKU OOJICHbL OblMb COeNaHbl 0OHOBPEMEHHO U 00 HAYald

JIeYEHUA.

[Tarmentam monoxke 18 met ¢ OJIJI/JIBJI, OJIHJI B city4ae BBISIBICHUS OITyXOJICBOM MacChl
B MEpEeAHEM CPEJOCTEHUHU M0 JaHHBIM PEHTTeHOrpapuu peKOMeHAyeTcsl MPOBEACHUE
koMmmbroTepHoid ToMorpaduu (KT) opraHoB rpymaHON MONOCTH IJS OIEHKH TOYHBIX
pa3MepoB OMYXOJIEBOTO TMOPAXKEHHUS] M IMOCIEAYIOIIEe KOHTPOJIBHOE HUCCIEIOBAHME IO
OKOHYAaHUM HMHIYKIMOHHOM Tepamuu A OLIEHKH OCTaTOYHOro oObeMa OMyXOoJlHu U
BBIPaOOTKM TakTUKH Tepanuu [ 1-4,16,30].

YpoBenb yoOeautreqbHOCTH pekoMeHganuii — C (ypoBeHb [10CTOBEPHOCTH
JA0Ka3aTeJIbCTB — 5).

KOMMeHTapHI/I: 6 cjllydae 6bliA6/IeHUsl  NopasiCernus cpedocmeHuﬂ no  OaHHbIM

peHmzeHOZpaqbuu Heobx00UMO UCNOAb308aHUEe DOJIee MOYHBIX MeMO008 suzyaiusayuu ¢ 014€HK012

MOYHLIX pA3MEPO8 ONYXONe8OU MAccbl. Mo HeobXo0uMo 6 OanbHeluiem O OYeHKU

appexmusnocmu  mepanuu, KOHCMAMAYUU CMAMYCA PEMUCCUU UTU  NOOMBEPHCOCHUS.

Heobxooumocmu usmenenusi mepanuu [1-4,16,30].

Bcem nammentam monoxke 18 mer ¢ BepudunupoBanasiM OJIJI/JIBJI, OJIHJI no navana
MHAYKIMOHHOM XHMHOTepanuu (B TOM 4YHCIE [0 MOBOJY PELUIMBA) PEKOMEHIYeTcs
MIPOBEJICHUE KOMITBIOTEPHON TOMOrpaduu OpraHOB I'PYIHOM MOJOCTH € BHYTPUBEHHBIM
OO0JIIOCHBIM KOHTPAaCTUPOBAaHHEM JJISi MCKIIOYEHUsI OAKTEPHAJIBHOTO H/MIM T'PUOKOBOTO
nopaxeHnus Jerkux [ 1-4,41].

YpoBenb yoOenurTejbHOCTH pexoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH
JI0Ka3aTeJIbLCTB — 5).

KommenTapuu: nposedenue KT opeanog epyornoii noiocmu 00 HaA¥ana cneyuguyeckoul

mepanuu HeobXo0UMO 0/l CB0EBPEMEHHO20 BblAGNIeHUs OAKMePUaIbHO20 /Ul 2pudKo802o

nopasiCeHusl.

e Bcem manmmentam mosoxe 18 net ¢ mogo3penuem na OJUI/JIBJI, OJIHJI, a taxxke
BceM nanueHtam ¢ BepudunupoBanusiM OJUI/JIBJI, OJIHJI, B nuarnocTudeckuii
nepuoa W mpu obciemoBaHuu 1o moBoxy peruauBa OJUI/JIBII, OJIHJIL,
peKoMeHayeTcsl TMPOBEACHHE YIbTpa3BykoBoe uccienaopanue (Y3U) opranos
OpIOIIHOI MMOJIOCTH (KOMIUIEKCHOE), 3a0pIOIIMHHOTO MPOCTPAHCTBA U OPraHOB

MaJioT0 Ta3a KOMIUIEKCHOE (TpaHCBarmHaJIbHOE W TpaHCAOJAOMHMHAIIBHOE) s
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YTOYHEHHSI PaclpoCTPaHEHHOCTH 3a00JIEBaHUS U OLICHKU COCTOSIHUS IMalleHTa, B
TOM YHCJI€ OTACIIbHBIX OPraHoB U cuctem [2—4,16,41].
YpoBens yoOeautreqbHOCTH pekoMeHgammii — C (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5).

Kommenrtapuu: [lposedenue Y3U neobxooumo 0ns oyeHKu HAIuyusi nopafcerus u

Pazmepos UHGUILMPUPOBAHHBIX NAPEHXUMAMOZHBIX OP2AHO8 U TUMPAMUIECKUX Y3108 OPIOWHO

noJjocmu, AUYeK, opcanoe mMajloco masd, a NMaKaHce GblABNEeHUA conymcmeyiou;eﬁ namoJiocuu [2—

4,41].

buoncus siuuka He pekoMeHayeTcsl manyeHTam MoJioxke 18 et ¢ moxo3penueM Ha OJIJI
P TIEPBUYHOM JUArHOCTUKE, a TAKXKE ManueHTam ¢ BepudunupoBanubiv OJIJI [1-4,114].
YpoBenb yoOeautreqbHOCTH pekoMeHganuii — C (ypoBeHb [10CTOBEPHOCTH
JA0Ka3aTeJIbCTB — 5).

KOMMeHTapHI/I: ouazHo3 UHUYUATIbHOCO NOpAasiCeHus Audex ycmaHaeiueaemcs Ha

OCHOBaHUU KAUHUYecKux oauuvix u Y3U. Buoncus suuxa npu nodo3peHuu HA UHUYUAIIbHOE

nopasicenue He noKasana. HHuuuaﬂbHOG nopasiceHue Au4eK He eausdem Ha cmpamuqbulcauuio u

8b100p mepanuu;, 0OHOCMOPOHHSS UIU O8YXCIMOPOHHSAS OPXUIKMOMUSL He npedycmompena [1—4].

buoncus suuka (KOHTpajlaTepaabHOr0) PEKOMEHAYeTCsl MalMeHTaM MOoJIoXe 18 et c
TeCTUKYJIApHBIM peransoM OJIJI B ciiydae 0AHOCTOPOHHETO KIMHUYECKOTO BOBJICUEHMS
C  TMOCJHENyIOIMM  [aTOJIOT0-aHATOMHUYECKHM  HCCJIEeIOBaHUEM  OMOICHITHOTO
(omepanMoOHHOT0) MaTepuana ¢ MPUMEHEHHEM HMMMYHOTHCTOXMMHUYECKHX METOJOB C
LEJIbI0 YTOUHEHUS! HAJIM4MA CYOKITMHMUYECKOTO MOPaKCHUsI U BbIOOpA TaKTHKHU Teparuu
[29,114,115].

YpoBenb yoOenurTejbHOCTH pexoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH
JI0Ka3aTeJIbLCTB — 5).

KOMMCHTapHH: uccneoosanue KiuHU4YeCcKu He nopasiCeHHvlX AUYEK C NOMOUbIO Y3H,

O00JIHCHO 00513aMmeNbHO COI’lpOGOOdeClmbC}Z buoncueil. Bbl60p maxKkmuKu mepanuu OCHO8bleaenicsl

MOJIbKO Ha pes3ylbmamax ouoncuu. B crydae  KIUHU4YeCKU 6bulieiaemoco OOHOCWlOpOHHGZO

nopasicernusl, KonmpajiamepalbHoe AUUKO O00JIHCHO 6u0ncup06ambc;z 60 6PEMI OPXUIKMOMUU. B

sasucumocmu om pesyibmamad, Hasnadaemcs 10Kaja1bHoe 06ﬂyquue.

Bcem namuentam monoxe 18 ner ¢ momo3penuem Ha OJUJI, OJIHJI, a Takxkxe Bcem
narentam ¢ BepudunupoBanabiM OJIJI, OJIHJI, B AMarHOCTHYECKUI Nepuoa U MpU
obcnenoBanuu 1o nosoxy peruansa OJIJI, OJIHJI pekomenayetcst nposenenne KT/MPT
TOJIOBHOTO MO3Ta JIJIsl UCKITFOUCHHSI/TIOATBEPKACHUS HHUIIHabHOTO TTopaskenus [THC [1-

4].
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YpoBenb yOenuTejbHOCTH pexoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 5).

e Bcewm nanuenram mosnoxe 18 et ¢ nono3penuem Ha JIBJI pekomeHnayeTcst BHIIIOJHEHUE
KOMITBIOTEPHOU TOMOTpauu TOJIOBHOTO MO3ra C BHYTPUBEHHBIM KOHTPACTHPOBAHHEM,
OpraHoB OpIOLIHOM MOJIOCTH, OPTaHOB IPYJHOM MOJIOCTU C BHYTPUBEHHBIM OOIIOCHBIM
KOHTPACTUPOBAHUEM W/MJIM MAarHUTHO-PE30HAHCHOM TOoMorpaduu TOJOBHOTO MO3Tra ¢
KOHTPAaCTHUPOBAHUEM, OPraHOB TPYIHON KIETKH, OpPraHOB OpIOIIHOM IOJIOCTH C
BHYTPHBEHHBIM KOHTpacTUpoBaHueM, a Takoke KT/MPT apyrux obiacreii o nmokaszaHusm,
JUISL BBIABJIICHHMS BO3MOXXHBIX OYaroB IOPaXEHHSI M COMYTCTBYIOIIEW MaTOJIOTHMU
[16,30,116].

YpoBenb yoOeautreqbHOCTH pekoMeHganuii — C (ypoBeHb [10CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 5).

Kommenrapum: naubonee uacmo npogooamca MPT-uccnedosanus KOCMHOU MKAHU;
0p2aHo8 Mano20 masza ¢ GHYMPUBEHHbIM KOHMPACMUPOBAHUEM, 20JI08HO20 MO032d, CHUHHO20
Mo32a, NO360HOYHUKA ¢ Kowmpacmuposanuem, KT-uccredosanus nuyesoco omoena yepena,
0p2an08 2pyoHoll NOJIOCMU, OP2AHO8 OPIOWHOU NOAOCMU U 3AOPIOWUHHO20 NPOCMPAHCMBA C
BHYMPUBEHHBIM — OONIOCHBIM — KOHMPACMUPOBAHUEM,  NO360HOYHUKA, 20J08HO20 MO32d C
BHYMPUBEHHbIM — KOHMPACMUPOBAHUEM, NPUOAMOYHLIX NA3VX HOCA, 20PMAHU;  BEPXHUX
OovlxamenbHblX nymeu u weu,; opeanos manozo masa;, KT- aneuozpaghus.

e Bcem manmentam momnoxe 18 ner ¢ momospenuem na OJUJI/JIBJI, OJIHJI, a Takxke Bcem
narnuentam ¢ BepuduuupoBanasiM OJUJI/JIBIL, OJIHJL, B AMarHOCTUYECKUI NMEepHOa U B
IIpOLIECCE TEPAIIK C YAaCTOTOM OT 1 pa3a B HEAEIIO 0 €KEMECSIUHOIO (C y4€TOM HaJIU4us
COITYTCTBYIOIIEH MAaTOJIOTUN M KJIMHUYECKON CUTYyalllH), a TaKKe MPU HEOOXOJAUMOCTH B
m000if MOMEHT B TEYEHHME BCEro MepHuoja JICUCHUS, PEeKOMEHAYeTCsl PEerucTpalus
anektpokapauorpammel  (OKI') ¢ pacumdpoBkoil, omwcaHMEM W HHTEpIIpETaIuei
ANEKTpOKapAUOTpadUIECKUX NaHHBIX U TMpoBeneHue sxokapauorpaduu (Oxo-KI') mis
BBISIBJICHHSI COIYTCTBYIOLIEH KapAMOJIOTMYECKON MATONOTHMH U TPOMUIAKTUKH WM
JICYEHUS BO3MOXKHBIX KapIUOJOTUYECKUX OCIIOKHEHUH WIIM CepAeYHOW KOMOPOMIHOCTH
[1-6,41,117,118].

YpoBenb yoOeautreqbHOCTH pekoMeHgauuii — C (ypoBeHb [10CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 5).

KommenTapuu: pymunno npumensemcs peaucmpayusi 371eKmpoKaApOUOSPAMMbL, NpU
Hamuyuyu KIUHUYeCKUX NOKA3AHULL Maxdce NpoB0OSMCsa peucmpayus —2J1eKmpudeckol

akmuerocmu npoeoc);zu;eﬁ cucmennl cepdqa, XO/ImepoBCKoe MOHUnmopuposarnue cepdetmoeo
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pumma, MOHUMOPUPOBAHUE 91eKmpoKapouocpapuieckux OGHHUIX. Yyumuieas
KApOUOMOKCUYHOCMb  NPenapamos 2pynnvl aHmpayukiuHo8, UCNOIb3YeMblX 6 mepanuu
OJUI/JIBIL, kasicowiti paz neped ux 8gedeHuem 8cem NAYUeHmam peKomMeHOyemcs nposeodeHue
OKT, DOxo-KI' yuumviéas KapOuoOmoKCUYHOCMb NPenapamos 2epynnvl aHmpayuKiuHos,
ucnonvsyemvix 6 mepanuu OJIJI, Kadxcowili paz neped ux 66edeHuem 6cem NAYUeHMam
pexomernoyemcs nposederue IKI, Ixo-KI'.

e BceM mamuenTtaMm monoxe 18 aer ¢ OJUJI/JIBJI, OJIHJI Ha 1r000M 3Tarie THarHOCTHKH U
JIEYEHUs] TMpPU HAJIWYUM KIMHAYECKUX T[IOKa3aHUW PeKOMEHAYyeTcsl TPOBEICHUE
HEOOXOJIUMBIX HHCTPYMEHTAJIbHBIX HCCIEAOBaHUN (JapUHTOCKONUS, OpOHXOCKOMHUS,
TPaxeoCKOMusi,  TOPAKOCKOMHUs,  330()aroracTpoayOJI€HOCKONHUS,  KOJOHOCKOIHS,
LMUCTOCKOINUSA M JPYTuX) Uil YTOUHEHHS THUIA MOPAXKEHHS] U KOHTPOJS JICUCHUS
[16,41,50,119].

YpoBenb yoOeautreqbHOCTH pekoMeHgauuii — C (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJIbLCTB — 5).

e Bcem mammentam monoxe 18 smer ¢ OJUI/JIBJI, OJIHJI mpu HanwuMy KIMHUYECKUX
CUMITOMOB MOPAXKEHUS KEIYJA0YHO-KUIIEUHOTO TPAaKTa PeKOMEHIYeTCsl BBIOJHEHUE
330(haroracTpoIyo€HOCKOINH JIJIsl OIIEHKH COCTOSHUSI CITU3UCTOM 00O0JIOUKH TUIIEBO/IA,
KENyaKa, JABCHAALNATUIIEPCTHON KHIIKH, OOHAPYKEHUS BO3MOXXHOTO HCTOYHHUKA
kpoBoteuenus [16,41,50,119,120].

YpoBenb yoOenurTejabHOCTH pexoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH
JA0Ka3aTeJIbCTB — 5).

e Bcem manmentam monoxe 18 ser ¢ OJUI/JIBJI, OJIHJI npu Hanuyuu KIMHUYECKUX
CUMIITOMOB  TOpaXEHUs OPraHoB  JbIXaHUs (JIbIXaT€IbHOM  HEIOCTATOYHOCTH,
00yCJIOBJICHHOM 0OIMPHON MTHEBMOHHEH, KPOBOXaPKaHbs) PEKOMEH/1yeTcsl BBHITIOTHEHUE
OpOHXOCKOTHMH Il OIEHKH COCTOSHUSI CJIM3UCTOM OOOJOYKM Tpaxew, OpOHXOB,
oOHapyXeHHs UICTOYHHKA KpoBoTeuenus [16,41,50,119,121].

YpoBenb yoOeautreqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJIbCTB — 4).

e Bcem mammentam wmosioxe 18 ner ¢ BepubunupoBanHoi JIBJI pexomenayercs
BBINOJIHEHUE MTO3UTPOHHONW AMHCCHOHHOM TOMOTpaduu COBMEIIEHHON C KOMIBbIOTEpHON
tomorpadueit ¢ TymoporponHbiMu POIT (IIDT/KT) mns cragupoBanust 3a0oseBaHUs
[30,28,122—-124].

YpoBenb yoOeautreqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH

A0Ka3aTeJIbCTB — 4).
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KommenTapum: y mwuocux nayuewmos c JIBJI, umerowux maccusHoe nopadicenue

MeOUACMUHANbHBIX TUMGDOY3I08 UCXOOHO, NOCIe 3asepulenus UHOVKYUOHHOU mepanuu npu

peumeenozcpaghuu unu KT ocmaromcs pezudyanvhvie obpazosanus. Llenvio donoiHumenvHvix

OUASHOCIMUYECKUX npoue()yp Aedaemcst nojlyyeHue omeema Ha 60npoc, npe()cmaeﬂﬂmm Jau samu

00pazoeanus yuacmKu HeKpOmu4ecKko Uiy pyoyoeou mrauu, 1ubo cooepicam *#CU3HecnocooHvle

onyxonegvle kiemku. Jlyuegvie memoowl uccieooganus, 6 uacmumocmu IIOT/KT, eeposmmo,

NnoJle3Hbl npu cmadupoeaﬂuu sabonesanus. bvino NnoKasano, 4mo no3umueHsvle pes)ibmanibl

TIDT/KT nozeonsntom ¢ 6blCOKOU 8ePOSMHOCMbIO NPOSHO3UPOBAMb PE3UOYATbHOE ULU PEYUOUBHOE

nopasicenue npu HXJ1

Bcem mnammentam monoxke 18 ner ¢ JIBJI mpu onenke 3(pQEKTUBHOCTH JIEUCHHUS
PEeKOMEeHIyeTCsl CPABHUBATH Pa3Mephl 04aroB MOPAXEHUs 1O Hayaya Teparuu 1 Mocie Ha
BCEX JTamax XUMHOTepamneBTH4Yeckoro BozfaeictBus (mo cuuMkam KT- w/mmm Y3U-
HCCIEAOBAHUS Oyara MOpakeHHs) JUIsl OIpPEACNICHUs] TAKTHUKU JalbHEHIIed Tepanuu
[27,28].

YpoBenb yOenurTejbHOCTH pekoMenaanuii. — C (ypoBeHb [JT0CTOBEPHOCTH
JA0Ka3aTeJIbCTB — 5)

Bcem nmanmentam monoxe 18 et ¢ mogo3pernem Ha OJUI/JIBJI, OJIHIL, a Takxke Bcem
naruenTam ¢ BepudumpoBanaeiv OJUJI/JIBJI, OJIHJI Ha nro6oM 3Tame AUarHOCTHKH,
HAONIO/IEHUs W JICUEHUS MpH HAJIWYUM KIMHUYECKUX IIOKa3aHUN peKoMeHayeTcsl
BBITIOJTHEHHE dJIEKTpO3HIIePaiorpaduu (B OTAEIBHBIX CIydasx 3JIEKTpodHIedantorpapun
C BHJICOMOHUTOPUHIOM) JJisi MCKJIIOYEHHUs oOdyara IMOpaXeHUsI TOJIOBHOIO MO3ra C
MaTOJIOTUYECKOM 3JIEKTpUUECKOU aKTUBHOCTHIO [16,41,119,125-128].

YpoBenb yoOenurTejbHOCTH pexoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH
JI0Ka3aTeJIbLCTB — 5).

Bcem mammentam monoxe 18 mer ¢ OJUI/JIBJI, OJIHJI mpu mogo3peHun Ha pa3BUTHE
BEHO3HOTO  TpomM0O3a  peKOMEHAYyeTcsl  IMPUMEHSATh  METOAbl  BU3YyalIHU3allH
(ynpTpasBykoBast gomrieporpaduss BEH HIDKHUX KOHEYHOCTEH, BEH BEPXHUX
KOHEYHOCTEH; MarHUTHO-pe30HAaHCHas BeHorpadus (ogHa 00JIaCcTh); KOMIBIOTEPHO-
tomMorpaduueckas  aHruorpadusi  JIETOYHBIX  COCY/AOB;  MarHUTHO-PE30HAHCHAS
ToMOrpadusi TOIOBHOTO MO3ra ¢ KOHTPACTUPOBAHHWEM) B COOTBETCTBUHU C JIOKATH3ALUEH
npenmnoaraeMoro Tpomoosa [16,62,64—66,129,130]

YpoBenb yoOeaureqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4).
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KommenTapuu: ¢ nacmoswee epems omcymemayiom cneyuguueckue pekomeHoayuu no
8b100pY MO20 UNU UHO20 MemoOod BU3VAIU3AyuUU y oemell ¢ NOOO3PeHUueM Ha mpomoo3 8
3a8UCUMOCMU OM B03DPACMA U TOKAAU3AYUU Npednonazaemozo mpombo3sa. llpu evibope memooa
suU3yanusayuUU  HeoOX0OUMO OpPUEHMUPOBAMbCSA HA  OOCMYNHOCMb Memood, a makoice
peKomeHOayuu, npuHAmele y 83pOocivlx nayuenmos. Tax 0Jisl 8blANeHUss MpoMOO3a 6eH 8EPXHUX U
HUMICHUX KOHEeYHOCmel, a maKice nOOMblULeYHOU, NOOKIIOYUYHOU U 8HYMPEHHell APEeMHOL 6eH
HOKA3AHO NPUMEHAMb YIbMPA368YKOGble Memoobl OUACHOCMUKU, HANpUMep, VIbmpa3gyKo8yio
odonnniepoepaduio 6eH 8epXHUX KoHeuHocmel, 6eH HuxcHux koneunocmeti (Y3/[I'). [lpu smom, npu
COXpaHeHUU KIUHUYECKUX NPUSHAKO8 Mpomb0o3a eeH 2olienu u necamusHvlx pesyromamax Y3/
Heobxo0umo nosmopumse Y3/l uepes Hedenio 6 Yyeasax UCKIIOUeHUs pACnpOCMpPanetus mpomoo3a
6eH conenu. 1Ipu nooospenuu Ha NPOKCUMAIbHOE PACRPOCmMpAaHeHue mpomoo3a 6e0peHHOU 6eHbl,
B03MOJHCHO UCNONB308AMb MACHUMHO-PE3OHAHCHYI0 8eHozpaghuto. [{na ouazHocmuku mpomoosa
YEeHMPAaNbHbIX 6eH NPUMEHAEMC s MACHUMHO-PEe30HAHCHAsA 86eHocpagdus (00Ha obaracmy). B ciyuae
HEeBO3MONCHOCMU UCHONIL30BAHUSL OAHHO20 Memood OUACHOCMUKY, B03MOJNCHO NpUMEHEHUe
KOMNbIOMEPHO-MOMOSPAPUYECKOl  aHeuozpaguu  1e20uHblXx cocy0os. [lna  ouazHocmuKu
mpombosmbonuu necounoi apmepuu (T2JIA) — nposederue KomnvromepHo-momozpaguieckou
aveuocpaguu  ne2oyHvIx cocyoos. Ilpu Hanuuuu npomueonoxazamus K Ge0eHuro Uoo-
cooepoicawye2o koumpacma (epynna VOSA Penmeenokonmpacmuule cpedcmaa, cooepicaujue tioo
no ATX-knaccugpuxayuu) unu peHmeeHo8CKOMY U3LYUEHUIO BO3MONCHO NPUMEHEHUEe MASHUMHO-
Ppe30HaHcHoU aneuoepaguu (00Ha obaacms). s ouacHocmuku mpomo0o3a YeHMpAaibHbIX
senosnvlx cunycoé (TL{BC) nokazano nposecmu MAa2HUMHO-PE3OHAHCHYIO MOMO2paduio
20JI0BHO20 MO324 C KOHMPACMUposanuem c ucnoavzoganuem T2* u aneuo-pescumos. Ilpu
HeB03MOICHOCMU YP2eHMHOU OUacHOCmuKU ¢ ucnonvzosanuem MPT, ozmoorcno npumenenue KT-
aneuocpaguu cocyoos 201061020 mo32a. Ilpu noodospenuu Ha mpomoOO03, JNOKANTUZOBAHHYIL 6
obnacmu kamep cepoya, 03MONCHO NPoGedeHUe IXOKApOuopaguuL.

e Bcewm namuentam monoxe 18 ner ¢ OJUI/JIBJI, OJIHJI He pekoMeHayeTcsl TIPOBOIUTH
pyTHHHOE OOCJe0BaHKE, HAIPaBICHHOE Ha BBIsABIEHHWE acuMmnToMmarmdeckoro [[BK-
aCCOIMUPOBAHHOTO Tpombo3a [16,65,129—133].

YpoBenb yoOeautreqbHOCTH pekoMeHgauuii — C (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJIbLCTB — 5).

KommenTapuu: Acummomamuueckue (uHyeOeHmaivbHvle) 6eHO3HbIE MPOMOO3bL Y Oemell
00CMAamoyHO Yacmo 6cmpedaromcs y oemet, 0COOEHHO, 8 CAYUAAX ONUMENbHO20 UCHOIb30BANHUS
L[BK. PexomeHOayus He UCNONb308amMb DYMUHHOE 00C1e008aHUue NAYUEHMO8 OJisl GblAGNIEeHUs

acumnmomamudecKkozco HBK-GCCOI/;MMPOGGHHOZO mp0M603a OCHOB6AHA HA MOM, YmoO 6blA6JIeHUue
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MaKo2o mpomo0o3a Moxcem 1usims Ha Mepanuo 0CHOBHO20 3a001e8aHUs, A MAKIHCEe NPUBOOUND
K He0OOCHOBAHHOMY NOBLIUEHUIO PUCKA 2EMOPPASULECKUX OCTIONCHEHUU.

e Bcewm nmanmenram monoxe 18 ner ¢ OJUI/JIBJI, OJIHJI npu moao3peHuH Ha pa3BUTHE
ACENTUYECKOTO OCTEOHEKpPO3a pexkoMeHayeTcs BoIONHATE MPT koctHO# TkaHu (ogHa
00J1acTh) W/WIHM CyCTaBOB (OJWH CYCTaB) MOPaKEHHOW OOJACTH, IS TOATBEPIKICHHS
JIMarHo3a v onpenesieHus Taktuku tepanuu [41,78-81,119,134,135].

YpoBenb yoOeaureqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 5).

KommenTapuu: acenmuueckuii ocmeonexpoz (AOH) y nayuenmos ¢ ocmpuimu
TUMGDOOIACMHBIMU NeTIKO3AMU OMHOCUMCS K 2PYRNe 8MOPUUHBIX OCMEOHeKp0308. E2o pazsumue
CBA3AHO C HapyueHuem KpOBOCHAOICEHUA U 2UOENbI0 KOCIMHBIX KNEeMOK 8 ONpedesieHHOM Y4acmKe
KOCMHOU MKAHU HA @OHe XUMUOMEPAnuu Ui 6030eUCmeus 210KOKOPMUKOCMEPOUOOS.
Haub6onee uacmo x pazsumuro AOH npusooum mepanus ocmpozo aumgooaacmuozo netko3a u
npu anio2eHHol mpancnianmayuu kocmuoeo mosea. AOH y Oonbhbix ocmpuimu Jeuko3amu
npeuMywecmeeHHo JN0KAIU3yemcsa 6 ONUHHbIX mpybuamvix kocmsx. I[lo pacnonoowcenuro 6
mpyoyamou Kocmu ouazu MO2ym 6blAGNAMbCA KAK 6He C8A3U C DNUPU3AMU, IO MeOYIApHble
0CMEeOHeKpOo3bl, MAK U NOPANHCaAMb INUPU3DL, CYCMABHbIE OMOelbl mpyouamvlx kocmeil. B amux
CILYYAsX OCMEOHEKPO3 ONpeoensiom, KaKk — acenmudeckull HeKkpo3, u oanee, Hasganue snughusa,
Hanpumep, acenmuyecKuli HeKpo3 20]06Ku OedpeHHol kocmu u m.n. Kaxk cuHoHum, yacmo
ucnonv3yemcsi onpeoeienue — asackyiapHulil Hekpos (ABH) eonoexu Oedpennoll xocmu unu
Opyaux JNOKAMU3ayutl OCMeOHeKpPo308 3NUPU306 ONUHHBIX KOCHel, XOms, C1080coYemanue
«acenmuyeckuil HeKpo3» 0Oojlee MOYHO ompadicaem NAmoLo2U4ecKull npoyecc (a8acKyIsApHbIl
HEeKpO3 KOCMU 4acmo CONpo8oxcoaem UHQekyuonHole 3a0071e6aHus KOCmel U cycmasos, 4mo He
OMHOCUMCSA K paccMampugaemotl npooieme).

Bcem nayuenmam ¢ ocmpuim  aumgobaracmuuiM - 1€UKO30M U HOOO03peHUeM Ha
acenmuiecKkuii. 0CmeoHekpo3 Heooxo0umo evinoansimoe MPT kxocmHot mKkanu u/unu cycmasos
nopasicennoti ooracmu. Ha 6onee nozonux cmaousx — 6-12 nedenv om Hawania 3a0071e6aHus —
8bIABUMb OCMEOHEKPO3 603MOXCHO npu penmeenocpaguu u KT kocmei no xapakmepnomy
APUSHAKY — Haluyue 2eocpaguyeckoll Gopmvl MOHKOU JUHUU OCMeEOoCKIepo3d, KOmopas
dopmupyemcs npu npopacmanuu KOCMHOU MKAHU U3 HENOPANCEHHO20 YYACMKA 8 0yde
ocmeoHexposa. Ilpu cexsecmpuposanuu vlasisiemcs noJI0CKa npoceemieHus no hopme ovaea.
Penmeenocpagus u KT kocmeil u cycmagog ucnoiv3ylomcs makdice npu NIAHUPOSAHUU
ONepamuHbIX MeUAmenbCme Ha NO30HUX CIMAOUAX OCMEOHeKPo3a npu pazeumuu degopmayuu

cycmasno2o omoena  OMUHHOU  mpybyamou Kocmu. JlOnoaHumes — UHCMPYMEHMANbHYIO
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()uaznocmuky moacem peHmzeHOOechmomempu}z, Komopasl no3e60./iient 6blsl6UNTb NPOABIEHUA

CUCmemMHo2o0 ocmeonoposa u cocmosnue KOCMHOU mKauu 6 obaacmu YyCcmaHOoB/1eHHblX

umnjiarmoe, ecjiu nayueHnam 6blnojiHAl10Cob 3H00np0me3up06aHue cycmaeos.

2.5 Uuble AHATrHOCTHYECKHE HCCIe10BAHUS

Bcem nmanmentam monoxe 18 et ¢ mogo3pernem Ha OJUI/JIBJI, OJIHIL, a Takxke Bcem
naruenTtam ¢ sepudunmposanasiM OJIJI/JIBJL, OJIHJL, B AarHOCTHYECKUI IEprUo ¥ IpU
obcnenoBanuu no nosoay peunansa OJIJI/JIBJI, OJIHJI pekomenayetest preM (0CMOTP,
KOHCYJbTallMsl)  Bpaya-HEBpoJiora M Bpada-opTanbMmoiora s BbISBJICHUSA
pacrpoCTpaHEHHOCTH TIpoliecca U BpIOOpa TaKTUKHU Tepanuu [1-6,16,41].

YpoBenb yoOeautreqbHOCTH pekoMeHganuii — C (ypoBeHb [10CTOBEPHOCTH
JA0Ka3aTeJIbCTB — 5).

KommenTapum: ocvomp nesponoea Heo6xo0um 0 8bIA6IEHUA/UCKTIOYEHUS NPUSHAKOS

Hetponeluxkemuu (nopasicenue YMH, ouacosas cumnmomamuxa). Ocmomp opmanvmonoca

npoBOOUMCs. €  00A3aMeNbHbIM  OCMOMPOM  21A3HO20 OHA Ol BbIAGLEHUS/UCKIIOYEHUS

JleliKeMu4eckoul UHuIbmpayuu, Kpo8oUusIUsIHUIL.

Pexomennyercs Bcem narentam mosoxke 18 et ¢ OJUI/JIBJI, OJIHJI rpymibl BBICOKOTO
pUCKa U NP peluIuBe 3a00JIeBaHuUs, a TAK)KE UX CHOTMHTAM U POAUTENSIM OIpe/IeTICHIE
HLA-anTureHoB ¢ nenpio noucka noreHuuainbHoro nonopa KM nns nposenenust TI'CK
[4-6,29,44,50,136—-139].

YpoBenb yoOeaureqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH
JA0Ka3aTeJIbCTB — 5).

KOMMCHTapHH: nayuermam cpynnvsl 6blCOKO2CO pUucKda, 007IU2AMHO NOKA3AHA ANNIOCEHHAS

TI'CK nwboco muna 6 I-ui pemuccuu (6 3a8ucumocmu om OOCMYHNHOCMU OOHOPO8 U Om

mexHuyeckux eozmodichocmeti) [29,44,136,140-143]. Iloomomy ecem nayuenmam HLA-

munupoeasue u UuHuyuayusil noucka OOHOPCZ OO0NIICHDL l’lpOGO()Lll’l’leﬂ cpasy nocie cmpamu(ﬁukauuu

nayuermoe 6 cpynny 6blCOK0Oc0 pucka.

Bcem nanmentam nmoipoctkoBoro Boszpacta ¢ nogo3perrem Ha OJIJI/JIBJI, OJIHJIL, a raxxe
BceMm marmeHtaM ¢ BepudunupoBanaeiM OJIJI/JIBJI, OJIHJI pexkomeHayeTcsi mpueM
(ocMOTp, KOHCYJbTalMs) Bpauya-aKyllepa-TMHEKOJIOTa M PEeNpoayKTOJora ¢ LEJbIo
BBISIBJICHHSI COMAaTHYE€CKOTO CTaTyca MAlMeHTOB M PEIICHHs BOMpPOca 0 HEOOXOIUMOCTH
OBAPHOMPOTEKIMHA MM KPHOKOHCEPBAIIMU raMeT (OOLHUTOB, criepMaTo3ouaoB) [50,144—

147].
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YpoBenb yOenuTejbHOCTH pexoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 5).

e Bcem manmenram momnoxe 18 ner ¢ momospenuem na OJUJI/JIBJI, OJIHJI, a Takxke Bcem
narueHTam ¢ BepudumpoBanasiv OJUJI/JIBJI, OJIHJI Ha nro6oM 3Tame AUarHOCTHKH,
HAONIO/IEHUsT M TepanmuH, NpU TOJO3PEHHMH Ha pa3BUTHE WM TPU Pa3BUTHH
MH(QEKIMOHHBIX OCJIOXHEHUH peKOMEHIYyeTcsl BBIMOJIHEHHE HEOOXOAUMBIX  JUIs
JMATHOCTHKY o4yara HHQEKIUU Iporeayp oocnenoBanus (yabTpa3ByKOBOE UCCIICIOBAHHE
OpIOIITHOM MONOCTH (KOMILJIEKCHOE), YIBTPa3BYKOBOE HCCIIEOBAHUE OPTaHOB MAaJIOro Ta3a
KOMIUTEKCHOE (TpaHCBarmHaJIbHOEC W TpaHcaOJAOMHHaNIbHOE), a Takke Y3U npyrux
BOBJICUEHHBIX O0JIacTel MO MOKa3aHUSM; KOMIbIOTEpHAs ToMOrpadus OpraHoB IpyIHOM
MIOJIOCTH, OPIOIITHOM MOJIOCTH U 3a0PIOIIMHHOTO MPOCTPAHCTBA, MPHUIATOYHBIX MA3yX HOCA
C BHYTPHBEHHBIM OOJIOCHBIM KOHTpacTHpoBaHueM, a Takke KT Hpyrux BOBICUYEHHBIX
obnactell Mo MoKa3aHsIM; MUKPOOHOIOTHYECKOE (KYIbTYpPaIbHOE) MCCIEAOBAHUE KPOBU
Ha CTEPUIBHOCTHh, MHUKpPOOHOJOTHYECKOe (KYIbTypadbHOE) HCCICOBAHWE MOYH Ha
OakTepuajbHble  NATOTeHbl C  NPUMEHEHHWEM  aBTOMATHU3WPOBAHHOTO  IOCEBA;
MUKpOOHOIOTHYECKOe (KyJIbTYpalbHOE) HMCCIEAOBAHME OTACISIEMOr0 W3 IMOJIOCTH PTa;
UCCIICIOBAaHNE MHUKpPOOUOIIEHO3a  KHIIEYHHWKA (JUCOAaKTepro3)  KyJIbTYpalbHBIMH
METOJIaMH) Uil YTOYHEHHs XapakTepa MH(GEKIUU U BBHIPAOOTKH aJeKBATHOM TaKTUKU
neuenus [41,119,148-153].

YpoBenb yoOeaureqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 5).

Kommenrtapuu: ungexyuu aenaiomes 0OHUMU U3 8eOVUUX OCTONCHEHUU NpU JleYyeHUuu
OJUI/JIBJI, OJIHJI, ocobenno Ha smanax uHOYKYyuu U KOHCOIUOAUUU DPEMUCCUU, 8 NePUoo
HetimponeHuu. HHpeKkyuonHvle O0CI0MCHEHUS YY4aWaromcs Npu pPe3UCmMeHmMHOM apuanme
ONYXONU, NPU 8bICOKOOO3HOU XUMUOMEPANUU, NPU CONYMCMBYIOWEl 2UN02AMMAN00YIUHEMUU, &
nepuoo BbIHYHCOEHHOU 2UNOOUHAMUU U NOCMOSHHO20 NOCMENbHO20 pexcuma. MngexyuonHnvie
OCIOJICHEHUsI Yy  NAYyueHmos ¢ 2emMamolo2udecKuMy 3a001e8aHusIMU  XapaKmepusyiomcs
PA3HO00Opa3zueM Kaxk no ImMuoio2ui, max u no J0Kam3ayuu UHheKyuoHHo2o npoyecca, u mpeoyem
NpUMeHeHUs KOMNIeKCAd NaO00pamopHblX UCCIe008aHUL Oasl OUACHOCMUKU UHDEKYUOHHBIX
OCI0CHEHUU U 0COOBbIX NOOX0008 K UX mepanuu, KOmopvle OMaAUYaomcs om makmuKy jled4eHus
UHGDEKYUOHHBIX NPOSABNEHUL Y NAYUEHMO8 Oe3 OHKO2eMAamono2uieckoo 3abonesanus. OCHO8HbIM
gaxkmopom, onpedensowum pazeumue UHQEKYUOHHBIX OCLONCHEHUN, ABNAEMC HeUmponeHus
(meiimpogpunvr < 0,5x10° /1) unu netixonenus (nesixoyumor < 1,000x10° /n), a maxoce memn

CHUdMCEHUA KojJudyecmeda Heﬁmpoqbwzoe U OAUMENbHOCHb Heﬁmponenuu. Puck paseumius
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ungbexyuti 8o3pacmaem npuU NOBPEHCOEHUU CIUBUCMBIX 00010UEK IHCeNYOOUHO-KULUEUHO20
mpakma (ocobenno mykosumax II-1V cmenenu), Haruuuu yeHMpaibHO20 8eHO3HO20 Kamemepda
(LIBK). Ilpu OJLI/JIFJI, OJIHJI mocym pazsueamvcs paziuyHvle SUpYCHbvle, OAKmMepuaibHble,
2pubKosvie UHQDEKYUOHHbIE OCNIONCHEHUS, 8 MOM 4ucie, ONNOPMYHUCmudeckue uHg@exyuu,
c80e8peMenHas OUACHOCMUKA U JleYeHue KOMOPbIX ABNIAEMC BANCHEUWUM KOMNOHEHMOM
Ycneuinoz2o Jnedenus nayueHmos. [luacnocmuyecKkue ucciedo8anus 6KIIOYAIOm HeoOXooumble
uccneoosanus ryyegou ouaznocmuxu (KT u macnumno-pe3onancuas momozpagus 6061e4eHHHbIX
obnacmeti, 6 mom yucie, N0 NOKA3AHUAM — KOMNbIOMEPHAS MOMOSPApus 20J106HO20 M0O32a);
9HOOCKONUYecKue, NYHKYUOHHbIe U OUONCULIHbIE UCCTIe008aHUsL (8 MOM YUCTe, NO NOKA3AHUAM —
OPOHX0ANbLEEONAPHBIN 1ABANC, NYHKYUA NIE8PANbHOU NOAOCMU, CNUHHOMO320845 NYHKYUS),
nabopamopHble  UCCIe008aHUs (6 MOM  uucie, NO NOKA3AHUAM —  UCCIe008aAHUE
KUCTIOMHOOCHOBHO20 COCMOAHUSL U 204308 KPOBU, UCCIe008AHUE YPOBHS NPOKAILUUMOHUHA 8
KPOBU), NOCesvl U Opyeue MuKpoouorocudeckue (KyibmypaibHvle) UcCcie008aHusl, MOAEKVIAPHO-
buonocuieckue, MUKpOCKOnUu4eckue u uhvle OaKkmepuoniocuieckue ucciedo8anus Ha aspooHuvle u
Gakyrbmamueno-anaspoonvie  MUKPOOp2AHU3Mbl (6 ~ mMoOM  uducle,  a’spoomvie U
GaxyromamugHoana’spobHvle  YCIO0BHO-NAMOLEHHblE — MUKPOOP2AHU3IMbL),  NHEMOYUCHIbI,
MUKONIA3MY, Te2UOHENLTY, MuKobakmepuu mybepkynesa, epubvl (0posiciicesvle U MuyeIuIbHole),
Krocmpuouu, u opyeue [41,119,148-153].
¢ Bcem manmentram mnaame 18 net ¢ mono3pernem Ha OJUJI/JIBJL, OJIHJL, a takxke
BceM mnamuentam ¢ BepudpurmpoBanasiM OJUJIJIBJI, OJIHJI Ha moGom 3Tame
JMATHOCTHKY, HAOMIOIEHUSI U Tepanuu, PU TMOJO3PECHUN HA Pa3BUTHE WIH TPU
pa3BUTHUN UH(EKIIMOHHBIX OCIOXKHEHHM, PU MPOBEICHUH TYHKIUH C ITOJTyYeHUEM
aKccyaaTa (KUIKOTO OMOJIOTHYECKOT0 MaTeprasia) peKOMeHIyeTcsl BBIMOJHEHNE
JOTIOJTHUTEIBHBIX MCCIEIOBaHUN (11 CIMHHOMO3TOBOM KUAKOCTH (JIMKBOpA) —
MUKPOCKOITMYECKOE MCCIIEeIOBAHNE CIIMHHOMO3TOBOM KHUIKOCTH, MOACUET KIETOK
B CUETHON Kamepe (OmpeleieHue LUT03a), ONpeleleHue KpOBHU, HCCIEIOBAaHUE
YPOBHS TUIIOKO3bI, YPOBHS O€JiKa, YpOBHS XJIOPHUJIOB, OIpe/ieJIieHHe KOHIIEHTPAaluu
BOJOPOAHBIX HOHOB (pH) B CHMHHOMO3TrOBOM KUAKOCTH, CEPOJOTUYECKOE
UCCIICIOBAaHNE JIMKBOPA; /IS TUICBPAIBHON JKUAKOCTU — MHUKPOCKOMUYECKOE
HCCIIEIOBaHNE HAaTMBHOTO M OKPAIICHHOIO Ipernapara IJIeBPaJbHON KUAKOCTH,
UCCIIeIOBaHNE YPOBHS Oelka B IUIEBPAJIbHOU KHUJIKOCTH, MHUKPOOHOJIOTHYECKOE
(KyJIbTypanbHOE) HCCIENOBAHUE IUIEBPAIBHOM JKUIKOCTM Ha a’poOHblE U
(hakynbTaTUBHO-aHA’POOHBIE  MUKPOOPTAHU3MBI, Ha  HECHOPOOOpa3yIoIIHe

aHaap06HH€ MHKPOOPTaHU3MBbI; IJIA JIAaBXKHOM KHUIKOCTH — MHUKPOCKOIMMYCCKOEC
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HCcCe0BaHNE, MUKPOOHOJIOTHUECKOE (KYJIbTYPAIHHOE) UCCIICOBAHUE JIABAKHON
KHUJIKOCTH Ha a’poOHble M (PaKyIbTaTUBHO-aHaYPOOHBIE MHUKPOOPTaHU3MBI,
MHUKpOOHOIOTHYEecKOe (KYIbTypalbHOE) HCCIIEeAOBaHHE OpOHXO0aIbBEOSIPHOM
JTABOKHOW JKUIAKOCTH Ha TPUOBI (APONOKEBBIE W MUICIWIBHBIC), Ha ITUCTHI
naeBmonucT (Pneumocystis carinii), MOJIEKYIIPHO-OMOJIOTHIECKOE HCCIICIOBAHNE
OpOHXO0ATBBEONIIPHON JIAaBaKHOW JKUIKOCTU HA PECIUPATOPHO-CUHTULMAIbHBIN
Bupyc (Respiratory Syncytial virus), Ha ageHoBupyc (Adenovirus), Ha BHpYC
rpurnma (Influenza virus), Ha Bupycsl naparpunna (Human Parainfluenza virus), na
puHoBupychl (Human Rhinovirus), na OokaBupyc (Human Bocavirus), Ha
Mycoplasma pneumoniae, Ha Chlamydophila pneumoniae, na Haemophilus
influenzae, na merantneBMoBupyc (Human Metapneumovirus); It aCUTHYECKON
KHUJIKOCTH — MUKPOCKOIIUYECKOE UCCIIEJOBAHNE TIEPUTOHEATIBHOM (ACLIUTUYECKOH )
KHUKOCTH, MHUKPOOHOJIOTHYECKOE (KynbTypabHOE) HCcCcIe0BaHNE
NEPUTOHEANBHOM  KHMIKOCTH)  Ha  aHa’poOHBIE  HecrmopooOpasyromiue
MHUKPOOPTaHU3MBI, Ha rpUObI (IpoxcKeBbIe U MHUIIETHAIIEHBIE),
0aKTEepHOIOrHYECKOE MCCIICIOBAHNE TIEPUTOHEATFHON YKUKOCTH Ha a3pOOHBIC H
(baKyTbTaTHBHO-aHA’POOHBIE  YCIOBHO-TIATOICHHBIE  MHUKPOOPTAaHWU3MBI  JUIS
mudepeHIManbHON AUATHOCTUKY MH()EKIMOHHOTO M MHOTO THIIA MOPa)KeHUS,
YTOUYHEHUS XapakTepa MH(EKUMU U BBHIPAOOTKU aJCKBATHON TAKTHUKU JICUYCHUS
[16,41,119,149-152].

YpoBenb yOenurTebHOCTH pexoMenmaanuii — C (ypoBeHb [JT0CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 5).

Kommenrapun: [lpu nooospenuu Ha pazeumue uiu npu passumuy UH@OEKYUOHHbIX
OCNOJCHEHUU NpU  UCCTIE008AHUU CNUHHOMO32080U JICUOKOCMU  (TUKBOPA) BbINOIHAIOMCA:
MUKPOCKORUYECKOE UCCLe008AHUE CRUHHOMO32080U JHCUOKOCMU, NOOCUem KIemoOK 6 CUemHOuU
Kamepe (onpedenenue yYumosa);, onpeoeieHue KpoGu 6 CHUHHOMO32080U  IHCUOKOCU,
uccne008anue ypoeHs 210K03bl 8 CNUHHOMO320801 HCUOKOCU, UCCIe008aHue YPOBH: OelKa 6
CNUHHOMO32080Ul  JHCUOKOCMU, ONnpedeleHue KOHYeHmpayuu 6000poOHblX uoroe (pH) 6
CNUHHOMO32080U JHCUOKOCMU,; UCCTIE008AHUE YPOGHS XIOPUOOE 8 CHUHHOMO32080U IHCUOKOCU,
ceponozuyeckoe ucciedoganue auxkgeopa. Ilpu uccredosanuu  nae8PANbLHOU  HCUOKOCMU
BLINONHAIOMCA. MUKPOCKONUYECKOe UCCIe008aHUe HAMUBHO20 U OKPAUEHHO20 npenapama
NNeBpanvbHoOl  AHCUOKOCMU,  Uccedosanue YpoGHs Oenka 6 NIeGPANbHOU  HCUOKOCU,
MUKpoobuonocuueckoe  (KyibmypaibHoe) UCCiedos8anue niespaivHou  ocuokocmu. Ilpu

UCCNIE008AHUU  TIABANCHOU  HCUOKOCMU  BbINOAHAIOMCA. MUKpOCKOnu4eckoe uccnedosamue
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JABANCHOU  HCUOKOCMU, MUKpOOUoiocuieckoe (KyibmypaivHoe) UCCie008anue JasadcHol
HCUOKOCMU;  MONIEKVIAPHO-OUON02UYECKOe UCCIe008aHUe OPOHXOANbEEONAPHOU  IABANCHOU
HCUOKOCMU HA paziuyHble Oakmepuu, 2pubvl, eupycel. I[lpu uccredoeanuu acyumuyeckou
HCUOKOCMU BLINOIHAIOMCAL: MUKPOCKONUYECKOE UCCIe008AHUE NEPUMOHEATbHOU (ACYUMUYecKoll)

ACUOKOCIU; MUKDPOOUOTIO2UYECKOE (KYTbMYPATbHOE) UCCIe008AHUE NEPUMOHEANbHOU HCUOKOCTIU.
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3. JleyeHne, BKJIIOYASA MEIUKAMEHTO3HYI0 M HEMEIMKAMEHTO3HYI0 TePaNliu,
AUETOTepPanuIo, 00e3001uBaHNe, MeIMINHCKHAE OKA3AHUA U

IMPOTHBOIIOKA3aHUA K IPUMECHCHUIO METO/I0B JICHCHHUSA

3.1 KoncepBaTuBHOe€ JieUeHHe

3.1.1 Jleuenue ocHoBHOTO0 3a00aeBanus (OJIJI/JIBJI, OJIHJI)

Ienu neuenusn [1-6]:

o DOpaduxayus netikeMuyecko2o KI0Ha/onyxonesou Maccol,

e Boccmanognenue HOpMAaIbLHO20 KPOGEMEOPEHUSL,

o Jlocmuoicenue Onumenvroll 6eccoOblMUliHOU BbIHCUBACMOCTIL.

Jlewenue  OJUI/JIBJI,  OJIHJI  ocywecmensemcs npu — nomowu  KoMOuHayui
YUMOCmMamuyeckux npenapamos, 6600UMbIX p/o, 6/8, 6/M U UHMPAMEKANbHO NPU CMPOSOM
coOno0eHuu  003vl,  OIUMENbHOCMU U  BDEMEHU  BBEOCHUsl  CO2NACHO  BbIOPAHHOMY
mepanesmuueckomy npomoxonay [1-6,12,19,24,27-30,43,44]. Kpome mozo, 013 psada nayuenmos
¢ OJUL, OJIHJI 8 npedycmompeHHbiX NPOMOKOIOM CAYHASAX NPOBOOUMCSL 0OTyYeHUe YeHMPATbHOU
HepsHou cucmemsl [154,155]. Tepanus oonxcnua 6vims Hayama Kax MOA*CHO paHvuie, 0OHAKO Ol
Hauana mepanuu HeoOXo0UMo Oblmb NOJIHOCBIO YEEPEHHbIM 8 OUACHO3€e U YCMAHO8UMb 00beM
nopasicenuss [1-4]). [Qna nposedenus s>3¢ghghekmusrnoco Jneuerus HeobxXxoouma aoexsamuas
conposooumenvhas u 3amecmumenvras mepanus [41,156].

o Jleuenne manuentoB Mmonoxe 18 mer ¢ OJUI/JIBJI, OJIHJI ctporo pexkoMeHayeTcs
MPOBOANTH C MOMOIIBI0 KOMOMHUPOBAHHOW ITUTOCTATHYECKOW Teparuu MO OJHOMY W3
TEpaneBTHYECKUX MPOTOKOJIOB C YCTAHOBJICHHBIMH M XOPOIIO U3BECTHBHIMH KOHEUHBIMH
pesynbratamu [1-6,12,19,20,24,27-30,43,44,46,136,156].

YpoBenb yoOenurTejbHOCTH pexoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 5).

KomMmeHTapum: neuenue 00ax4CHO 0Cywecmenimscs moabKo 8 COOMEEMCmeuu ¢ 0OHUM
u3 cneyuanbHo paspabomannvix mepanesmuyeckux NPOMOKO08, noopobHO
pezanameHmupyioujemy 003bl U KOMOUHAUUU XUMUONPENapamos, CpPoKU 66edenus, Oemanu
006cne006anUs U MAKMUKY NPOBEOeHUs YUMOCMAMUYEcKol U cOnposooumenvHou mepanuu [1—
6,29,44,136,156]. o3bl, cpoku u OnumenbHOCHb 88e0eHUsL XUMUONPENApamos8 O0INCHbl Oblmb 8
CMpPO20M COOMBEMCMBUU C BbIOPAHHBIM MEPANEBMUYECKUM NPOMOKONIOM. 3amMeHa npenapamoa,
NPONYCKU 86€0eHUsl, U3MeHeHUe 003bl, OIUMENbHOCMU WU 04epeOHOCU 86e0eHUsl NPEenapamos
He 00Ny CKAOmcsl.

B Poccuu neyenue OJLJI npogooumcs no npomoxonam epynnst Mocxkea-bBepaun (ALL-MB-

2015) unu epynnot BFM (ALL IC — BFM 2002), umerowum cpasuumyio 3¢gexmugHocms
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[43,136,137,157-159], neuenue JIBJI no mnpomoxony LBL-2018 (cxemvr mepanuu cm.
IHpunooscenue A3.1). Cmanoapmos mepanuu oia nayuernmog ¢ OJIHJI 6 nacmosiwuii MomeHm He
cywecmgyem. OnyoauKkosanHvle Ha ce200HAUWHUL OeHb OAHHbLE MENCOYHAPOOHBIX UCCAe008AHUL
U umerowuecs 3apyoexcuvie KIUHU4YecKue peKoMeHoayuu ceuoemenbCcmseyem o HeooxooumMocmu
UCNONIL30BAHUS NPU MAKOM 8apuanme jleuKeMuu 8 Kayecmae nepeoll IuHUY mepanuu nPpomoKoJio8
071 lewenust ocmpo2o aumgpodracmuozo aetikosza [12,15,19,20,24].

Ho nauana mepanuu nayuenmur ¢ OJIJI pazoensaromes na epynnvl pucka — noozpynnol
nayuenmos ¢ 0Oonee HUSKUM U 0o/ee 8bICOKUM DPUCKOM PA3BUMuUs peyuousos 3aO01e8anusl,
Komopoe npo8oOUmMcss HA OCHOBAHUU HNPOSHOCMUYECKUX (HAKmopos, OnpeoeneHHblXx npu
ouaenocmuxe [1-6,44-46,136]. Paznuunvie mepanesmuyeckue npomoxo/ivbl UMeOm HeCKONAbKO
omauyarowuecs opyz om opyaa Kpumepuu, onpeoensiowjue epynnsl puckd, Co21acHO KOMOpbiM
nayuenmol NOJYYAIOM PA3IUYHbIE 8APUAHMbBL Ie4UeHUs, 0OHAKO, 8 OCHOBHOM, DOJIbHBIX PA30eAI0m
HA Mpu 2pynnsl pUcKa. CManOapmHbslil, NPOMeNCYymouHwlll u ebicokutl (cm. Ipunooicenue A3.1).

Cospemennoe neuenue OJIJI/JIBJI cocmoum u3z HeCKONbKUX OCHOBHBIX (ha3: UHOYKYUS
pemuccuu ¢ nomowvio 4 u bonee azenmos, 8600UMbIX 8 meueHue 4—06 Heoenb, MYIbMUALEHMHASA
KOHCOMUOAyuUsi («3aKpenyieHue») pemuccuu u noooepucusaowas mepanus, Kak nNpauio,
anmumemaobonumamu 6 mewenue 2 nem [1,4,6,157,158,160]. Ocrosnule sn1emenmol u 603MONHCHbIE

Ucnobzyemble xumuonpenapanivl npe()cmaeﬂenbl 6 ma6ﬂuue 4:

Tabauya 4. @azvr mepanuu OJIJI u ucnonvzyemvie xumuonpenapamai.

®a3a Tepanum Hab6op xumuonpenaparon

[Mpenuuzonon** (PRED) unu nexcamerazon™* (DEXA),

BuHkpuctuH** (VCR), naynopyourua** (DNR),

NunykimonHas
acnaparunaza** (ASP)/maracmapraza** (PEG-ASP),
Tepanus
nukinodochamua** (CPM), murapabun™** (ARA-C),
Mepkanronypun** (6-MP).
Koncomuaupyromas
6-MP, metotpekcar** (MTX), ASP/PEG-ASP
Tepanus

PennnykuuonHnas DEXA, ASP, nokcopyouuun** (DOX), VCR, ARA-C,

Tepanus CPM,
[TonnepxxuBaromnias

6-MP, MTX.
Tepanus

50



Hmeromces ybeoumenvhble 00KazamenbCcmea yeeaudenus 3ggexmusHocmu mepanuu npu
UCNONL30BAHUU KAK MUHUMYM 4-KOMNOHEHMHOU UHOYKYUOHHOU mepanuu (210KOKOPMUKOUO,
BUHKpUCMUH **, aumpayuxkiunvl u acnapazunasa™*/nseacnapeasa**) [1,43,44,46,136,161,162].

Hnoyxkyus pemuccuu y nayueumos ¢ OJIJI/JIBJI, OJIHJI Oondcna nposooumecs 6
cmayuonapHvix ycnosusx. Ilpu nevenuu nayuenma c¢ OJII/JIBJI, OJIHII neobxooumo oOvimo
20MOBLIMU K PA3GUMUIO MANCENBIX OCTIONHCHEHUL, mpebdylowux 6e30maaeamenbHou UHMEHCUBHOU
mepanuu.

J]03b1 XuMUOMeEpanesmu4ecKux npenapamos paccyumoléaromcs Ha M°> NO6epXHOCIU meid
(MaxcumanvHas niowadb — 2 M°). Y nayuenmoe nepsozo 200a HCuzHu U NAYUEHMOS C MACCOTl
mena mernee 10 ke Heobxooum nepecuem 003. Y nayuenmog c ooicuperuem III-1V cmenenu
NI0WA0b NOBEPXHOCIU MeLd U COOMBEMCMBEHHO 003bl XUMUONPENApamos paccyumsul8aiomes Ha
0012HCeHCMBYIOUULL 8eC.

Oyenka s¢ppexmusnocmu mepanuu OJIJI npoeooumcs na 8, 15 denv u no okonuanuu
unoykyuu. Ha 8 oenv oyenusaemcs konuuecmeo O1acmublx KIemoK 6 nepughepuyeckoli Kposu
nocie yumopedykmusHou npoghazvl. Ha 15 denv — xoauuecmso O1acmublx K1emoK 6 KOCHMHOM
mo3sze. Ilo okoHuanuu uHOYKYyUoHHOU mepanuu oyenusaemcs oocmudicenue pemuccuu: npu OJ1JI,
OJIHJI — Kxonuyecmgo OIACMHLIX KIEMOK 6 KOCMHOM MO32e, Haludue/coxpaneHue
IKCMPaAMeOyLIAPHLIX 04azo8, npu JIBJI — oyenka obvema coxkpawenus onyxoau Ha 33 OeHb
neyenus no dauHvim KT/MPT. Jluxeop oyeHusaemcs Kaxcowviili paz npu npogedeHult 1iomMoanbHou
nyuxkyuu. layuenmor ¢ OJII, ne Oocmuewiue pemuccuu nocie UHOYKYUOHHOU mepanuu,
nepesoosimcst 8 epynny evicokoeo pucka [1-6,29,45,83,163]. Ilayuenmwvr ¢ JIBJI nepexooam &
2PYNNY 8blCOKO20 PUCKA MOJIbKO NPU COKpawjenuu onyxoau menee yem na 30% [27,28,30].

Iayuenmsi, oocmucwiue pemuccuu nocie UHOYKYUOHHOU mepanuu, oaiee Noayuarom
KOHCONUOUPYIOWYIO MePanuio 8 3a8UCUMOCMU OM 8bIOPAHHO20 MEPAnesmu4ecKo20 NpomoKod.
Tepanus xoucoruoayuu npu OmMCYMCmMEUU OCIOHCHEHUL MOHCem HPOBOOUMbC 8 YCIOBUSX
cmayuonapa 00Ho20 OHA. Konconuoupyiowas mepanus, Kax npasuio, COCMoum u3 HecKoabKUx
¢az (npomoxonvt MB: ¢azer S1, S2, S3; npomokonet BFM u LBL — ¢haza Il npomoxona I,
npomoxon M, II npomoxkon). Ileped nauanom kazxircooeo smana 00:43amMenrbHO UCCAE008AHUE
obujeco ananusa Kposu, Ouoxumuieckoeo auanusa kposu. llowaov nosepxHocmu mena 0ns
pacuema 003 1eKapCMBEEHHbIX NPenapamos nepecyumsléaemcs 3aH060 nepeod HauaioM Karcool
@azvl  Koucoauoupyrower mepanuu. Ycioeus HaA4ana OMOENbHLIX IMAN08 KOHCOIUOAYUU
NPONUCBIBAIOMCSL 8 KAXHCOOM Mepanesmuieckom npomoxoe, U MO2ym HeCKOIbKO OMIUYAmbCsl.
Obs3amenvubiM AGNAEMCA COXPAHEHUE KIUHUKO-2eMAMON0SUYECKOU PeMUCCUU, Omcymcmeue

NPU3SHAKO8 UHeKyuu u omcymcmeue yumoneHuu 6 nepugpepuueckoti Kposu [l—
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4,6,41,157,158,160]. Eciu mepanesmuueckuti npomoxos Npedycmampusdaem Uucnoib308anHue
8bICOKUX 003 Memompexcama™* (npomoxonvt BFM), onu 0ondicHbl nposooumscs 6 yciogusx
KPY2l0CYmMOUHO20 CMAYUoOHapa U MOHUMOPUHeA KOHYeHmpayuu memompekcama™*. B
npomoxoaax epynnel MB kntouegvim mepanesmuueckum 31eMeHmMOM AGNIAEmcs OAUmMenbHblll
pedxcum npumeneHus acnapazunassl. Ilpu smom acnapazunasa moscem Oblmsb UCNONB308AHA, KAK
6 HamugHou ¢opme, mak u 6 neaunuposaunou (I121-acnapacunasza). Ilpeumywecmeom
nocieoHell AGIAEMCs  HAOENCHOCMb  NO00epIHCanus OIUMENbHOU  Oenjieyul AaAcnapalumd,
HeobXx00uMotl OJisl IPAOUKAYUU TeUKeMULeCKo20 KIOHA, KaKk 8 Kocmuom mozee, mak u ¢ I[HC.
Oonako 013 npedomspawjeruss MoKCU4eckux 3¢ phexmos Heooxo00uM NOCMOAHHBIU MOHUMOPUHS
AKMuU8HOCMU ACNapacuHasvl 8 CbleOPOMKe KPOGU.

e Bcewm nanmenram mnaame 18 ner ¢ OJUI/JIBJI, OJIHJI ucnions3oBanue MeToTpekcaTa™™ B
BBICOKMX JI03aX COTJIACHO TMPOTOKOJIAM JICYCHHS PEKOMEHAYeTcsl TOJIbKO B
reMaTOJIOTHYECKUX [IEHTPAX, TJIE €CTh BO3MOKHOCTh OCYIIIECTBIISATH UCCIICOBAHUE YPOBHS
mpernapata B KPOBM, JJsi TNPEAOTBPAIICHUS TSDKEIBIX HEXeNaTelbHbIX —SBICHU,
00yCIIOBIICHHBIX HEaJICKBaTHOM AIMMHUHAIMER MeToTpekcata [41,50,102—106].

YpoBenb yoOeautreqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH

A0Ka3aTeJIbCTB — 4).

KommenTapuu: ucnonvzosanue 8vicoxux 003 memompexcama™* nepeoxo conpsiceHo ¢
passumuem MOKCUYECKUX OCNONCHEHUU, K KOMOPbIM OMHOCAMCA NO8pedxcoeHue noyex,
nopasiceHue CAuUCmvlx 000104eK, Helupo- U 2eMamonocudecKds MOKCUYHOCMb, NOGblUleHUe
VPOBHA MPAHCAMUHA3, 2ACMPOUHMECMUHAIbHble HapyuleHus. OCHOBHbIM (AKMOpPOM pucka
Passumusi MoKCU4HoCmuy memompexcama** sgnsemcs yonuneHue memnog e20 INUMUHAYUU, YMO
Hapsi0y ¢ BbICOKOU UHMPA- U IKCMPA-UHOUBUOYATbHOU UBMEHYUBOCMbIO (apMAKOKUHEMUKU,
npUOOUmM K HeoOX00UMOCMU 00513aMeNlbH020 UCHONb308AHUS MOHUMOPUHEA KOHYEHMpPayuu
MemompeKcama 6 Cbl@OpOmKe Kpo8U NpU NPOBeOeHUuU mepanuu  6blCOKUMU  003aMU
memompekcama**. Ilpu omcymemeuu 6 KIuHUKe 803MOACHOCMU OCYWECMEIAMb UCCTIe008aHUE
VPO8Hs npenapama 8 Kposu, 4enecoodpasHo bloupams NPomoKoivl 6€3 8bICOKOOO3HbIX KYPCO8.

o [IIpu neyenmu mnanueHToB Mosioke 18 mer ¢ OJUI/JIBJL, OJIHJI pexomenmyercs
HEYKOCHHUTEJBLHO COOII0OIaTh BpEMEHHOM perjaMeHT mpoTokoios [16,29,30,43,44,50].
YpoBenb yoOeautreqbHOCTH pekoMeHgauuii — C (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJIbLCTB — 5).

e Bcewm narmuentam mosoxe 18 et ¢ OJIJI pekoMeHayeTcst 00s3aTEIPHOE HCTIOIB30BAHIE

KOMIIOHEHTOB, HAaMpaBleHHBbIX Ha NPOPWIAKTUKY WM JIeYeHHe HelpoielkeMun

(MHTpaTeKalbHOE BBEICHHUE XUMHUOIPENapaToB (BBEICHNE JIEKAPCTBEHHBIX MPENapaToB B
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CIIMHHOMO3TOBOI KaHall) U Yy OTICIBHBIX TPYII MMAalUEHTOB KpaHHAIbHOE OOJTydeHHe
(IMCTAaHIIMOHHAS JIydeBasl TEparus MpU MOPAKEHUU IEHTPAIBHON HEPBHOW CHUCTEMBI U
royioBHoro mosra)) [1-6,43-45,54,154,155,164-166].

YpoBeHb YyO0eOMTEJIBLHOCTH PpeKoMeHaanmuilik — A (YypOBeHb /J0CTOBEPHOCTH

JI0Ka3aTeJbCTB — 1).

Kommenrapuu: ooazamenvuoiv  komnonenmom 6  newenuu  OJIJI  aensemcsa
npoghunaxmuxa u aeverue netiponetikemuy. OCHOBHbBIMU MemMoOamu NPOPUIAKIMUKYU U JledeHUs
HeliponeuKemMuy AIAI0MC UHMPAMEKalIbHoe 86e0eHUe XUMUONPEeNapamos (8 3a8UucUMocmu om
UCNONIL3YeMO20 NPOMOKOIA MOILKO MemompeKcam™* unu mpounas unmpameKaibHas mepanus
(memompexcam**,  yumapabun**,  cmokoxkopmuxouovl  (epynna  HO02AB  no  ATX-
Kaaccugurayuu)) u KpaHuarbHoe obnyduenue 8 panHue CpoKu om Hauaia aeveHus. B xauecmee
2NIIOKOKOPMUKOUOA 00bIYHO UCNONIb3Yemcs #npednuzonon™* (y oemeii 6 6ospacme maaouie 1 200a
— 4 me, 1-2 200a — 6 me, 2-3 200a — 8 me, cmapwe 3 nem — 10 me) [157-159,167]. Kpanuanvroe
00yueHUe uMeem HenocpeOCmeeHHvle U OmOodaleHHble NoOouHble 3Pgexmvi, nodmMomy 6
COBPEMEHHBIX NPOMOKONAX OHO UCHONL3YEMmCcs MONbKO O/ HeDONbUOU YemKO 6blOeleHHOU
NnOOSPYNnvl NAYUEHMO8 NPOMENCYMOUH020/8bicoK020 pucka [1-6,43-45,54,154,155,164-166]
(cm. «3.3. Unoe neuenuey).

e V manuentoB wmagme 18 mer ¢ Ph-mosutuBHeiM OJUJI (OJUJI ¢ wHanmuumem
Ounanensduiickoit xpomocombr — t(9;22)(q34;q11.2)/BCR::ABL1), OJIHJI ¢ nanuauem
BCR::ABLI — pexomenayercsi ucnons3oBanue TKU (rpynma LOIEA no ATX-
KJacCU(UKAINN) B IONOJTHEHUE K CTaHIapTHOH Tepanuu [43,85,86,168—170].

YpoBeHb YyOeaUTEJbHOCTH pekoMeHAauuid — B (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJIbLCTB — 3).

KommeHnTapum: ocobdyio mepanesmuueckyro epynny cocmaeiiiom nayuenmol ¢ Ph-
nozumueuvim OJLI (¢ nanuuuem t(9;22) unu BCR/ABLI1), mpaouyuonno omauuarowuecs nioxum
NPOCHO30M, C8A3AHHbIM C NJIOXUM OMBEMOM HA UHOYKYUOHHYIO MePanuio U 8bICOKOU Yacmomou
peyuousos. Jlo HedaHeco 8peMeHU CMAaHOapmom mepanuu OJsi MaKux nayueHmos Ovlid
UHMEHCUBHASA 8bICOKOO03HAs Xumuomepanus ¢ nociedyrowum npogsedenuem TI'CK npu ycrosuu
00CMUNICEHUS peMUCCUU. YUUmbleas umerowuecs Ha ce200HAWHUN 0eHb OaHHble NPOBEOEHHbIX
MeNCOYHAPOOHBIX UCCAe008AHUL, 2080psAlyUe O BbICOKOU dPHeKmusHOCmMU UCNOIb308AHUS Y
maxux nayuenmos TKU na ¢one xumuomepanuu crudicennot unmencuenocmu [43,85,86,168—
172], um Oonornumenvrho k cmaumoapmuou X1, nauuumas ¢ smana UHOYKYUOHHOU mepanuu,
nazuavaiomes TKHU (epynna LO1EA no ATX-knaccugpuxayuu). B 6onrvwuncmee ciyyaeé mepanus

Hauunaemcss ¢ TKHU [1-e0 nokonenmus (umamunu6**). [43,47,49,86,169—171]. TICK ne
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NPOBOOUMCA 6CeM NAYUEHMAM 6 NepE8ol PeMUCCUU, d OCMAemcs MmepanesmudecKol onyuel y
pedpakmepHbIX nAyUeHmos u npu pazeumuu peyuousa 3abonesanus [29,86,170,172,173].

B cnyuae pegppaxmeprnocmu k UTK 1-20 noxonenus (umamunud **) ozmodncen nepexoo Ha
mepanuio TKHU 2-20 ($oazamunu6** ¢ 0oze 80 me/m?/cym) [171,173-177].

Kpome moeo, nnoxas nepenocumocms umamunuba™*, oasxce necmomps Ha oocmudicenue
pemuccuu, u Haauuue mymayuii 6 cene ABL I, makaice saensiemcs ocHOBaHUueM 0/ 3aMeHbl €20 Ha
TKHU 2-20 nokonenus (#oazamunu6**) [29,85,86,170].

#/azamunub™* ¢ nepeoul nuHUU Mepanuy UCNOIL3YEMCA 8 CLyYde HATUYUS UHUYUATbHO20
nopasicenust [{HC, m. k. on saeisemcs eouncmeennvim TKHU, xopowo nponuxarowum ¢ L[HC
[49,170,174,176-178].

B cnyuae pegppaxmeprnocmu/nenepenocumocmu TKHU 2-20 nokonenus (0azamunud**),
603Modcen nepexod Ha mepanuto TKH 3-co nokonenmus (#nomnamuwnu6). /{oza nonamunuba
cocmaensiem 20-25 me/M’ 6 3agucumocmu om neperocumMocmu u Kiunuueckoli cumyayuu [179—
181].

Ha cecoonswnuii 0env ne cywecmeyem CmMaHOAPMHBIX PEKOMEHOAYUL OMHOCUMETbHO
onumenvHocmu mepanuu TKH. Oouaxo, yuumwisas umerowjuecsi OaHHwle, ONUMENbHOCMb
mepanuu TKHU y nayuenmos ¢ Ph-nozumusnvim OJIJI dondcna cocmaenams e menee 3 iem nocie
oxoHuanusi xumuomepanuu [29,86].

e V¥ manuentoB miuazme 18 ner ¢ BCR-ABLI-nogo6usiv OJIJI B ciiyyae Hanuuust MyTanui

B reHax ABLI, ABL2, PDGFRB, CSFIR, pekomenayercst ucnonb3oBanue TKU (rpymnma

LOIEA mo ATX-xknaccudukanuu) B JONOJHEHHWE K CTaHJAPTHOW  Tepamuu

[47,49,173,182—-189].

YpoBenb yOenurTejbHOCTH pekoMenaanuii. — C (ypoBeHb [JT0CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 5).

KommenTapuu: ocobyro mepaneemuueckyio epynny cocmaénsiom nayuenmvl ¢ BCR-
ABLI-nono6ubm OJI/I — eapuanmom netikemuu ¢ npoguiem dKcnpeccuu 2eHos, cXxoonvim ¢ Ph-
nosumusuvim OJIJI, oonako, 6e3 obnapyscenuss xumeproco eena BCR-ABLI. Oma nooepynna
xapakmepuszyemcs — NIOXUM  NPOCHO30M,  BbICOKUM  DUCKOM — pDA3GUMUA  pPeyuousos  u
peppaxmeprocmu, pazHoodpazuem KIUHUYEeCKUX NpOsAGIeHUl, MHO2000pazuem apuanmos
Mymayuti, aKkmusupyowux pasiuynsle cucHatvHole nymu [47,49,182—186]. Bce eenemuueckue
usmeHenus, onucanuvie npu smom eapuanme OJLJI, denam Ha HeckonbKO nod2pynn. nepecmpouxu
CRLF2, nepecmpoiiku ecenoé ABL «naccas nepecmpouxu JAK2 u EPOR, mymayuu,
axmusupyiouue cueHaivHvle nymu JAK-STAT unu MAPK, opyeue pedkue HapyuieHusi KuHAa3

[47,49,183,186].
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Hecmomps na cnoocnyro cenemuueckyro Kapmumy, umeroujuecs Ha ce200HAUMHUL 0eHb
OaHHble KIUHUYECKUX UCCIe008aHUll, 2080psam o Hanuuuu é bonvuuncmee ciyiaed BCR-ABLI-
nono6Horo OJIJI, muwenu ona mapeemuoi mepanuu. B Heckonvkux uccieooganusx oOvlia
nokazauma s¢pghexkmusrnocms y maxux nayuenmos TKHU 6 xombunayuu c xumuomepanuetl. Ilpu
scex Oegpexmax ABLI, ABL2, PDGFRB u CSFIR nokazana uyscmeumenvhocmsv Kk TKHU
(Humamunu6** ¢ o0oze 300-340 me/m’/cym unu #Hoazamunub6** ¢ ooze 60-80 me/m’/cym)
[47,49,173,182-189].

Ilepecmpouixu JAK2/EPOR u opyeue, akxmusupyrouwue nymo JAK-STAT, moecym oOvimo
yyecmeumeinbHble K UHSUOUMOpAM AHyC-accoyuuposanHol kunasvl (JAK) (#pyxcorumunuo™*)
[49,182-186].

e Bcewm nanuentam mnaamie 18 net ¢ OJIJI/JIBJI o6s3aTensHO pekoMeHayeTcsl TPOBEICHUE
MOAIEPKUBAIOIIEH Tepanuu antTuMmeradonutamu [ 1-6,29,30,43,44,137,190].

YpoBeHb yOeqUTEJHbHOCTH PpeKOMeHAamuMiik — A (YypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJbCTB — 1).

KoMmMmeHnTapuu: nooodepoicusarowas mepanusi nposooumcs 00 O00CMUICeHUss odwell
onumenvhocmu mepanuu 2 2oda. Iloddeporcusarowjas mepanusi cOCMOUmM U3 eHceOHe8HO20
nepopaIbHO20 Npuema MepKkanmonypuna™* ¢ escenedenvHvlm 66edenuem memompekcama** (e/m
unu p/o 6 3asucumocmu om mepanesmuyeckoeo npomokoaa) [1-4,6,29,43,44,137,190].
Obsi3amenvHbiM  YCl08UeM A0EKBAMHO20 NPOBEOeHUs. NOOOepICUsalowelti mepanuu s6isemcs
CB0eBPeMEHHAs KOPPeKYUs 003UpPOBKU MepKanmonypuna ** u memompexcama™** @ 3asucumocmu
om Koquuecmea JNetuKoyumos. 3aoauel AGIAEMCs MAKds OCMUPOBKA 003, Hpedxcoe 6ce2o
Mepkanmonypuna™**, umobwsl nevxoyumsl cmadbuibHo Oepxcarucy 6 npederax om 2 000 0o
3 000/mKn, He donyckas KAk pazeumusi aniazuu, max u yeeaudeHus aetikoyumos sviue 3 000—
3 500/mxn.

IIpomoxonwi cepuu Mocksa-bepaun npedycmampugarom makaice nposedenue peuHoyKyuil
(Oexcamemazon™** + euuxkpucmun®**), xascovie 6 Hedenvb noododepocusaioweti mepanuu. Ha
nepsvix mpex PpeuHOYKYUAX Npo80OAmMCs UHMPAMEKAlbHble 66e0eHUs 3 XUMUONPEenapamos.
THayuenmam, KomopviM npoBOOUNOCH KPAHUANbHOE O0O0nyYeHue, UHMPAMEKAIbHO B8005MCs
monvko 2 npenapama — memompexcam** ne egooumcs [137,155,157,158].

e Bcem mammentam mmaame 18 ner ¢ OJIJI/JIBJI mpu mpoBeneHWH MOAIEPKUBAIOIICH
Tepanmuu PeKOMeHAyeTcsl COoONIoAaTh YKa3aHHbIE B MPUMEHIEMOW MPOTOKOJE
pEeKOMEHalMK MO IOCTUPOBKE 103 C LENbI0 MUHUMH3ALUU 4YHclIa HHQPEKIHOHHBIX
OCJIO)KHEHUH, CBSI3aHHBIX C Pa3BUTHEM IIUTONEHHUYECKOr0 CHHApOMA (CM. MPHIIOKEHHE

A3.1)[16,29,41,44,50,190].
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YpoBeHb YO0eOMTEJIBLHOCTH PpeKoMeHAanmuilik — A (YypOBeHb /J0CTOBEPHOCTH

A0Ka3aTeJbCeTB — 1).

e [larmentam muamme 18 ner ¢ OJIJI B cnydyae pa3BuTHsS aHAPHUIAKTHUECKUX PEaKLUUi Ha
HATUBHYIO acmaparuHaszy** wnm B ciyyae OTCYTCTBUSI aKTHBHOCTU acliaparvHasbl B
CBIBOPOTKE KpOau MO JaHHBIM MOHHUTOPUHTA pPeKOMeHAYyeTcs B JalbHEUIIeM Tepanus ¢
MpUMEHEHHEeM Imaracnapraser™* [6,43,162,191,192].

YpoBenb yoOeaureqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 5).

KommenTapuu: oonum u3 xiawouesvix npenapamos 6 naewenuu OJIJI  saeisemcs
acnapazunasa™*. OOHUM U3 CEPbE3HbIX HeNHCeNaMmeNbHblX AGNIeHUll mepanuu Acnapasunasou ™™
aenaemcs  annepeudeckas peaxyus II-1V cmenenu, aumumupyrowas ee OalvHeliuiee
ucnonvzosanue. Ilpu nposedenuu mepanuu acnapacunazou™** HeobxoO0uM MOHUMOPUHE eé
akmusHocmu. B cnyuae HegozmodcHOCMU  OdnbHeuule20 NPUMEHEHUs  AcnapasuHaswl**
(anagpunraxmuueckue peaxkyuu, OPOHXOCNA3M) U/ULU OMCYMCMEUS AKMUBHOCIU 8 CbLBOPOMKE
kposu, nayuenmam maaowe 18 nem ¢ OJIJI 0nsa npoodondxcenus mMakcumaibHo d¢gexmusHou
mepanuu noKazaHo npumeHeHue nzeacnapzasvi** 6 0oze 1 000 Eo/m’ 1 paz é dee nedenu noo
KOHMPOZIeM aKMueHOCMU AcnapazuHasbvl 8 Cbl8OPOmKe.

e [larmentam wmmamme 18 mer ¢ OJUI/JIBJIL, OJIHJI rpynmbel BBICOKOTO pHCKa
pPeKOMeHyeTCsl TPOBEICHUE HWHTEHCHUBHOW BBICOKOJO3HOW MOJUXUMHUOTEpanuu [1—
4,6,27-30,44,137,158,160].

YpoBenb yoOeaureqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH

A0Ka3aTeJIbCTB — 4).

KommenTapuu: nayuenmei, onpedenennvie 6 2pynny 6biCOKO20 pUckd, nNo 3asepuieHuu
UHOYKYUOHHOU ~mepanuu, HNOAY4arom UHMEHCUBHYIO BbICOKOOO3HYIO NOIUXUMUOMEPANUIo,
npeocmasisaouyo coooti Kopomkue nociedogamebHole Kypcol unmencuenou IXT — «onokuy.
B 3asucumocmu om Hanuuus NOKA3AHUL, COBMECMUMO20 OOHOPA U OOCMUNCEHU KIUHUKO-
2eMamon0cU4ecKoll pemuccuu, NayueHmam npoeooUmcs MpaHCHAAHMAYUS 2eMONOIMULECKUX
cmeonosuix kiemok (TI'CK) 6 maxcumanvro paunue cpoxu [1-4,6,29,44,137,160,163].

Tepanus nayueHmos 2pynnvl B6bICOKO20 PUCKA NPOBOOUMCA MONLKO 8 YCIOBUIX
Kpyenocymounozo cmayuonapa. Ileped Hauanom kaxcoo2o 610Ka 8blcOKOOO3HOU XUMUOMEPANnUU
0653amenvHO  ucciedosanue 0Owe2o0 anau3a Kpoeu, OUOXUMUYECKO20 aHaau3a Kpos,
uccnedosanue QyHKyuu nodex (KIUpeHc no SHO0SeHHOMY Kpeamuuuny), pecucmpayus IKT.

Hﬂou;adb noeepxHocmu mena ons pacdema 003 JIEKAPCMBEHHBIX npenapanioes nepecdumvleaemcs

56



3aH080 nepeod HauaIoM Kaxcoo2o bnoka. Oyenka cmamyca peMuccuy npo8ooUmcs neped Ha4auiom
Kaxico020 610Ka XumMuomepanuu.

Tepanus 0on)cHa HAYUHAMBCA KAK MONCHO ObiCmpee, YUMo 0COOEHHO 8aNCHO OJisl NEPEbIX
mpex mepanesmudeckux J1eMeHmos. Bpemennvie npomedcymku medxncoy  dleMeHmamu
ONpeoensaomes blX000M U3 aniasuy, OOWUM COCMOSHUeM nayueHma u o00beKmueHo
peaucmpupyemoui OpeaHHo MOKCUYHOCMbIO. MUHUMATbHBIN BPOMENCYIMOK MENHCOY HAUAIOM 08YX
nOCe008amMeNbHbIX Mmepaneemuyeckux snemenmos cocmasasiem 21 Oenv. Pedykyus 003 He
npedycmompena. B cnyuae Heobxooumocmu cpoku 6edeHusi KOHKpEmHO20 npenapama
cosuzaromcs unu oH ommensemcs. Tepaneemuueckutl 21emerm He O0JIHCEeH NPePbl8aAmbCsL.

e [lamentam wmmamme 18 ner ¢ OJUIJIBJIL, OJIHJI rpynmbsl BBICOKOTO PHCKA,
pepakTepHBIM K CTaHIApTHBIM KypcaM BbICOKOJ03HOH XT, pexoMeHayeTcs
UCTIOJB30BAaHUE B COCTaBe OJIOKOB BBICOKOA03HONW XT B KayecTBe Tepamuu 2 JTUHHU
npenaparoB Tpynnsl  aHaioroB nypuHa (LOIBB mno ATX-kmaccudpukammm) —
#baynapabuna** (8 no3e 30 mr/mM*/cyT; 5 BBeZeHMIA Ha Kypc Tepanun )/#knodapadbuna (s
no3e 52 mMr/m?/cyT; 5 BBe/ieHni Ha Kypc Tepanuu )/Henapabuna** [193-216].

YpoBenb yoOeautreqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH

A0Ka3aTeJIbCTB — 4).

KommenTapuu: sma epynna nayuenmos mysicoaemcs 6 OanvHetiuield UHmMeHcupurayuu
mepanuy nymem Npo8eOeHUs QlI02eHHOU MPAHCHIAHMAYUY 2eMONOIMUUECKUX CHBON0BbIX
xknemox (TI'CK). Heobxooumwvim ycnosuem ycnewnou TI'CK sensemcs wuanuuue MOB-
He2amueHOU peMuccuu nepeo mpaHcniaHmayueti, 4mo 3a4acmylo A6NAemcs CIONCHOU 3a0ayell
U3-3a 3HAUUMeNbHOU npedieyeHHoCmu, pedhpakmeprHocmu 3abonesanus Kk «cmanoapmuouy X1 u
02PAHUYEeHHO20 KOIUYeCmB8a HOBbIX AKMUBHBIX XUMUONPENapamos.

Jlannvle nocneOHux MmexcOyHapoOHbIX UCCIe008aHUll 2080pam 00 3pdexmusnocmu
UCNONb308AHUSL Y IMUX NAYUEHMO8 C Yelblo NPe00O0NeHUsl Pe3UCEHMHOCIU U OOCMUNCEeHUs
MOB-necamusnoti  pemuccuu ¢ nocineoyiowum nposeoevuem TICK  #pnyoapabuna**,
#nogpapaouna (0na BII-OJIJI u nexomopwix nooepynn T-OJIJI) u nenapabuna™* (ona T-OJIJI)
[193-216].

#Knogapabun — nypunogulil HyKieo3uoHblll aHaioe 2-20 NOKOAeHUS, CO30AHHDBLIL C uoeell
UCNONB308AHUSL BCEX NPEUMYWECME e20 NPeOueCmeeHHUKos8, Guyoapabuna™* u kiaopubuna™*,
Mexanuszm e2o Oelicmsusi KOMOUHUPOBAHHDIN, OCHOBAH HA UHCUOUPOBAHUU (hepMeHmOo8 cunmesd
HHK, a makoice HeNOCpeOCmEeHHO20 B030elcmeus HA MUMOXOHOPUU C  BblOeNeHUeM

npoanonmomuyueckux 6eixos u yumoxpoma C [193-196,205,215,216].
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Henapabun™* — nponexapcmeo ananoea 0e30xcucyano3una, KOmopoe 0ememuiupyemcs
adenosunoezamunazou 6 ara-G u  gocgopunupyemcs  0e30KCUSYAHOZUHKUHAZOU U
0e30KCUYUMUOUHKUHA30U 8 5 -MOoHOpocham, Komopvill 3amem KoHeepmupyemcsi 6 J5'-
mpugpocgpam, ara-GTP. Axkkymynsayus ara-GTP 6 neukemuyeckux 61acmHulX K1emKax npueooum
K uneuouposanuro cunmesa JJTHK u cmepmu knemxu [197-201,206,214-216].

#Dnyoapabun** — pmopuposannwvlil HYKIeOMUOHBLU AHAI02 NPOMUBOBUPYCHO2O A2eHMA
sudapabuna (apa-A). B opeanuzme dvicmpo degpocghopunupyemces 0o 2-¢pmop-apa-A, komopwiii
BHYMPUKIeMOuHo ¢hocghopunupyemcsi 00 axkmusnozo mpugocgama (2-¢pmop-apa-ATD),
uneubupyroweeo PHK-pedyxmasy, JJHK-noaumepasy, JHK-npaiimaszy u J[HK-1ueazy, umo éedem
Kk HapyweHnuto cunmesa /[HK. Kpome moeo, wacmuuno uneubupyemcs PHK-nonumepasa Il ¢
nocaedyiowuMm cHudcenuem benxkosozo cunmesa [208-212,214,215].

Hayuenmam ¢ OJIJI/JIBJI, OJIHJI epynnvl 8blcoK020 pucka, He OOCMUSUUM DEMUCCUU
nocie npogedeHus «CMaHoapmuouy 6vlcoko0o3Hou XI, pexkomeHOyemcsi UCHONIb308AHUE
#oyoapabuna™**, #xnogapabuna 6 makcumanbrvix 003ax unu Heaapabuuma™* (8 zasucumocmu
om ummynonoeudeckozo eapuanma OJIJI) 6 kombumayuu ¢ OpysumMu XUMUONPENapamamu
cocmage 610x08 8vicoko0osnol XT 6 kauecmse mepanuu 2 aunuu [193-216].

e [lammentram muamme 18 smer ¢ BIT-OJIJI rpynmbl BEICOKOTO PHCKA, C BBICOKUM YPOBHEM
MOb nocne mnposeneHuss Bbicokofo3HOM XT, pexkoMeHAyeTcs HCIIONIb30BaHUE
#Oonmuuatrymomaba**B mosze 5 MKF/MZ/CYT — 7 nmen, 15 MKF/MZ/CYT — 21 npens w/unn
#uHOTy3ymMaba o30raMuIMHA (TpU BBEJIEHMS Ha Kypc Teparmuu — 0,8 Mxr/m%, 0,5 MKI/M?,
0,5 MKF/MZ) ¢ nenbto jgoctuxeHuss MODB-HeraTuBHOW pEMHUCCHUU C MOCIEAYIOIIUM
nposeaenuem TI'CK [217-232].

YpoBenb yOenuTejbHOCTH pexkoMenmaanuii — C (ypoBeHb [JT0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4).

KommenTapuu: neobxooumvim ycnosuem ycnewnou TI'CK sensemcs naruyue MOB-
He2amusHou pemuccuu nepeo ee npogedenuem [111-113,233,234].

s pedpaxkmepHvlx nayueHmos u3 2pynnvl blCOKO20 PUCKA OOCMUdICEHUE MAKOU
pemuccuu 3a4acmyio s61aemcs CIONCHOU 3adadeli U3-3a 3HAYUMENbHOU NpeodleueHHOCMU U
02PAHUYEHHO20 KOIUYeCmBa HOBbIX AKMUBHBIX XUMUONPENapamos.

B nocneonee spems npucmanvrhoe SHUMAHUE OKA3bIBACMCA UMMYHOMEPANESMU4eCcKUM
nooxooam ¢ mepanuu OJI/I. Oonum u3 6apuanmos A6isemcs UCnoIb308anue ou-cneyuduuHblx
anmumen — BiTE AT, xomopvie nanpsamyto moodunusyiom sggexkmopHvle T-xnemku 01
npomusoonyxonesozo oevicmeausi. Oonum uz maxux BiTE AT aenaemcs #onunamymomad ** — ou-

cneyuguunoe anmu-CDI19/CD3  anmumeno. Qoun KoHey >moeo o0noyenoveunozo AT
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ceazvieaemces ¢ CDI19-anmucenom, Komopulil 3KCnpeccupyemcs Ha JeukeMuyeckux Kiemkax, da
opyeoii — ¢ CD3-anmucenom cobcmeennvix T-numgoyumos nayuenma. Takum obpazom,
#Honunamymomao** nomenyupyem Hecmumynuposanuvie T-kiemxu u uHOyyupyem npsimyro
yumomoxcuunocmos npomue CDI19+ B-rumgpoonacmos. Camvim wacmoim eapuarmom OJLI y
Ooemeltl A6715emMcsi ONYXoab u3 B-knemox-npeowecmeennuxos. Apecm ougppepenyuposxu mosxcem
npouzotumu Ha 1obom smane pazsumus B-kiemku, 00HaKo u Ha pannux, u Ha 60J1ee nPoOOBUHYMbIX
cmaousx co3pesanus, oHu, Kak npaeuno, sxcnpeccupyiom CDI19, maxum obpazom, cmaHosCy
MuweHvio 0ns #onunamymomaba** [217-220,227,235].

Hayuenmam c BII-OJIJI epynnwi evicokoco pucka, ¢ evicokum ypoeuem MODB nocne
nposedenusi 8vicoko0o3nol X1, pekomendyemcs ucnonvszosanue #oarunamymomaoba™** ¢ yenvio
docmudicenuss MOB-necamuenoti pemuccuu ¢ nociredyrowum nposedenuem TI'CK [217-
220,224,225,227,228].

#haunamymomao™* naszHauaemcs KpyenoCcymouHoOU HenpepuléHOU UH@y3uel oOemsm,
gecom 00 45 ke 6 0oze 5 mxe/m’/cym 0o 8 Oua, 3amem 15 mxe/m>/cym 0o 28 Ons. Jlemam c eecom
oonvute 45 ke — 9 mxe/cym u 28 mke/cym, coomeemcmeenno [217-220,224,225,227,228].

Kpome moco, moocem OonorHumenvho HasHauyamvcs npenapama Hunomysymad
0302aMUYUH, KOMOPbITL 6600UMCS. BHYMPUEEHHO 3a 00un Yac: 0,8 Me/M’ 6 nepsuiii denb mepanii
u 0,5me/m’® na 8 u 15-ti onu. Ileped esedenuem npenapama npoGOOUMCA RpPeMeOUKayus
kopmuxocmepouoamu (epynna H02A no ATX-knaccuguxayuu), scapononudxcarowumu (2pynna
NO2B no ATX-knaccugurayuu) u anmueucmamunuvimu npenapamamu (epynna R064 no ATX-
Kraccugpuxayuu) ¢ yeavio CHUNCeHUs: pucka uH@yuonnvix peaxyuti [221-224,228-230,232].

e [lammentram mmaame 18 ner ¢ BII-OJIJI, He oTHOCSIIMMCS K TPyIIi€ BBICOKOTO PUCKa, B
cinydae Hanuuusd MOB-O3UTUBHOCTH TOCJIE MHAYKIIMOHHON TEepanuu, peKOMeHyeTCsI
WCIIOIb30BaHue #OmmHatymomaba™** ¢ menpro moctmxenuss MObB-HeraTuBHON pemMuCCUU
[225,227,236-243]

YpoBeHb y0eauTeJbHOCTHM pekoMeHaauumid — B (ypoBeHb [10CTOBepHOCTH

JI0Ka3aTeJbCTB — 3).

KommenTapuu: ckopocms omeéema na mepanuto, onpeoensemas no KUuHemuxe peoyKyuu
ONYXOnU 6 KOCMHOM MoO32€e AGNAemcs OOHUM U3 KIO4Ue8blX NPOSHOCMUYECKUX (HDAaKmopog y
nayuenmos ¢ OJII. Ilayuenmol ¢ meonennvim kiupencom MOB umerom cywecmeeHHo Xyouuil
NPOCHO3 NO CPABHEHUI0 C MeMU, KMo OeMOHCmpUupyem ObiCmpbull Omeem Ha NpPOo8OOUMYIO
xumuomepanuro [29,47,107-109,244,245]. Ilpu OJIJI y Oemeu KitouegbiMu BpeMeHHbIMU
mouxkamu oyeuku MODB senaiomca pannue smanet mepanuu [108,245,246], umo nozeonsem

Cyuecni6eHHo MO@Md)ML}MpO@ClWlb NnPpOmMOKOJl J1Ie4eHUA 6 3aeucumocmu om KUHEMUKU dTUMURAYUU
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onyxonegozo KioHa. Oouwako npocmas uUHMeHCUpUKayus XUMuomepanuu y NAYUEHMO8 C
meonennvim Kaupencom MOD, ne nozgonsiem 000uUmMbCs CyuwecmeeHH020 CHUMNCEHUS. YaCTNOmbl
Peyuousos, 8 mo dHce 8pems 3HA4UMO YEeauyuUsds MoKCUYHOCMb Mmepanuu.

Tlosenenue ummyHomepanesmuyeckux npenapamos n0360JUl0 CYUeCmMBeHHO PACUUPUMD
B03MONCHOCMU 8030€UCMBUA HA COXPAHAIOUYIOC NONYIAYUIO OIACMHbIX K1emoK. B omauuue om
Xumuomepanuu, NPeuMyujecmeenHo 8o30elcmsyrouel Ha dblcmpo npoaugepupyiowue Kiemku,
UMMYHOmMepanusi  8030elicmeyem Hd 6ce Onyxojegvle KIemKu, He3a8UCUMO Om  UX
npoaugepamusHol akmusHOCMuU, Ymo KpatiHe 8axicHo 6 ciyuae nepcucmenyuu MOB, 603m00icHo,
NpeoCmasieHHol  «NOKOAWUMUCA» — KIeMKAMU,  Pe3sUCMEeHMHbIMU K MPaouyuoHHOU
yumomoxkcudeckou mepanuu [227,240].

#bnunamymoma6** —  ou-cneyugpuunoe anmu-CDI19/CD3-aumumeno (BiTE AT),
nomenyuupyrowee  coocmeennvle  T-kiemku — nayueHma U - UHOyyupylouee — npamyio
yumomoxkcuunocmsv npomus CD19+-1umghobnracmos. Eco aghghekmusnocms u 6ezonacHocmo 6
docmudicenuu MOB-necamugnoli pemuccuu Ovila NOKA3AHA 8 YENOM pside MeAHCOVHAPOOHBIX
KIuHuyeckux ucciedosanuii [225,227,238-243].

Ilo pe3ynvmamam anpobayuonnoco ucciredoganus, nposedernnozo 6 2020-2022 ee.,
OCHOBAHHO20 HA UCHONIL308AHUY KOMOUHUPOBAHHOU XUMUO-UMMYHOMepanuu, Honunamymomao **
oxazancs Kkpatire 3¢hghexkmusnvim 8 snumunayuu MOB — noumu y écex nayuenmos (99,2%) ovina
oocmuenyma MODb-necamusnocms nocie 00Ho2o Kypca #Honunamymomaba™** nezasucumo om
UCXOOHBIX NAPAMEMPO8 PUCKA U OMEema Ha mepanuio 8 Konye uHoykyuu [236].

Kpome moeco, 6 2020-2023 2. 6 HMUL] JI'OU um. J]. Poeauésea Oviio nposedero
JIOKAIbHOE UCCAed08anue Ol OyeHKu d¢hghekmusHocmu npumenenus Hoaunamymomaoba™* ons
anumunayuu MOF y oemeiti ¢ BII-OJI/l u mednennvim xnupencom MOB npu mepanuu no
npomoxony OJIJI-ME 2015. Ilo pesyrsmamam uccredosanus #Honunamymomado™* noxazan
8bICOKYI0 IPPeKxmueHoCcmsv 8 INUMUHAYUU OCIMAMOYHBIX ONYX01e8blX Klemok: uz 50 nayuenmos
6 ucciredyemoti epynne moavko 2 (4,0%) uenosexa ocmanuce MObB-nozumuenvivu nocie
3asepuienus Kypca #orunamymomadba**. B smotii Hebonvuoli epynne Ha OAHHbIL MOMEHM YOAI0Ch
usbesxrcamo peyuous06 npu NPUMeHeHUU UMMYHOMepanuu, 6 mo epems KaK npu npooodHceHuu
xumuomepanuu K 2 200am HaOIOOEHUS PeYuOUBUPOBAT KAMCObIL Yemeepmulil nayuenm, a Kk 3
2o00am — 6onee 40% oemeri [237].

Ilpunumas 6o eHuMaHue NoAGUEUIUECS 8 NOCIeOHee 8peMs OaHHvle 00 ucmowenuu T-
KIemoK 60 8peMs nposedeHusi Kypca #Hoamunamymomada™*, umo moodxcem 61uUsimMb HA €20
aghgpexmuenocms [247], 603M02CHO npoGedeHUe «PACUENIeHHO20» KYPCad ¢ Nnepepuléom OJis

soccmanognenus T-knemounou nonyaayuu, COXpaHss 0oy KyMyasmusHyo 003y npenapama.
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Yuumuvieas umerowuecs Oannvie MeHCOYHAPOOHBIX U POCCULICKUX UCCTe008aAHUL,
nayuenmam ¢ BII-OJIJI, ne oOocmuewum MOB-necamusHoll pemuccuu no OKOHYAHUU
UHOYKYUOHHOL mepanuu,  peKoMeHOyemcs npogedenue  pacuenIeHHO20 Kypca
#Honunamymomaba™* 6 Oononnenue x cmanoapmuou XT. #Baunamymomad™* uasnauaemcs
KpYy2ll0CymouHoll HenpepulsHoll un@y3uell demsam, ecom 0o 45 ke 6 dose 5 mxe/m>/cym 0o 8 Ous,
samem 15 mxe/m?/cym 0o 14/28 Ons (unmepean mescoy yacmamu Kypea Modicem cocmaenimy om
2-x 00 8-mu Hedenwv 01 6occmarnosnenus nonyaayuu T-numgpoyumos). [Jemam c eecom 6onvuie
45 ke — 9 mxe/cym u 28 mke/cym, coomeemcmeenno [225,227,236-243].

e [lammentam wmpamme 18 ner ¢ BII-OJUJI, B ciydyae HEBO3MOXXHOCTH TPOBEICHUS
CTaHJIApPTHOW XUMHOTepanuu (B CBA3M C Pa3BUTUEM TOKCHYECKUX, HH(EKIMOHHBIX
OCTIOKHEHUH, HEMEPEHOCUMOCTHU KITFOUEBBIX XUMHOIPETapaToB, BKJTIOYast
acraparuHasy**), pexoMeHayeTcsi TpoBeleHHE Kypca #OmumHarymomaba*™* B moze 5
MKr/M%/cyT — 7 nmueit, 15 mxr/m?/cyT — 21 nens [238,240,248-250].

YpoBenb yoOenurTejbHOCTH pexkoMenmaanuii — C (ypoBeHb [JT0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4).

Kommenrtapuu: reuenue OJ1J1 0adxice He3 8b1cOK0003HOU mepanuu RpU8oOUm K pazeumuio
Yeno2o psaoa cepbe3HbIX OCIONHCHEHUU: BUHKPUCIMUHOBAS Helponamus y 6016uuHCmMea OOIbHBIX,
acnapazunasa-accoyuuposanHuvlll.  namkpeamum 6 10-18% cunyyaes, ouyeganonamus u
UHOYYUDYEMbBIUL BbICOKUMU 003AMU MEmOmpeKcama UuHcya1bmonoooounitl cunopom 6 10—15%
cnyyaes, a  makdce  mMpomOOIMOONUA, KapOuoMuonamus, HeghpomokcuyHocmo,
HetpOKOSHUMUBHbIE HAPYUEHUs, ABACKYIAPHBIL 0CMeoneKkpo3 u op. Kpome mozo, xumuomepanus
Hecem CYWeCMEeHHbIl PUCK DA3BUMUS 8UPYCHBIX, OAKMEPUANbHbIX U 2PUOKOBbIX UHpeKyuil
[134,135].

Paseumue eviueykazannvix 0CI0MHCHEHUN NPUBOOUM K HEBO3ZMONCHOCMU OdbHelule2o
npogedeHUs NPOMOKOIbHOU XUMUOMEPANUU (8DEMEHHOU U NOCMOSHHOLL), YMO 8 C8010 0Uepedb,
CYUiecCmeeHH020 NoGvlulaem PUCK pas3sumus pe@pakmepHocmu u/uiu peyuousa 3a00je8aHus
[248,251,252].

#bnunamymoma6** —  ou-cneyugpuunoe awmu-CDI19/CD3-anmumeno (BiTE AT),
nomenyuupyoujee  coocmeennvlie  T-kiemku — nayueHma U UHOyyupyrowee — npamyo
yumomoxkcuunocms npomus CDI19+-mumgpoobracmos. brnazooaps ceoemy mexanuzmy oelicmeus
ucnonvzosanue #Honunamymomaba™* ceazano ¢ Oonee HUKUM PUCKOM PA38UMUSL CEPbE3HBIX
HedcenamenbHblX A6NeHUll No CcpasHeHuro ¢ xumuomepanueu [253-255] u oum ycnewno

npumensaemcst Ol JledeHusl nayuesmoe ¢ 6blCOKUM  PpUCKOM XMMMO-MH()yL}MPOGCZHHOIZ
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mokcuynocmu  [256] wiu Yy nayuenmos ¢ yoce paA3BUGUUUMUCS MOKCUYECKUMU  UTU
unghexyuoHuviMu ocnoxcHenusmu [248-250].

B mo oice spems, sgpgpexmusnocme #Honunamymomaba** 6 omuoweHuu Oelicmeus Ha
JIeUKeMUYEeCKYI0  NONYIAYUIO — MAKJCe NOKA3AHA 6 MHOCOYUCIEHHBIX — MENCOVHAPOOHBIX
uccneoosanusx [225,227,238-240,243].

Anpobayuonnoe ucciedosanue, npogedennoe 6 2020-2022 ze., ocHosanHoe Ha
UCNONL308AHUU  KOMOUHUPOBAHHOU XUMUO-UMMYHOMEPAnuU, MnoKasaio 3@oekmusHocms u
bezonachocmuv ucnoavzoseanus #orunamymomaoa™** y oemeu ¢ OJIJI [236]. Hecmomps na pe3kyio
PEOYKYUIO CUCMEMHOU XUMUOMEPAnuu U COKpaweHuem ooujeti OIumenbHOCmu ie4eHus, 4-1emmsisi
beccobvimuiinas eviocusaemocms cocmasuia 89%. Bce Odemu 3asepwiunu neueHue, Hcusbl,
HUKAKUX CepbEé3HbIX N0OOUHBIX 3¢hhekmos oOHapyceHo He Obiio [236].

Vuumeieas umerowuecs OanHble MeHCOVHAPOOHBIX U POCCULUCKUX —UCCAEO08AHUIL,
nayuenmam ¢ BIT-OJLI, umerowum pemeHHble/NOCMOSIHHbIE NPOMUBONOKA3AHUSL K NPOBEOEHUIO
Xumuomepanuu, peKoMeHOYemcs NnpogedeHue pacuenieHHo2o Kypca #Hoaunamymomadba™**.
#bunamymomao ** nasnauaemcs Kpy2aocymouHou Henpepvl8HOU UHGy3uel 0emsm, ecom 00 45
ke 6 003e 5 mxe/m>/cym 0o 8 Ona, samem 15 mxe/m?/cym 0014/28 Ous (unmepean mexucoy uacmsmu
Kypca Modicem cocmasisimo om 2-x 00 8-mu Hedenvb 011 80CCMAHO8NeHus nonyasyuu 1-
aumepoyumos). [emsam ¢ eecom b6onvute 45 ke — 9 mxe/cym u 28 mxe/cym, coomeemcmeenHo
[238,240,248-250]. Taxasa mepanesmuyeckas cmpameusi NO3601UM He OONYCMUMb NePepblO8
6 cneyuguueckol mepanuu, CEs3AHHbIX C PA36UMUEM OCIONHCHEHUU, U YMEHbUUUMb PUCK PA3GUMUSL

Peyuousos 8 ciyiae HeO3MOICHOCMU Ucnoabzosanus cmarnoapmuou XT [238,240,248-250].

3.1.2 Jleuenue peunansos OJIJI/JIBJI

e Bcewm nammentam mutammie 18 ner ¢ peruauneom OJIJI/JIBJI pekomeHayeTcsi IpoOBeICHHE
XUMHOTEPANUU 2-H JMHUM 10 NPOTHBOPELMANBHOMY IPOTOKOJY, B 3aBUCUMOCTH OT
rpynmnsl pucka [29,50,115,257-263].
YpoBenb yoOenurTejbHOCTH pekoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH
J0Ka3aTeJIbCTB — 5).
Kommenrtapuu: [ pynna pucka onpedensiemcs 6 3a8UcCUMOCmU OM CPOKO8, TOKAIUZAYUU

peyuousa u ummyrogenomuna kiemox (cm. Tabauywor 5-7) [29,258,259,262].

Tabnuya 5. Onpedenenue cmpamecuuecxoti epynnvt om S1 0o S4.

| | OJUI n3 B-nipeiiecTBEHHUKOB ‘ OJUI n3 T-npeaiecTBEHHUKOB
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Jloxanuzanus
HSOHHPVOB Kom6unup | M3omupos Hsomp oBa Kombunup | M3omupos
aHHBIH . . HHBIN " .
sKCTpaMen OBAHHBIN aHHBIN SKCTpaMey OBAHHBIN aHHBIH
Bpems YIUTPHBIT KM KM JUISIPHBIN KM KM
OueHb paHHUI S2 S4 S4 S2 S4 S4
Pannwmii S2 S2 S3 S2 S4 S4
[To3nHu S1 S2 S2 S1 S4 S4

Tabnuya 6. Xapakmepucmuka peyuougos no 8pemeHu 603HUKHOBEHUS.

Bpems ITocne nepBUYHOIO IHocsie okoHyaHus
BO3HMKHOBEHUSA AMATHO3a NMepBUYHOM Tepanuu®
Tlo3guui > 30 mecs1ieB > 6 MecsIIEB

Pannuii > 18 - 30 mecsiteB < 6 MecsI1EeB

OueHp paHHUH < 18 Mmecs1eB < 6 MecsIIEB

*Hpumeuaﬂue: 6 peakux CIYUAAIX, K020a ¢ MOMEHMA OKOHYAHUSL nepeulmod mepanuu

(0OvluHO KOHey nooddeparcusaroujeli mepanuu) npouiio borvue 6 mecsayes, a NePeUUHO OUACHO3

ycmanosnen 8 cpoku menee 18 mecayes (nocie npekpawjeHus jieyeHus uiu nocie aedyerus ous B-

HXJI), peyuous onpeodensiemcs kak no3oHull.

Tabnuya 7. Xapakmepucmuka peyuougos no mecmy 603HUKHOBEHUS.

. < 5% OyacTHBIX ot 5% 10 25% > 25% OmacTHBIX
KOCTHBII M03T
KIIETOK OJIaCTHBI KIIETOK KIIETOK
TpedyeT W30JIMPOBAHHBIN
HET HET pelyIuBa .
HaOIOACHNUS KOCTHOMO3TOBOH
JIKCTpaMenyJ I pHbII
M30JIMPOBAHHBIN . .
na . KOMOWHUPOBAHHBII KOCTHOMO3TOBOM
IKCTpaAMETyJUIIPHBIT

IIpomoxkonwvt mepanuu cm. Ipunoscenue A3.2.

IIpoenos npu peyuouse JIBJI kpaiine nebnazonpusmusiii. Peyuouswt JIBJI pazeusaromcs,

Kak npaeuio, 6 nepevle 2 200a nocie 00CmuxiceHuUs pemuccuu u vawe Ovbl8aom JIOKATbHLIMIUL.

Tepanus peyuousa onpeoensemcs Xapakmepucmukamu peyuousa (10KAIU3ayus U CcpoKu

pa36umuﬂ) u maxkmuxou nevenus I1-co ocmpozco nepuoda. HCI’ZOJZb3y70m npomoKoJjibl Jle4eHus

peyuousos OJIJI, bicok0003HYI0 mepanuio, npenapamvl, He NpuMeHAsuwiuecs 6 I-w ocmpom

nepuoode (kypcot ICE, npenapamuvl nenapabun™*, u op. — cm. npunoodicenue A3.2); npu

docmudicenuu  emopoiul  pemuccuu  nposooumcs awno-TI'CK. Ippexmusnocmv mepanuu

peyuousog T-knemounwvix JIBJI ocmaemcs kpaiine nuszkou, B-JIBJI — neckonvko nyquie.

e Bcem mammentam miaame 18 ner ¢ peuuauBoMm OJIJI pexkomeHayeTcsi TpOBEIECHUE

JIOKaJIbHOTO KOHTpoJIs [29,50,263].
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YpoBenb yOenuTejbHOCTH pexoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH
JA0Ka3aTeJIbCTB — 5).

KOMMeHTapHI/I: I1o0 noxanvhvim KOHmMpOoJjiem noHumaemcs KpAanudjilbHoe 06]lyll€HM€ y

nayuenmos ¢ KM u/unu [[HC-peyuousamu (cm. pazoen 3.3.1). Ilayuenmam ¢ mecmuKkyisapHvimu

peuu()ueaMu 6 HEeKomopbvlx Claydasix no noKas3anuim I’lpO@OdMWICﬂ OPXUIKMOMUA u/unu Jqydeeas

mepanus (cm. pazoenvt 3.2 u 3.3.1).

Bcem nanmentam mummagme 18 ser ¢ panHuM peumaunsoMm BII-OJIJI pexomenayercs
WCIIOJIb30BaHNE JKCIEPUMEHTANBHBIX KoMOWHamuii B pamkax KU, B Tom umcie c
npuMeHeHneM OnuHaTymomaba™* u #uHoTy3ymaba o3oramMuiiHa (TpY BBEACHUS Ha KypC
teparmuu — 0,8 Mxr/m2, 0,5 Mxr/m?, 0,5 MKr/M?) ¢ Lenbio gocTikenus MOB-HeraTuBHO#
pemuccuu ¢ nocnenytomuM rnposeaenuem TI'CK [29,50,222,223,228,230,232,264,265].
YpoBens yoOeautreqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJIbCTB — 4).

[Tarmentam muagme 18 et ¢ panHuM peruauBoM Wi nepcucterHmern MObB npu BII-
OJIJI TI0CJIE OKOHYaHUS KOHCOJIU AU peKoMeHayeTcst HCIOJIL30BaHUE
OmmHatrymomaba** B BHJIEe  MOHOTepamuu wid B couerammn ¢ TKU
[220,225,226,265,266,267].

YpoBenb yoOeautreqbHOCTH pekoMeHganuii — C (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 4).

[Tarmmentam mimaamie 18 et ¢ paHHUM peranBoM uiu nepcucteHuet MOb ipu T-OJIJI
PeKoMeHIyeTcsl MCIOb30BaHue HenapaOuHa** B codyetaHuu ¢ mukiopochamugom™*
wunn  #ronosumom** (B moze 150 Mr/m?, Tpu BBeleHMS Ha Kypc Teparnun)
[202,206,207,214,215,268-271].

YpoBeHnb y0eauTeJbHOCTHM pekoMeHaauumid — B (ypoBeHb [10CTOBepHOCTH
JI0Ka3aTeJIbCTB — 3).

[Tarmentam muaame 18 net ¢ peruauBom uinu nepcuctenimeir MOb npu T-OJIJT (B Tom
YUCJIe€ C KOIKCIpEeCCHer MuenouaHblx MapkepoB win ETP-ummynodenotumnom)
peKoMeHAyeTcs HCI0Ib30BaHUE SKCIIEPUMEHTANIbHBIX KOMOMHanuii B pamkax KU, B Tom
quclie ¢ mpuMeHeHueM #BeHeToknakca*™* (B moze 100-400 mr/cyT B 3aBHCHMOCTH OT
KIMHAYECKOH cuTyamuu), #nemutabuna (B mosze 20 Mr/m%/cyT, 5 BBemeHHil Ha Kypc
Tepanuun) [278-282].

YpoBenb yOenurTejbHOCTH pekoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH

A0KAa3aTeJIbCTB — 4
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3.1.3 ConpoBoaureabHasi Tepanus

Jna adekeamnoco 6bINOIHEHUs MEPaneemuyeckoz0 NpomoKoad HeoOX00UMO Cmpozoe
cobnodeHue NPUHYUNo8 conpo8oOUmMenbHol mepanui, Komopsie NoOOPOOHO ONUCAHBL 8 KANCOOM
mepanesmu4eckoM HNpoOmMoKoie, U 3a8Ucam om npumeHsemou xumuomepanuu. Oouaxo,
cyujecmsyrom «ooujue» pekomeHoayuu, Komopule eKouaiom 6 ceos cieoyrwujee [26]:

e Bcem nmanuentam minamme 18 ner ¢ OJUJI/JIBJI, OJIHJI Ha nepuoy MHTEHCUBHOM Tepanuu
PeKOMeHAyeTCcs YCTaHOBKa nopTa/karerepa UH(Y3MOHHOTO/UHBEKIIMOHHOTO
umIanTupyemoro®*** (cm. [punoxenne A3.5) [41,283,284].

YpoBenb yoOenurTejbHOCTH pexkoMenmaanuii — C (ypoBeHb [JT0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5).

KomMmeHTapum: Hanuuue yenmpanibHo2o 6eHO3HO20 Kamemepd, 0becneyusaoue2o
603MOdCHOCMb MOHUmMopuHea L[BJ], uacmuvix 3a60po6 Kposu U 6blCOKYIO CKOPOCHb 66€0eHUs
oHcuoKocmell ANAemcsi abCONOMHO HeOOXO0OUMbIM HA HAYANLHLIX dMANax mepanuu u y
NayueHmos cpynnvl blCOKO20 DUCKA/NAYUEHMO8 C peyuousamu, NOAYUArOWUX UHMEHCUBHYIO
8bICOKOOO3HYI0 XUMUOMEPANUIO.

e Bcewm nammentam mmanmie 18 net ¢ OJUUI/JIBJL, OJIHJI B nepBbie aHM (HEIEIH) Tepanun
00s3aTeTbHO  PEeKOMEHYeTCsl  TMPOBEJCHHWE  TEPANEeBTHUECKUX  MEPOIPHSITHIA,
HaNpaBJICHHBIX Ha MPOoUIaKTHKY cuHApoMa u3uca onyxoiu (COJI) [2—4,6,41,285,286].
YpoBenb yoOenurTejdbHOCTH pexoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5).

Kommenrtapuu: cunopom ocmpozo ausuca onyxoau (COJI) — >smo Komniexc
Memabonudeckux paccmpoucme 8 pe3yivbmame MACCUBHO20 PACNadd ONyXolesblX KIemoK U
8b1C6000J/COCHUSL 8 NAA3MY U NepugepuuecKue MKAHU SHYMPUKIEMOYHO2O COOEPHCUMO20 U
memaboaumos. B ocnose namoguzuonozcuu u xiunuveckou xapmunvl COJI nexcam napyuienus
Memabonuzma u IKCKpeyuu Kauus, karoyus, pocghamos u mouesoii kucromol. Haubonee yvacmo
COJI pazsusaemcs 6 meuenue nepsvix 4 oueul nocae nHavara I1XT, oonaxo, onucamvl cryuau u
bosee no3oue2o, 00 cedbmo2o OHs, oebroma cunopoma. Cmenensv pucka pazsumus COJI 3asucum
oM UHUYUATILHOU MACCbL ONYXOIU, COCIOSHUSA NAYUEeHMA HA MOMEHmM HAYAala XUMUomepanuu u
UHOUBUOYATILHBIX 0cObenHocmetl memaboausma [41,285,286].

K saoicnetivuum mepam npocunaxkmuxu COJI omnocsames adexgamuas 2uopamayus,
3aujenauusanue mMouu, npeoynpedxtcoenue U KOppeKyus cunepypuxkemuu, a makxice Oopvba c
anekmponumuuimu Hapyuenusmu. Cmandapmuoii nazpyskoil aenaemesa 3000 mu/m’, a y demeil
secom menee 10 ke — 200 mn/ke scuoxocmu 6 cymku. basucuulil pacmeop 0151 unpysuu cocmoum

u3 5% oexcmposzvl ** u 0,9% nampus xnropuda** ¢ coommowenuu 1:1. Hnuyuanvnas ungysus —
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be3 kanus. OOHaxko 6 OanvbHeuuwem O0NNHCHA NPOBOOUMBCS KOPPEeKYUs I1eKmpoaumos 6
COOMEEemMcmeUU ¢ OAHHBLIMU OUOXUMUYECKUX AHANU308. | NasHbIM Meponpusmuem A61Aemcs
UHUYUUPOBAHUE U NOOOepIICcatIe 6bicoK020 Ouypesa — 100—250 mu/m’/uac.

Vuumeieas 0Oonee HU3KYIO PACMBOPUMOCHb MOYe80l KUCIOMbl 8 KUCIOU cpeoe,
Heobx00uMo obecneuums noddepircanue HelumpaibHo2o uiu ciabowenounoeo pH mouu: NaHCOj3
60 mmonwv Ha nump ungysuu (60 mn 7,5% pacmeopa nampus euopoxapbonama**, oo 100—120
mn 4% pacmeopa nampus cuopoxapbonama™**) dobasums k nocmosnnou ungysuu (uiu 100-200
MMonL/MP/cymru napannensholi ungysueti). Pezynuposanue neobxooumozo o0b6véma NaHCOj3
coomeemcmeenno pH mouu.

Bcem nayuemmam 6 nepevie Onu mepanuu (5—8 Omeil) noxazano HazHayeHue
#annonypunona** 6 oose 10 me/ke 6 cymxu 6 2—3 npuema (max — 500 me/cymru) [41,285,286].

Ilpu mHanuuuu  OoOMLWOU  MACCHl  JIEUKEMUYECKUX —KIemOK UW/UIU  BblPAANCEHHOU
opeanomezanuu nepeast 003a 2itoKoKopmuxoudos o npogurakmuxu COJI dondicna cocmasnsimo
/10-"/s om cymounoii dozvL.

e Bcem mnammentam wmmamme 18 ner ¢ OJUI/JIBJL, OJIHJI npu pazsutun COJI
PeKOMeHAyeTcs TMPOBEICHUE TEPANEBTUYSCKUX MEPOIPUATHIA, HANpaBIECHHBIX Ha €ro
koppekuuto (cum. [Ipunoxxenue A3.10) [41,119,287-289].

YpoBenb yOenurTejbHOCTH pekoMenmaanmuii — C (ypoBeHb /JT0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5).

e Bcewm mammentam muaame 18 mer ¢ OJUI/JIBJI, OJIHJI, nmony4aromuM XUMHOTEPAIHIO,
peKoMeHAyeTc YHHUBepcajibHas MpOo(HUIAKTUKA TTHEBMOIMCTHON ITHEBMOHUU #KO-
TPUMOKCA30JI0M [CyIb(pOMETOKCa30I1 + TPUMETONPUM | ** Ha MPOTSKEHUU BCETO MEPHOAA
nedenus [41,290,291].

YpoBenb yOenurTejbHOCTH pexoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4).

Kommenrtapuu: #rxo-mpumoxcaszon [cyroghamemorcazon + mpumemonpum] ** 3 pasa @
Heoello 8 0OUH npuem 6 003e 5 me/ke no mpumemonpumy uau 20 me/ke no cyivbphamemoxcazony
per 0s. (Kpome nepuo0os npogedeHust 8blCOK0003H020 memompexcama**) [41,290,291].

e Bcewm nanmentam mmaame 18 ner ¢ OJUI/JIBJI, OJIHJL, B ciydae mosIBICHUS IUXOPATIKH
WIH IPYTUX TPU3HAKOB HH(EKIMH, pEKOMEHIYeTCcsl HEMEIJICHHOE Ha4allo SMITUPHYECKON
anTHOaKkTepuanpHOl Tepanuu [41,119,148,152].

YpoBenb yoOeaureqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5).
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Kommenrapuu: Hugexyuu sensiomes 6e0ywumu  OCIONCHEHUAMU NpU  JleYeHUU
3abonesanuil cucmemuvl Kposu. Haubonee evicoxas uacmoma onpedensiemcs y NAYUeHMO8 C
ocmpeiMu  JeUKo3amMu U Y PeYunueHmos  ail02eHHO20  MPAHCHAAHMAMA  CMBOJ0GbIX
eemonoamuyeckux xiemoxk (TI'CK), Yacmoma unghexyuonmwvix 0cCnodxicHeHull evliie 8 Nepuoo
UHOYKYUU — peMUccuu, npu  pe3UCmeHmHOM 6aApuaHme ONYXOau, HpU  B8bICOKOOO3HOU
Xumuomepanuu, npu CONYCMEYIOWeU 2Uno2ammaziooyIiuHemMuy, 6 nepuoo GbIHYHCOeHHOU
2UNOOUHAMUU U NOCTOAHHO20 NOCMENLHO20 pedcuMa. MHpeKyuonnbie 0CI0X4CHEeHUS Y NAYUeHMO08
¢ auMpomamu Xapakmepuzyromcs pasHooopasuem Kak no dMmuonouu, maxk u no J10Kaiu3ayuu
uHgekyuoHno2o npoyecca.

Jluxopaokou y nayuewma c HeumponeHueu (netumpoguivt < 500/mrn nubo menee
1,0 x 10°/1 ¢ odrcudaemvivm cHUICEHUEM 6 MeYeHUe HeCKOIbKUX NOCTe0VIouuUX OHell.) cuumaemcs
O00OHOKpammuulll noovem memnepamypol mena >38,3°C uau memnepamypa menra >37,8°C,
COXPAHAOWAAC 8 meyeHue 00H020 u bonee waca [292,293]. I[lpunumas 6o sHuMarnue 8blCOKUL
PUCK pamanvho2o ucxooa y nayueHma ¢ uH@ekyueu, IUXOpPaoKy y mako2co nayueHma c
HelimponeHuel, passusuiylo 6 Xxoode MUeI0CYNPEeCCUBHOU NOAUXUMUOMEPAnUl, cledyem
pacyenusamv Kaxk Haiuyue uHgexyuu, umo mpedyem HeMeOIeHHO020 HAYaNad ISMAUPUYECKOU
AHMUOAKMepuUaIbHOU mepanuu U nposedeHus. 06c1e008anus (KaKk OaKmepuoiocuiecko2o, max u
suzyanusayuu memooamu KT/MPT ¢ konmpacmuposanuem 1€2Kux, nazyx, OprowHo noiocmu) ¢
Yenvlo YMOYHeHUus Xapakmepa uH@exkyuu, GvlsAieHUs U J0KAIU3AYUU UHDEKYUOHHBIX 0UA2O08.
Jlpyeum 3HauuMbiM  NPUSHAKOM UHQEKYUOHHO20 npoyeccd, OCOOEeHHO y oOemell MAaouie20
go3pacma u y nayueHmos, NoAy4arouux 2i0KOKOPMUKOCMEPOUdbl, AGNAEeMcs 2UNOmepmus —
cHudceHue memnepamypul meaa meree 36°C [152,294].

Ilpu evibope cmapmosoli KoMOUHaAyUU aHMUOAKMEPUATILHBIX NPEeNnapamos HeodXo0UuMo
VUuUmsleams pe3yabmamovl NOSMOPHBIX OAKMEPUOTIO2UHECKUX UCCTIe008AHUL 8 OAHHOU KIUHUKE
opyeux nayuewmos; OJIUMEIbHOCMb MeKyujel HeumponeHuu, npeouleCmsyrouul Kypc
Xumuomepanuu,  UH@EKYUOHHBINI  AHAMHE3  HayueHma,  npeoulecmeyioujue  Kypcol
aumubaKmepuaibHbIX — npenapamos U ux  ghgdexmusHocms;  HanUuUe  KIUHUYECKOU
CUMNMOMAamMuKy u pe3yaibmamos suszyanruzayuu [41,148].

Dpgexmusnocmsv cmapmosoi aHmudaAKmepuaibHOU Mmepanuu NON0NHCEHO OYEHUBAMDb
yepes 24—-36 yacos 011 moeo, Ymoobvl cyoums 0 e€ 00CMmamoyHOCmu, 0OHAKO 6ce20d HeobX00UM
HOBMOPHYIL ¢ unmepsaiamu 8—12 uacos Oemanvuvili OCMOMP MAKO20 NAYUEHMA C OYEHKOU
CMabUILHOCMU 2eMOOUHAMUKY U CMENneHU UHMOKCUKAYUU, NOABIEHUS HOBbIX UHPDEKYUOHHBIX
04a2o8.

AumubakxmepuanvHas mepanusi NPOOOIHCAeMcs 00 pa3peutleHus HeumponeHuu.
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Y mammento mmaame 18 mer ¢ OJUI/JIBJI, OJIHJI omHOBpemMeHHOE NpHMEHEHUE
MIPOTHBOTPHUOKOBBIX MPENapaToB U3 TPYIIBI TPOU3BOAHBIX Tpraszoda (rpymma JO2AC mo
ATX-knaccudukanun) —  #BOopUKOHa30ma™*/#mo3zakoHazona™**/#u3zaBykoHazona U
BUHKPUCTUHA**  BCJIENCTBUE PE3KOT0 YCHICHUS TOKCUYHOCTH TOCJIEIHEr0 He
pexomenayercs [41,295-299].

YpoBenb yoOenurTebHOCTH pexoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH
JA0Ka3aTeJIbCTB — 5).

[Marmenram mmagme 18 mer ¢ OJUI/JIBJI, OJIHJI, mnomydaromum MOTYYarolIuM
acraparuHazy** w/mnum rmokokoptukous! (rpynmna HO2AB no ATX-knaccudukanun), B
cllyyae BBISIBICHUS CHIDKEHHOrO YpoBHS aHturpoMOuna III B muasme KpoBu
peKoMeHayeTcsl Ha3HAuYC€HHWE 3aMECTHTENIbHOW Tepanuu #HantutpomOuaom Il st
PO UIAKTUKH TPOMOOTHUECKHUX OCIOKHEHuM [56,57,60—64].

YpoBenb yoOeaureqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH
JA0Ka3aTeJIbCTB — 5).

Kommenrtapuu: [Ipu cuuswcenuu yposus anmumpomoduna Il 6 nnazme kposu <30-40%

pexomendyemcs  3amecmumenvHas —mepanus  Hawmumpomounom Il neped  8sedenuem

acnapazunasel **. /[oza npenapama paccyumuléaemcs ciedyroumum 0opazom:

ATIHpacquHblﬁ - ATIHC])aKTW{eCKHFI
2

Pacuemmnuviii yposenv ATII = 75% y nayuenmog 6e3 mpombomuyeckozo anamuesa u 100%

= ME/kr

Yy nayuenmoe ¢ mp0M603ajwu 6 dHaAMHe3e.

[Marmentam mmaame 18 ner ¢ OJUIJIBJI, OJIHJI nHa3HayeHue TrpaHyIOMUTAPHOTO
konoHnuectumynupytomiero hakropa (I'-KC®D) (rpynma LO3AA mo ATX-knaccudukaiium)
peKoMeHAyeTcsl TOJbKO B CIydasX Pa3BUTHUS TKENBIX KU3HEYTPOXKAIOMIMX HHQEKIHit
[41].

YpoBenb yoOeaureqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH
JA0Ka3aTeJIbCTB — 5).

KommenTapun: ZHcnonvzosanue [-KCD 603M0dcHO mMOAbKO 6 cayduae pa3eumuis

MAINCENDBIX, IHCUSHEYZDOHCAIOUIUX qubem;mZ Ha ¢0H€ anjiasuu KpoeemeopeHus ¢ Uejblo

CMUMYIAYUU ceMONOoI3dA. C Ueblio CMUMYJIAYUU cemonod3a onst YKOpO4eHus nepuoc)a anjiasuu 6He

anu30006 maxcenvix ungexyuii I-KC®@ ne ucnonvzyemcs.

Bcem mamumentam wmmamme 18 mer ¢ OJUIJIBJL, OJIHJI, mnpu BbISBICHUH
CUMITOMAaTHYECKOTO0 BEHO3HOTO TpOoM0OO03a TIIYOOKHX BEH, PEKOMEHAYyeTCsl TIPOBOJIUTH

AHTUTPOMOOTHYECKYIO Tepanuio u/uau npoduiaktuxy [16,65,300-309].
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YpoBeHb YyOeaUTEJbHOCTH pekoMeHAauuid — B (ypoBeHb [10CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 2).

KommenTapum: gu100p mepanesmuuecko2o azeHma u pexcuma mepanuu oyoem 3asucems
om NOKANU3AYUU, CMENneHU BbIPAXCEHHOCMU A8NIeHULl 6EHO3HOU He00CMAamMOYHOCMU, COCMOAHUS
nayuenma u HAamuyus NPOMuUBONOKA3AHUL K MOMY Ul UHOMY eudy mepanuu. B donvuuncmee
CIYUAEB HEHCUSHEY2POHCAIOUSe20 MPOMDO3a MOHCEM NPUMEHAMBC AHMUKOALYIAHMHAS MePanus
UNU BMOPUYHAS AHMUMPOMOOMUYECKASA NPOPUIAKMUKA NPENapamamit HU3KOMOIEKYIAPHO20 UlU
Heppakyuonuposannozo eenapuna (BOIAB [pynna ecenapuna). Tepanesmuueckue 003bl
HU3KOMOJIEKYJISIDHBIX ~ 2eNapuHo8  Ond  JedeHus  NAYyueHmos  0emcko20  803pacma
9KCMPANOIUPOBAHLL U3  63DOCIOU NPAKMUKYU U Oasupyromcs Ha onpedenenuu aumu-Xa
akmugHocmu.  Pexomenooeannvim — yposHem — ammu-Xa — akmueHocmu 01 mepanuu
HU3KOMOJNEKYAaApHuiMU cenapunamu cuyumaemcs 0,5—1,0 Eo/mn npu onpedenenuu 6 obpasye,
3abpanHoM yepe3 4—6 y nocie noOKOMCHOU UHbeKyuu npenapama. B nacmosawee epems umeromcs
OoaHuvie 00 dppexmuenom u 6e30nacHOM npuMeHeHuu npenapamos #uokcanapun Hampus™*,
#rnaoponapun xaneyus u #oanmenapun Hampus 6 neouampudeckou npaxkmuxe [16,302,310,311].
B nexomopwix cnyuasx modcem NpUMEHAMbCA GHYMPUBEHHOE 88e0eHUEe HUZKOMONEKYIAPHO20
eenapuna (BOIAB [pynna ecenapuma), 0OHAKO nNpu mMAaAKom nNoOXode ciedyem Yyyumviéamso
COKpaujenue nepuooa noyevieedeHUs npenapama 6ciedcmsue HympugeHHo20 Nymu 66e0eHUs.
B mex cnyyasx, koz0a umeromcs pucku KposomedeHull Uil Koazyioni0eudeckux HapyueHui, d
makokce Cryyasx, Ko2oa Heooxoouma cmadulbHas ynpasisiemas papmakokuHemuxa npenapama,
BO3MOJNCHO UCNONIL308AMb NPOOJICHHYIO BHYMPUBEHHYIO UHDY3UI0 2enapuna Hampus™** noo
KOHmMpoaem nokasameneu Koazynozpammel u/unu awmu-Xa axmusHocmu. Takdce 603MONCHO
npumenenue #ponoanapunyxca nampus 6 0osze 0,1 me/xe/cym [312]. Ilpu neobxooumocmu
npogedeHuss ONUMENbHOU GMOPUUHOU AHMUMPOMOOMUYECKOU NPOPUIAKMUKU  B03MONCHO
npuMeHeHue nepopatbublx anmuxoazyiinmos (epynna B01A Aumumpombomuueckue cpedcmaa
no ATX-knaccugurxayuu) (sappapun™*, pueapoxcaban™**) 6 eospacmmuvix 0ozax. B cnyuasx
npumenenus eapgapuna** ooszamenen xoumpors MHO ¢ yenvto noooepoicanusi yeiesvix
3HAYEHUl AHMUKO2AYIAYUU.

B peoxux cumyayusx koeoa 03nuKwiuti mpomoo3 y2poxicaem cOCMOAHUIO NAYUEHMA UIU
€20 JHCU3HU, HeoOXOOUMO pAaccMampusams HpPUMeHeHUe MPOMOOIUMUYECKOU mepanuu Uil
XUpypeuueckou mpomMOIKMOMUU (CM. coomeemcmeyrowue KiuHu4eckue pekoMeHoayuu no
ouacHocmuKe, ae4eHur0 U NpouIaKmuKe BeHO3HBLIX MPOMOOIMOOIUUECKUX OCIONCHEHUL) C
00513ameNbHOl  CONPOBOOUMeNbHOU mepanuel, 6 mom uucie, npenapamamu kpoeu (C3II,

KpUonpeyunumam,), a makxice haxmopamu c6epmul8anus Kposu (ghaxmopul ceepmuléanusi Kpogu
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I, VI, IX u X 6 kombunayuu (npompombuHnossiii romniexc)**, #Honmakoe anvgha
(axmueuposannviil) **) u ghaxmopamu npomusoceepmuisaioweli cucmemvt (#anmumpomoun I1I,
#npomeun C wuenoseueckuti [67,301,310,313]). Bsuody 803M0diCHbIX  MPOMOOMUUECKUX
OCNOJHCHEHUU NPUMEHEHUe NPenapamos haKkmopos ceepmuvléanus KpO8U HeoOX00UMO BbINOTHAMb
¢ 0C000ll OCMOPOICHOCMbIO HA (hOoHe MUAMENbHO20 KIUHUKO-TAO0PAMOPHO20 MOHUMOPUHEA
nayuenma. Ilpu npumenenuu #Hinmakoea anvgha (akmusuposanno2o)**  Heobxo00uUMO
APUOEPIHCUBAMBCSL CPEOHUX 3HAYeHUll pa3osoli 003l He Oonee 75 mxe/xe [313]. B cnyuae
svisenenus oepuyuma npomeuna C HE0OXOOUMO NPUOEPHCUBAMBCS 3HAYEHUL PA3080L 003bl
#npomeuna C uenoseuecxoeo 6 unmepsane 20-70 E0/ke, 6 3aeucumocmu om cmeneHu CHUNCEeHUs.
axmuenocmu npomeuna C [67]. Joza npenapama #awmumpomobun III paccuumvigaemcs
cnedyiouum oopazom:

Heobxooumasn 0oza (ME) = macca mena (k) X (yenesoii yposenb — UCXOOHDBIL YPOBEHD
axmusnocmu [%]) * 0,5

L]enesoti yposenv ATII = 80% ma ecem npomsdiceHuu Kypca nedeHusi, eciu mMoJbKo
KIUHUYeCcKue 0cobeHHocmu He 0yOym yKazwvléams HA HEO0OXO0OUMOCHb NOO0epIHCAHUSL OPY2020
aghghexmuenozco ypoeus (Hanpumep, OocmudiceHue yenesozco 3Havenusi AYTB Ha ¢one
NPUMEHeHUs. Mepanesmu4eckux 003 AHMUMPOMOUH-3ABUCUMBIX NPenapamos npu 3HAYeHUU
anmumpomouna meree 80%).

B cnyuae evisgnenus pezucmenmuocmu K Npo8eOeHUlo AHMUKOA2YIAHMHOU mepanuu
HepPaKYUOHUPOBAHHBIM UIU HUBKOMOAEKVIAPHbIM 2enapurom (BOIAB [pynna ecenapuna), a
maxaice #honoanapunyxcom nampus 6 0oze 0,1 me/ke/cym, [312] noxasana oyenxa akmusnocmu
anmumpomouna 111 6 Kposu u, npu ee cHudCeHuU, 3amecmumenvhas mepanus #FaHmumpomouHom
111 6 coomeemcmeuu ¢ panee npedCmagieHHbIM PACYenmom 003bl.

e [larmentam wmmagme 18 ner ¢ OJUIJIBJI, OJIHJI, nmpm Hamuuuu MaCCHUBHBIX
IKCTPAMENY/USIPHBIX O0YaroB TMOpa)KeHHs (Yalle BCEr0 OPraHOB CPEAOCTEHHS MpH
OJUI/JIBJI), wnamuuuu TpoMOO30B B aHAMHE3€ PeKOMEHAYyeTcsl TPOBOIUTH
NpOPUIAKTUYECKYI0 AHTHKOATYJIISIHTHYIO TEparuio I MPEIOTBPAIICHHUS Pa3BUTHUS
BEHO3HBIX TPOMOOIMOOIMUECKHUX OocToKHeHuH [16,57,62,64,300-302,, 305,306].
YpoBenb yoOeautreqbHOCTH pekoMeHgauuii — C (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJIbLCTB — 5).

KommenTapuu: anmuxoazyniaumuas mepanusi NPOBOOUMCS CO2IACHO CYWeCMBYIOUWUM
NPOMOKONAM JledeHUs 8eHO3HbIX MPOMOOIMOOIUYECKUX OCIONCHEHUU (CM. cOOmEemcmeyouue
KAUHUYECKUe PeKOMeHOayuu Nno OUudeHOCMUKe, JledeHuro U NpoQuiaKkmuke 6eHO3HbIX

MPOMOOIMOOIUYECKUX OCTIOHNCHEHULL).
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e [lammentam mumanme 18 ner ¢ OJUI/JIBJI, OJIHJI, npu noka3zaHHO#N reHepaln30BaHHOMN
BHpYCHOM HH(eKInK (BUpycaMu IPYIIIBI Tepreca, IuToMeraaoBupycom (nainee — [IMB)),
a TaKXKe TPH CHIDKCHUU YPOBHEH WMMYHOTJIOOYJTMHOB B KPOBH HI)KE€ HOPMAIBHBIX
3HAUCHUI PEeKOMEHJYeTCsl 3aMECTHTENbHAs Tepanus HMMYHOTJIOOynuHaMu (Tpyria
JO6BA HNmmyHOTNOOynMHBI HOpMaibHBIE dYenoBeueckue 1o ATX-kmaccudukaiun)
[41,119,314].

YpoBenb yoOeaureqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 5).

Kommenrtapuu: y nayuenmos ¢ OJ1JI wacmo onpedensemcs cunocammazniodynunemus, Ho
00 Hacmoswezo 8peMeHu He Obllo  NOAY4YeHO  O0oKazamenbcme  Ighghekmusrnocmu
npogunaxmuueckux — ungysuitl  umMmyHo2no6ynunos.  Ilayuenmam Ha  ¢hone  mepanuu
#Honunamymomabom™>* wnu Hpumyxcumabom** HeobX00UMO KOHMPOIUPOBAMb COOepIHCaAHUE
ummynoz2nooynunos 1 paz 6 2—4 nedenu, 6 3a8ucumMocmu om KIUHUYECKOU cumyayuu, u, npu
He0bX00UMOCMU, BbINOJHAMb 3AMECMUMENLHYI0 mepanuto ummyrozrooyiunamu [315].

e [lammentam mumamme 18 mer ¢ OJUI/JIBJI, OJIHJI, nmpu BO3HUKHOBEHHH OCTPOTO WIIH
XPOHUYECKOTO OO0JICBOTO CHHAPOMA PEKOMEHIYeTCsl IPOBOJIUTH 00e300JIMBAIOITYIO
TEpamnui0 COTJACHO CYIIECTBYIOIIMM MPOTOKOJaM 00e3001uBaHus, B TOM 4YHCIE, IO
MOKA3aHUsAM, C TMPUMEHEHHEM HApKOTUYECKUX JIEKAPCTBEHHBIX NPENapaTtoB (TPYIIIBI
NO1AH Omnuounnsie anansretukr, NO2A Onuounbi, NO2B [Ipyrue aHanbretuku u
aatunupeTuku o ATX-knaccudukanun) [41,316].

YpoBenb yoOeaureqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 5).

KommenTapuu: mepanua nposooumcs coenacHo cyujecmsyroumum HnpomoKoaiam
obezbonusanus (cm. coomsemcmayowue KiUHU4ecKue peKoMeHOayuu no XpOoOHUueckou 0o,
KAUHUYECKUE PeKOMEHOayUuy no aHecme3uoio2uu,)

e Bcem manmentam mmamme 18 mer ¢ OJUI/JIBJL, OJIHJI mpu pa3BUTHH CHHApPOMA
HEaJICKBATHOW CEKPEINH aHTUJANYPETUYECKOTO TOPMOHA PEKOMEHIYeTCsl TIPOBEICHHE
TEpaneBTHYECKUX MEPOIPUSTHI, HANPABIEHHBIX HA ero Koppekuuwo (cm. Ilpunoxenue
A3.11) [41,119,317-319].

YpoBenb yOenurTejbHOCTH pexoMenmaanuii — C (ypoBeHb [JT0CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 5).

e Bcem mammentam mmaame 18 mer ¢ OJUJI/JIBJI, OJIHJI Ha mepuon jedeHus B IENIX
JeYeHUss W TPO(UIAKTUKH TOIIHOTHI W PBOTHI, OOYCIIOBJICHHBIX MPOBEICHHUEM

MPOTUBOOITYXOJIEBOM Teparuu PeKOMEHAYeTCsl OLIEHUBaTh YPOBEHb 3IMETOT€HHOCTH

71



JIEKapCTBEHHBIX MPENapaToB, IPOBOJUTH JIEYEHUE U MPOPMIAKTUKY TOLUIHOTHI U PBOTHI C
HCIIOJIb30BAaHUEM JIEKapCTBEHHBbIX npenaparoB (rpynna AO4A  IIpoTuBOpBOTHBIE
npemnapatsl no ATX-knaccupukanun) (cm. [punoxenue A3.7) [41,119,320].

YpoBenb yoOenurTejdbHOCTH pekoMenmaanuii — C (ypoBeHb [JT0CTOBEPHOCTH

J0Ka3aTejJbcTB — 4).

3.1.4. Tpancdy3noHHAsI MOJAEPKKA

e Bcewm nammentam mutammie 18 et ¢ OJIJI/JIBJI, OJIHJI B meproa ieueHus pu pa3BUTHH
aHEeMHUYECKOI0 CUHAPOMa, KPOBOTEUEHH S, BBLICOKOTO pUCKa FreMOpparndeckoro CHHIpoMa
peKoMeHAyeTcsl MPOBEACHHE TeMOTpPaHC(PyY3MOHHON MOIACPKKU IpernapaTaMd KpPOBH
(cm. Ilpunoxenne A3.8) [41,77,119].
YpoBens yoOeautreqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH

J0Ka3aTeJIbCTB 5)

3.1.5. HyrpuTtuBHas MoaIepKKa

e Bcem nanmentam muaame 18 net ¢ OJIJI/JIBJL, OJIHJI B nepuoa ieueHus U peadminTauu
PEeKOMeHAYeTCs OLICHUBATh HYTPUTHUBHBIN CTAaTyC C IPOBEACHUEM €r0 KOPPEKLMH IpH
BBISIBJICHUM HYTPUTUBHBIX HapyuieHui (cm. [Ipunoxenune A3.6) [41,321-323].
YpoBenb yoOenurTejdbHOCTH pexoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH

JI0Ka3aTeJILCTB 4)

3.2 Xupypruueckoe JeyeHue

e  OpXUAKTOMUS peKOMEeH/yeTcs MMalieHTaM MoJIoxke 18 JIeT ¢ TECTUKYJIAPHBIM PELUIUBOM
OJIJI B cmydae KIMHUYECKU onpeesieMoro nopaxenus [29,114,115,324,325].
YpoBenb yOenurTebHOCTH pexoMenmaanuii — C (ypoBeHb [JT0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5).
KommenTtapuu: Ilpoyedypa gvinonnsemcs 6 Hauaie eyeHus, eciu KIuHu4eckue HaxooKu
MOYHO onpeodeienvl, UlU 6 meyeHue jeyenus, eciu mpebdyemcs UCmonamonocuiecKoe
noomeepxcoeHue. B smom cinyuae ymeHvuieHue 8 pazmepax AUYKa UCHONb3Yemcs KAk
uHoukamop omeema Ha Jaedenue. IlIpu opxuskKmomuu O00aHCeH UMNIAHMUPOBAMbCS
npomes auuka***. Kocmemuueckutl pe3yibmam npu 3mom 0ObIYHO Jyyule, Yem npu
ampoguu suuka 6 pezyibmame ooOayuenuss 24 Ip. B cayuae ooHocmopounezo
KIUHUYECKO20 — NOPAdCeHUs, 80  6peMs  OPXUIKMOMUU  NpPOB0OAm  OUONCUIO

KOHmpajiamepalbHo2co AUUYKA.
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3.3 UHoe JeueHue

3.3.1 JlyueBas Tepanus
e [IpoBenenue nydeBoil Tepanuu pekoMeHayercs nauueHtam miaame 18 jer ¢ OJIJI B

Clydyae HaJIW4YMS WHULIAAIBHOM HEHUPOJECUKEMHH WIM JPYTHUX HPOTHOCTUYECKU

HeOMaronpusaTHEIX (PakTOpoB (B 3aBUCUMOCTH OT BBHIOPAHHOTO MPOTOKOJIA Tepanuu) [1—

4,29,43,44,54,137,154,156,326-330].

YpoBeHb yOeqUTEJHbHOCTH PpeKOMeHAamuMiik — A (YypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJIbLCTB — 2).

KomMmeHTapuu: kpaunuanvnoe obnyuenue (OUCMAHYUOHHAS JyYesdas mepanus npu
NOPadNCeHUU YEeHMPATbHOU HEPEHOU CUCMEMDbL U 20JI08HO20 MO32d ) UMeem HenocpeoCmeeHHble U
omoaneHuvie nobouHble Ihexmyl, NOIMOMY 8 COBPEMEHHLIX NPOMOKOAAX OHO UCNHOIb3YEemcs
MONILKO 07151 HeOONLULOU YeKO 8bl0eIeHHOU NO02PYNNbL NAYUEHINO8 NPOMENHCYMOUHO20/8bICOKO20
pucka (8 3a8UCUMOCMU OM PEKOMEeHOAyUll BblOPAHHO20 MEPANesMUYEcKo20 HNPOMOKOIQ).
Kpanuanvruoe obnyyenue npogooumcs no OKOH4YAHUU KOHCOIUOAYUU, KAK npaguio, 6 0ose 12 I'p
[1-4,29,43,44,54,137,154,156,326-328].

Bonvuwoe 3snauenue umeem oxeamoiganue nioujaovio 00IyYeHUs. BCe20 MO32068020 Uepend
U 0053amenbHO Mpex GepXHUX Ce2MeHmMO8 ulelino2o omoena nozeonoynuka. Ocoboe enumanue
cnedyem oopamums Ha Mo, Ymoowvl ObLIU 0XBAUEHbL PpempoopOUMAIbHble 00IACMU, OCHOBAHUE
yepena, a maxoice 21y0O0KO nexcawyue yuacmru 8 0oaacmu cpeoHetl yepentou amku. Exceonesnas
003a 001#CHA cocmagamy 6 nepgulil Oenv 1 I'p, 6 nocredyrowue — 1,7 I'p. Obayuams credyem
5 Owuett 6 medento 0o OocmudiceHus coomeemcmeyioulel oowell 003bl. Obwas
NPOOOIHCUMENILHOCb  00IYYeHUs 3A8UCUM  OM  UHOUBUOYATbHO NOJYYAEMbIX JTY4esbiX 003.
Kpanuanvroe obnyuenue 00HCHO BLINOIHAMbCA HA TUHEUHOM Y-yckopumene. [Inanvl nyuesotl
mepanuu 00IHCHbL ObIMb CO2NACOBAHBI C hedepanbHOU MEOUYUHCKOU OpeaHu3ayuell no npopuio
[331].

e [lpoBeneHue myuyeBOHl Tepanuu PeKOMEHAyeTcsl IanueHTam Miagme 18 jer ¢

KOCTHOMO3ToBbIM peuuuBom OJIJI [29,50,115,328,330].

YpoBenb yoOeautreqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5).

Kommenrtapuu: Obnyuenue [[HC (Oucmanyuonnas nyuesas mepanus npu nopaxiceHuu
YEeHMPAIbHOU HEePEHOU CUCMEMbl U 20JI08H020 MO3204 ) UMEEm 8ANCHOEe 3HAYeHUe 8 JedeHuu
peyuousos OJLJI ons npogunakmuxu nociedyiouux peyuousos. Imo omHOCUMC He MOAbKO K

nayuenmam ¢ HHC peuu()ueww, HO U KO e6cem nayueHmam C USO0JIUPOBAHHBIMU UTU

73



KOMOUHUPOBAHHBIMU KOCMHOMO3208biMU peyuousamu. /loza nyyesoti mepanuu na L{HC 3asucum
om 6o3pacma u npeovioywjell 003bl 00ayyeHuss nayuenma. Kopomkuii ummepsan nocne
npeovioyujell  1y4esoll mepanuu  AGIAemcs  HeOiaconpusmHelM  pakmopom. [emu ¢
KOCIMHOMO3208bIM PeYUOUBOM NOIYUAIOm 00yUeHUe HeUpOKPAHUYMA U 8EPXHUX MpexX ULeliHbIX
ceemenmos 6 003e 12 I'p. Eciu 0o3a npedvioywezo ooayuenuss cocmasuna 24 I'p (18 I'p y demeii
maaowe 2 nem), 00axCHA ObIMb PACCMOMPEHA UHMEHCUBHASL IHOOTIOMOANbHASL XUMUOMEPANUs
émecmo 00yueHus, Nnocie KOHCYIbMmayuu ¢ uccieoosamenvbckum yewmpom. Ecau nocne
001y4eHUs, KaKk COCMAHOU 4acmu nepeutHol mepanuu npoulio menvuie 24 mec, mo e camoe
omHocumcs K npeovloyujeti 0oze oonyuenus 18 I'p (15 I'p ona demeti mnaowe 2 nem).

e [lpoBeneHue myuyeBOHl Tepanuu PeKOMEHAyeTcsl IanueHTam Miagme 18 jer ¢

Heripopeunausom OJIJI [29,50,115,324,328-330].

YpoBens yoOeautreqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 5).

Kommenrtapuu: Ilayuenmuor ¢ [[HC peyuousom nonyuarom obnyyeHue yepena u 6epxHux
mpex uetHvlx cecmenmos ¢ 0ose 18 I'p. Hem uemkux ceuoemenbcmes, Ymo KPAHUOCNUHATbHOE
obnyuenue npegocxooum kparuaivroe. Oonaxo, npu uzonuposannwvix [{HC peyuousax ookasamo
APeUMyuecmeo KpaHuoCNUHAIbHO20 00IYYeHUsl.

Ecnu 0o3a npeovioyweeo oonyuenus cocmasuna 18 I'p (15 ['p y oemeii 6 6o3pacme maaouie
2 nem), 003a obayueHus ymenvwaemes 0o 15 I'p. Eciu unmepsan nocie nepeozo Kypca Jjiy4esotl
mepanuu xKopoye 24 mec, u npedvioywas 0oza oonyuenus cocmasuna 15 I'p (12 I'p ona demet
maaoue 2 n1em), 003a 0O1yueHus: ymenvuiaemces 0o 15 I'p.

e [IpoBeneHue J1y4yeBOW Tepanvv PeKOMEHAYeTCHA TMalueHTaM wiaame 18 jer ¢

TecTuKyIsipHbIM peuuauBom OJIJI [29,50,114,115,324,325,332].

YpoBenb yOenurTejbHOCTH pexoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5).

Kommenrtapuu: Eciu no pesynomamam ouoncuu auuka Hem npusHakos 6061e4eHUs e20 6
namoao2udeckull  npoyecc, Npo8oOUmMcs JNOKaabHoe o00ayueHue Auuka 6 oose 15 Ip
(OucmanyuonHas nydesas mepanus ONyxXojel MYyH*CCKUX nonoswix opeanos). Ilocne amou 003vl
803MOJCHA O00CMAMOYHAs Ol Hayala nyoepmamuo20 nepuooa OCmMamouHdasi dHOOKPUHHASA
@yukyus. Ecau 6uoncus nonoscumenvHas uiu He blNOJIHEHAd, KIUHUYECKU He B06JIeYeHHOe 8
npoyecc aAuyko 001x#CHO obayyamovc 6 doze 18 I'p. Eciu kiuHuyecku nopasxiceHHoe AUUKO He
VOaneHo, O0O0JHCHO BbINOAHAMbCA 001yueHue 8 0ose 24 I'p. Ilocne smoil 003bi ommeuaemcs

ampoghusi 0061y4eHHO20 AUYKA U OMCYMCMEUEe IHOOKPUHHOU (DYHKYULU.
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e [IpoBenenue 1yueBo Tepanuy peKOMeHIyeTCcs MMalirueHTaM crapuie 3-x JIeT 1 miazmie 18

aet ¢ OJIJI nepen npoenenuem TI'CK B coctaBe pexuMa KOHIAUIIMOHUpOBaHUs [333—

337].

YpoBenb y0eauTeJbHOCTHM PpekoMeHaauumid — B (ypoBeHb [10CTOBepHOCTH

JI0Ka3aTeJILCTB — 2).

KommenTapuu: Tomanvrnoe obnyuenue mena (TOT) 6 couemanuu ¢ xumuomepanueti
WUPOKO UCNOIb3YEMC 60 6CeM Mupe 8 Kauecmee petcumda KOHOUYUOHUPOBAHUS Nepeo
mpancniaHmayuel 2emMonodIMUYecKUx Cmeolo8blX KIeMmoK Y NAYUeHmos ¢ 2eMOo0aacmo3amu.
Ocnoguvimu  sgpgpexkmamu TOT aenaromcs dIUMUHAYUA ONYXONEBbIX KIEMOK, a4 Maxdice
ummynocynpeccus. Komobunayus TOT c¢ xumuomepanueti npooeMOHCMPUPOBANLA JIyyudue
pe3yibmamsl  8blHCUBAEMOCTNU NAYUEHMO8 8 CPABHEHUU C PeHCUMAMU KOHOUYUOHUPOBAHU,
BKIIOUAIOWUMY  MONbKO Xumuomepanuto. Texuuueckue 0coOEHHOCMU, OCHOBHblE NPUHYUNBI

npogederusi, oovemwl, 003vl npu npogederuu TOT cm. [Ipunoscenue A3.4.

3.3.2 CAR-T tepanusi

OOHum u3 Hauboiee nepcneKmueHvlx HoBblx Memooos neuenus OJI saenrsemcs
UMMYHOmMepanus, OCHOBAHHASL HA O0epueamax MOHOKIOHAIbHbIX aHmMumel, HANpaIeHHbIX Ha
NOBEPXHOCTIHbIE AHMULEHbl, CEeKMUBHO IKCHPECCUpPOBAHHbIE HA NOBEPXHOCMU ONYXOJIeblX
knemok. Haubonvuyto mepaneemuyeckyro 2¢gekmusnocms noxazanu aymonocuuHvle 1-
aumeoyumet, nHecywue CAR (chimeric antigen receptor) Kk mMKaHb-CNeYu@DUUHOMY AHMUSEHY
CD19 uw/unu CD22, sKcnpeccupo8aHtbiX HA NOBEPXHOCMU ONYXOAe8blX KIemoK npu B-runetinom
OJUI u nopmanvrolx B-tumgoyumax.

CAR-T-knemxu npedcmaegnsiom coOOU 2eHHO-UHJICeHepHble Mooupuyuposantnvlie T-
AUMPOYUmMbl, CNOCOOHBIE IKCAPECCUPO8AmMb HA CE0ell NOBEPXHOCMU XUMEPHbIL AHMUSEHHbIU
peyenmop (CAR), pacnosnarowuil cneyuguueckuti onyxonegvii anmueen. CAR cocmoum u3
AHMU2EH-PACNO3HAOWe20  0OMeHd, KOMOpblll  (hakmuyecku  A61Aemcs  8apuadenrbHbiM
Gpacmenmom  onyxonb-cneyu@uuHo20  MOHOKIOHANbHO20 — aHmumena ¢  HeoOX0O0uMou
AMUHOKUCIOMHOU NOCIe008AMENLHOCMbIO Ol MAP2EMHO20 8030€lCBUsl, COCOUHEHHO20 C
yacmoto T-K1emouHo20 peyenmopa, cocmosaue2o u3 mpaHcmemMopaHHo2o 00MeHd, CUSHAIbLHO20
0oMeHa U KOCMUMYISIMOPHLIX MOIEKY, Komopvle onocpedyem axmueayuto T-knemxu. Kax umoe
maxoeo cauanus, kiemxka ¢ CAR cnocobna pacnosnasame onyxonesevlii aHMUSEH,
AKMUBUPOBAMBCA U YHUUMONCAMb ONYXO0Je8yl0 KIemKy, Mo eChb umeem npeumyujecmeda Kax
MOHOKIOHANIbHO20 AHMUMENA C 8bICOKOU AghPUHHOCIBIO U CheyuduuHOCMbIO, MAK U IuMpoyuma

€O CnOCcOOHOCMbIO K Nponugepayuy u YyumomoKkCu4eckomy 0eticmeauro.
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Jaunwiti mun knemounou ummyrnomepanuu noayuun nazeanue CAR-T-mepanuu (chimeric

antigen receptor T-cells).

e [lammentam Mmmamme 18 mer ¢ pedpaxrepasiMu/penuauBabiME  Ghopmamu  BIT-OJLI
PeKOMeHAyeTC PAcCMOTPETh BO3MOXKHOCTh MPUMEHEHHS Tepanuu T-KIeTKaMu ¢
XUMEpHBIM aHTUTreHHBIM pernenrtopoM (Chimeric Antigen Receptor T-cell — CAR-T) B
cBs3u ¢ 3 dexTuBHOCTHIO [338-346].

YpoBenb yoOeautreqbHOCTH pekoMeHgauuii — C (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 3).

Kommenrtapuu: Pe3zyremamsi psoa onyonuKO8aHHuIX KIUHUYECKUX UCCIe008aHU
noomeepaicoaiom becnpeyedenmuyro 3ppexmusnocmo CDI19 CAR-T-rumpoyumos 6 neuenuu
peyuousos u pegppaxmepruvix popm OJIJI y Oemeii u 83pocavlx, 8KAIOYASL YACMOMY OOCMUNCEHUS]
monexynaproix pemuccuti 8 70-90% u beccodvimuiinyto vlocusaemocms 8 mevenue I 200a 0o
50% [338-346]. CAR-T mepanuto modxxcno paccmompems y nayuenmos ¢ BII-OJIJI u nepsuuno-
pedpaxkmepnvim meuenuem (omcymcemeue pemuccuu (6 mom yucie MOB-nosumusHocms) nocie
3-x 6710K08 mepanuu 6blCOKO20 pucKa), y nayueHmos c¢ panHumu peyuouseamu BII-OJIJI c
omcycmeuem pemuccuu (6 mom uucie MOB-nozumuenocms) nocne 1-eo Oroxa mepanuu; y
nayuenmos ¢ peyuousamu nocie anno-TI'CK; y nayuenmos co emopvimu u nociedyrouumu
peyuousamu; y nayueHmos ¢ NO30HUMU peyuousamy ¢ Omcymcmeuem omeema Ha mepanuro Uil

nepcucmenyuei MObB; npu omcymceuu anbmepHamuHvLX U3Ne4u8aroujux Memooos.

3.3.3 TpaHcILUIaHTALMS TeMONOITHYECKHUX CTBOI0BBIX KJIeTOK (TT'CK)

THoxazanuss k evinoanenuro  annoeennou 1I'CK  (awno-TI'CK) onpedensromes 6
3a8UCUMOCMU OM KOHKPEMHO20, 8bIOPAHHO20 2eMAMON02UYECKUM YEHMPOM NPOMOKOLA JIe4eHUs.
Aymonozuunas TI'CK 6 neuenuu OJIJI/JIBJI, OJIHJI ne ucnonvsyemcs.

e [Tammmentam muaamie 18 ser ¢ OJUJI, OJIHJI u3 rpynmsl BHICOKOTO pUCKAa PeKOMEHYeTCs
nposenenue amnoreHHod TI'CK B 1-ii pemuccun (cM. npuinokeHue A3.3) ¢ 1enbro
YIYUILICHUS T0JATOCPOYHBIX pe3yabTaToB Tepanuu [1-6,12,29,43,44,50,136,137,156,347—
349].

YpoBenb yoOeautreqbHOCTH pekoMeHgauuii — C (ypoBeHb [10CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 5).

Kommenrtapuu: Cmpamughuxayus é epynny 8bicoko20 pucka nposooumcs Ha 0CHO8AHUU
Kpumepues, NPONUCAHHbIX 8 8bIOPAHHOM MepPanesmuieckom npomokoue. Xoms smu Kpumepuu 6

APOMOKONAX PA3IUYAlOmMcs, HO, KAK NpAasuio, NayueHmvl Cmpamu@uyupyiomcs 6 2pynny
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8bICOKO20 PUCKA TUOO HA OCHOBAHUU HAUYUSA UHUYUATbHBIX HeDIA2ONPUAMHBIX NPOSHOCMUYECKUX
Gaxkmopoe (cenemuyeckue abeppayuu 8bICOKO20 PUCKA U OP.), TUOO NIOX020/MeDNeHHO20 OmEema
Ha mepanuto (omcymcmeue pemuccuu nocie uHoykyuu, nepcucmenyusi MO u op.).

B 3asucumocmu om nanuuus noxazamuii, coemecmumoz2o 0oHopa u docmudcenus IIP,
nayueHmam 2pynnvl BblCOKO20 PUCKA NPOBOOUMCS MPAHCHIAHMAYUS 2eMONO0IMULECKUX
cmeonogvix  kiemox (TI'CK) 6 [1-ii pemuccuu 6 MakcumaibHo panHue cpoxku [l—
6,29,43,44,136,137,156,347-349].

IIposedenue TI'CK nokazano écem 601bHbIM 8bICOKO20 PUCKA 8 1-11 pemuccuu npu yciosuu
0OHapYIHCeHUs POOCMBEHHO20 NOTHOCMbIO COBMecmUMo20 0onopa (HLA-munuposanue 8vicoxo2o
paspewenus). I[loosmomy ecem nayuenmam HLA-munupoeanue u unuyuayus noucka OOHOpa
O0JIHCHBL NPOBOOUMBCSL CPA3Y NOCIe CMPAMUPUKAYUU NAYUEHMOS 8 2PYNNY 8bICOKO20 PUCKA.

Ilayuenmam, nme Ooocmuwum pemuccuu nocie npogedeHusi UHOVKYUOHHOU mepanuu,
obnucamuo noxazama annoeennas TI'CK nwoboco muna (8 3asucumocmu om OOCHYNHOCIU
00HOPOB U OM mexHuyeckux gozmodicnocmeti) [1-6,29,43,44,136,140-143,156,347-349].

Iayuenmam ¢ orumenvrou nepcucmenyueri MOB makoice pekomeHoyemcs 8blnoaHeHue
amo-TI'CK [29,50,350-353], Ho Ons smoco neobxooumo evinoausames eecb o0bvem XTI u
monumopune MOB 6 npedycmompeHubie 8pemenHble MOUYKU CO2NACHO 8b1OPAHHOMY NPOMOKOILY.

Onwvim gvinonnenus anno-TI'CK npu JIBJI 6 nepsoti pemuccuu oepanuyen [27,28].

e [lanmentam wmmamme 18 ner ¢ peuumguBamu OJUI/JIBJI, OJIHJI pexomenmyercs
nposeaenue awtorenHoi TI'CK nmocne noctnxenus orBeta Ha X T /1IN UMMYHOTEPAITHIO

(cMm. mpunoxenue A3.3) ¢ LENbIO YIYyYLIEHUS AOJITOCPOYHBIX PE3YyNbTaTOB TEPANUU

[29,139,261,267,347,349,350,354-357].

YpoBenb yOenurTejbHOCTH pekoMenaanuii. — C (ypoBeHb [JT0CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 5).

Kommenrtapuu: Ooszamenvroe npogedenue TI' CK pexomendyemcs 6cem nayueHmam ¢
pannumu  peyuoueamu. J{onopvl epynnvl 1 (NOIHOCMbBIO COBMECMUMbIL  POOCMBEHHbI)
paccmampusaromcs 8 nepgyio ouepeos. Ilpeonoumenue mexcoy 2anioudeHmuyHbvM pooumenem
UU HEPOOCMEEHHBIM OOHOPOM 3A8UCUM OM UHOUBUOYATbHO20 HLA nabopa u 0onxcHo pewiamovcs
npomokoavHou epynnou. llokazanus K mpaucnianmayuu 01 NAYUEHMOE C NOPANCEeHUeM
KOCMHO20 MO32a 8 2pyNne ¢ NO30HUMU UTU U30TUPOBAHHBIMU IKCIMPAMEOYLIAPHLIMU PeYUOUBAMU
3aeucum om ypoeus MOB nocine emopoeo mepanesmuueckoeo snemenma (onox F2). Beicmpuoiii
nouck Odonopa ona nayuenmoé ¢ MOB>10° sensemcs cywecmeenmvim, mak Kax ROUCK
Ha4uHaemcsi Moabko nocie noaydenus pesyrbmama MOB nocrne émopozo mepanesmuuecko2o

aiemernma.
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e [lammentam muamme 18 ner ¢ OJUJI/JIBJI, OJIHJI npu orcyrctBun HLA-maeHTHYHOTO
JIoHOpa pekomenayercs nposegeHue amuioreHHo TI'CK oT anbTepHaTHMBHOIO J10HOpa
(rarIouaeHTUYHOr0, TPAHCIUIAHTALMs MyNOBUHHOM KpoBH B pamkax KM) [29,350,357-

362].

YpoBenb yoOenurTejbHOCTH pexoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH

JI0Ka3aTeJbCTB — 5).
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4. MenMuMHCKasl peadMIMTALMSA U CAHATOPHO-KYPOPTHOE JieYeHue,
MeIMIMHCKHUE MOKA3aHUA M NPOTUBONOKA3aHMA K PUMEHEHUI0 METO/I0B
MEeIUIUHCKOH peadujJInTanuu, B TOM YHCJIe OCHOBAHHBIX HA HCIOJIb30BAHUHU
NPUPOAHBIX Je4eOHbIX (PAaKTOPOB

e Bcem namumentam muamgme 18 ner ¢ OJUI/JIBJL, OJIHJI pexomenayeTesi mpoBeneHUE

KOMIUIEKCHOW peabunmranuu [363-365].

YpoBenb yoOenurTejbHOCTH pekoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH

JI0Ka3aTeJIbLCTB — 5).

Kommentapun: Ob6vem, onumenvbHocmy u xapaxkmep peaduiumayuoHHbIX Meponpusmuil
3asucum om 803pacma NAYUeHma HA MOMEHm NOCMAHOBKU NePEUYH020 OUACHO3A U BPeMeHU
npoeedenus  peabUIUMayuoOHHbIX — Meponpusmui,  00vema  NpoBe0eHHO20  JledeHus
(noauxumuomepanusi, 1y4esas mepanus), conymcmsyroweu namonocuu. Peabunumayus oemetl ¢
OJIJI/JIBJI, OJIHJI 0onscna Hauunamscs ¢ nepeo2o OHs 3a001e8anusi pebenKa u npoooiicaemces
nocjie OKOHUAHUS JleYeHUs Ha 8cex dManax OUHaAMUYecKko20 HabIo0eHUs.

3aoauamu cocnumanvro2o dmana A6IAOMCA BblAGIEHUE CONYMCMBYIOWUX 3A001e8aHUL U
OCJI0JICHeHUl, JleyeHUe OCHOBHO20 3a001e8anUsl, KOMNIEKCHASL MeOUYUHCKAS U NCUXOI02UYecKas
peabunumayus, npodUIAKMUKA OCTOHCHEHUN cCheyuduyecKol mepanuu.

Peabunumayus Odenumcs na MeOUYUHCKYIO, NCUXONOSUYECKVIO, COYUATbHYIO U Op. U
HAanpasieHa Ha 60CCMAHOBIeHUe DYHKYUOHATLHO2O COCMOAHUSA CUCeEM NAYUEHMO8, a MAaKice
aoanmayuro K yCIOBUAM U HASPY3KAM — aAMOYIAmMOPHO20  pexcumd, B8OCCMAHO8IEHUE
ACUXOTI02UYECKO20 cmamyca nayuenma, goccmanogenue cnocobnocmu K
00YUeHUI0/mpyo0ocnocooHOCm.

B npozpamme npunumarom yuacmue nedazozu (00UWKOIbHO20 U WKOJILHO20 00pA306aHUsL),
coyuanvHvlie pabomHuUKU, NCUXONI02U U 8pAYU PA3HBIX CHeYUalIbHoCcmel (peabunumonozu, 8payu-
He8poo2U, BpauU-IHOOKPUHONOSU, BPAUU-KAPOUONIO2Y, 8DAYU-MPABMAMON0SU-OPIMONedbl U
m.o.).

Peabunumayus nposooumcs 6 pecuonanbHuvlX yeHmpax Ha 0Oaze NOMUKIUHUK U 8
CReyuanu3upoB8aHublx iedyebHo-peaburumayuonnulx yeumpax. Kpamnocmo peabunumayuu 2-3
pasa 8 200 u modcem OblMb VEEIUUEHA 8 3A8UCUMOCMU OM NCUXOCOMAMUYECKO20 CMamycd
nayuenma.

Hucnancepnoe nabriooenue ocywecmsisiemcs y4acmrko8blMU 8pAYAMU-NEOUAMPAMU U
8PAUAMU-2eMAMOI02AMU 8 MECHOU 83AUMOCBA3U C OPY2UMU CReYUATUCTAMU (N0 NOKA3AHUSM,).

Komnnekcnasa peabunumayuu sensiemcs HeomvemiembviM KOMHOHEHMOM OUCHAHCEPHO20

HAOMOOEeHUsT — ncuxonpoqbwzaKmuKa, 8bISABNCHUE OMOAJICHHbIX NOCIEeOCMBUILL mepanuu u
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conymcmayrowux — 3a001e6anuti,  MeOUKAMEeHMO3HAsA,  Ncuxonocuveckas,  Quauueckas
peabunumayus, CoOyuarIbHO-NPAosas peaburumayusn. odoyuenue, npogopueHmayus, cemelHoe

KOHCY/Ibmuposarue.
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5. llpoduiaakTrka U JMCNAaHCEPHOE HADJIIOAeHUE, MEeIUIIMHCKHE MOKA3AHUS U

NMPOTHUBOIIOKA3aHMA K IIPUMECHCHHUIO METOA0B IlpO(l)I/IJIaKTI/IKI/I

Cneyughuueckux npogunakmuyeckux meponpusmuii 8 omuowenuu nayuenmos ¢ OJLJI ne
paspabomato.

e Bcem mammentam mutanmie 18 smer ¢ OJUJI/JIBJI, OJIHJI pexkoMeHayeTcsi TpOBEICHHE
JMCIIAHCEPHOTO HAOIIONCHUS y Bpava-reMaTojora/Bpava-JIeTCKOr0 OHKOJIOTa W Bpadva-
nenuatpa [366].

YpoBenb yoOeautreqbHOCTH pekoMeHgamuii — C (ypoBeHb [10CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 5).

Kommenrapun: nayuenm nepedaemcs epauy-neouampy (8pauy-eemamonocy/8pavy-
0emcKoOMYy OHKO02Y) NO MeCmy HCUMENbCMEad Npu HAIUYUU NOTHOU PeMUCCUU neped HAYAIoM
noodepacusarowei mepanuu. Iloodepocusarowyro mepanuro nayuewm nOLyYaem HoO MeChy
ocumenvcmea.  Bpau-neouamp  (8pau-cemamonoe/8pau-0emckuii  OHKON02) NO — Mecmy
HCUMENLCMBA PYKOBOOCHBYEMC S PEKOMEHOAYUAMU, OAHHBLIMU CHeYUATUCAMU VUPeHCOeHUs,
nposoousuieco  neyerue. JlanvHeluiee  OUCnaHcepmoe — HAOIOOEHUe  OCYUeCmeEsemcs
VUACMKOBLIMU — 8PAYAMU-NEOUAMPAMU U 68PAYAMU-CEMAMONI02AMU/BPAYAMU-OEMCKUMU
OHKOI02AMU 8 MECHOU 83AUMOCEA3U C OPYUMU CReYUATUCAamMU (N0 NOKA3AHUAM,).

OcHOBHbIM KOMNOHEHMOM OUCNAHCEPHO20 HAOMIOOEHUSI O0NHCHO OblMb CBOEBPEMEHHOE
0OHapydIceHue npocpeccuposaniist 3a001e6anUs, pazsumue Onyxoau Opyeou 10KAIU3aYUU.

Ilepuoouynocms  1a6OPAMOPHBIX U UHCPYMEHMANTbHLIX UCCIEO08AHUU, OCMOMPO8
Cneyuanucmos:

1. Obwuii (k1uHUYecKul) ananu3z Kpo8u pazeepHymawiii (obs3amenen
ouggepenyuposannvlli  noocuem  Jeukoyumos  (neuxoyumapuas — gopmyia))
nposooumcs 1 paz 6 Hedeno 00 OKOHUAHUS nodOdepcusaroujei mepanuu. Ilocne
OKOHUaHUs noodepicusaroujeli mepanuu — 1 pas 6 mecsy.

2. Ananuz kposu OuoXumuueckuil odwemepanesmuyeckull, KIOYAOWUL 6ce NO3UYUL,
onpeodensemvle Npu OUACHOCMUKe (UCCAe008aAHUE VPOBHI MOYEBUHbL, KPeamuHuHd,
0bwezo benka, ooweeo oUIUPYoUHA, c860600H020 U C8A3AHHO20 OUNUPYOUHA, 2TIIOKO3bL
8 Kpogu, onpedeneHue axmusHocmu Jjakmamoezuopozenasvl (JIAI), amunassi,
ananunamunomparcgpepazvl (AJIT), acnapmamamunomparncgepaszvr (ACT) 6 kposu;
UCCre008aHue YPOBHs HAMPUsl, Kaaus, 00ue2o Kaibyus, UOHUZUPOBAHHO2O KAIbYUsL 8
KpOoBU), 00 OKOHUAHUSL Noddepicusaoweli mepanuu nposooumcs 1 paz 6 3 mecaya.

Ilocne oxonuanust noodepacusaroweit mepanuu — I pas 8 6 mecsyes.
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3. Ilynkyuu KocmHo20 MO032a U JIOMOANbHASL NYHKYUSL NPOBOOSMCA MOAbKO 8 Clyyae
NOABIeHUs NOOO3PEHUs HA pa3gumue peyuousa 3a001e6anusl.

4. Y3U opeanos Oprowmnoti nonsocmu (KOMHIEKCHOE), MAno20 MmMa3a KOMNJIEKCHOe
(mpanceacunaivbHoe U MpancabOOMUHAIbHOE) U 3AOPIOWUHHOSO NPOCMPAHCMBA 00
OKOHYaHUsL noodoepacusarouelic. mepanuu nposooamcs 1 pas 6 3 mecaya. Ilocne
OKOHUaHUs noodepicusaroueli mepanuu — 1 pas 6 6 mecayes.

5. Bpauemamonoz/épay-oemcKkuti  OHKON02, HPOBOOUSWIULL JledueHue, Nocie Ha4ala
nooodepoicugarowjell. mepanuu U nepeoavu nayueHma epady-neouampy (epavy-
2emMamonozy/8pauy-0emckomy OHKONO02Y) N0 MeCmy JHCUMeNbCmea OCMampusaem
nayuenma 1 paz 6 3 mecaya 00 okowyanusi noooepxcusaioueli mepanuu, 1 paz 8 6
MecAyed nocie OKOHYaHUs noodoepocusaroujeli mepanuu u Hpu NOOO3PeHUU Ha
pazsumue peyuousa 3a001e6aHusl.

6. Ilpu nepedaue nayuenma e6pauy-neouampy (8pauy-eemamonocy/epavy-0emcKomy
OHKOI02Y) MO Mecmy JHCUMENbCmed HeoOX00UMOCMU 6 HIAHOBOM OCMOMpe
CReYUanuCmamu CMeNCHbIX cneyuairbHocmeu Hem. B cayuae wanuuus y nayuenma
namono2uy KaKou-mbo cucmemsbl Op2aHO8, BO3HUKULEl 6 npoyecce mepanuu u
nompebogasuieti  BMeulamenbcmed  CMENCHbIX — CReyuanucmos, nepuooOuyHoCms
KOHMPONbHLIX OCMOMPOE YCMAHABIUBAECMCS UHOUBUOYATLHO U ONPEOensiemcst Camum

CMEINCHbIM Cneyuailucmom.
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6. Opranuzanusi MeIMIMHCKONH MOMOIIH

IHoka3anus 1JM TOCIMTAJU3AUNM B CTAMOHAP (MJIAHOBO):

1.

[lepBuuHO mpHM MOIO3PEHUH Ha 3JI0KaUYE€CTBEHHOE 3a00JeBaHME KPOBH AJIs MPOBEACHUS
JMarHOCTHYECKOT0 3Tara
Heo0xoauMocTh MpoOBeACHUS OYEPEAHOTO 3Tama Tepanmuu (KpoMe MOJAep>KUBAIoIIeH

Teparun)

Ioka3zanus A TOCHUTAIU3ANNH B CTAIMOHAP (AKCTPEHHO):

1.

Jlroboe yxyauieHue COCTOSIHMA TAalMeHTa, Pa3BUTUE OCIOKHEHHMH, TpeOyIommx
NPOBEEHNS YKCTPEHHOMN TepaNnHy B YCIOBHAX CTallMoHapa (JIefikonutos 6omee 100x10%/x;
bebOpwibHas nuxopaaka W WHOEKIMOHHBIE OCJIOKHEHHS Ha ¢GOHE HEHUTPOIICHUH;
reMOpPAaruuecKuii CHHAPOM; TPOMOOTHUECKUE OCIOKHEHUS; HEOOXO0AUMOCTh MTPOBEACHUS
OKCTPEHHOM 3aMECTUTEIbHOM TI'€MOKOMIIOHEHTHOM Tepanuu; JApYrHe CUCTEMHBIE
HapylIeHHus, OOYCJIOBJIEHHbIE TEYEHHMEM OCHOBHOTO 3a00JIeBaHUS WM pPa3BUBIIHECS
BCJIE/ICTBHUE TPOBEECHHOTO JICUEHUS)

[Tono3penue Ha peruanB 3a00I€BaHUsA/Pa3BUTHE BTOPOH OIyXOIH

IToka3anus K BbINHMCKE MAllMEHTa U3 MeTUIUHCKOM OpraHusanuu

1.

OkoHuaHWe 9dTana Tepanmuu MPH yCIOBHUU OTCYTCTBUS MH(PEKIMOHHBIX U TOKCHYECKUX
OCJIOKHEHUH, CUCTEMHBIX HApPYIIEHUH, TPEOYIOMNX TEPAMH B YCIOBUAX CTaIMOHApa
OkoHYaHME WHTEHCUBHON TEpanuu MpU COXPAaHEHUM KIMHUKO-IeMaTOJIOTH4YEeCKON
peMuccuu

B cnywae mnpusHaHuMsS TalMeHTa WHKYPAaOEIbHBIM, JUIS JAJbHEHUINEr0 OKa3aHWs
NAJJTMATUBHOM MEIUIMHCKOW TOMOIIM B MEIMIIMHCKOM OpraHu3aldd 110 MECTYy

KHUTCIIbCTBA.
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7. JonoaHuTe1bHAsA HH(pOpMaLud (B TOM YHcjie (aKTOPbI, BJIUAIONINE HA

HUCXO0/1 3200J1eBaHUsI UJIM COCTOSIHUA)

Baknunanuss manuentoB ¢ OJLJI [366]:

1.

B nepuon neyeHns BakIMHALUSA HE MIPOBOAUTCS (MCKIIIOYEHNE COCTABIISIET BaKIIMHALIUS
IPOTHUB TenaTura B, KOTOPYI0 MOXXHO IPOBOJIUTH HAa (JOHE TEpamMM MO CHEeLHaTIbHON
CXeMe JJI1 UMMYHOKOMITPOMETHPOBAHHBIX NAI[UEHTOB).

ITocne okoHYaHMs TOAEPKUBAIOLLEH TePAIIUU IIPU YCIIOBUY HAJIUYHS IIOJIHOM PEMUCCUU

BaKIMHAIWIO MOKHO IIPOBOAWUTH B ITOJTHOM 06”I>GM€, HNCKIIIOYHB KHMBBIC BAKIITWHBI.

Bo3MO:KHOCTH HpeﬁblBaHI/Iﬂ B OPraHU30BAHHOM KOJIJICKTHBE:

l.
2.

He xenarenbHa Ha nepuoj NpOBEACHUS NHTEHCUBHOU TEpaIuu.
OrpaHnyueHa SMUIEMHUOJIOTHYECKON CHUTyallMed W KIWHUKO-TA0OpaTOPHBIM CTaTyCcOM
ManyeHTa B IepUo]] IPOBEACHUS MOAIEP>KUBAIOIIEH TepaIuu.

He orpannyena nocine okOHYaHHS MOAACPKUBAOIICH TEPAIIUU.

B03M0KHOCTH HATPY30K M 3aHATHH CIIOPTOM:

l.
2.

PuznyuecKkre Harpy3KH He JKeIaTeNIbHbI B IEPUOJL IPOBEACHUS NHTEHCUBHON TE€paIuu.
OrpaHudeHbl KIWHUKO-TA0OPATOPHBIM CTAaTyCOM TMAIlMEHTa B MEPHOJ] MPOBEICHUS
MOAJEP>KUBAOLIEH TEPAIIHH.

[Tocne okoHYaHUs MOAIEPKUBAIOIIEH TEpanuyd OTPAHUYEHBI TOJBKO Pa3BUBILICHUCS B
MIEPUOJ JIEYEHUs MAaTOJOTHMEl OIMOPHO-ABUTATENIBHOIO amnmapara WIM TSKEIbIMUA

CONMYTCTBYHOUIMMUA 3a00/I€BaHUSIMH. HpI/I HUX OTCYTCTBUHU HC OI'PAHUYCHBI.
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Kpurepuu oneHkH kayecTBa MeAUIMHCKONW TOMOLIU

Kpurtepun onenkn kayecrsa

OuneHnka

BbINNOJTHCHUSA

Brimoaen o0t (KITMHUYECKUA) aHATIU3 KPOBU
pa3BepHYTHIH ¢ U depeHITUPOBAHHBIM MTOICYCTOM

JerKouuToB (JIeiikouuTapHas popmyia)

Ha/Het

BrImoHeHO MoTydeHne IUTOIOTMYECKOTo Mpernapara
KOCTHOT'O MO3Ta MyTEeM ITYHKITUH C TIOCIIETYIOIIIM
LUTOJIOTHYCCKUM HCCIICIOBAaHUEM Ma3Ka KOCTHOI'O MO3ra
(Muenorpamma) (Ipy yCTaHOBJIEHUM IMArHO3a, a TAKKe C
BepuduimpoBanubiM OJIJI Ha sTane nuaykwu (Ha 15 neHs

Tepanuu U Mo OKOHYaHUU UHAYKLIUN)

Ha/Het

Brmonaeno OUTOXHUMHUYCCKOC NCCIICJOBAHUC

MUKpoIpernapara KOCTHOIO MO3ra

Ha/Her

[Tammenty mnaamie 18 net ¢ momozpenuem Ha OJIJI/JIBJI,
OJIHJI, a Taxxe nipu nogo3penuu Ha peruaus OJLIJI/JIBJI,
OJIHJI BbImoTHEHO UMMYHO(EHOTUTTUPOBAHHE
reMOMO3TUYECKUX KIIETOK-IIPEAIIECTBEHHUI] B KOCTHOM

MO3I1e

Ha/Het

[Tarmenty maaame 18 ner ¢ nogo3pennem Ha OJIJI, OJIHJIL,
a Takxke npu nojgo3penuu Ha peuuaus OJUJI, OJIHJI
BBITIOJTHEHO [TUTOTEHETHYECKOE HCCe0BaHNe (KapUOTHIT) U
MOJICKYJISPHO-TEHETHUECKOE HCCIICIOBAHUE METOJIOM
¢dbmoopecrienTHOM rubpuau3aiuy in situ (FISH) acniupara

KOCTHOI'O MO3ra

Ha/Het

[TarmenTy monoxe 18 et ¢ nopospennem Ha OJIJI, a Takxke
¢ BepudunupoBanubiM OJIJI B tuarHocTHUeCKui IEPHOT U
B IIPOLIECCE TEPANNH BBIITOJIHEHbI CIIMHHOMO3T0BAs MYHKIIHS
C MOCIIEAYIOIINUM HCCIIeIOBAaHUEM YPOBHS OeJKa B
CIIMHHOMO3I'OBOM ’KMJIKOCTH, UCCJIEI0BAaHUE YPOBHS
TJIIOKO3BI B CTUHHOMO3TOBOM KHJIKOCTH,
MHUKPOCKOIIMYECKOE UCCIIE0BaHNE CTMHHOMO3IOBOM

KHUIKOCTHU, ITOACUET KICTOK B CUETHOM KaMepe

Ha/Her
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(ompenenenue MUTO3a) U IUTOJIOTUYECKOE UCCIIEIOBAHKE

KJI€TOK CIIMHHOMO3TOBOM KUIKOCTHU

[Tanmenty mosoxe 18 et ¢ BepuduImpoBaHHBIM
muarHo3om OJUJI/JIBJI nazHauena KoMOMHUpPOBaHHAS
HUTOCTATHYCCKAd TCpaIluAa 10 OAHOMY U3 TCPAINICBTUYICCKUX
IMPOTOKOJIOB C YCTAHOBJICHHBIMHU U XOPOIIO U3BCCTHBIMU

KOHCUYHBLIMHU pE3yJIbTaTaMH

Ha/Het

Brimonaena npoduiiakTiKa WM JIeUeHHEe HeUpOoJIeHKEMUN

Ha/Het

[MarmenTy mnamme 18 net ¢ Ph-mosutusasim OJIJT (OJLI ¢
HamuareM GuaaaenbPuiickoit XpoMOCOMBI —
t(9;22)(q34:q11.2)/BCR::ABLI), OJIHJI ¢ nanuuuem
BCR::ABLI x crannaptHoii Tepanuu nqo6asnensr TKU
(rpynma LO1EA no ATX-knaccugukarum)

Ha/Her

10.

Bremomrena KT/MPT romosBHOro mosra

Ha/Het

11

BrimonHeHa KoMIIBIOTEpHAs TOMOTpadusi OPraHOB IPYTHOM

MIOJIOCTH C BHYTPUBEHHBIM OOJIOCHBIM KOHTPACTHPOBAHUEM

Ha/Het

12.

[Mammenty ¢ OJUUI/JIBJI, OJIHJI u3 rpymmsl BEICOKOTO pHCKa
60 manuenty ¢ OJIJI/JIBJI, OJIHJI npu peunause
3a00JIeBaHus, a TAK)KE UX CUOJIMHTaM BBIOJIHEHO
onpenenenne HLA-aHTUTEHOB ¢ LIE€TbIO MOKCKa

MOTEHIMAIbHOro TIoHOopa KM

Ha/Her
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IIpunoxenne Al. CocraB paboueii rpynnsl o paspadoTke u NepecMoTpy

10.

KJIMHUYECKHUX PEKOMEeHIalui
Kapauynckuii A.M. — 1.M.H., mpodeccop, TUPEKTOP HHCTUTYTAa OHKOJIOTUH, PaHOTIOTUI
u saepuor meauiuuel OI'BY «HMUL[ AI'OU um. [mutpus PoraueBay Mun3apasa
Poccuu; mpodeccop kadbeapsl OHKOJIOTHH, TEMATOJIOTHH U JIy9eBOW Tepanuu MHCcTUTyTa
MarepuHcTBa u aeTctBa PI'AOY BO «PHUMY um. H.1.ITuporosa» Munzapasa Poccuu;
wieH npasienus POAOI
Pymsanues A.I'- — axanemux PAH, n.m.H., HayuHslii pykoBoautens ®I'BY «HMUIL]
JAI'OU um. dmutpus PoraueBa» Munsapasa Poccun, nmpodeccop kadeapbl OHKOJIOTHH,
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«PHUMY nmro H.W.ITuporosa» Munsnpasa Poccuu; unen npasienust Coro3a neguaTpoB
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Pymsainuesa FO.B. — 1a.M.H.,, [OUEHT, 3aBENyIOIIMI OTAEJIIOM HCCIEIOBAHUS
mumponpomudeparuBabix 3a6oneBanuit ®I'bY «HMUL II'OU um. [Imutpust PoraueBay»
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OI'BY «HMUILL AI'OU um. Imutpust PoraueBa» Munsapasa Poccun
Ouabmanckaa H0.B. — k.M.H., 3aB. 1abopaTopuell IIUTOT€HETHKH U MOJEKYJISPHOM
reatuku ®I'BY «HMUILL IT'ON um. Imutpus PoraueBa» Munsapasa Poccun
MskoBa H.B. — 1.M.H., 3aMecTUTENb TIABHOTO Bpaya 1o Je4eOHoi padoTe, 3aBeIyIONTNi
oraenenueM onkoremarojorun DPI'BY «HMUL[ AI'OM um. [mutpus Porauesan
Munsznpasa Poccun
JlutBunoB [[.B. — 1.M.H., 3aMeCcTUTENb T€HEPATILHOTO JUPEKTOpa — INIaBHbIN Bpay PI'BY
«HMMUILL AI'OU um. Imutpus PoraueBa» Mun3zapasa Poccum.
KyxoB H.B. — n.M.H., pyKOBOAUTENb OTAENA MEXKAUCUUILIMHAHONW oHKonoruu OI'BY
«HMUL AI'OU um. Imutpus PoraueBa» Mun3apasa Poccuu.
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Bamypa A.FO. — K.M.H., Bpay-IUETOJIOT, 3aBEAYIOIIMNA OTIEIOM HAYYHBIX OCHOB
NUTAaHUS U HYTpUTHBHO-MeTabomnueckor tepanun ®I'BY «HMUL AI'OU um. Amutpus
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Heuecniok A.B. — k.M.H., 3aBeAyroniuii otaeneHuem igydeBoit tepanuu @I'bY «HMUILL
JAI'OUN um. Imutpus Porauesa» Munsapasa Poccun.

JlorunoBa A.A. — kaHauaatr ¢us.-Mar. HayK, PyKOBOAMTEIb TPYIIBl MEIUIIMHCKOM
GU3MKKA U paguaIMOHHOTO KOHTPOJS B oTaesieHnu dydeBod Tepanuu OI'BY «HMUILL
AI'OU um. [Imutpus PoraueBay Munsapasa Poccun

Ilykun B.B. — x.M.H., 3aBeAyIOIIHUIA OTIAEICHUEM AHECTE3UOJOTMM M PEaHMMAaluu C
OTIEpaLlMOHHBIM OJIOKOM, Bpau aHecte3nosnor-peanumaronor ®I'bY «HMUL[ AT'OU um.
Hmutpus PoraueBa» Mun3zapasa Poccun.

Xamuu U.I'. — K.M.H., 3aBeyIOLINNA OTIECTCHUEM pEaHUMAIIMU U UHTEHCUBHOM TepaIivu,
Bpau asecrezunonor-peanumaronor ®I'bY «HMUL[ ATOU um. Amutpus Porauesa»
Munszapasa Poccun.

Cogonosa I'.I'. — K.M.H., 3aMeCTUTEIb TJIABHOTO Bpaya Mo HHPEKIIMOHHOMY KOHTPOJIIO,
3aBEAYIOIMNNA OTACICHHEM MHGEKIITMOHHOTO KOHTPOJIs, Bpau-remarojor ®I'bY «HMUIL]
JAI'OUN um. Imutpus PoraueBa» Munsapasa Poccun.

Pabaesa JI.JI. — x.M.H., 3aBeyIOIUI OTAEIEHUEM - Bpau-IAETCKUI OHKOJIOT OTAEICHUS
reMaTojiorui ¥ oHkosioruu crapuiero Bo3pacta®l'byY «HMUIL JAI'OU um. Imutpus
Porauesa» Munsznpasa Poccuun

Tpaxtman ILE. — a.M.H., 3aBeyaiomuil OTIEIEHUEM TPAHC(PY3UOJIOTUH, 3aTOTOBKH M
NPOIIECCHHTa TEMOINOA3TUYECKUX CTBOJIOBBIX KIIETOK, Bpau-TpaHcysuonor DI'BY
«HMMULL AI'OU um. Amutpus PoraueBa» Munsapasa Poccun

BamneB T.T. — n.M.H, 3aBenyrOnIuid OTACIEHUEM XHUMHOTEparmuu remMooaacto3oB Nel
HUM JOul’ um. JLA. Hypunoa ®I'BY «HMUL| ounkonmoruu um. H.H. Bbroxuna»
Munsznpasa Poccun

barmanoBa H.A. — K.M.H., 3aBeyIOIUNA OTJEICHUEM XHMHOTEPANIUU reMo0J1IacTO30B
No2 HUM Oul’ um. JILA. HypuoBa ®I'bY «HMMUII onkonorun um. H.H. bnoxuna»
Munsznpasa Poccun

Kupruzos K.M. — Kk.M.H.,, 3aMecTUTellb JTUPEKTOpa IO HAy4yHOU pabore, H.O.
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IIpunoxenue A2. MeTonoiorust pa3padoTki KJIMHAYECKHX PEeKOMEH AU

LleneBasi ayauTopus JaHHBIX KIMHHYECKHUX PeKOMEHIALMIi:

A S R e

Bpaun-neTckue OHKOJIOTH/TeMaTOIOTH
Bpau-remarosioru

Bpauu-nerckue oHkonoru

Bpauu-onkosoru

Bpauu-neguatpsl

Bpauu-panuomnoru

Bpauu kmuHHUKO-1a00paTOPHON TMATHOCTUKH
Bpauu anecTe3nonaoru-peaHuMaToI0Tu

Bpauu xnnHHYeckue hapMakonoru

Tabauua 1. lkana onieHKH ypoBHEH J0CTOBEpHOCTH oka3aTenbeTB (Y 1) st meTomoB

JUarHOCTHKH (I[I/Ial"HOCTI/I‘IeCKI/IX BMeH_IaTeJ'IBCTB)

Yaa

Pacum¢pposka

1

Cuctemarnueckue 0030pbl UCCIEIOBAHUN C KOHTPOJIEM pe(epeHCHBIM METOJOM HITH
CUCTEeMAaTUYEeCKUil 0030p paHJAOMU3UPOBAHHBIX KIMHUYECKUX HCCIEAOBaHUN C

IMIPUMECHCHUEM MCTa-aHaJIn3a

OTnenpHBIC WCCIENOBAHUS C KOHTPOJEM pedepeHCHBIM METOJIOM WM OTICIbHBIE
paHJIOMU3UPOBAHHBIE KIMHHYECKAE WCCICOBAHUS M CHUCTEMAaTHYeCKHue O0030pPbI
WCCAEAOBaHUN  JIFOOOTO  JM3aiiHa, 3a  HMCKIIOYEHHEM  PaHIOMH3WPOBAHHBIX

KIIMHUYCCKUX HCCHGHOBaHHﬁ, C IPpUMCHCHHUEM METa-aHalIn3a

HccnenoBanust 0e3 TOCIEIOBATENBHOTO KOHTPOJIA pPe(PEepeHCHBIM METOIOM HIIU
UCCIIEIOBaHMUsI C pe(EepeHCHbIM METOIO0M, HeE SBIAIOLMMCS HE3aBUCHUMBIM OT
HCCIIEyEMOI0 METO/A UM HEPAHIOMHU3UPOBAHHBIE CPABHUTENBHBIE UCCIIEOBAHUS, B

TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHUA

HeCpaBHI/ITeHLHBIe HCCIICAO0BaHUA, OITMCAHNEC KIIMHUYCCKOIO ClIy4das

Hmeercs auip 000CHOBaHNE MEXaHU3Ma ,Z[CI\/'ICTBI/IH WM MHCHHE SKCIIEPTOB

Tabauna 2. I1lkana oreHKM ypoBHEH 10CTOBEpHOCTH qokazaTtenbeT (Y /1) mis meTonoB

HpO(i)I/IJ'IaKTI/IKI/I, JICUCHMUA, MC,Z[I/IHI/IHCKOI\/'I pea61zmmaunn, B TOM 4YHCJIC OCHOBAHHBIX Ha
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WCIIOJIb30BAHUHM  TPUPOAHBIX  JIe4eOHbIX  (akTOpoB  (MPOPMIAKTUYESCKUX,  JICUCOHBIX,

peadbUIUTAIIMIOHHBIX BMEIIATEIHCTB)

Y Pacmugposka

1 Cuctemarnueckuii 0030p PKU ¢ mpumenenneM Mera-aHann3a

2 Otnenpubie PKM u cuctemaruueckue 0030pbI UCCIENOBAHHMA JIOOOTO U3aifHa, 3a
uckmouenuem PKH, ¢ nmpumeHeHneM MeTa-aHaiamn3a

3 HepannomMusupoBaHHbIE  CpPaBHUTEIbHBIE  HCCIEAOBaHWS, B T.4. KOTOPTHBIE
UCCJICI0BAHUS

4 | HecpaBHUTEIbHBIE UCCIIEIOBAHUS, OTUCAHUE KIIMHUYECKOTO CITy4asi WJIM CEpUU CITy4aes,
HCCJIE0OBAHMS «CIy4al-KOHTPOJIb)

5 Hmeetcst numis 000CHOBaHME MEXaHU3Ma JEHCTBUS BMEUIATENbCTBA (HOKIMHUYECKHE
WCCJICI0BAHMS ) UJIM MHEHHE SKCIIEPTOB

Taboaunma 3. Illkama omnenku ypoBHel ybOemurenbHOCcTH pekomeHmarui (YVYP) mis

METOA0B HpO(bI/IJ'IaKTI/IKI/I, JUAarHOCTHUKH, JICUCHUS, MGHHHHHCKOﬁ pea6nnmaunn, B TOM 4YUCIIC

OCHOBAHHBIX Ha WCIIOJIb30BaHUHM TPUPOAHBIX JIEYEOHBIX (HaKTOPOB (MPOPHUIAKTHUECKUX,

JUArHOCTUYCCKUX, JIC‘IG6HI>IX, peaGI/IHI/ITaHI/IOHHBIX BMGH_IaTeJ'IBCTB)

YYP Pacumdgposka

A

CunbHas pekoMeHnanus (Bce paccMaTpuBaeMble KpuTepud 3(PPeKTUBHOCTU
(ucxonpl) SBIAIOTCA BaXXHBIMH, BCE HCCIIEIOBAaHUS MMEIOT BBICOKOE WU
YAOBJIETBOPUTEABHOE  METONOJIOTMYECKOE  KAueCTBO, HX  BBIBOABI IO

HHTCPECYIOIIUM UCXOJaM SABJIAIOTCA COPJIaCOBaHHBIMPI)

B YcnoBHas pekoMeHaanus (He Bce paccMaTpuBaeMble Kputepuu 3hPexkTuBHOCTH
(MCXOBI) SIBISIIOTCS BaXXHBIMH, HE BCE MCCIIEIOBAHUS UMEIOT BBICOKOE WIIH
YIOBJIETBOPUTEILHOE METOJI0JIOTMYECKOE KAaueCTBO W/WIM WX BBIBOJBI IIO
MHTEPECYIOIIMM UCX0JIaM HE SIBJIIOTCSI COTJIACOBAHHBIMHU )

C Cnabas pexomeHaIus (OTCYTCTBUE T0KA3aTeIBCTB HAIISKAIIETO KauecTBa (Bce

paccMmarpuBaeMbie KpuTepuu d(H(HEeKTHBHOCTH (MCXObI) SBISIOTCS HEBAXKHBIMH,
BCE MCCIIEIOBAHMUS IMEIOT HU3KOE METO0JIOTHYECKOE KAaYeCTBO U MX BBIBOJIBI MO

HHTCPCCYIOIIUM UCXOAaM HE SABJIAIOTCA COFJ'IaCOBaHHBIMI/I)

Iopsiaok 00HOBIEHUS KIMHUYECKHX PEeKOMEH 1A,

Mexanu3m  OOHOBJIEHHSI ~ KIMHUYECKHMX  pPEKOMEHJAlMW  MpeaycMaTpuBaeT  UX

CUCTEMATHUYCCKYIO aKTyaJIn3alui0 — HE PEKE 4YEM OAHH pa3 B TPH I'0Jid, 4 TAKKEC IIPU IIOABJIICHUN

HOBBIX JAaHHBIX C ITIO3HUIINH HOKaSaTeHBHOﬁ MCIUIIMHEI 110 BOIpOCaM AJHArHOCTHUKH, JICUCHUA,
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npoPUIaKTUKH W peabWIuTalMd KOHKPETHBIX 3a00JIeBaHHMM, HAJIMYUA OOOCHOBAHHBIX

JIOTIOJTHEHUI/3aMeyaHnii K paHee yTBepkaA¢HHbIM KP, HO He uaie 1 pa3a B 6 MecsIieB.
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IIpunoxenune A3. CipaBo4yHble MaTepHAJIbI, BKIKYas COOTBETCTBHUE
NMOKAa3aHUI K NPUMEHEHHUIO U IPOTHBOMOKA3AHUH, ClIOCO00B NPUMEHEHHS U
103 JIeKAPCTBEHHBIX NPeNnapaToB, HHCTPYKIHUHU 110 IPMMEHEeHHI0

JEKApPCTBCHHOI'0O Ipenmapara

IIpuaoxenue A3.1. I[IpoTokoanl Jeuenusa OJIJI v nanuenTos 10 18 jger

A3.1.1 OcHOBHBIC TOJOKEHHMS] W CXeMbl TepalmuM IMPOTOKOJA POCCHIICKOI
HccjegoBarenbekoil rpynnsi ALL-MB 2015

B wuccnemoBanun ALL-MB 2015 BMecTO MNOHATHA «TpyIIa pPHCKa» HCHOJIB3YETCS TEPMUH
«TepaneBTHYECKas Tpymmnay. TepaneBTudeckas rpymia onpelesseTcs npeaBapuTeNbHO Nepea HadaaoM
Tepanuyd U OKOHYATEIHHO OIPEAEINSAEeTCS MOCie MOMYyUeHHs pe3ylbTaTOB IEHETHIECKOTO UCCIIETOBAHMS.
IToBTOpHO KaKIBIH TAIMEHT omeHuBaeTcs Ha 36 npenp Ttepamuu (mis OJIJI w3 B-kieTok-
MIpeAIIeCTBEHHUKOB), Ha 15 u 36 nens (yrs T-OJIJI) u, B cirydae miioXxoro OTBETa Ha JICUCHUE, TEPEBOTUTCS
B OJIHY W3 TPYIII BEICOKOT'O PHCKA.

[IpoTokomn 17151 KOHKPETHON TepaneBTHYECKOM TPYITBI JOJDKHBI OTYYaTh TOJIBKO T€ MAI[EHTHI, Y
KOTOPBIX M3BECTHHI BCE WHUIIMAJBLHBIC JaHHBIE W TPOBEACHBI Bce HeoOXoammble obcnemoBanus. Ecnm
uHQOpMaIMsl 1O  KaKOMY-ITHOO MyHKTY  OTCYTCTByeT  (Hampumep, HE  TIPOBENEHO
UMMYHO(EHOTUIIPOBAHIE, TEPBUYHAS JTFOMOaIbHAS MyHKIUS U T. 1.), TAIleHT He MOXET ObITh OTHECEH
K ONpENeNIeHHOW TEepaneBTHUECKON TpyIIe, W TEpaleBTUYECKHH IUIaH Ui HETrO YCTaHAaBJIWBAETCS

WHANBUAYAJIBHO PYKOBOAUTCIICM HUCCICAOBAHNA COBMCCTHO C BpadyaMH KIIMHUKU.

Bce nauueHTbl (1 200a u < 50 nem)
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Kputepuu crparudukanyum Ha TepaneBTHYECKHE IPYIIbI

Bce manmeHTsl M3HAYaIbHO CTPATHU(GUUIUPYIOTCS B 3aBUCUMOCTH OT MMMYHO(EHOTHIIA

onactabix Kietok Ha OJUJI u3 B-knerok-npenmectBenaukoB u T-OJUI. [lanueHTs! ¢ HaanaueM

Ph-no3utuBaoTo OJIJI (1(9;22); BCR-ABLI) BHIIENAIOTCS B OTACTBHYIO Tpynny (rpymma F).

Cpeay nanmyeHToB ¢ OJIJI u3 B-kjaeTok-nmpeanecTBeHHNKOB BbIICJISTIOTC:

Iayuenmui ¢ t(12;21) moOoro Bo3pacta U HE3aBUCHMO OT HAJIMYHSI/OTCYTCTBHUS JIIOOBIX IPYTHX
KPUTEPUEB, BBIICISIOTCA OTAEIbHO. B 3aBUcMMOCTM OT HalmWuus WIM OTCYTCTBHUSA
JOTIOTHUTENBHBIX KIMHAYECKUX KPHUTEPUEB OHM JAENATCS Ha 2 rpymmsl: rpymmy «1221-SRy»
(mammeHTsl «CTAaHTAPTHOTO pHCKa») W rpymay «1221-IR» (mammeHTsl «IIpoMeKyTOYHOTO
pHUCKay)

I'pyrma «1221-SR»: nHHIHANBEHOE KomudaecTBO neiikomutos <30x 10/ 1 pa3meps! ceneseHku
<4 cm, cratryc HHC VIl TI'pymma «1221-IR»: WHHIMANbHOE KOJNUYECTBO JIEHKOIUTOB
>30x10°/n u/unu pazmeps! cenesenku >4 cm u/umu crarye LIHC 11 (tocTaTouHO 01HOTO
KpUTEpHs).

B mepanesmuueckyio zpynny D He3aBUCHMO OT BO3pacTa BBIIENSAIOTCS MaIMEHTHl C
MHUIHATBHBIM JIEHKoIUTo30M >100%10%/1 (rpynma «D1») u/unyi HanuuueM JH0bIX MEPECTPOEK
KMT2A He3aBHCUMO OT MHHUIMAIBHOrO Jerkonuro3a (rpynma «D2y»). Ilpu sTom GonbHBIE C
MHUIHATBHBIM JIEHKomuTo30M >100%10%/71 u t(12;21) B rpynmy «D1» He BKIIOYAKOTCS.

Cpenu ocTalbHBIX ITallMEHTOB IIPOBOJUTCSA CTpaTu(UKalus B 3aBUCUMOCTU OT BO3pacTa:
nayuenmol maaouie 15 nem N0Ny4arOT TEPANMIO B 3aBUCUMOCTH OT HAJIMYUS MM OTCYTCTBUS
JOIIOJHUTEJIBHBIX KPUTEPHUEB: IPYyIMIa «A» — MalUEeHThl «CTaHAAPTHOTO pUCKa» U rpymmna «B»
— MAIHUEHTHl «IIPOMEKYTOYHOI0 pUcKay. I'pynna «A»: HHUIIMAIbHOE KOJIMYECTBO JIEHKOIIUTOB
<30x10°/1 n pasmeps cenezenkn <4 cm, craryc LITHC VI Tpynma «By»: nHHIHambHOE
KOIHYECTBO Jeiikorutos >30x10%/1 u/unu pazMepsl cenesenku >4 cm u/umi craryc LIHC
III (mocTaToYHO OHOTO KPUTEPHSI).

Bonsuvie cmapuie 15 nem BoIAETSIOTCS B OTAENBHYIO TEPANIEBTUUECKYIO rpymiry «C».
Hayuenmuvr ¢ nanuuuem t(17;19), iAMP21, 2unonnouonozo knona uau mymayusmu TP53
WHHULUAIBHO CTPAaTHQUIUPYIOTCS B IPYIITY BEICOKOTO pucka (rpymma «E»).

[Tammentsr ¢ OJIJI n3 B-Ki1eTok MpeamecTBEHHUKOB BCEX TEPaleBTHUSCKHUX TPy («Ay», «By,
«C», «D1y», «D2», «1221-SR», «1221-IR») npu OTCYTCTBUH peMHCCHH Ha 36 AcHBH Teparuu
HEPEBOATCS B IPYIIIY BBICOKOTO pucka (rpymmna «E»). OTcyTcTBHe peMUCCHU OIPEAEISIETCS KaK

Hamumawe >1% omyxoneBsIx Ki1eTok 1mo ganaeiM UDT MOB.

[Tammmentol ¢ T-OJIJI ne3asucumo om eo3pacma pa3nenstorTcs Ha 3 TEpaneBTHYECKUE

rpynmsl (HU3KOTO, TMPOMEXYTOYHOTO U BBICOKOTO pucka). Ctpatudukamnus mpou3BOAUTCS Ha

148



OCHOBaHWHM MHUIMAIBHBIX AaHHBIX, dKcripeccuu CDla u T-knerounsix penentopoB (TCR — T
cell receptor) Ha 6IacTHBIX KJeTKax U oTBeTa Ha 8, 15 u 36 nenp Tepanuu. [ ka0l Tpymmsl
(«T-LR», «T-IR», «T-HR») mpeaycMoTpeHa cBOSI TMHUS TEPATIHH.

I'pynma «T-LR»: «CDla+, TCR—» npu uHUIMAIGHOM JeiikormTosze <500x10°%/1 u npu
ycnoBuu xopoiuero orsera Ha 8 (<1000 6mactupix kierok/mki I1K) u 15 (<30% B KM) nuu
TEpaNnuy U AOCTHKEHUS peMuccud Ha 36 neHpb Tepanuu. [Tpu Hanuunm Ha 8 neHp Tepanuu >1000
OnmactHbIX K1eTok B MK [1K maruenTs! nepeBoastcs B rpynmy T-IR.

I'pynna «T-IR»: «CDla+, TCR+» unun «CD1la—, TCR—» npu ycinoBu# Xopoliero oTeeTa
Ha 15 nenp Tepanuu (<30% B KM) u noctukenust peMuccuu Ha 36 IeHb Tepanuu.

[ManmenTs! rpynn T-LR u T-IR npu muioxom orsere Ha 15 nenp (=30% B KM) nnu He
JOCTHKEHUH peMUCCUH Ha 36 IeHb Tepaluy epeBosATCs B rpymiy Beicokoro pucka (T-HR).

[TarmmenTs! ¢ BapuantoMm skcnpeccuu «CDla—, TCR+» u3HadalbHO OTHOCATCS K TPYIIINE
T-HR.

IIpu  BeIABIEHHMM  TeHeTHdeckux MapkepoB  BCR::ABLI-no0oo6nozo  octporo
mumdobnactHoro Jseirikoza ABL-kmacca (mepectpoiiku ABLI, ABL2, PDGFRb, CSFRI)

HAIUEHTHl CTPATUGUIUPYIOTCS B TEPANIEBTUYECKYIO Tpymy «F»

TepaneBTnuecKne NJIaHbI

[Mamentsl rpynn «A», «B», «1221-SR», «1221-IR» mnomay4yaroT HMHIAYKLUIO, TpH
KOHCOJIMJIAIIMK U MOJJIepKUBarolyto Ttepanuto. [lanuentsl rpynnel «By» B Bo3pacte 10 net u
CTapIie MoIy4yaroT JOTOJHUTEIFHO KpaHuaabHOe o0ydeHue B go3e 12 I'p.

Tepanus rpynmnsl «1221-SR» npakTuueckn HE OTJIIMYAETCS OT TAaKOBOM B IpyIIie «A», a
«1221-IR» — ot takoBoii B rpynne «B». EAMHCTBEHHBIM OTIINYUEM SIBIISIETCS TO, YTO HUKTO U3
nanrenToB rpynmbl «1221-IR» He monyyaeT KpaHuaabHOE O0TyYeHHE.

[Tammentsl Tpynmel «C» TOCHIE WHIYKIMHA TONY4YaloT 6 KOHCOJWIAIMKA ¢ OoOumMm
KOJINYECTBOM 36 BBe/leHUI HATUBHOW acnaparuHasbl** wnu 18 BBeaeHuii myracnaprassl**, HO B
nosze 5000 EJl/M> (B ciyuae HaTuBHOM acmaparmHasel**) ummu 500 EJI/M> (B ciyuae
naracnapraspr**) (Takum 00pa3oM, KyMYJISITHBHAS 1032 acllaparuHa3bl* * COOTBETCTBYET TAKOBOM
JUIsi OOJIBHBIX TMPOMEXKYTOYHOro pucka uccienoBanuii ALL-MB 2002 u ALL-MB 2008), u
NOJJIEPKUBAIOILYI0 Tepanuto. llanuMeHTsl 3TOW TIpynmbl NOpU OTCYTCTBUM HMHHUIUAIBHOIO
nopaxxenust [{THC ne obmyqarores.

[ManmenTsl rpynmsl «D1» mony4yaroT MHAYKLIHIO, TPU KOHCOJHMIALMWHU, KPAaHUAIBHOE
obmyuenne B gmo3e 12 [p w mommepxuBaromyo Tepanuio. I[lanmeHTam 3TOM TpymImbI

maracnapraza®* BBOAUTCS Ha 5-€ CYTKM MHAYKIMMU (a HEe Ha 3-M, yYUThIBas, KaK MPaBUIIO,
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00JbIIYI0 Maccy onmyxoiin). [lanenTsl 3Toi# Tpymnel B Bo3pacte Miaauie 3 JeT, Py OTCYTCTBUU
uHHnuaisHoro nopaxenus LUTHC, He obmydarorcs; OHM JOJDKHBI MOJy4YaTh JIOTIOJHUTEIBHYIO
MHTPATEKAJIBbHYIO TEPAMIO Ha KOHCONMMIAUAX 2 U 3.

Bce mamumentst ¢ BII-OJUI npu nHepgoctmxkennun MOb-HEeraTuBHOW pEMHCCUU TIO
oxonyanuu uHAYKIUU (MOB UDT na 36 nens >0,1<1% (rpynmst «A» u «1221-SR») 1 >0,01<1%
(rpymmber «By», «1221-IR», «DI1», «C») NONOIHUTENBHO MOIY4alOT Kypc HMMYHOTEpanuu
(#omuuatymoma0**). Ilpu Hemoctmxennn MODB-HeratuBHOCTH mociie Kypca OnmHaTymomata,
MaIMEHTHI IePEBOASTCS B IPYIIY BHICOKOTO pHcka (rpymnmna «E»).

Tepanusa B rpynne «D2y» aHaioruyHa TakoBou B rpymne «D1», HO ¢ IOMOJHUTEIbHBIM
BKJIIIOUCHHEM BBeAeHU #Ooprezomuba*™* B pennaykuusx. Bce mnammeHTsl 3TOH TpyHIbI
MOJIYYaloT JOMOJHUTEIBHO Kype UMMYHOTepanuu (#0muHarymomad™**). IlanuenTs! 3TOM Ipymsl
B BO3pacTe Miajiie 3 JeT, MpU OTCYTCTBUHM MHUIMaIbHOTO nopakenus [[HC, ne oOmydarorcs;
OHHM JTOJIKHBI TIOJTy4aTh TOMOJHUTENbHYIO HHTPAaTEeKaIbHYIO Tepaio Ha KOHCONIUIAUIX 2 u 3.

[Mammentsr Tpynn «T-LR» u «T-IR» monywaror wmHayknuio, mpotokosn «lb», Tpu
KOHCOJNUAAIMM W TONACPKHUBAIOUIYI0 Tepanuio. [lanmMeHThl 3THUX TIpynn NpU OTCYTCTBUU
nHunuansHoro nopaxenus LIHC ne o6mygatorcs. [TaruenTsr, He nocturmue MObB-HeratuBHOCTH
nocine npoTtokoina «Ib» mepeBoAsTCsS B TPYIIy BBHICOKOIO pHCKa (TepaneBTHYeckas rpymmna «T-
HR»).

[Maumentsr  rpynnel  «F»  mony4yaroT  MHIOYKUMIO, KypC — UMMYHOTEpamuu
(#0ommHAaTyMOMa0**), TpM KOHCOJMWAAIMHM, KpaHHAJIbHOEe oOmyueHne B no3e 12[1p wu
MO/IJIEPKUBAOIYIO Tepanuio. HaunHas ¢ 15 qHs uHIyKIUM, B T€YCHUE BCEH Tepanuu (BKIT0Yast
NOJJIEPKUBAIOLIYI0) U KaK MUHUMYM elle 3 roAa Mocje €€ OKOHYaHMs, MalMeHThl IOCTOSHHO
Mony4aloT UMaTMHHO** B jmo3e 300 Mr/mM?/cyT, ecium B IIPOIECCE  MOHUTOPMPOBAHHUS
MOJIEKYJIIPHOTO OTBETAa HE BO3ZHUKHET HEOOXOJIMMOCTH B CMEHe mpemapara Ha apyroi MTK.
[TarmeHTHI 3TOM TpyMNIBI B BO3pacte Miaiie 3 JIeT, pH OTCYTCTBUHM MHULIMAIBLHOTO TOPaKEeHUs
HC, He o0my4aroTcs; OHH AOJKHBI TIONy4aTh JOMOJHUTEIbHYI0 HHTPATEKATHHYIO TEPANUIO HA
KOHCONMUAAMIX 2 U 3.

Bce mammenter rpynnm «By», «C», «1221-IR», «T-LR», «T-IR» npu Hanuuum
naunuaneHoro mopaxkenus [[HC (IHHC III) momywaror Tepamuio cOrjiacHO MPOTOKOJY st
COOTBETCTBYIOILIEH TEPANIEBTUYECKON I'PYNIbI C JOMOIHUTEIbHBIM IPOBEJEHUEM KPaHHUAIBHOIO
oOydenus B 103e: B Bozpacte oT 1 roxa go 3 et — 8§ I'p, crapme 3 et — 12 I'p.

[Tpu mpoBeaeHNM Tepanvy KOHCOIHIAINH B JTI000M TEPaeBTUIECKON TPyIIe BO3MOKHO
WCIIOJIb30BAaHNE B KaueCTBE Mpemnapara acrnaparuaasbl 1u6o HatuBHOU E.coli L-acmaparnnassr B

no3e 5000 Ex/m? (rpymmsl «A», «1221-SR» u «C») umum 10 000 Ex/m? (Bce ocTanbHbIE TPYIIITBI)
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eXKeHeIeNbHO B/M, Tnb0 mracnaprassr** B nose 500 Ex/m? (rpymma «C») umm 1000 Ex/m? (Bee
ocTanbHbIC TPYIIHI) 1 pa3 B 2 Hefenu B/M (IPEANOYTUTENBHO) WA B/B. MOHUTOPHHT aKTUBHOCTH
acraparuHasbl B CHIBOPOTKE KpPOBH 00s13aTeJIeH HE3aBHCUMO OT THIIA UCIOJIB3yEeMOro Mpernapara.

Bcem nmammentam rpynm «E» u «T-HR» (mamueHThI BBICOKOTO pUCKa) TIOCIIE JOCTHKCHHS
PEMUCCHH B paMKaX XUMHOTEPAIHH BHICOKOT'O pUCKa B MAKCUMAaJIbHO KOPOTKHE CPOKU OOJTUTaTHO
nokazana aioreHHas TKM moGoro Tuma (B 3aBHCHMOCTH OT JOCTYITHOCTH JIOHOPOB M OT
TEXHUUYECKUX BO3MOxkHOcTel). IloaTomy Bcem mamumentam stux rpynn HLA-tunupoBaHue u
nHumanus noucka HLA-coBMecTuUMOro [oHopa JOJDKHBI MPOBOAUTHCS Cpa3dy MoOCie
cTpaTuUKaIMK TAIMEHTOB B 3Ty TepamneBTudeckyto rpymmy. C nensto moctiwkeHuss MOB-
HeraTuBHOM pemuccuu nepen nposenaeHruemM TI'CK y manueHTOB Ipyni BBICOKOTO PUCKA MOTYT
HCIIOJIb30BATHCS PA3IMYHBIC OIIIMH, B 3aBUCHMOCTH OT KOJIMYECTBA OJACTHBIX KJIIETOK B KOCTHOM
MO3re, OTBETa OIyXOJM Ha XUMHOTEpanuio, UMMYHO(EHOTUIIMYECKOTO BapuaHTa, HaJIU4us
JIOTIOTHUTEIBHBIX TeHeTHYecKuX abeppauuil u T. 1. PaKTUYECKH, Tepanusi STUX MALUEHTOB 10
momeHTa nposeaeHus TT'CK nnauBuayansHa, u onpezaensercss ypoBHeM MODB nociie ouepeHoro
stana, cpokamu mnpoBeneHuss TI'CK M HaivuymeM TEXHUYECKHX BO3MOXXHOCTEW MPOBENICHUS

pPa3IUYHBIX BApUAHTOB UMMYHOTepanuu/Beicoko03H0M [TXT.

CocTaB OCHOBHBIX KYpPCOB XUMHOTEPAITHH
Huoykuusn

. #JlexcamMeTa3oH** — 6 Mr/M>/cyT per os B 2 npuéma (BBeJeHHs) B JIeHb C HHTEPBAIOM
COOTBETCTBEHHO B 12 uacoB. [Iuu ¢ 1 nmo 28-ii. IlonHas cyrouHast 103a JTOCTHraeTcs
MOCTETIEHHO B 3aBUCUMOCTH OT MHULIMATIBHON Macchl onyxodu. [157-159,167].

° #IIrracmapraza** — 1 000 En/m? B/B Karl. Ha 3 1eHb tepanuu [161,167,367-369].

. Bunkpuctua** — 1,5 mr/m? (MakcuManbHas g03a 2 MT) B/B cTp. Ha 8, 15, 22, 29 u
36 nHu.

. JlayHOopyOunmua** — 45 mMr/m? B/B Kan. Ha 8 u 22 1eHb Tepanuu. Y TaHeHTOB IPYIII
«A» m «1221-SR» BBeaeHue Ha 22 NE€Hb OCYHIECTBISETCS TOJBKO MPH OOHAPYKCHUH
0omee 10% 0OnacTHBIX KJIETOK B KOCTHOM MO3Te Ha 15 JeHb JIeUeHHUs.

o #MaTUHUO** — manuenTsl rpymmnsl «F» ¢ 15 mausa magykiuu B go3e 300 mr/m?/cyt
per os [49,171,174,370].

o WuTpatekansHo (MeToTpekcar™*, nurapabun™*, #npeaauzonon**) [157-159,167] — B

BO3pacTHBIX no3upoBkax B 0/1, 8, 15, 22, 29 u 36 nuu neuenus (cm. tabm. A3.1.1.1).
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Ta6bmuma A3.1.1.1. Jlo3upoBaHue TmpemapaTtoB [Jisi WHTpPATEKAJIbHOW TEpanmuu B

3aBUCHUMOCTHU OT BO3pacTa:

Bo3spact Mertorpekcar** | [lurapadun** | #Ilpeqnnzoson**
(mr) (mr) (mr)

Meunee 1 rona 6 20 4

Ot 1 roga no 2 ner 8 30 6

Ot 2 net o 3 ner 10 40 8

Crapiue 3 net 12 50 10

Konconuoauusn 1

MepkanTonypua** — 50 Mr/m? B ieHb per 0s exenHeBHo (7—12 Hezens); B rpynmax «T-
LR», «T-IR» — 12-17 nenens

Mertotpekcar** — 30 mMr/m> BHyTpuMbIeyHo 1 pas B Hezemo (7—12 Hezens); B Tpymnmax
«T-LR», «T-IR» — 12—17 Henens

o3a mepxanmonypuna** u memompekcama** xoppuzupyemcs 6 3a6Ucumocmu om
J1EUKOUUMO8 KPOsuU.

Acnaparunaza** — BHyTpUMbIIIEYHO |1 pa3 B HEJENI0 POBHO Yepe3 CYTKH IOCIe
BBeJeHUs1 MeroTpekcara**, (7-12 wmemens; B rpymmax «T-LR», «T-IR» — 12-17
Henens); B go3e 5 000 Ex/m? B rpymmax «Ay, «C», «1221-SR», B m1o3e 10 000 Ex/m? B
rpynnax «B», «D1», «D2», «F», «1221-IR», «T-LR», «T-IR»

unu #mracnapraza** [167,371-375] — BHYTpUMBIIIEUHO (TIPEATIOYTUTENHHO) WIIH
BHYTpUBEHHO | pa3 B 2 Heaemu (7, 9 u 11 venenu; B rpynnax «T-LRy», «T-IR» — 12, 14
u 16 uenemn); B 1o3e 500 Ex/m? B rpynme «C», B 103e 1000 En/m? Bo BceX 0CTanbHBIX
rpymmax.

Monumopunz aKmugHoCmU aAcnapazunasvl 8 Cbl@OPOMKe KPOGU He3A6UCUMO Om
muna ucnob3yemozo npenapama

WuTpatekansHo (MeToTpekcar™*, nutapabun™*, #npeaauzonon**) [157-159,167] — B
BO3pACTHBIX J103upoBKax Ha 7, 9, 11 u 13 nenene; B rpynmnax «T-LRy», «T-IR» — 12, 14,
16 u 18 nenmens (cMm. Tabm. A3.1.1.1).

#JlexcamMeTa3oH** — 6 MIr/M>/cyT per os B 2 npuéma (BBeJeHHs) B JIeHb C HHTEPBAIOM
COOTBETCTBEHHO B 12 yacoB Ha npoTspxeHuu 10 1Hel ¢ mocneayroniei ObIcTpoit OTMEHOM
B TeueHue 3 nHeil — Henenu 13—14; B rpynnax «T-LR», «T-IR» — 18—19 nenens [157-
159,167].
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Bunkpuctua** — 1,5 mMr/m? (MakcuManbHas 703a 2 Mr) B/B cTp. Ha 85, 92 nens (13, 14
Henens); B rpynnax «T-LR», «T-IR» — na 124, 131 nens (18, 19 nenens).
Jlaynopyourua** — 30 mr/m? B/B kan. [Baxasl B rpynmax «By», «D1y», «D2», «F»,
«1221-IR» —na 44 u 65 nau (Henenu 7, 10), «T-LR», «T-IR» — na 79 u 93 nuu (Henenu
12, 14); u onuH pa3 B rpymnme «C» — Ha 85 neHsb (13 Henens).

#matuHnO** — manuenTsl rpynmnsl «F» MOCTOSHHO B TeueHHE BCeH KOHCOIUIAIIUN
nonydaroT B 103e 300 mr/m?/cyT per os [49,171,174,370].

#BopTe3oMu6** — manuenTs rpynmsl «D2» B no3e 1,3 mr/m? B/B 6omocHo 3a 3-5 cek ¢

MOCTIEIyIOIUM IPOMBIBAaHHEM KaTeTepa (PU3MOJIOTHYEeCKUM pacTBOpoM Ha 85, 89, 92,

96 nuu (13, 14 nenens) [376-379].

Konconuoauus 2

MepxanTonypun** — 50 mr/m?> B ieHb per os exenneBHo (15-20 Henens); B rpymmax
«T-LR», «T-IR» — 20-25 Henens

Merotpekcar** — 30 mr/m> BHyTpuMbIIIeuHo 1 pa3 B Hememo (15-20 Henmens); B
rpynnax «T-LR», «T-IR» — 20-25 nenens

o3a mepxanmonypuna** u memompekcama** xoppuzupyemcs 6 3a6Ucumocmu om
J1CHKOYUMO8 KPOsU.

Acnaparunaza** — BHyTpUMbIIIEYHO |1 pa3 B HENENI0 POBHO Yepe3 CYTKH IOCIe
BBeAeHUS MeroTpekcata®*, (15-20 nmemens; B rpymmax «T-LR», «T-IR» — 20-25
Henens); B go3e 5 000 Ex/m? B rpymmax «Ax, «C», «1221-SR», B 1o3e 10 000 Ex/m? B
rpynmnax «B», «D1y, «D2», «F», «1221-IR», «T-LR», «T-IR»

unu #mracnapraza** [167,371-375] — BHYTpUMBIIIEUHO (TIPEATIOYTUTENHHO) WIIH
BHYTpUBEHHO 1 pa3 B 2 Heaenu (15, 17 u 19 venenu; B rpynmnax «T-LR», «T-IR» — 20,
22 u 24 nenenu); B 1o3e 500 Em/m> B rpymre «Cy», B go3e 1000 En/mM? BO BCEX OCTAIbHBIX
rpymmax

Monumopunz axkmugHoCmU aAcnaApazunasvl 8 CblGOPOMKe KPOGU He3A6UCUMO Om
Muna ucnojv3yemozo npenapama

WutpatekansHo (MeToTpekcar™*, nutapabun™*, #npeaauzonon**) [157-159,167] — B

BO3PACTHBIX J1I03UpOBKax (cMm. Tabm. A3.1.1.1):

1 pa3 4 BBeeHUs
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21 uenens

15. 17,19 u 21 "Henens

I'pynna «A»

I'pynma «1221-SR»

I'pynmst «By, «D1y», «D2y», «F», «1221-
IR», «C» — Te, KoMy IUIaHUpPYETCA

o0my4yeHwue

['pynnet «By, «D1», «D2», «F», «1221-
IR», «C» — He nmony4aronme Jy4eByro

TEpaIuio

1 pa3

26 Henmensd

4 BBeeHUs

20. 22, 24 u 26 venens

I'pynner «T-LR», «T-IR» — Te, komy

TJIaHUPYETCs 00TyIeHUE

I'pynner «T-LR», «T-IR» — He

MOJTYYaIOIIUE JIYYEBYIO TEPAIHIO

#JlexcameTaszon** — 6 Mr/mM%/cyT per 0s B 2 npuéMa (BBeJieHHs) B eHb C MHTEPBAIOM
COOTBETCTBEHHO B 12 yacoB Ha mpoTspkeHuu 10 THEeH ¢ mocieyromieit ObICTpOi OTMEHOM
B TeueHue 3 nueit — Henenu 21-22; B rpynnax «T-LR», «T-IR» — 26-27 nenens [157-
159,167].

Bunkpuctua** — 1,5 mr/m? (MakcuManbHas 703a 2 MT) B/B cTp. Ha 141, 148 nens (21,
22 uenens); B rpynnax «T-LR», «T-IR» — na 180, 187 nensb (26, 27 nenens)
JayHopyounua** — 30 mr/m> B/B Kam. Jlpaxasl B rpymmax «By, «D1», «D2», «F»,
«1221-IR» — na 98 u 121 nenp (memenu 15, 18), «T-LR», «T-IR» — na 135 u 156 nau
(menenu 20, 23); u oguH pa3 B rpymme «C» — Ha 141 nens (21 venens).

#matuHnO** — manuenTsl rpynmnsl «F» MOCTOSHHO B TeueHHE BCel KOHCOIHIAIIUN
nosy4JaroT B 1o3e 300 Mr/m%/cyT per os [49,171,174,370].

#BopTe3oMu6** — manuenTs rpynmsl «D2» B no3e 1,3 mr/m? B/B 6omocHo 3a 3-5 cek ¢
MTOCJIETYIOIIMM MPOMBIBAaHHUEM KaTeTepa (U3HOJIOTUUECKIM pacTBOpoM Ha 141, 145, 148,

152 nuu (21, 22 wenens) [376-379].

Konconuoauusn 3

MepkanTonypua**— 50 Mr/mM> B IeHb per 0s exeaHeBHO (23—28 Henens); B rpynmax «T-
LR», «T-IR» — 28-33 nenens

Merotpekcar** — 30 mr/m> BHyTpuUMBIIIeuHO | pa3 B Hememo (23-28 Henens); B
rpynnax «T-LR», «T-IR» — 28-33 nenens

o3a mepkxanmonypuna** u memompexcama** Koppuzupyemcs 6 3a8UcumMocmu om

Jzeﬁkouumoe Kpoeu.
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AcnaparuHaza®™* — BHyTpHUMBIIIEUHO 1 pa3 B HENENI0 POBHO 4Yepe3 CYTKH Mocie
BBeleHUS MeToTpekcata**, (23-28 nemens; B rpymmax «T-LR», «T-IR» — 28-33
Henens); B go3e 5 000 Ex/m? B rpymmax «Ay, «C», «1221-SR», B m1o3e 10 000 Ex/m? B
rpynmnax «B», «D1y, «D2», «F», «1221-IR», «T-LR», «T-IR»

unu #mracnapraza** [167,371-375] — BHYTpUMBIIIEUHO (TIPEATIOYTUTENHHO) WIIH
BHYTpHUBEHHO 1 pa3 B 2 Hegenu (23, 25 u 27 venenu; B rpymnmnax «T-LR», «T-IR» — 28,
30 u 32 Hezenm); B go3e 500 Ex/m? B rpymme «Cx», B 103e 1000 Exn/m? Bo Bcex 0CTanbHBIX
rpymmax

Monumopunz akmugHoCmuU acnapazunasvl 8 Ccbl@OPOMKe KPOGU He3A6UCUMO Om
Muna ucnojv3yemozo npenapama

WuTpatekansHo (MeToTpekcar™*, nutapabun™*, #npegauzonon**) [157-159,167] — B

BO3PACTHBIX J1I03UpOBKax (cMm. Tabm. A3.1.1.1):

1 pa3 4 BBenEeHUSA
29 Henmens 23,25,27 u 29 Henens
I'pynma «A» I'pynmst «By, «D1y», «D2y», «F», «1221-
I'pynma «1221-SR» IR», «C» — He nmony4aronme Jy4eByro

I'pynnet «By, «D1», «D2», «F», «1221- | Tepanuto
IR», «C» — Te, KoMy IUIaHUpPYeETCA

o0sydeHue

1 pa3 4 BBeneHUS

34 nenens 28, 30, 32 u 34 Henens

I'pynmnbt «T-LR», «T-IR» — Te, komy I'pynmst «T-LR», «T-IR» — He

IUTaHUpYeTCcs 00TyUeHue MOJTYYaIOIIUE JIYYEBYIO TEPAIHIO

#JlexcameTaszon** — 6 Mr/mM%/cyT per 0s B 2 npuéMa (BBeJieHHs) B eHb C MHTEPBAIOM
COOTBETCTBEHHO B 12 yacoB Ha npoTspkeHuu 10 1Hel ¢ mocneayoniei ObIcTpoit OTMEHOM
B TeueHue 3-x nHeld — Henenu 29-30; B rpynnax «T-LR», «T-IR» — 34-35 nenens
[157-159,167]

Bunkpuctua** — 1,5 mr/m? (MakcuManbHas 703a 2 M) B/B cTp. Ha 197, 204 nens (29,
30 menens); B rpynmnax «T-LR», «T-IR» — na 232, 239 nens (34, 35 nenens)
Jlaynopyourua** — 30 mr/m? B/B karn. OnHOKpaTHO B rpymnax «By», «D1», «D2», «F»,
«1221-IR» — na 163 nenw (24 uemens); B rpynmax «C», «T-LR» u «T-IR» — Ha
197 nens (29 nenens).
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#MmatnHuO** — marueHTsl Tpynnbl «F» MOCTOSITHHO B TEUYEHHE BCEW KOHCOJIMIAIINU
nosydJaroT B o3e 300 Mr/m?/cyT per os [49,171,174,370]

#BopTe3oMu6** — manuenTs rpynmsl «D2» B no3e 1,3 mr/m? B/B 6omocHo 3a 3-5 cek ¢
MOCJICTYIOIIMM MPOMBIBAaHHEM KaTeTepa GHU3HoJI0THIeCKIM pacTBopoM Ha 197,201, 204,

208 nrn (29, 30 Henens) [376-379]

Konconuoayusa 4 (monvko nayuenmot epynnot « C»)

MepkanTonypua**— 50 mr/m> B ieHb per 0s exeaneBHo (31-36 nenens)
Mertotpekcar** — 30 Mr/m> BHyTpUMbIIedHo 1 pa3 B Hezmemo (31-36 Hemens)

o3a mepxanmonypuna** u memompekcama** xoppuzupyemcs 6 3a6Ucumocmu om
J1EHKOUUMO8 KPOsU.

Acnaparunaza** — BHyTpUMbIIIEYHO | pa3 B HEJENI0 POBHO Yepe3 CYTKH IOCIe
BBeAeHH MeToTpekcata™*™* (31-36 Hexens); B mo3e 5 000 En/m?

win  #moeracnapraza**  [374,375] — BHYTpUMBIIIEUHO (TPEANOYTUTENIFHO) WU
BHyTpuBeHHO 1 pa3 B 2 venenu (31, 33 u 35 nenemn); B go3e 500 Ex/m>

Monumopunz aKmueHoCmU aAcCRApPaAzuHAa3bl 8 CblGOPOMKE KPOGU HEe3A6UCUMO Om
Muna ucnojb3yemozo npenapama

WutpatekansHo (MeroTpekcar™*, nurapadbun™*, nmpegauzonon**) [157-159,167] — B
BO3PACTHBIX JTO3UPOBKAX — OJHOKpaTHO Ha 253 nenb (37 menens). HTpaTekampHas
Tepamusi TMOCie Jy4eBOM Tepamuu IMPOBOAUTCS IBYMs IpernaparaMu (LuUTapaOuH™*,
MIPETHU30T0H**)

#]lexcamMeTa3oH** — 6 Mr/M>/cyT per os B 2 mpuéma (BBeJeHHs) B JIeHb C HHTEPBAIOM
COOTBETCTBEHHO B 12 yacoB Ha npoTsbkeHuu 10 1Hel ¢ mocneayoniei ObIcTpoit OTMEHOM
B TeueHne 3 guer — Heaenu 37-38 [157-159,167]

Bunkpuctua** — 1,5 mr/m? (MakcuManbHas 103a 2 Mr) B/B cTp. Ha 253, 260 auu (37, 38
HeJes)

Jlaynopy6urun** — 30 mr/m* B/B kan. OnHOKpaTHO Ha 253 nenb (37 Henens).

Konconuoauusn 5 (monvro nayuenmot cpynnot «C»)

MepxkanTonypun** — 50 mr/m> B ieHb per os exeaHeBHo (39-44 nenes)
MertoTpekcar** — 30 mMr/mM> BHyTpuMbIIeuHo 1 pa3 B Henemo (39-44 nenens)
Ho3a mepxanmonypuna** u memompekcama** xoppuzupyemcs 6 3a6Ucumocmu om

Jzeﬁkouumoe Kpoeu.
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AcnaparuHaza®™* — BHyTpHUMBIIIEUHO 1 pa3 B HENENI0 POBHO 4Yepe3 CYTKH Mocie
BBeIcHHS MeToTpekcata™**, (39—44 nenens); B 1o3e 5 000 En/m?

win  #moeracnapraza®**  [374,375] — BHYTpUMBIIIEYHO (TPEANOYTUTENIFHO) WU
BHyTpuBeHHO 1 pa3 B 2 Henenu (39, 41 u 43 nenemn); B 1o3e 500 Ex/m>.

Monumopunz aKmugHoCmMU aAcnRApazuHa3vl 8 CblGOPOMKe KPOGU He3A6UCUMO Om
Muna ucnojv3yemozo npenapama

WuTpatekansHo (MeToTpekcar™*, nutapabun™*, #npegauzonon**) [157-159,167] — B
BO3PACTHBIX 103UpOBKax (cM. Tabm. A3.1.1.1) — onnokpatno Ha 309 nens (45 Henens).
WuTpaTekanpHas Tepanusi MOCie JIy4eBOM TEpanmuu MPOBOAMUTCS IBYMsI IperaparaMu
(uurapabun™*, #npeaauzonon™*)

#JlexcamMeTa3oH** — 6 Mr/M>/cyT per os B 2 npuéma (BBeJeHHs) B JIeHb C HHTEPBAIOM
COOTBETCTBEHHO B 12 uacoB Ha npoTspkeHuu 10 1Hel ¢ mocneayroniei ObIcTpoit OTMEHOMH
B TeueHue 3 gHer — Heaenu 45—46 [157-159,167].

Bunkpuctua** — 1,5 mr/m?> (MakcuMainbHas 103a 2 Mr) B/B cTp. Ha 309, 316 xuu (45,
46 Henens)

JayHopyOuumua** — 30 mr/m? B/B kan. OHoKpaTHO Ha 309 neHs (45 Hemens).

Konconuoauusn 6 (monvrko nayuenmot cpynnot «C»)

Mepkantonypun** — 50 MI/M? B ICHb per os exxeTHeBHO (47—-52 Henens)
MertoTpekcar** — 30 Mr/mM> BHyTpUMBIILIeuHo | pa3 B Henemo (47-52 Henens)

o3a mepxanmonypuna** u memompekcama** xoppuzupyemcs 6 3a6Ucumocmu om
J1EUKOUUMO8 KPOsu.

Acnaparunaza** — BHyTpUMbIIIEYHO | pa3 B HEJENI0 POBHO Yepe3 CYTKH IOCIe
BBEJICHUs MeToTpekcata** (47-52 menens); B 1o3e 5 000 Ex/m?

unu  #moracmapraza*®  [374,375] — BHYTpUMBIIIEYHO (MPEANOYTUTEIBHO) WIH
BHYTpUBEHHO 1 pa3 B 2 Henenu (47, 49 u 51 menenn); B no3e 500 Ex/m?

Monumopunz aKmueHocmu acnapazuHazvl 6 CblGOPOMKe KPOo8U HE3AGUCUMO Om
MUna ucnob3yemozo npenapama

WuTpatekansHo (MeToTpekcar™*, nutapabun™*, #npeaauzonon**) [157-159,167] — B
BO3PACTHBIX 103UpoBKax (cM. Tabm. A3.1.1.1) — oxgHOkpaTHO Ha 365 neHb (53 Hexens).
WuTparekanbHas Tepamnusi MOCIe JIy4eBOM Tepanmuu MpPOBOAUTCS ABYMsS IpernapaTaMu

(muTapabun™*, #upenHu30M0H**).
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. #JlekcamMeTa3oH** — 6 Mr/M>/cyT per os B 2 npuéma (BBeJeHHs) B JIeHb C HHTEPBAIOM
COOTBETCTBEHHO B 12 yacoB Ha mpoTspkeHuu 10 THEeH ¢ mocieyromnieit ObICTpO OTMEHOM
B TeueHue 3 nHeit — Henenu 5354 [157-159,167]

. Bunkpuctua** — 1,5 Mr/m? (MakcuManbHas 103a 2 Mr) B/B cTp. Ha 365, 372 nens (53,

54 nenensi)

Bmopas ¢paza unoykuyuu (npomokon Ib) (monvko nayuenmol epynn « T-LR», « T-IR»)

° Huxnodochamua™** — B mo3e 1000 Mmr/m%, B/B Karr. 3a 1 gac, B quu 43 n 71.

. Mecna** — 400 Mr/m> BHYTpHBEHHO Tiepesi HH(y3Hei nuknodochamuaa, a Takxke Ha 4
U 8 yac rocie BBeJIEHUS Ipernapara

. Iutapabun** — B 03¢ 75 Mr/M%/CyT, BBOJUTCS BHYTPHBEHHO CTPYiiHO, B JHH 45, 46,
47, 48; 52, 53, 54, 55; 59, 60, 61, 62 u 66, 67, 68, 69 (deTbipe 4-THEBHBIX OJIOKA).

. MepkanTonypua** — B 103e 60 Mr/m>/cyT, per os, ¢ 43 o 71 nens (Bcero 28 nmeit; 4
HEJICITH )

. HNuTparekanbHo (MeToTpekcar™*, nurapadbun™*, #npenquuzonon™**) [157-159,167] — B

BO3PACTHBIX J103UpOBKax (cMm. Tabn. A3.1.1.1) Ha 52 u 66 neHb.

Hmmynomepanusa (#baunamymomao**) (monvxo nayuenmor ¢ BII-OJIJI epynn «A» u «1221-
SR» npu MOB U®DT na 36 oenv >0,1<1%, epynn «By, «1221-IR», «D1», «C» npu MOBE UDT na
36 oenv >0,01<1%, epynner «E» nepeo nposedenuem TI'CK)
. #bnunatymomab** — KpyriaocyTO4HOM HENpEephIBHOW WHOY3UEH AeTIM B J103€
5 mxr/m?/cyT 1-7 neHs Kypca, B 103e 15 Mxr/m?/cyT 8—28 neHs kypea. [217,225,227,236—
243]

Tepanusa nayuenmoe 6vicokozo pucka (epynnot «E» u « T-HR»)
brok F1
o #JlexcameTazon** — 20 mMr/m>/cyT, per/os unu B/B; quu 1-5 [380,381]
. Bunkpuctua** — 1,5 mr/m? (MakcuManbHas 7103a 2 Mr) B/B cTp.; HH 1, 6.
° Merotpekcat** — 5 000 Mmr/M? B/B 3a 24 4aca B JcHb 1.
1/10 obmie#t 70361, KaKk HArPY304HYIO 103y B/B Kail. 3a 30 MUHYT
9/10 oOmielt 70361 B BUAC JUTUTEIBHOM BHYTPpUBEHHON HHDY31H 3a 23,5 yaca.
. Kansuusa domunat** — 15 mr/m? B/B Ha 42, 48 u 54 yacel uHQY3UH MeTOTpeKkcaTa**
Yeenuuenue xonuuecmea eeedenuii u 003vl Kanvyua orunama** ¢ 3agucumocmu

om KOHUeHmpauuu Memompekcama** 68 Kpoeu
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bnok F2

#Iloracmapraza** [214,215,371-373] — 1 000 En/m? B/B KanesibHO 3a 2 4aca; eHb 4.

WNuTparekanbHo (MeToTpekcar™*, nurapadbun™*, npemuuzomon**) [157-159,167] — B

BO3PACTHBIX JIO3UPOBKAxX; JIeHb 1.

#JlexcameTazon** — 20 Mr/m>/cyT, per/os unu B/B; quu 1-5 [380,381]

Bunkpuctua** — 1,5 Mr/m? (MakcuMasbHas 7103a 2 MT) B/B CTp.; AeHb 1.

[urapabun** — 2 000 Mr/mM?8/B B Bujie 3-4acoBoif uH(y3uu Ha | U 2 1HU. 4 BBEICHUS C
WHTEpPBAJIOM B 12 yacoB

#I1sracnaprasa** [214,215,371-373] — 1 000 Ex/m? B/B kanensHO 3a 2 yaca; JeHb 4.
WNuTtparekanbHo (MeToTpekcar™*, nurapadbun™**, npemguuzomon**) [157-159,167] — B

BO3PACTHBIX JIO3UPOBKAX; JICHb 5.

brnox HR-1

#JlexcameTa3on** — 20 mr/m?/cyT, per/os unu B/B; 1au 1-5 [380,381]

Bunkpuctua** — 1,5 mMr/m? (MakcuManbHas 103a 2 Mr) B/B cTp.; 16U 1 1 6.
MertoTpekcar** — 5 000 mr/m> B/B 3a 24 yaca B jeHb 1.

1/10 oOrieii 10361, KaK HAarPY304HYIO 103y B/B Kail. 32 30 MUHYT

9/10 oOrmelt 10361 B BUAE JJIMTEILHOW BHYTPUBEHHOM MH(Y3uu 3a 23,5 yaca.

Kanbuus dponunar** — 15 mr/m® B/B Ha 42, 48 u 54 yachl uH(y3MH MeTOTpekcaTa™**
Yeenuuenue xonuuecmea esedenuit u 003vl Kanvyusa horunama** 6 3agucumocmu
Om KOHUenmpayuu memompexcama** ¢ kposu

Huxnodochamua** — 200 Mr/M> B/B KamenbHO 3a | wac; aHu 2—4. 5 BBemeHWil C
WHTEPBAJIOM B 12 yacoB

Mecna** — 70 Mr/M> BHYTpHBEHHO Tepes HH(py3ueil muknopochamMuaa™**, a Takke Ha
4 u 8 Jac nociie BBEJCHUS penapara

Hurapadbun** — 2 000 Mr/M? B/B B BHIE 3-4acOBOI nH(Dy3un Ha 5 JeHBb. 2 BBEICHUS C
WHTEpPBAJIOM B 12 yacoB

#I1sracnaprasa** [214,215,371-373] — 1 000 Ex/m? B/B kanenbHo 3a 2 yaca; Ha 6 JeHb.
HNuTtparekanbHo (MeToTpekcar™*, nurapadbun™*, #npenquuzonon™**) [157-159,167] — B

BO3PACTHBIX J103UpOBKax (cMm. Taba. A3.1.1.1); B 1-ii neHs.

bnox HR-2

#JlexcameTason** — 20 Mr/m>/cyT, per/os unu B/B; quu 1-5 [380,381]
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Merotpekcat** — 5 000 Mmr/M? B/B 3a 24 4aca B JcHb 1.

1/10 obme#t 10361, KaKk HATPY304HYIO 103y B/B Karl. 3a 30 MUHYT.

9/10 oOrmeit 10361 B BUAE JJIMTEILHONW BHYTPUBEHHOM MH(Y3uu 3a 23,5 yaca.

Kanbuus ¢onunar** — 15 mr/m® B/B Ha 42, 48 u 54 yachl uH(y3MH MeTOTpekcaTa™**
Yeenuuenue xonuuecmea eeedenuit u 003v1 Kanvyusa orunama** ¢ 3aeucumocmu
om KOHYeHmpayuu memompexcama** ¢ kposu

#Ioracmapraza** [214,215,371-373] — 1 000 En/m? B/B KarmenpHO 3a 2 yaca; Ha 6 JIeHb.
WuTpatekansHo (MeToTpekcar™*, nutapabun™*, #npeaauzonon**) [157-159,167] — B
BO3PACTHBIX T03UpOBKax (cm. Tabm. A3.1.1.1); B 1-if neHsb.

Bunkpuctua** — 1,5 mr/m” (MakcuManbHas pa3oBas 103a 2 MT) B/B ¢Tp.; B 10U 1 1 6.
Udochamum** — 800 mr/m?, B/B B Teuenue | yaca, 1au 2—4. 5 BBEIEHMIT ¢ HHTEPBATIOM
B 12 yacos.

MecHa** — 400 mr/m* BHyTpuBeHHO nepes uHby3uei ngochamuma**, a Taxxke Ha 4 u
8 yac mocre BBeJCHUS Mpernapara

JayHopyOununa** — 30 mr/m?, B/B Kar. 3a 24 4aca, JieHb 5.

Brox HR-5

#JlexcameTa3on** — 20 mr/m?/cyT, per/os unu B/B; 1au 1-5 [380,381]

#Knodapabun — 52 mr/m? (ans GonpHEIX Miaame 30 neT) B/B Kar. 3a 2 yaca, AHE 1-5
[205,215,216]

Huxnodochamua™** — 300 mr/m” B/B KaL. 3a 1 yac; nuau 1-5. 5 BBeqeHU ¢ WHTEPBAJIOM
B 24 yaca

Mecna** — 100 mr/m? BHYTpUBeHHO Tlepen nHby3Hel muknodocdamMuaa**, a Takxke Ha
4 u 8 yac nociie BBEJCHUS Ipenapara.

#Itomo3ug** — 100 mr/m?, mau 1-5, B/B KL 3a 2 yaca. 5 BBEICHUIA C WHTEpBajoM B 24
yaca [215]

HNuTtparekanbHo (MeToTpekcar™*, nurapadbun™*, #npenquuzonon™**) [157-159,167] — B

BO3PACTHBIX J103UpOBKax (cm. Tabn. A3.1.1.1); B 1-ii neHs.

brnox HR-6

#JlexcameTa3on** — 20 mr/m>/cyT, per/os unu B/B; 1au 1-5 [380,381]
Henapabun™* — 1 400 mr/mM”B/B Kar. 3a 1 gac; guu 1, 3, 5.

#1 urapabun** — 300 mr/m> B/B 3a 3uaca, qHM 3—5. 6 BBeIcHHMI ¢ MHTEpBaIOM B 12

yacos [214-216]
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Huxnodochamua** — 200 Mr/M> B/B KamenbHO 3a | wac; aHu 1-5. 5 BBemeHwit c
WHTEpBAIOM B 24 4aca.

MecHa** — 70 Mr/m?> BHyTpUBEHHO Hepe uH(y3ueit nukaopochamuna**, a Takxke Ha
4 u 8 yac nocie BBeneHus npenapara [41,380]

#I1sracnapraza** [214,215,371-373] — 1 000 En/m? B/B kanenbHo 3a 2 uyaca; Ha 6-if
TICHb.

WuTpatekansHo (MeToTpekcar™*, nutapabun™*, #npegauzonon**) [157-159,167] — B

BO3PACTHBIX TO3UpOBKax (cm. Tabm. A3.1.1.1); Ha 6-i1 neHb.

Brox HR-7

JlekcameTa3on** — 6 Mr/mM2/cyT, per/os Ui B/B B Ba MpuéMa; THU 1-5

#Knodapabun — 52 mr/m? (ans GonpHBIX Miaame 30 neT) B/B Kar. 3a 2 yaca, JHE 1-5
[205,215,216]

#llurapabun** — 1000 mr/m’s/B B Buae 3-uacoBoii MH(Y3uu, AHHM 1-5. 5 BBEICHHI C
MHTEpBaAIOM B 24 yaca [216]

#Unapyourua**[216] — 8 mr/m2, B/B KarI. 3a 6 yacos, oM 35

Brox FLAM

JlekcameTazon** — 6 Mr/m>/cyT, per/os uiu B/B B Ba Npuéma; aau 1-5
#Onynapabun™** — 30 mr/m? B/B Karl. 3a 30 MuH, ZHU 1-5. 5 BBeeHUIA C WHTEPBAJIOM B
24 gaca [212-215]

[Murapabun** — 2000 mr/m’s/B B Buae 3-uacoBoii mHQy3uu, nHM 1-5. 5 BBeIEHHU C
HWHTEpPBAJIOM B 24 yaca

#MuTtokcanTpor** — 10 Mr/m%, B/B kam. 3a 1 yac, nuu 1, 3 u 5 [384-386]

KpaHnuajJnbHoe 00Jay4YeHne

JlyueBas Tepanusi IpoOBOAMUTCA Yy NAUUEHTOB B Bo3pacTe 10—15 yer TepameBTHYECKOM

rpynnsl «B», y Bcex manmeHToB crapuie 3 jer TepaneBTudyeckux rpynn «D» m «F». Jlosa

00JTydeHHs OJTMHAKOBA JIJISI BCEX TEPANeBTUYECKUX TPy U cocTasisier 12 I'p.

JlyueBas Tepamus NpOBOAWUTCA y BCEX MALMEHTOB ¢ MHUIMAIbHBIM nopaxeHuem [THC

(cratyc LTHC III), npuHaaiexamux 1mo ApyruM KpUTepusM K Jro0oii rpymnme. J[oza oGmydeHus y

MalKreHToB B Bo3pacte oT 1 roga no 3 net coctapiseT 8 I'p, B Bo3pacte >3 et — 12 I'p.

B nmepuon oOnydeHuss NpoBOAMTCS 2 HHTpATEKAIbHBIX BBEIEHHUS IMpenapaToB

(MeToTpekcar®*, nurtapabun™*, #npenquuzonon®*) [157-159,167] — 1 pa3 B Henemo.
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MepkanTonypua**— 50 Mr/mM? B JIeHb per 0s eKeHEBHO Ha MPOTSHKEHHH BCETO MEPUO/Ia
KpaHUAJbHOTO 00nydeHus. /lo3za mepkanmonypuna** koppuzupyemcsa € 3a8ucumocmu om

Jzeﬁkouumoe Kpoesu.

Ionnep:xuBaromas Tepanusi

[MonnepxxuBaromias Tepanus HauyuHaeTcs Ha 31 Hejene MPOTOKONA MJis MAIMEeHTOB
TepaneBTUYECKUX rpymnm «A», «By», «D1y», «D2», «F», «1221-SR», «1221-IR». V nauueHTon
rpynnsl «C» oHa HaunMHaeTcst Ha 55 Henene tepanuu. Y nauueHToB rpynn «T-LR» u «T-IR» —
Ha 36 Heaene. Y manuenToB ¢ BII-OJIJI, momy4aromux qomoaHUTENBHO Kype #0mmHaTyMmoMata™ ™,
MOJIICP)KUBAIOIIAS TepaIisl HAUMHAETCS Ha 35 Heqene.

[MomnepxuBaromias Tepamus MPOIOIDKACTCS 10 JOCTIDKCHUS OOIIEH IITUTEIbHOCTH
nedenus 2 rona. OHa COCTOUT U3 6-HENENbHBIX KypCOB MepKanTtonypun™** + merorpekcar™**, ¢
nocJIenyronel 2-HeAeNbHOW PEeMHIYKIIMEH JeKcaMeTa3oH™* + BUHKpUCTHH** ¢ OgHUM
WHTPATEKAILHBIM BBEICHWEM 3 MpemnapaToB (MeTOoTpekcaT**, murapabun™*, #npeauuzonon™*).

WHTparekanbHas Tepanus MpoBOAUTCS TOJIBKO Ha 1-M roay Tepamnuu.

MccneEqOBAHUE ALL-MB 2015 NOAQEP>XUBAIOLWASA TEPAMUA.

VCR 1,5 mg/m? (i.v.) g u a u g u
DEXA 6mg/m’ (p.o.) | 7 | .
MTX 30mg/m” (i.m.) I I l I I I I I I l I I I I I I I I
6-MP 50mg/m (p.0.) I N
TIT ¥ ¢ °

31 32 33 34 35 36 37 38 39 40 41 42 43 44 45 46 47 48 49 S50 51 52 53 54
VCR 1,5 mg/m? (i.v.) s u 'u u g u
DEXA 6mg/m’ (p.o.) . | .

MTX 30mg/m”(l.m.) I I I I I

6-MP 50mg/m®(p.o.)

55 56 57 58 59 60 61 62 63 64 65 66 67 68 69 70 71 72 73 74 75 76 77 78

VCR 1,5 mg/m? (i.v.)

DEXA 6mg/m?® (p.o.) - -
MTX 30mg/m? (i.m.) 1Ll (. Frrrrrrrnid

6-MP 50mg/m’ (p.0.) e —
Z9 80 81 82 83 84 85 86 87 88 89 900 91 92 O3 94 OS5 96 O7 98 99 100 101 102103 104

. MepkanTonypua** — 50 Mr/mM> B JIeHb per 0s exeTHEBHO

. Mertotpekcar** — 30 Mr/mM> BHYTPHMBIIIEYHO | pa3 B HE/EIO.

Jo3a mepxanmonypuna™* u memompexkcama** xoppuzupyemcsa 6 3a6ucumocmu om
J1eHKOUUMO8 KPOSU.

° #JlexcameTa3zoH™* — per os exeaHEBHO Ha mpoTsokeHuu 10 mHEH ¢ mocnemyromen
ObIcTpOil 0TMeHOM B TeueHue 3 aHeil. CyTodHas 103a mpemnapara pacupenessercs Ha 2
npuema ¢ uaTepasioM 12 gacos. [157-159,167]

. Bunkpuctua** — 1,5 Mr/m? (MakcuManbHas 103a 2 Mr) B/B cTp. 1 pas B Hegemo (B 1 u
8 mTHU pEUHIYKIIUN).
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HNuTparekanbHo (MeToTpekcar™*, nurapadbun™*, #npenquuzonon™**) [157-159,167] — B
BO3PACTHBIX J03upoBKax (cM. Tabdn. A3.1.1.1) ma 37, 45 u 53 Henene (BMecTe ¢ MEPBBIM
BBEJICHUEM BUHKPUCTHHA** Ha KaX10HM penHAyKUuu). Jlanee nHTpaTeKanbHas Tepanus
He nposoauTcs. VIHTpaTekanbHas Tepanus MOcCie JIy4eBON Tepanuu POBOAUTCS ABYMS
npenapatamu (urapadua™**, #rupeaHu3onon™*; nosupoBku cm. Tadm. A3.1.1.1), 6e3

MeTOTpeKcaTa™**,
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A3.1.2 OcHOBHBbIE TMOJIO)KEHHSI M CXeMbl Tepanuu MPOTOKOJA HeMelKOol

ucciaegosarenbckoii rpynnst ALL IC — BFM 2002

Kputepuu crparudukanyuy Ha TepaneBTHYECKHE IPYIIbI

I'pynna cmanoapmnozo pucka

Xopommmwii oTBeT Ha Tipedaszy npearn3onoHoM™* (<1000 61acTHBIX KJIETOK/MKI KPOBU Ha
8 IeHb Tepanun)

Bo3spact >1 roga u <6 ner

NHUIHATFHOE KOIHUYEeCTBO JeikonuToB <20 x 10°/1

<25% 06y1acTHBIX KJIETOK B KOCTHOM MO3Te Ha 15 1eHb Tepanun

JocTuxenne pemuccuu Ha 33 IeHb Tepanuu

Bce kpumepuu ooa3amensvuul

I'pynna npomesicymounozo pucka

Xopommmwii oTBeT Ha Tipedaszy npeaan3onoHoM™* (<1000 61acTHBIX KJIETOK/MKII KPOBU Ha
8 IeHb Tepanun)

Bospact <1 roga unu >6 JeT W/Uiu HHALUATHEHOE KOJTHYECTBO JEHKOIMTOB >2(0) X 10°/n
<25% OnacTHBIX KJIETOK B KOCTHOM MO3re Ha 15 neHs Tepanuu

JlocTmxeHne peMuccuu Ha 33 1eHb Tepanuu

u/unu

Kpurepuu rpymnisl craHIapTHOro pucka + >25% O1acTHBIX KJIETOK B KOCTHOM MO3Te Ha

15 neHb + JOCTUKEHHE pEeMUCCUU Ha 33 JeHb Teparuu

prnna B6bICOKO2O pucka

[Tnoxo# oTBeT Ha npedaszy npeaunuzogoHoM** (>1000 G1acTHBIX KJIETOK/MKI KPOBH Ha
8 meHb Tepanun)

Kputepuu rpymniibl mpoMeKyTOYHOTO pucka + >25% 651acTHBIX KJIETOK B KOCTHOM MO3Te
Ha 15 geHp Tepanuun

Her pemuccuu Ha 33 geHb Tepanuu

Hamnaue t(9;22)

Hamuaue t(4;11)

Hocmamouno 00noz2o Kpumepus
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TepaneBTHYecKHe NJIAHBI

[TanpeHTsl Tpynn CTaHAAPTHOIO M IMPOMEXKYTOYHOrOo pucKa moaydaroT I[Iportokorn I,

npotokos M, [Tpotokoun II 1 mognepsxuBatontyio tepanuio. KpannanbHoe o0ydeHre IpOBOUTCS

ToJbKO maruentam ¢ T-OJIJI.

[TarieHTBI TPYIIIBI BEICOKOTO prcka mosydaroT [Ipotokoi I, 3aTem 6 6;10Kk0B HHTEHCUBHOM

BBICOKOJIO3HON XuMuotepanuu, I[Iporokon I, kxpaHunanbHOe 0OMydeHHE W TOJACPKUBAIOLIYIO

TEparnuio.

CocTaB OCHOBHBIX KypCOB XUMUOTEpATTUU

Ilpomoxon I

[penuusonon** — 60 mr/m*/cyr per os. Jluu ¢ 1 mo 28. IonHas cyTouHas m03a
JIOCTUTAaeTCs MOCTENEHHO B 3aBUCUMOCTH OT MHULMAIBHOU Macchl onyxonu. C 29 nusa
Teparuy HAYMHACTCSI CHI)KEHHUE JT03bI IPEHU30JI0HA 10 TTOJTHON OTMEHBI 32 9 JTHEH.
Bunkpuctua** — 1,5 mr/m? (MakcuManbHas 703a 2 Mr) B/B cTp. Ha 8, 15, 22 u 29 nau.
JayHopyounma** — 30 mr/m? B/B Kam. 3a 1 yac, Ha 8, 15, 22 u 29 nenb Tepanuu. Y
nanuenTos ¢ BII-OJUI rpynmsl cTanzapTHOro pucka BBeAeHHA Ha 22 U 29 neHb He
MIPOBOASITCSL.

#IIpracmapraza** — B/B kam. 3a 2 yaca B g03e¢ 1000 En/m? (makcumanbHas mo3a 3750
En)na 12 u 24 nens [161,167,369,371-373]

Huxnodochamua™** — B mo3e 1000 Mr/m%, B/B Karl. 3a 1 gac, B JHU 36 1 64.

Mecna** — 400 mr/m> BHYTpHBEHHO Tiepesi H(y3uei nuknodochamuaa, a Takxke Ha 4
1 8 yac rocie BBeJICHUS Ipernapara.

Iutapabun** — B 03¢ 75 Mr/M%/CyT, BBOJUTCS BHYTPHBEHHO CTpYiiHO, B HH 38, 39,
40, 41, 45, 46,47, 48, 52, 53, 54, 551 59, 60, 61, 62 (uetpipe 4-THEBHBIX OJI0KA).
MepkanTonypua** — B 103e 60 Mr/mM>/cyT, per os, ¢ 36 o 63 neHs (Bcero 28 nmeit; 4
HEJICIH )

WuTpatexansHo (MeToTpekcaT™*) — B BO3pACTHBIX JO3UPOBKax (cM. Tabn. A3.1.2.1) Ha
1, 12, 33, 45 u 59-ii nuu. Y naumentoB co crarycoM IIHC 2 u 3 mpoBoautcsa nBa

JIOTIIOJIHUTEIILHBIX BBeJeHNT Ha 18 1 27 neHb.
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Tabmuma A3.1.2.1. Jlo3upoBaHWe TpemapaToB Jisi HHTpPATCKaIbHOW Tepanmuu B

3aBUCHUMOCTHU OT BO3pacTa:

Bospacr <1 roga >1<2 ner >2<3 aer >3 aer
MeroTpekcat** (mr) 6 8 10 12
Ilpomoxon M

MepkanTonypun** — B 103e 25 Mr/m?/cyT, per 0s, ¢ 1 110 56 neHb.

MeTtoTpekcar** — B/B Kam. 3a 24 uaca B 1uu 8, 22, 36 1 50 B 103e 2 000 Mr/m? (IAIMEHTHI
¢ BIT-OJIJT) unu B no3e 5 000 mr/m? (namuenTsi ¢ T-OJIJT)

1/10 oOrieli 10361, KaK HAarPY304HYIO 103y B/B Kail. 32 30 MUHYT

9/10 oOrmelt 10361 B BUAE JJIMTENLHOW BHYTPUBEHHOM MH(Y3uu 3a 23,5 yaca.

Kansuusa domunat** — 15 mr/m? B/B Ha 42, 48 u 54 yacel uHQY3UH MeTOTpeKcaTa**
Yeenuuenue xonuuecmea esedenuit u 003vl Kanvyusa horunama** 6 3agucumocmu
om KOHYeHmpayuu memompexcama** ¢ Kkposu

NuTparekanbHo (MeToTpekcaT™**) — B BO3pacTHHIX H03UpOBKax (cM. Tabm. A3.1.2.1) Ha

8,22, 36 u 50-i guu.

IlIpomoxon I1

Jlexcamerason** — 10 mr/m*/cyt per os. JIau ¢ 1 mo 21. C 22 1Hs Tepanuy HAYHHAETCS
CHUKEHUE J03bI JIEKCaeTa30Ha /10 MOJIHOM OTMEHBI 3a 9 JHEH.

Bunkpuctua** — 1,5 mr/m” (MakcuManbHas 103a 2 Mr) B/B cTp. Ha 8, 15, 22, u 29 nnu.
Jloxcopyoumun** — 30 mr/m? B/B kam. 3a 1 yac Ha 8, 15, 22 u 29 neHb Tepanuu.
Acnaparunasza** — B/B kam. 3a 1 wac B go3ze 10 000 En/m?> Ha 8, 11, 15 u 18 neHb.

Wi #moracnapraza** — B/B kam. 3a 2 waca B gose 1000 Ex/m> ma 8 meHb
[161,167,369,371-373].

Huxnodochamua** — B mo3e 1000 Mr/m%, B/B Karl. 3a 1 gac, Ha 36 JeHb.

MecuHa** — 400 Mr/m? BHyTpUBeHHO Tlepe HHDy3ueii mukaopocdamuna, a Takxke Ha 4
u 8 Jac rmocie BBEACHUS Ipenapara.

#l{uTapabun** — B 03¢ 75 MI/M%/CyT, BBOAUTCSA BHYTPUBEHHO CTPYHHO, B 1HHU 38, 39,
40,41 u 45, 46, 47, 48 (nBa 4-mHeBHBIX 0110Ka) [380].

Mepxkanronypun** — B n03e 60 mr/m%/cyr, per os, ¢ 36 1o 49 neHs (Bcero 14 mueit;

2 HEeJen)
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NuTparekanbHo (MeTOTpekcaT™**) — B BO3pacTHBIX H03UpOBKax (cM. Tabm. A3.1.2.1) Ha
38 u 45 guu. Y nammenTtoB co ctatycom I[HC3 mpoBoauTcs Ba JOMOJIHUTEIBHBIX

BBeneHusa Ha 1 u 18 geHs.

Tepanuﬂ nauuenmaoe 6blCOK020 puckKa

Brox HR-1

#JlexcameTason** — 20 mr/m>/cyT, per/os; quu 1-5 [380,381]

Bunkpuctua** — 1,5 mr/m” (MakcuManbHas 103a 2 Mr) B/B cTp.; Auu 1 1 6.
Merotpekcat** — 5 000 Mmr/M? B/B 3a 24 4aca B JcHb 1.

1/10 obmie#t 70361, KaKk HATPY30YHYIO 103y B/B Kail. 3a 30 MUHYT

9/10 oOmielt 70361 B BUAC JUTUTEIBHOM BHYTPUBEHHON HHDY3MH 3a 23,5 yaca.

Kanbuus donunar** — 15 mr/m® B/B Ha 42, 48 u 54 yachl uH(y3MH MeTOTpekcaTa™**
Yeenuuenue xonuuecmea eeedenuit u 003vl Kanvyua onunama** ¢ zasucumocmu
om KOHYeHmpayuu memompexcama** ¢ kposu

[uknodochamua** — 200 mr/m> B/B KamenbHO 3a 1 wac; nuu 2-4. 5 BBeleHHit ¢
UHTEpBaJIOM B 12 yacos

MecHa** — 70 mr/m?> BHyTpUBEHHO Hepe uH(y3ueil nukaopochamuna**, a Takxke Ha
4 u 8 yac nocne BBeneHus npemnaparta [41,380]

Hurapabun** — 2 000 mr/m*s/B B Bue 3-4acoBoii MHQY3UH HA 5 J€Hb. 2 BBEJCHUS C
UHTEpBaJIOM B 12 yacos

#IIoracmapraza** [214,215,371-373] — B/B kam. 3a 2 4aca B mo3ze 1000 En/m?
(makcumanbHas no3a 3750 Ex) Ha 6 neHb.

NuTtparekanbHo (MeToTpekcar™*, murapabun™**, #npennuzomon**) [157-159,167,380]

— B BO3PACTHBIX J03UpoBKax (cM. Tabi. A3.1.2.2); B 1 neHs.

Tabmuma A3.1.2.2. Jlo3upoBaHHWe TpemapaToB Jisl HHTpPATCKaIbHOW Tepanmuu B

3aBUCUMOCTH OT BO3pacCTa:

Bo3spacrt Mertorpekcar** | [lutapadun** | #Ilpeqnnzoson**
(mr) (mr) (mr)

Meunee 1 rona 6 20 4

Ot 1 roga no 2 ner 8 30 6

Ot 2 net oo 3 ner 10 40 8

167



Crapiue 3 net 12 50 10

bnox HR-2

#JlexcameTa3on** — 20 mr/m*/cyT, per/os; mau 1-5 [380,381]

MertoTpekcar** — 5 000 mr/m> B/B 3a 24 4yaca B jeHb 1.

1/10 oOrieli 10361, KaK HAarPY304HYIO 103y B/B Kail. 32 30 MUHYT

9/10 oOmielt 10361 B BUAC JUTUTEIBHOM BHYTPUBEHHON nHDY3HH 3a 23,5 yaca.

Kansuusa domunat** — 15 mr/m? B/B Ha 42, 48 u 54 vacel uHQY3UH MeTOTpeKcaTa**
Yeenuuenue xonuuecmea eeedenuit u 003vl Kanvyua onunama** ¢ zasucumocmu
Om KOHUenmpayuu memompexkcama** ¢ kposu

#Ilsracnapraza** [214,215,371-373] — B/B xam. 3a 2 yaca B mosze 1000 En/m?
(makcumanbHas no3a 3750 Ex) Ha 6 neHsp.

WutpatekansHo (MeroTpekcar™*, nurapabun™*, #npeaauzonon**) [157-159,167,380]
— B BO3PACTHBIX J03UpOBKaX (cM. Tabm. A3.1.2.2); B 1 neHb. Y manueHToB CO CTaTyCcOM
I[THC3 npoBoauTcs NONOJIHUTEIBHOE BBEIEHUE HA 5 JIEHB.

Bunkpuctua — 1,5 mr/m? (MakcuMaibHast pazoBas 103a 2 MT) B/B B quu 1 1 6.
Udochamum** — 800 mr/m?, B/B B Teuenue | yaca, 1au 2—4. 5 BBEIEHMIT ¢ HHTEPBATIOM
B 12 yacos.

MecuHa** — 400 mr/m> BHyTpUBeHHO Hepen uHdysueil upochamuna, a Taxxe Ha 4 u
8 yac nociie BBEICHU Mpernapara.

Jaynopy6urun** — 30 mr/m%, B/B Kar. 3a 24 daca, JIeHb 5.

Brox HR-3

#JlexcameTason** — 20 mr/m*/cyT, per/os; mau 1-5 [380,381]

[urapadbun** — 2 000 MT/M’B/B B BHIE 3-4acOBOIA nH}y3uu Ha | 1 2-i 1HH. 4 BBEICHUS
C MHTEpBAJIOM B 12 yacoB

#Irracmapraza™* — B/B kar. 3a 2 yaca B go3e 1000 En/m? (maxcumanbHas go3a 3750 En)
Ha 6 nenb. [214,215,371-373]

#Jtomo3un** — 100 mr/mM?, aHU 3—5, B/B KarL. 3a 1 4ac. 5 BBemeHHIl ¢ WHTEPBAJIOM B
12 gacos [380]

HNuTtparekanbHo (MeToTpekcar™*, murapabun™**, #npemnuzomon**) [157-159,167,380]

— B BO3pACTHBIX T03UpOBKax (cM. Tabdn. A3.1.2.2); nens 5.
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KpanunajnHoe 00yuyeHne

JlydeBass Tepamus IPOBOAUTCA B IPYIIAX CTAHAAPTHOTO M IIPOMEKYTOYHOIO PHUCKA
ToNbKO y nanueHToB ¢ T-OJIJI; B rpyrmme BHICOKOTO pHCKa y BCeX MauueHToB. Jlo3a o0myueHus

coctasisieT 12 I'p.

IHoanep:xuBaroniag Tepanus

[MoxnepsxuBaromas Tepanus HaYMHACTCS Yepe3 2 HeJeNn oclie OKOHYaHUS NHTEHCUBHOM
Tepanuu 1 IPOJI0JDKACTCS 10 TOCTHKEHUS 00IIel JJITUTeTbHOCTH jiedeHus 2 roaa (104 nenenn).
. MepkanTonypua**— 50 Mr/mM? B IeHb per 0S €KeHEBHO
. #MetoTpekcar** — 20 mr/m” per os 1 pa3 B Henemo [380]
o3a mepxanmonypuna** u memompekcama** xoppuzupyemcs 6 3a6Ucumocmu om

Jleﬁlcouumoe Kpoeéu.
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A3.1.3 OcHOBHBIE N0JIOKEHHSI M cXeMbl Tepanuu nporokosaa LBL-2018

CragupoBanue u CTDaTI/I(l)I/IKaHI/Iﬂ I'pyIiin puckKa

CragupoBaHu€ OCYILECTBISICTCS COIMNIACHO MEXIyHapOAHON CHCTEME CTaaupOBaHUS
HEXODKKHHCKON muMdombl aetckoro Bo3pacta (IPNHLSS). ITocne moaTrBepkaeHus AuarHosa,
NPOBEICHUS MYHKIIUH/ONOTICHU KOCTHOTO MO3Ta U JIIOMOAIbO! MyHKIIMU TPOLIECC CTaUpPOBAHUS

3aBepIIACTCs IPOLEAYPAMHU 10 BU3YyaIU3aLMH.

MeskayHapoaHasi CMCTeMa CTAAUPOBAHUS HEXOMKKHUHCKOM JUM(POMBI 1€TCKOI0 BO3PacTa

Cranus Kputepun creneHu pacnpocTpaHeHust 3a00J1eBAaHUSA

EnvHuvHas omyxoib ¢ paclpoCTpaHEeHHEM Ha CPEJOCTEHHE U OPIOIIHYIO
MI0JIOCTh

EnvHuvHas Omyxoib ¢ MopakeHHEM PETHOHAPHBIX JIMM(ATHYECKUX y3TI0B
> 2 nuM(paTUUECKUX y3I1a IO OJIHY CTOPOHY AradparMel

[TepBuunas omyxoinb XKXKT (00bI4HO B HIIE€OLIEKATBHOM 00J1aCTH) C HAIMYHEM
I iy 0e3 Mopa)keHUs: aCCOLMUPOBAHHBIX OPBDKEEUHBIX Y3JI0B, OAAI0LIASICS
IIOJIHOM pe3eKIMHU (OIyXO0Jb CIEAYET OTHECTH K CTauU 3 NPHU HAJTUYUU
3JI0Kau€CTBEHHBIX aCLIUTOB WK PACIIPOCTPAHEHHUS OIyXOJIH Ha COCEIHUE
OpraHbl)

> 2 sKcTpaHomambHbIe onmyxoiu (Bkaouas EN-B (skcTpanoganpHOE
nopaxkenue kocteil) unu EN-S (akcTpanoanbHOE MOpaxeHnue KOxKH)

> 2 y37I0BBIE OMYXOJIH BBIIIE M HUXKE JHa(parMel

Jlro6as mHTpaTOpaKagbHast OMyXoJib (MeIHacTUHAIbHAS, IPUKOPHEBAs,
yJIbMOHAJIbHAS, MJIEBpaibHas WK BUIOYKOBas) HTpaaboMHUHaANBHOE U
peTporepuToHeanbHOe 3a00I€BaHNe, BKIIIOYAs JIOKAIN3ALUIO B IIEYCHH,
Celle3eHKe, TOYKE U/WIN TMYHUKAX, BHE 3aBUCUMOCTHU OT CTENEHH PE3EKIUU
(KpoMe OITyXOJIU B JKEITYAOYHO-KHIIEYHOM TPAKTE [OOBIYHO B
WIIeOIeKaIbHON 00JIaCTH | /WK MOPaXKEHUs aCCOLMMPOBAHHBIX
OpBDKEEUHBIX Y3JIOB, MOIAOIIEHCS TTOTHOW PE3EKIINH )

III

Jlro6as mapacnuHaIbHAS WIH AU IypalibHas OMYX0Jb, BHE 3aBUCIMOCTH OT
HaJIM4Us NOPAXKCHUS B IPYIMX y4acCTKax

EnvHUYHBIN y4aCcTOK MOPaKEHUS B KOCTAX B COYETAHUU C
HKCTPAHOJAIBHBIM NOPaKEHHEM U/HIIN TIOPaKEHHEM HEpETHMOHAPHBIX Y3II0B.

JIro0o#i u3 BBIIIENPUBECHHBIX BAPUAHTOB +
Nuanmmansroe nopakenue [THC (cramgus IV ITHC)
v MHunmansHoe nopakeHue KocTHOro Mosra (cragus IV KM)

Nuanmmansroe nopaxkenue [{THC u xoctHOTO MO3ra (ctagus [V
KOMGI/IHI/IpOBaHHOG) Ha OCHOBC€ KOHBCHIIMOHAJIBHBIX METO0B

B, xocth; KM, kocTtHbIi MO3r; EN, skcTtpaHonanbHblil; N, HOmaIbHBIN; S, koxka; EN-B,

AKCTpaHoAaIbHOE TopakeHue Kocth; EN-S: sxcTpaHoganbHOE MOpakeHne KOKHU
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Crparuduxanus MaIKeHTOB OCYILIECTBIISETCS COTIJIACHO cTarycy HHC,
UMMYHO(EHOTHUITY, TCHETHUYECKUM MapKepaM M CTaJuu 3a00JIeBaHUS HAa MOMEHT IOCTaHOBKU
quarHosa. IlamueHTsl, y KOTOpPBIX OTCYTCTBYIOT JIaHHblE MYTAlMOHHOTO aHaJIN3a,
CTPaTU(GULUUPYIOTCS B TPYMIy JIEYEHUS AJI CTaHJAPTHOIO pUCKAa IPU YCIOBUHU, YTO OHH HE
OTBEYAIOT KPUTEPHSIM BKIIIOUEHHUS B IPYIIY BEICOKOTO pUCKa BBUY Hannuus 3abosnesanus [IHC.

Knaccudpukanus mumpomsl (o onpeneneHuio Menee 25% OnactHeix kietok B KM) co
CMEIIaHHbIM (DEHOTUIIOM OCYIIECTBIAETCS corjacHo onpeneneHuio MPALs kmaccudukarmm
BO3. lns onpenenenus MPAL B rpyniibl BBICOKOTO pUCKa TPUMEHSIETCS CIECAYIOIMIMNI MOPSAIOK:
T-xnerounsie Mapkepsl > B-KJIeTOUHBIE MapKepsl > MHEIOUIHbIE Mapkepsl. [Ipu Bo3MoxHOCTH
uccnenoBats JIBJIl MPAL nHa nanunune xioHanbHOM nepectpoiikn TCR (M uMMyHOrnoOynuHa,

IMpUu HAJIMIHUU MMOoKa3aHui 1mo pe3yiabTaTaM UMMYHOTUCTOXUMHUYCCKOTO I/ICCJIe,Z[OBaHI/ISI).

OnpenesieHue rpynnbl BLICOKOTO PUCKA
B rpynmy BBEICOKOTO pUCKa OTHOCSITCS MTAIIMEHTHI, OTBEYAIOIIUE CIEAYIONUM KPUTEPHUSIM:
e JIBJI moboro ummynodenotuna c Boeinedenuem [[HC (tum 3) HA MOMEHT
MMOCTAHOBKH MEPBUYHOTO JMATHO3a
e T-JIBJI, a Takxxe MPAL JIBJI (T/muenounnas wiu T/B) cragus I-IV ¢ NOTCHI n
FBXW7 nuxoro tuna (N/F*T)

e [Ipe-B-JIBJI, Bxirouast MPAL JIBJI (B/muenounnas), 3a6oneanue ctaauu [ u IV

Onpeaenenue rpynnbl CTAHIAPTHOIO PUCKA

['pynna craHmapTHOTO pHCKa MoapasaeisieTcss Ha rpymmy cranmaptHoro pucka I/IT (SR
I/IT) c mpoBeneHneM jieueHus: 6e3 peuHTeHCU(PUKALMU U Ha TPYIIy cTaHAapTHOro pucka (SR) ¢
OCYILIECTBIICHHEM JICUCHHSI C PEUHTEHCU(DUKAITHCH.

B rpynny crangaptHoro pucka I/II (SR I/II) oTHOcATCS maInuMeHTHI, OTBEYAIOIINE
CIIETYIOIIUM KPUTEPUSIM:

e [Ipe-B-JIBJI, a taksxke MPAL JIBJI (B/Muenouanas), 3adoneBanue cranuu [ u 11

B rpynny cranpaptHoro pucka (SR) oTHOcATCS NanUeHTHl, OTBEYAIOIINE CIEIYIOIINM
KPUTEPUSM:

e T-JIBJI, a Ttaxxke MPAL JIBJI (T/muenounnas wmm T/B) cragus [-1V,

orpunatensueiii ctaryc UHC (tun 1 wimm 2), ¢ myramusamu B NOTCHI w/unu

FBXW7 (NIF™)
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e T-JIBJI, B cnyuae KOTOPOW MOJICKYJIAPHBIN aHaan3 HE ObUI OCYIIECTBJICH WU HE
MIPUBEI K OJHO3HAYHOMY 3aKJIFOUEHHUIO

e Bce JIBJI ¢ HemocraTouHO#M cTpaTH(duKanuel Tpynmnbl pUcKa WIM HEU3BECTHBIM
cratycoM [THC n/unmu KM, koropsie EIIIE He oTBewaroT TpeOOBaHUSM BKITIOUCHUS

B I'PYIIITY BBICOKOT'O PHUCKa

O01mas cxemMa nNpoToKo0Jia

I'pynna crangapTHoro pucka I/11

Tpe-B-JIBJI craaus I/11 = MpoTtoxkoa Ib IpoTokon M MoAfepKHBANIAA Tepans

T'pynna cTaHJaApPTHOrO PHCKA TopepsuBaz

T-JIBJI N/t 5 [IpoTokon Ib [porokon M Mporokon II mas Tepanusa
MpoTokoa Ia —

I'pynna BLICOKOT'O PHCKA

T-/IBJI N /Frt

ITpe-B-JIBJ cragus III/IV Mo epmHBaio

Bce manHeHTs! C TO3HTHBHBIM
crarycom [THC

Ipotoxon Ib MpoTokon M MpoTokon 11 I3 Tepanus

[TarmenTsl Tpynmnsl crangaptHoro pucka I/II momywaror Ilporokon Ia, IIporoxon Ib,
[TpoTrokon M u moaep>KMBAIOLIYIO TEpaIUIo0 10 TeX IMOop, MoKa o0Ias MpoAOHKUTEIHLHOCTh
JIEUEHHUS HE COCTaBUT 24 Mecsia.

[TaneHTsI rpynIbl CTaHAApTHOTO prcka nosyyaioT [IpoTokoin la, ITporoxon Ib, ITpotokon
M, IIpotoko:n Il 1 moanepKUBAIOIIYI0 TEPAIUIO 0 TEX IMOp, MMOKa 00IIast MPOAOKUTEIBHOCTD
JISUEHHUS HE COCTAaBUT 24 Mecsra.

[TaneHTHI TpyNIBI BEICOKOTO prcka noiydaroT [IpoTokoi la, [Tporokon Ib, [IpoTokon M,
[Iporokon Il ¥ mogAEPKUBAIOIIYIO TEpANHUIO 10 TEX MOp, MOKa 00mmas MpOoaOIKHUTEILHOCTD
JICYCHHS HE COCTAaBUT 24 mecsa.

[Tammentsl ¢ mopakenuem [[HC (tun 3) monydaroT WHTEHCHBHYIO HHTPATEKATbHYIO
tepanuto. MHTparekanpHas Tepanus coctout u3 TIT, koTopble TPOBOAATCA BA pa3a B HENEIIO 10
NOJTHOTO KJIMpeHca OmacTHbIX KieTok B CMIK. JlanpHeiimiass MHTpaTeKanbHas Tepanus
IOPOBOJUTCS B TO JK€ BpeMs, 4TO W i manueHtoB 6e3 mopaxenus LIHC, omnako BMecTo

MHTpaTeKanbHOro Merarpekcara BBoautcs TIT. IlomumMo 3TOro, manMeHTH NOdy4alT 4
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nonosHuTenbHbIE 10361 TIT Bo Bpems mopjaeprkuBaromieii Tepanmuu. KpanuanbHoe 00IydeHHe

nanuentam ¢ nopaxkennem LIHC He nmpoBoautcs.

CocTaB OCHOBHBIX KypCOB XUMUOTEpATUU

Ilpomoxon la

[penunzonon** — 60 mr/m*/cyt per os umu B/B. JJuu ¢ 1 mo 28. C 29 nus Tepanuu
HAUMHACTCS CHIDKEHHE J103bl MPEIHH30JI0HA 10 NOJHOW OTMEHBl 3a 9 nHeill ¢
YMEHBILIEHUEM J03bl BIBOE KaXKbIi 31 1E€Hb.

Bunkpuctua** — 1,5 mr/m? (MakcHManbHas 703a 2 Mr) B/B cTp. Ha 8, 15, 22 1 29 nau.
Jlaynopyourua** — 30 mr/m* B/B Kam. 3a 1 yac, Ha 8, 15, 22 u 29 neHb Tepanuu.
#Isracnaprasza** — B/B KaIL. 3a 2 4aca B g03e 2500 Ex/m? (MakcumanbHas 1o3a 3750
En) na 12 u 26 nens [387].

WutpatekansHo (MeToTpekcaT**) — B BO3pacTHBIX A03upoBKax Ha 12, 18, 27 u 33-i
nau. Y nanueHTtoB co crarycoM I[HC 3 umHTparekanbHO BBOISATCS TpU Ipemnapara
(MeroTpekcar®*, nurapaOuu**, #npenHu3zoi0H**) B BO3pacTHBIX A03MpOBKax [157-
159,167,380] nBaxkabl B HEAEIO 10 TeX MOp, moka B CMIK He nepecTanyT onpeaensiThes
OJIaCTHBIE KJIETKH, U B TIPETYCMOTPEHHBIE CXEMOW MOMEHTHI BpeMeHHu B AHU 12, 18, 27,

33 (MuHUMYM 4 10351).

Jlo3upoBaHUe MPerapaToB Ui MHTPATEKAIBHOW Tepaiiy B 3aBUCUMOCTH OT BO3pacTa:

Bospacr <1 roaga >1<2 nert >2<3 ner >3 et

MeroTpekcat** (mr) 6 8 10 12

Bo3spacrt Mertorpekcar** | [lurapadun** | #Ilpeqnnzoson**

(Mr) (Mr) (Mr)

Meunee 1 rona 6 16 4

Ot 1 roga no 2 ner 8 20 6

Ot 2 net oo 3 ner 10 26 8

Crapiue 3 net 12 30 10
Ilpomoxkon Ib

[uknodochamua** — B go3e 1000 mr/m?, B/B kam. 3a 1 yac, B 1uu 36 u 64.
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Mecna** — 400 mr/m> BHYTpHBEHHO Tiepesi HH(y3Hei nuknodochamuaa, a Takxke Ha 4
u 8 Jac 1mocie BBEACHUS Ipenapara

[urapabun** — B 103¢ 75 MI/M>/cyT, BBOAUTCS BHYTPUBEHHO CTPYHHO, B AHU 38, 39,
40, 41, 45, 46,47, 48, 52, 53, 54, 55u 59, 60, 61, 62 (uetpipe 4-q1HEBHBIX OJI0Ka).
Mepxkanronypun** — B fn03e 60 Mr/m>/cyT, per os, ¢ 36 o 63 neHb (Bcero 28 gueit; 4
HEJICITH )

#IIsracnaprasza** — B/B KaIL. 3a 2 4aca B g03e 2500 Ex/m* (MakcumanbHas 1o3a 3750
En); nens 40 [387].

WuTpatekansHo (MeToTpekcaT**) — B BO3pacTHBIX J03UpOBKax Ha 45 u 59-i quu. Y
narmeHToB  co crarycoM [IHC 3 wuHTparekanbHO BBOJSITCS TpU Hpenapara
(MeroTpekcar®*, murapaOuu**, #npenHu3zoioH**) B BO3pacTHBIX A03MpOBKax [157-

159,167,380] Ha 45 u 59-i1 neHsb.

IIpomoxon M

MepkanTonypun** — B 103e 25 Mr/m?/cyT, per 0s, ¢ 1 110 56 neHb.

MeTtotpekcat** — B no3e 5 000 mr/m” B/B Kar. 3a 24 vaca B auu 8, 22, 36 u 50

1/10 obmie#t 70361, KaK HArPY30YHYIO 103y B/B KaIl. 3a 30 MUHYT

9/10 oOrmeit 10361 B BUAE JIIMTEILHONW BHYTPUBEHHOM MH(Y3uu 3a 23,5 vaca.

Kanbuus donunar** — 15 mr/m® B/B Ha 42, 48 u 54 yachl uH(y3MH MeTOTpekcaTa™**
Yeenuuenue xonuuecmea eeedenuit u 003v1 Karvyusa orunama** ¢ 3aeucumocmu
Oom KOHYeHmpayuu memompexcama** ¢ Kkposu

HNHTpaTekanbHo (MeTOTpekcaT™*) — B BO3pacTHBIX JI03UpOBKax Ha 8, 22, 36 u 50-it nHU.
Y mnamuentoB co crarycom IHC 3 wuHTparekanbHO BBOASATCA TpU Npenapara
(metoTpekcar™**, murapabun**, #npemHuzonon™**) B Bo3pacTHBIX m03upOBKax [157-

159,167,380] na 8, 22, 36 u 50-ii nHu.

Ilpomoxon 11

Jlexcamertazon** — 10 mr/m*/cyT per os unu B/B. Jlau ¢ 1 no 21. C 22 aHs Tepanuu
HaYyuMHACTCSI CHIDKEHHE MO03bI JeKcaeTa3oHa 10 IIOJHOWM OTMEHBI 3a 9 [Hed ¢
YMEHBIIIEHUEM J103bl BABOE KaXKbI 31 JICHb.

Bunkpuctun** — 1,5 Mr/mM? (MaKCHMallbHas 703a 2 MT) B/B cTp. Ha 8, 15, 22, u 29 nHu.
Jlokcopyoumua** — 30 mr/m? B/B Kar. 3a 1 gac Ha 8, 15, 22 u 29 1eHp Tepanuu.

Huxnodochamua™** — B mo3e 1000 Mr/m%, B/B Karl. 3a 1 gac, Ha 36 JeHb.
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. Mecna** — 400 mr/m> BHYTpHBEHHO Tiepesi HH(y3Hei nuknodochamuaa, a Takxke Ha 4
1 8 yac rocie BBeJICHUS Ipernapara.

. [urapabun** — B 103¢ 75 MI/M>/cyT, BBOAUTCS BHYTPUBEHHO CTPYHHO, B AHU 38, 39,
40,41 u 45, 46, 47, 48 (nBa 4-mHEBHBIX OJIOKA).

. Mepxkanronypun** — B no3e 60 mr/m%/cyr, per os, ¢ 36 1o 49 neHs (Bcero 14 mueit;
2 Helenu)

. WuTpatekansHo (MeToTpekcar**) — B BO3pacTHBIX J03UpoBKax Ha 1, 18, 38 u 45 nHu.
Y nanuentoB co cratycom IIHC 3 wuHTparekaJbHO BBOIATCA TpU IIpenapara
(MeroTpekcar®*, nurapabun**, #npenHu3zoi0H**) B BO3pacTHBIX A03MpOBKax [157-

159,167,380] Ha 1, 18, 38 n 45 nuu.

IHoanep:xuBaloniag Tepanus

[TonneprxkuBaroiiast Tepanusi MEPKaNTONYpUHOM™** U MeTaTpekcaToM™** mpoomKaeTcs 10
TEX TOp, MOKa oO0IIas MPOJOJHKUTEIBHOCTh JICUCHUSI HEe cocTaBUT 24 Mecsna. IlammeHTs! c
nHunuanbHbIM TopakenneM [[HC (tum 3) momomnmrensHo monydaroT 4 BBeaeHus TIT ¢

TPEXHCACIIBHBIMU HHTCPBAaJIaMU.

. MepkanTonypun**— 50 Mr/mM> B JIeHb Per 0 €KeIHEBHO
. #MeTtotpekcar** — 20 mr/m? per os 1 pa3 B Henemo [380].
o3a mepkxanmonypuna** u memompexcama** Koppuzupyemcsa 6 3a8UcumMocmu om

Jzeﬁkouumoe Kpoeu.
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IlIpunao:xenue A3.2. OcCHOBHBIE IIOJIOKEHHE MPOTOKO0J1A JeueHus penmausos OJIJI.

Penmaue octporo num¢o0IacTHOTO JIEHKO3a MOXKHO OIMPEICTUTh, KaK BO30OHOBICHHE
OCTPOTO TEUYEHHUsS MEPBUYHOTO JieiiKko3a (3a00JeBaHUs MOCE AOCTHKCHHUS TOJTHOW PEMHCCHH)
J1000M JTOKaMU3aIiK, Kak BO BpeMsl, TaK U MOCJIe 3aBEpLICHUS] MHULMANBHON Tepanuu. Jluarnos
permuanBa OCTpOro JuMGOOIACTHOTO JIEeKo3a OMKEH OBITh TOYHO YCTAHOBJICH IyTEM
MPOBEJCHUS JAUATHOCTUYECKMX MEPOIPUATHH, BKIIOYAIUX B cebs Mopdororudeckoe
UCCJIEIOBAaHHE KOCTHOTO MO3Ta, IepeOpOCMHaIbHON KUAKOCTHA UM OMONICUITHOTO MaTepHasa B
cIydae dKCTpaMeny UISIpHBIX Jokanu3auui peuuausa. [Ipu peunause OJIJI Bo3MokHA SBOTIOIUS
PELUIMBHOTO KJIOHA OIyXOJEBBIX KJIETOK, KOTOPBIH MOXET BO3HMKHYTh KaK W3 OCHOBHOTO
JeMKeMUYECKOro KJIOHa (oNpeesieH Kak IepBUUYHBIN Npu noctaHoBke auarHo3a OJUI), tak u u3
MUHOPHOTO (HE ONpeAesici B MOMEHT JWarHo3a) WM HEMOCPEACTBEHHO W3 0OIIero
MPEIECHKEMUYECKOTO KJIOHA.

PanHuii penuauB MOXKET OBITH PE3yJTbTATOM CEIEKIIUU PE3UCTEHTHOTO K XUMHUOTEPAIHH
MEPBUYHOTO TMArHOCTHYECKOTO KJIOHA. B MPOTUBOMOI0KHOCTD ATOMY, MO3IHUM PEIIUAUB MOKET
MPEACTABISITh COOOW pe3ynbTaT pa3BUTHUS BTOpHYHOM (de novo) neiikemun u3 0OIIErO
npesiekeMudeckoro kioHa. Jleiikemuueckue OsiacThl B peluanBe OOJagarOT TMOBBIIICHHOM
JICKapCTBEHHOMN PE3UCTEHTHOCTHIO, YTO, BO3MOXKHO, SIBIISIETCS PE3YJIbTATOM MIEPCUCTEHIIUU Ooiee
YCTOHYHMBOTO CYOKJIOHa MMEBIIETOCS YK€ B MOMEHT JHMarHo3a WIH Pa3BUBACTCS B pe3yibTare
JOTIOTHUTEIBHBIX TEHOMHBIX ITOBPEXKICHHH.

ITo cpaBaenuto ¢ nepsuunbiM OJIJI ipu penmanBax 00111ast BEpOSATHOCTH 5 JIETHEHN o01ei
BBDKMBAEMOCTH MIPU UCIOJIb30BAaHUU PA3IMYHBIX BAPUAHTOB 2-01 JIMHUM TePalliUd COCTABIISIET HE
6onee 65%.

Oxkono 80% Bcex peuuauBOB JAMATHOCTUPYIOTCS MO MOPAKEHHUIO KOCTHOro Mosra. Kak
nokazanu ucciaenoanuss ALL REZ BFM 85-90, uzonupoBaHHOE MOpa)kXeHUE KOCTHOTO MO3ra
UMEEeT XYIIIMA TMPOTHO3 [0 CPAaBHEHUIO C KOMOWHUPOBAHHBIMH WJIH HW30JIHPOBAHHBIMU
sKcTpameny/uiapHbiMu  perpauBamMu  OJIJI.  T-uMMyHO(MEHOTHI  TakXKe BBIIENEH Kak
MPOTHOCTUYECKH HeOMaronpusTHoIN. Mcrmonb3ys MHOTO(GaKTOPHBIN aHAIH3, 3 TAHHBIX KaTerOprun
OBLIM OmpeJeNieHbl KaKk Haubosiee BaXKHbIE, MPOTHOCTHYECKU 3HauuMble g peuuausa OJUI, u,
TakuM 00pa3oM, B CIEAYIOLIEH BepCcuH MpOTOKoa Obut chopMupoBaHsl 4 rpynnsl pucka — S1-
S4, onpenensironue BeIOOp Tepanmuu is Kaxaod w3 HuX. ['pynma S1 BkiIrodana ManieHTOB C
MO3THUMH H30JIMPOBAHHBIMU JKCTPaMENYJUISIPHBIMUA peunuauBamMu, Tpynma S3/S4 (rpymma

BBICOKOT'O pI/ICKa) — MAalMMEHTOB C OUCHb PAHHMMH U PAHHNUMH KOCTHOMO3T'OBEIMU PCIUINBAMUA T-
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u B- 19 wummyHOdeHoTHHOB, S2 (NMPOMEXYTOYHBIA PHUCK) — BCE OCTanbHBIC. JlaHHas
cTparudukays Obuia mpuHaTa ¢ 19951, u 10 cux mop ucnonb3yercs mupoko B mupe [388—390].

B ortnnuue ot Buepsble quarHoctupoBaHHoro OJUJI, mo u3y4eHuto u Je4eHUI0 KOTOPOro
CYILIECTBYET MHOIO HAIlMOHAJIbHBIX KIMHUYECKHX KOOIEPATHBHBIX TPYMNN U HalMOHAJIbHBIX
MPOTOKOJIOB, KOJIMYECTBO MCCIEIOBAHUMN IS jieueHus aereid ¢ peuuauBamu OJIJI orpanunyeHo.
Camble kpynHble uccaenoBanus npooauau rpynnsl BFM (Berlin-Frankfurt-Munster) u COG
(Children’s Oncology Group, USA). I'pynma BFM Hakomnuia KOJIOCCAJIbHBIN OMBIT B JICYCHUU
nereit ¢ peuuauBamu OJUI 3a necaruneTsi CBOei AESATEIbHOCTH M IO TTPaBy OTHOCUTCS K cCaMOM
MOIIIHOW B MHpE, HCCIeqoBaHUs BKIOYalOT Oosee 10 Thicsy marueHToB. OCHOBBIMH
MPUHIIUIIAMY, JISKAIIUMHA B OCHOBE CTPATErHH TEPAIWH, SBISIOTCS CTpaTU(DHUKAIMSA Ha TPYIIIIHI
0 PUCKY pa3BuTHs HoBTOpHOTO peruauBa OJIJI, muddepeHmpoBaHHbIi TOIX0 K OTPEACICHUIO
MOKa3aHUN K TpaHCIUIAaHTAIMu reMomno3Thudeckux cTBooBbIX Kietok (TI'CK) B rpymnme
MPOMEKYTOUYHOTO PUCKA UCXOIS U3 YPOBHS MUHUMAJIBHOM ocTtaTouHoi 6osie3Hu 5 (MOB) nocie
WHAYKIUHA, & Tak)Ke HCIIOIb30BAHUE DIIEMEHTOB («OJIOKOB») WHTEHCHUBHOW BBICOKOIO3HOMU
TEepanuu B TEYEHUE UHAYKIIUU PEMHUCCHH.

EavHCTBEHHBIM METOAOM JIeYeHHMsI, TOKA3aBIIUM CBOIO 3()()EKTUBHOCTh MPU PAHHUX U
oueHb panHux peuuauBax OJIJI, seisercsa amno-TI'CK, 1 0CHOBHOH 1LI€JIbIO T€pANUK MAIMEHTOB,
BKIIFOUEHHBIX B TPYIITY BEICOKOTO PHCKA, JOJHKHO OBITh TOCTHKEHHUE MpremiieMoro yposas MOb

nepen awio-TI'CK ¢ moMo1ipto B T.4. HIMMYHOTEPAIHH.

A3.2.1 Oomas cxema nporokojia ALLREZ BFM — 2002

week 1 2 3 4 5 6 7 8 9 10 11 12 13 14 1516 17 18 19 20 21 22 23 24 25 26 27 28 29

[ Protil - IDA

1 MEC —~ - B B EER___=

C&/I Al | j «[R1) [r2 [R1]w Do /v—

S2 /IF|  |F2
YRrz| [r1] R2| *[scT]

4| Protil-IDA |

R [Re]
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[TanmenTam rpymnmbl BHICOKOTO pucka S3/4 W rpymnmbl TPOMEKYTOYHOTO pHCKa S2 C
ypoBHeM MOB >107 mocne unaykuuu 6nokamu F1-F2 B mocnemyromeM, mocie IOCTHKEHHS
peMuccuu, gomkHa npoBoautThes awio-TI'CK. UccnenoBanue 2002 noareepauiio 3Hauenne MOb
nocjie UHAYKLIHMOHHBIX OJIOKOB KaK MPOTHOCTUYECKU 3HAYUMOE ISl OINpe/eeHHs oKa3aHUil K
TI'CK. Ilo pe3ynpTaTaM paHIOMH3AIIMOHHOTO HccieaoBaHus mnpotokon Il-Ida mokaszan cBoum
MPEUMYIIIECTBA U ObLT MPHUHST KaK CTAaHAAPT TEPAMUU MOCIe OJIOKOB UHAYKIIMU B TTOCIEIYIOIINX
npotokojax [262,357].

B mocnennue robl HECKOJIBKO KPYIMHBIX KOOMEPATUBHBIX TPYIN MO U3YYEHHUIO JICUEHUS
nererr ¢ OJUJI pemmnn oObeIUHUTH YCWIMS JIJII COBMECTHOW paOOThI B 00JIACTH W3y4YEHUS
peuuaAnBOB (MHTEpHALMOHANIBHAS UccienoBarenbckas rpynna bOM (I-BFM), uro nposiBuiocs B
CO3aHUM HMHTEpHAIMOHAIbHOro KoHcopuuyMa IntReALL. IlpoekroM naHHOro KOHCOpIMyMa
CTaJI0 CO3/laHuMe HOBOW CTpaTU(UKAIMM Ha TPYNIbl pUcKa. B OCHOBE JIEXUT cTpaTHU(UKalus
rpynibl BOM. B HOBOI cTpaTH(UKAIIMN BBIJCICHBI TPYIIBI CTAHIAPTHOTO U BEICOKOTO PHUCKA; K
IpyIIie BEBICOKOTO PUCKA OTHOCATCS Bce 0€3 HCKIIIOUEHUSI OUYeHb PAaHHHUE PELUIUBBI, HE3aBUCUMO

0T UMMYHO()EHOTHUIIA U JIOKATH3ALIH.

UMMYyHOGEHOTHT: He-T uMMyHObeHOTHT: T
m3011. DM | kombuanp. | m3om. KM | m3om. DM | xom6uuup. | m3o1. KM

BFM kJaccuguxanus

OY.paHHUU S2 S4 S4 S2 S4 S4
paHHMH S2 S2 S3 S2 S4 S4
O3 AHUM S1 S2 S2 S1 S4 S4
IntReALL knaccuduxanms

OY.paHHUU HR HR HR HR HR HR
paHHMI SR SR HR SR HR HR
O3 JHUMN SR SR SR SR HR HR

T.o. manuMeHTsl ¢ peuuANBaMH JTOJKHBI OBITH MIPEK/IE BCETO pa3JieieHbl Ha TPYIbI pUCKa
0 UMMYHO(EHOTHITY, CPOKaM U JIOKAIHM3aIlUN peluauBa. Tepamnus OCHOBaHA Ha MPUMEHEHUU
OJIOKOB XUMHUOTEpAnUH C BO3MOXHBIM BKIIOUYEHHEM HMMYHOTEpanmuu OucrnenupuuecKkuMu
AQHTUTEJIaMU M KOHBIOTaTaAMHM IPU HAJIMYMM MUIICHW Ha KIJIETKaxX OIyXOJH, JUIsl JOCTHKEHUS

MUHUMaJIbHOTO/HeTaTUBHOTO YpoBHSI MOB.
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A3.2.2 OcHOBHBbBIE N0JI0KEeHNSI MYJIbTHLHEHTPOBOr0 MpoTokoja ALL-REZ 2016

B kauecTBe BapmaHTa Tepanuu MOXKET HCIIONB30BaTbCd M CO3/aHHBIH Ha OCHOBE
npotokosioB rpynnsl BFM-REZ, mynsrunentposbiii npotokon ALL-REZ 2016, B xotopom
oMM UMMYHOTEpAnuy OJIMHATYMOMa0OM BKIIIOUEHA JJIsl HAI[UEHTOB IPyNIbl S2, HE JOCTUTLINX
MOBb-HeratuBHOM pemuccuu Tocine HHAyKIuU Onokamu F1-F2 — kypc OnmHaTtymomada
npoBoaUTCS rociie nmpotokosna 2 Ida ans noctmxkenus nonxoi pemuccuu nepea TT'CK. [ManuenTs
¢ B-nuneiinpiv OJIJI rpymim BEICOKOIO pUCKa IOCIE HUTOPELYKIUHU P BO3MOKHOCTH IPOBOJISAT
adepes ymmmMdonuTOB TEepudepUUecKol KpoBH, 3areM mnoaydaroT Onok FLAM wu kypce
OmmHaTyMoMaba** (BO3MOXKHO ¢ peuH(y3usMu JduUMEGOIUTOB) s poctwkeHuss MOB-
HeratuBHoro craryca nepea TI'CK.

[TarmenTsl ¢ T-OJIJI Bcerma OTHOCATCS K TPYIIE BBICOKOTO PUCKA, U IO JAHHOMY
MPOTOKOJY TOJy4aroT TPoToKoa N B cocraBe JekcamerasoHa™*, #puHOmactuHa™*,
uaapyounmaa™*, mporeacOMHOro MHrubOuTopa #o6oprezomuba**, zarem Omoxku FLAM w/mim
6ok ¢ HemapabuHoM™* mnm knodapabunom u TI'CK mpu noctiwxkennn MOB-neratuBHOU

peMuccuu.

A3.2.3 CocTaB OCHOBHBIX KYPCOB XUMHOTEPANIHHA
I[anee MNpEaACTaBJICHBI OTACIILHBIC 6JIOKI/I XUMHUOTCpAllU € YKAa3aHUCM JICKapCTB, A03 U

IIyTE€ BBEJCHUS.

bnok F1
. JlexcameTtaszon** — 20 mr/mM*/cyT, per/os Wi B/B; gHu 1-6
. Bunkpuctua** — 1,5 mr/m? (MakcuManbHas 7103a 2 Mr) B/B cTp.; IHH 1, 6.

° Merotpekcat** — 1 000 Mr/M? B/B 3a 36 4acoB B jeHb 1.
1/10 obmie#t 70361, KaKk HArPY304YHYIO 103y B/B Kail. 3a 30 MUHYT
9/10 oOmielt 70361 B BUAC ITUTEIBHOM BHYTPUBEHHON MH(DY3HH 3a 35,5 dacos.

. Kanbuus domunar** — 15 mr/m?> B/B Ha 48 u 54 uacel uHdy3uM MeToTpekcaTa**
Yeenuuenue xonuuecmea eeedenuii u 003vl Kanvyua porunama** ¢ 3agucumocmu
OM KOHUEeHmMpayuu memompekcama** ¢ Kpoeu

. #I1sracnaprasa** [214,215,371-373] — 1 000 Ex/m? B/B kanensHo 3a 1 yac; 1eHb 6.

. WutpatekansHo (MeToTpekcaT**, murapaOua™*, #npeaHn3zonon**) — B BO3pacTHBIX

no3upoBkax; AeHb 1. [157-159,167,380]

179



Bnox F2

Bnox R2
[ ]

Tabmuma A3.2.3.1 Jlo3upoBaHWe TmpenapaToB JUisi HWHTPATEKAIbHOW Tepaluu B

3aBUCUMOCTH OT BO3pacCTa:

Bo3spact Mertorpekcar** | [lurapadun** | #Ilpeqnnzoson**
(mr) (mr) (mr)

Meunee 1 rona 6 20 4

Ot 1 roga no 2 ner 8 30 6

Ot 2 net o 3 ner 10 40 8

Crapiue 3 net 12 50 10

JlekcameTazon** — 20 mr/m%/cyT, per/os unu B/B; JHU 1-6

Bunkpuctua** — 1,5 mr/m? (MakcuManbHas 7103a 2 Mr) B/B cTp.; IHH 1, 6.
Hurapadbun** — 3 000 MTI/M?B/B B BHJIE 3-4aCOBOI nH}y3un Ha | 1 2 1HU. 4 BBEACHUS C
UHTEpBaJIOM B 12 yacos

#IIoracmapraza** [214,215,371-373] — 1 000 En/m? B/B KanenbHO 3a 1 4ac; aeHs 6.
WutpatekansHo (MeToTpekcaT**, murapabua™*, #npeaHu3zonon**) — B BO3pacTHBIX

N03UpoBKax; AeHb 5. [157-159,167,380]

JlexcameTazon** — 20 Mr/m%/cyT, per/os Uiy B/B; U 1—6

Merotpekcat** — 1 000 Mr/M? B/B 3a 36 4acoB B jeHb 1.

1/10 obmie#t 70361, KaK HArPY304YHYIO 103y B/B Kail. 3a 30 MUHYT

9/10 oOmielt 10361 B BUAC JUTUTEIBHOM BHYTpUBEHHON nHDY3mH 3a 35,5 yaca.

Kanbuus donunar** — 15 mr/m?> B/B Ha 48 u 54 uacel uHdy3uM MeToTpekcaTa**
Yeenuuenue xonuuecmea eeedenuit u 003vl Kanrvuua ponunama** ¢ zaeucumocmu
Om KOHUeHmpayuu memompexcama** ¢ kposu

#IIoracmapraza** [214,215,371-373] — B/B kam. 3a 1 yac B no3ze 1000 En/m? — news 6.
WutpatekansHo (MeToTpekcaT**, murapabua™*, #npeaHn3zonon**) — B BO3pPacTHBIX
no3upoBkax; B 1 genb. B cimywasx c¢ BosinedeHueMm B mnpouecc [[HC nposomutcs
JIOTIOJTHUTEIbHOE BBeJIcHHE Ha 5 neHb. [157-159,167,380]

Bunkpuctua — 1,5 mr/m? (MakcHManbHas pa3oBas 103a 2 MT) B/B; JeHb 1.
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Udochamua** — 400 Mr/m%, B/B B Teuenue 1 yaca, U 1—5; 5 BBeICHHIA.

Mecna** — 200 mr/m? BHyTpuBeHHO nepen nHbysueii npocdamuaa, a Takxke Ha 4 U
8 wac nocne BBeaeHud npenaparta. [41,380]

JlayHopyOununa** — 35 Mr/m?, B/B Kar. 3a 24 4aca, JieHb 5.

MepkanTonypua** — B no3e 100 mr/m?/cyT, per os, 1Hu 1-5

bnok R1
o JlexcameTtaszon** — 20 mr/m%/cyT, per/os Wi B/B; gHu 1-6
. Bunkpuctua** — 1,5 mr/m” (MakcuManbHas 103a 2 Mr) B/B cTp.; Auu 1 1 6.
° Merotpekcat** — 1 000 Mr/M? B/B 3a 36 4acoB B jeHb 1.
1/10 obmieit 70361, KaKk HArPY304YHYIO 103y B/B Kail. 3a 30 MUHYT
9/10 oOmielt 10361 B BUAC JUTUTEIBHOM BHYTpUBEHHON nHDY3mH 3a 35,5 Jaca.
. Kanbuus domunar** — 15 mr/m?> B/B Ha 48 u 54 uacel uHdy3um MeToTpekcaTa™**
Yeenuuenue xonuuecmea eeedenuit u 003vl Kanvyua orunama** ¢ zasucumocmu
Om KOHUenmpayuu memompexcama** ¢ kpoeu
. [urapabun** — 2 000 Mr/M?p/B B BHzie 3-4acoBoil HH(Y3MH HA 5 JIeHb. 2 BBEJIEHHS C
UHTEpBaAJIOM B 12 yacos
. #I1sracnapraza** [214,215,371-373] — B/B kam. 3a 1 yac B g03e 1000 Ex/m? Ha 6 11eHb.
. MepxkanTonypun** — B no3e 100 Mr/m?/cyr, per os, gau 1-5
. WutpatekansHo (MeToTpekcaT**, murapabua™*, #npeaHu3zonon**) — B BO3pacTHBIX
no3upoBkax; B 1 nenb. [157-159,167,380]
Ilpomoxkon II-IDA

JlekcameTa3on** — 6 mr/m>/cyT per os uiu B/B. Jlau ¢ 1 mo 22.

Bunkpuctua** — 1,5 mr/m? (MakcumanbHas 103a 2 Mr) B/B ctp. Ha 1, 8, 15 u 22 nuu.
Unapyourua** — 6 mr/m? B/B kai. 3a 1 yac Ha 1, 8, 15, u 22 fieHb Tepanuu.
#lIsracnapraza** [214,215,371-373] — B/B kam. 3a 1 yac B 1o3e 1000 En/m%; mau 1, 14.
Huxnodochamua™** — B mo3e 1000 Mr/m%, B/B Karl. 3a 1 gac, Ha 29 JeHb.

Mecna** — 400 mr/m> BHYTpHBEHHO Tiepesi H(Yy3Hei nuknodochamuaa, a Takxke Ha 4
1 8 Jac 1mocie BBEACHUS Ipenapara.

Iurapabun** — B no3e 75 mr/m>/cyT, B/B Kam. 3a 1 yac, B auu 30, 31, 32, 33 u 37, 38,
39, 40 (n1Ba 4-nHEBHBIX OJI0KA).

MepkanTonypua** — B no3e 50 Mr/m?/cyT, per os, ¢ 30 no 40 1eHb
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WNuTparekanbHo (MeToTpekcaT™*, murapabun**, #npegHuzonon™*) — B BO3pacTHBIX
no3upoBkax; Ha 1, 15, 30 u 37 nuu. B caydasx c¢ BomiedeHuem B mporecc [[THC
MIPOBOJIUTCS IONOJIHUTENLHOE BBEJIeHUE Ha § eHb. [214,215,371-373]

KonTpoas MOB Ha 15 nenp Tepanuu

Ilpomoxon N (ona T-OJIJI)

[pemuusonon** — 60 mr/mM>/cyT per os 1 B/B; 1au 1-8 1 15-22.

#Bunbnactua** — 25 mr/m? (MakcuManbHas 103a 2 Mr) B/B cTp. Ha 1, 8, 15 u 22 nuu
[215].

NnapyOunua™** — 6 mr/m” B/B Kam. 3a 1 wac Ha 1, 8, 15, u 22 neHp TepanuH.
#I1sracnaprasa** [214,215,371-373] — B/B kam. 3a 1 yac B go3e 1000 Ex/m%; muu 1, 15.
#Boprezomu6** — 1,3 mr/m? B/B kam. 3a 1 wac; Ha 1,4, 8 u 11 guu [215,376-379]
[uknodochamua** — B 1o3e 1000 mr/m?, B/B kam. 3a 1 yac, Ha 29 1eHb.

Mecna** — 400 mr/m> BHYTpHBEHHO Tiepesi H(Yy3Hei nuknodochamuia, a Takxke Ha 4
1 8 Jac 1mocie BBEACHUS Ipenapara.

Iurapabun** — B no3e 75 mr/m>/cyT, B/B Kam. 3a 1 yac, B auu 30, 31, 32, 33 u 37, 38,
39, 40 (n1Ba 4-1HEBHBIX OJI0KA).

Mepxkanronypun** — B go3e 50 Mr/m%/cyr, per os, ¢ 30 mo 40 1eHs

HNuTparekanbHo (MeToTpekcaT™*, murapabun**, #npegHuzonon™**) — B BO3pacTHBIX
no3upoBkax; Ha 1, 8, 15 u 22 nuu [214,215,371-373].

KonTposs MOB Ha 15 nenp tepanuun

bnox R6 (ons T-OJILI)

JlexcameTaszon** — 20 mr/m%/cyT, per/os uiu B/B; gHu 1-5

Henapa6un** — 650 mMr/mM?B/B kam. 3a 1 yac; aum 1-5.

[urapadbun** — 300 mr/m? B/B 3a 1 wac, quu 3—5. 6 BBEICHHII C WHTEpBajIoM B 12 yacoB
#Itomo3un** — 150 mr/m?, muu 3—5, B/B Kam. 3a 1 4ac. 3 BBeIeHHS C WHTEpBajoM B 24
qaca [214-216].

#IIoracmapraza** [214,215,371-373]— 1 000 En/m? B/B kanespHO 3a 1 yac; Ha 6-if 1eHb.
WNuTparekanbHo (MeToTpekcaT™*, murapabun**, #npegHuzonon™**) — B BO3pacTHBIX

NO3UPOBKaX; Ha 6-i1 nenb [214,215,371-373].

Bnox CLAi

[peaunsonon ** — 60 mr/m%/cyt, per/os uan B/B; aau 1-5
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#Knodapabun — 52 mr/m? /B Karl. 3a 1 yac, aau 1-5 [205,215,216]

[Murapabun** — 1000 mr/m’s/B B Buae 3-uacoBoii mHQy3uu, nHu 1-5. 5 BBeIEHHN C
HWHTEpPBAJIOM B 24 yaca

#W napyourua** — 8 mMr/m%, B/B Kar. 3a 1 uac, nau 2-4 [216]

WutpatekansHo (MeToTpekcaT**, murapabua™*, #npeaHn3onon**) — B BO3pacTHBIX

JO3UPOBKaX; Ha 6-i1 nenb [214,215,371-373].

Bnox FLAi

Ipemuusonon ** — 60 Mr/m>/cyT, per/os uian B/B; gau 1-5

#Onygapabun™** — 30 mr/m’> B/B Kam. 3a 1 gac, quu 1-5. 5 BBeeHUH ¢ WHTEPBAJIOM B
24 gaca [212-215]

[Murapabun** — 1000 mr/m’s/B B Buae 3-uacoBoii mHQy3uu, nHu 1-5. 5 BBeIEHHU C
HWHTEpPBAJIOM B 24 yaca

#U napyourua** — 8 mMr/m%, B/B Kar. 3a 1 uac, nau 2-4 [216]

WNuTparekanbHo (MeToTpekcaT™*, murapadun**, #npegHuzonon™**) — B BO3pacTHBIX

NO3UPOBKaXx; Ha 6-i1 nenb [214,215,371-373].

Kypc 6aunamymomaba**

baunarymoma0** — KpyrinocyTo4uHo# HenpepbIBHOM UH(DY3UEH neTsiM, BecoM 10 45 Kr
B 03¢ 5 MKr/M?/cyT 1-7 nenb kypca, B 103e 15 Mxr/m?/cyT 8—28 nenb kypca. JleTsm ¢

BecoM Ooublie 45 Kr — B 7103€ 9 MKI/CyT 1 28 MKI/CYyT, COOTBETCTBEHHO.
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IIpuaoxenue A3.3. TpaHcnjaaHTanusg reMONOITHYECKUX CTBOJOBBIX KJETOK V

nanuenToB ¢ OJ1IJI B Bo3pacte ot 0 10 18 JeT.

1. OOuiue I0JOKEHNS

Tpancmiantanmsi reMonodTrdeckux cTBOJOBRIX KieTok (TI'CK) — wmeaumnuHckas
TEXHOJIOTHS, MPUMEHSIEMas MPHU JICYCHUH 3JI0KAYECTBEHHBIX OOJIe3HEeUW KPOBH, HEU3ICYUMBIX
UHBIMH (KOHCEpBAaTUBHBIMH) MeTonaMu. [IpWHIUI MeToJa COCTOUT B KOMOMHHUPOBAHHOM
BO3/ICHICTBUM Ha T€MONO3TUYECKYIO U JTUMGPOUIHYIO CUCTEMY, TOpaKEHHbIE 0OJIE3HBIO, KOTOPOE
CKJIaJpIBAaCTCS M3 1) MMMYHO- W MHEIOCYNPecCHBHOTO 3¢ (deKTa BBICOKOTO3HONW XHUMHO- U
JTy4eBOH Tepanuu; 2) 3aMeIIeHUs] KPOBETBOPHOW (YHKIIMM KOCTHOTO MO3ra JOHOPCKHUMH
F€MOMO3TUYECKUMHU CTBOJIOBBIMU KJIETKaMHU; M 3) HMMYHOJIOTHYECKOM (QJLLIOUMMYHHOM)
BO3/JICHICTBUM CO CTOPOHBI JOHOPCKMX HMMYHOKOMIIETEHTHBIX KJIETOK Ha pPE3UAYyalbHYIO
MOMYJISIIIUIO OITYXOJIEBBIX U/MIU JIUM(POreMOno3TUNIECKUX KIETOK PELUITHEHTA.

TI'CK ot aysioreHHOro JJOHOpa ABISETCA CTAHJAPTOM TePAMU OCTPOTo JTUMQPOOIACTHOTO
neiiko3a (OJLJT) BEICOKOTO pHCKa B IEPBOI TMHUU TEPAINH, & TAKKE PELUAUBOB U pehpakTepHBIX

dbopm OJIJL.

2. Oranel TI'CK u k1uHHYeCcKas EPUOAA3AIN

IIpouenypa TI'CK cocTouT u3 cieayromux 3TanoB (IepruoI0B):
1. Onpenenenne nokazanuii kK TT'CK
Bb100p 1 MoMcK aIoreHHOro 10HOpa
[IpenrpancinanTanmonHoe 00cIeI0BaHUE TOHOPA U PEIUITUEHTA

HpGIITpaHCHJIaHTaHI/IOHHaH MMoAroTOBKa IOHOpPA U PCIHUIIMCHTA

2

3

4

5. KonauumoHupoBaHue perunueHTa

6. 3aroTtoBka M 00pabOTKa TpaHCIUIAHTATa

7. Muenoundysus (COOCTBEHHO TPaHCTIIAHTAITHS)

8. HMMMyHOCynpeccHBHAs M COMPOBOJIUTENBHS TEpanus J0 MHEIOPEKOHCTHTYIIMU
(MpMKUBJICHHSI TPAHCIIJIAHTATA)

9. MOHUTOPUHT NMPMKUBIIEHUS U CTaTyca OCHOBHOTO 3a00JIeBaHUs

10. IMmMmyHOCYIIpecCHBHAsT ¥ CONPOBOAMTENBHS Tepamusi Ha paHHEM JTare Moclie
npwkuienus (aess 30-100)

11. UmmyHOCYynpecCMBHasE M CONMPOBOAUTENbHS TEpalus HAa MO3IHEM ATale Mocie

nprkuBiaeHus (neHp 100-365)

12. Jlucnanceproe Habmoaenue namuenta nocie TI'CK
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13. BaknunonpoduiakTika

3. Bsi0op nonopa u ucrouynuka 'CK [391.392]

C nenpio CBOEBPEMEHHOTO BhIOOpa AoHOpa BceM marmentaM ¢ OJUJI mpu yctaHOBIeHUN
nokazanuii k TI'CK Bemonnsiercsa tTkaneBoe (HLA) TunupoBanue manueHTa W MOTEHIIUATBHBIX
POACTBEHHBIX JIOHOPOB. TakTHKa TUIUPOBAHUS WICHOB CEMbU ONPEAENSETCS CTpaTerueit
KJIMHUKU B OTHOLIEHHE ucnoibp3oBaHus AoHopoB I'CK. Jlonopom g nanuenta ¢ OJIJI moxer
OBITH (B MOPSAKE CHUKEHUS PUOPUTETA):

a. PonacTBeHHBII MOJHOCTBIO COBMECTUMBIN JJOHOP

b. PoJCTBEHHBII YaCTHYHO COBMECTUMBIH (TaIJIOUIEHTUYHBII) TOHOP
HeponctBeHHbII COBMECTUMBIN TOHOD

d. HeponcTBeHHBI YaCTUYHO COBMECTUMBIA JIOHOP C JOMYCTUMON CTEICHBIO
HECOBMECTUMOCTHU

e. HeponcrBennas mynoBuHHasi KpOBb

HLA-TtunupoBanue naiueHTa OCyIIEeCTBISIETCS Ha 3TAIe €ro JICUEHUs: pU OnpeeIeHIN
aOCONIOTHBIX TMOKa3aHWW K IMPOBEJIEHUIO AJUIOT€HHOM TpaHCIUIAHTAlMM T'€MOMO3TUYECKUX
ctBO10BBIX KJeTOK (TT'CK) mrb0 B COOTBETCTBUH C KIMHUYECKUM MPOTOKOJIOM.

ITpu onpenenennu nokazanuit Kk TI'CK u Hanmuuu cubnunros B nabopatoputo st HLA-
TUTIUPOBAHUS HANPABIISIOT 3aMOPOXKEHHBIA 00pa3er] KpoBH MalMeHTa U 00pa3ilbl KPOBU BCEX
cubnuHroB. [Ipyu HaNMUYUM POJICTBEHHBIX OPaKOB B CEMbE MOYKHO MCKaTh JOHOPA CPedu IPYrHX
OJIM3KUX POJICTBEHHUKOB.

B nabopaTopuu MIPOBOAUTCS HLA-tunupoBanue HHU3KOT'O pasperienus
(renotunupoBanue, 2-digit TunmMpoBaHue) Bcex oOpas3noB mo aByM Jokycam II kmacca HLA-
DRBI1, DQBI. Jlns nanuenTa U cUOJIMHTA, UMEIOMIETO0 TPH WJIM YEThIPE OOIIMX C MaIMeHTOM
ayiensi, mpoBoauTcs HLA-TunrpoBaHue HU3KOTO pa3pelieHus aHTUTeHOB | Kilacca KoMIuiekca
TUCTOCOBMECTUMOCTH. [Ipu coBmaieHuu pe3yinbTaTOB TCHOTUITUPOBAHUS MAIIMEHTAa U CUOTUHTA
WIM HaJU4YUM OJIHOTO HECOBIMAJICHMS BBIMIOJIHACTCS THUIIMPOBAHUE BBICOKOTO pa3pelIeHUs
(TumupoBanue ayienei uinu 4-digit).

HLA-coBMecTUMBIM ~ POJCTBEHHBIM  JOHOPOM  CUUTAETCS  CHOJIMHT,  KOTOPBII
oOHapyxuBaeT coBnaneHue ¢ perunueHToM 10 u3 10 HLA-anturenos. CoBnajieHueM CUATACTCS
noaHoe cootBeTcTBUe HLA-anTurenos Ha amnensHoM (4-digit) ypoBHe. B oueHb peakux ciryyasx
MOJIHOCTBIO COBMECTUMBIM JOHOPOM MOJKET CTaTh POAUTEIND WK IPYrou 4jieH ceMbH. YacTU4YHO

COBMECTHUMBIM POACTBEHHBIM JOHOPOM cUUTaeTCs uMeromuid 9 u3 10 coBnmagaronux aHTUT€HOB.
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Ecnu cpenu mnpenctaBieHHBIX 00pas3lloB HET COBMECTUMOTO POJICTBEHHOTO JIOHOpA,
naboparopus uH(boOpMEpyeT 00 OTOM JedHamlero Bpaya MMAIMEeHTa, HAYMHACTCS TIOUCK
rarioUJICHTUYHOTO JOHOPA CPeAU WICHOB CEMbU WIIM HEPOJCTBEHHOIO JIOHOpPA B peructpax Pd
Y MEXIYHApPOJHBIX PETUCTPAX.

[Tpu nposenennn rammonaeHTnaHbIX TT'CK HeoOxoaumo ocymectBienue 4-digit (high-
resolution) HLA-tunupoBanus nammenTa u gonopa no amnensm HLA-A, -B, -C, -DRB1, -DQBI.

[TokazaHuss K MHUIIMALUU [OMCKA HEPOJICTBEHHOI'O JOHOPa OMPENETSIOTCS PEIIeHUEM
KoHcuimyma. [Ipy TMONOXUTETHPHOM pElIeHHH KOHcuiaumyma jabopatopus mpoBogutT HLA-
TUMAPOBAaHUE BBICOKOro paspemennss u Bolaenenue JHK mig ckpuHuMHroBoro moucka
NOTEHIMAIBHBIX JOHOPOB B peructpax PO wu MexayHapogHOM peructpe (BKIHOYast
HEPOJICTBEHHYIO IMYITOBUHHYIO KPOBB).

[ToMHOCTBIO COBMECTHUMBIM HEPOJCTBEHHBIM JIOHOPOM KOCTHOT'O MO3Ta WJIM CTBOJIOBBIX
KJIETOK SBJISIETCS JOHOpP, coBnagaromuili ¢ perunuentom no 10 uz 10 anneneit HLA-A,-B,-C.-
DRB1,-DQB1 (nonnoe annenbHoe coBmajeHue). YacTUYHO COBMECTHMBIM HEPOJICTBEHHBIM
JIOHOPOM CuUuTaeTcs JOHOP, coBnajatomuid mo 9 u3z 10 HLA-anturenos. Haumenee Biausitomum
Ha pe3yabtaTt TI'CK cunraercsa pacxoxaenue no DQBI.

Kaxnoe amnensHoe pacxoxaenue no A, B, C, win DRB1 acconunpoBaHo co CHUKEHUEM
BbDKHBaeMOCTH Ha 8-12%. 1 anturennoe pacxoxaenue mo A, B, C, umu DRBI eme 6omnbie
CHUXAET BBIKMBAEMOCTb.

CoBMECTUMON HEPOJCTBEHHOW €IMHULIEH NYMOBUHHOW KPOBU CUUTAETCS €IUHHIIA,
TEHOTHMNHMYECKU uaeHTu4YHas nanuenty mo HLA-A u B u umeromas te ke amnenmn DRB1 (6 u3 6
aHTUreHOB). JI7Isl YaCTUYHOM COBMECTUMOCTH JIOIyCKaeTcss He 0osee JABYX PAaCXOXIECHUH IMpH
BbllIeHa3BaHHOM HLA-TunupoBaHMM NHpU yCIOBUM AOCTATOYHOW KJIETOUYHOCTH IYHNOBUHHOMN
emuaunIp:; NC>2,5%107/kr Beca malmeHTa. [Ipu ucnonp30BaHUU ABYX €AMHULL TYTTOBUHHOM KPOBH
JOMYCTUMO OJHO AHTUIE€HHOE PACXOXKACHHE KaXIAOW W3 €AUHHUL] C PELUIHUEHTOM H OJHO
pacxoJeHUEe MEX]y MYyHNOBUHHBIMU €IWHULIAMH (MAaKCUMYM — 2 aHTUTE€HHBIX PACXO0XKICHUS
MEXIy 00CHMH €TUHUIIAMH U PEIIUITHEHTOM).

[Ipyu HanMYMK HECKOJIBKUX COBMECTHUMBIX HEPOJCTBEHHBIX JOHOPOB JIJISl MAallMEHTa, BEIOOD
JIOHOpa Oy/IEeT OCYIIECTBIATHCS PEIICHHEM KOHCHIINYMa HHANBUAYaANbHO ¢ yuetoM LIMB-craTyca
JIOHOpA U PEeLMINEHTa, BO3pacTa U roJja J0HOopa, cCoBMecTUMOcCTH 1o cucteme ABO.

OxoHUYaTeIbHOE pEeIIeHHE O BBIOOpPE JOHOpA AN KAKIOTO KOHKPETHOTO TMAaIMeHTa
OCYLIECTBIISIETCA HA COBMECTHOM 3aCEAAHNM PYKOBOJIUTENEH M 3aMHTEPECOBAHHBIX COTPYIHUKOB

KIIMHAYECKUX OTAeNIeHnd (mpodribHOE OTAeNeHrue sl faHHoro nanuenta, otaenenus TI'CK),
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PYKOBOAMTENS W COTPYAHUKOB Jabopatopun HLA-TunmupoBaHuss W KOOpAMHATOpa IO

HCPOACTBCHHBIM TPaHCIUIAHTALIUAM

Uctounuk I['CK BwiOupaercs wucxoas wu3 TtexHomormueckoil mnargopmel TI'CK,

peanuzyemoil B kinuHuke. Mcrounukom ['CK MOXeT SBIATHCA:

e Koctasriit mo3r (KM)
e (CrBonoBeie kieTku nepudepudeckoit kpou (CKIIK)

e [lymoBunaHas kpoBb (I1K)

4. Oo0cnenoBanue nanmenTa nepeng TIT'CK [393]

O6cnenoBanue nanuenta nepea TI'CK HanpapieHo Ha yCTaHOBJICHUE CTaTyca OCHOBHOTO

3a00JIeBaHMsA, OLIEHKY KOMOpPOMIHOCTH, (DYHKIIMOHAJIBHOTO, HYTPUTHUBHOIO, MH(EKIIMOHHOTO,

IICHXOJIOTHYECKOr0 cTaTtycoB. OOBeM 0O0CIeqoBaHUS C MCIOIB30BaHMEM JaOOpAaTOPHBIX H

HHCTPYMCHTAJIBHBIX MCTOOOB OIPCACILICTCA HCXOJAd W3 THUIIAa JOHOpa H TEXHOJIOTHYSCKON

miatdopmbl TI'CK, ncmnonp3yemMoi B KITMHUKE.

Memoovl kKnuHuueckoll 1a60pamopHoli OUACHOCMUKY, NPUMEHseMble NpU 00C1e008aHUU

nayuenma neped TI'CK:

OO0t (KTMHUYECKUI) aHATN3 KPOBU Pa3BEPHYTHIM

AHanmM3 KpoBH OMOXWMHYECKHI OOIIETeparieBTHUCCKUN C UCCIEAOBAHUEM CIICTYIOITUX
MoKasaTeneil: anmpOymMuH, oOImil Oenmok, oOmui OwmMpyOuH, NpsMoN OWIMpPYOUH,
KpeaTHHUH, MOYEBHHA, TJII0K034a, AIEKTPOIIUTHI (K, Na, Mg, Ca),
alTaHMHaMUHOTpaHc(epas3a, acmapTaraMruHOTpaHc(hepasa, raMMa-TmyraMuinTpanchepasa,
menoyHas (Qocdaraza, naKTaTaeruaporeHasa, anbpa-aMuiaza, IMaHKpeaTudecKas
aMuiasa, XOJEeCTepUH OOIIMN, TPUTTULEPUIbl, JIWIA3a, JUIONPOTEHHBl HHU3KOM
IUIOTHOCTH, JIMIIONPOTEUHBI BBICOKOM MITOTHOCTH

HccnenoBanue ypoBHs (heppUTHHA B KPOBH, UCCIIEIOBAaHUE YPOBHS (DOIHEBON KUCIOTHI B
CBIBOPOTKE KPOBH, ONIpeieSiecHne ypoBHs BuTamMuHa B12 (mnanokoOanaMuH) B KPOBU
HccnenoBanue KUCIOTHO-OCHOBHOTO COCTOSIHUSI M Ta30B KPOBU
NmmyHOdeHOTHTMPOBaHKE nepudepudeckoit KpOBU TUISt BBISIBJICHUS
CyOIOnyJISIITMIOHHOTO COCTaBa TUM(OIIUTOB (OCHOBHBIC)

HccnenoBanue ypoBHS UMMYHOTJIOOYJIMHOB B KPOBU

Omnpenenenne JIHK Bupyca Ommreiina-bapp (Epstein-Barr virus) meromom IIIP B

nepudeprudeckoil 1 MyMmoBUHHOM KPOBHU, KAUECTBEHHOE HCCIIEI0BAaHUE
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Ompenenenne JIHK mmromeranosupyca (Cytomegalovirus) wmerogom IIIP B
nepudeprudeckoil 1 MyMmoBUHHOM KPOBHU, KAUECTBEHHOE HCCIIEI0BAaHUE

Omnpenenenne JIHK Bupyca repneca 6 tuna (HHV6) meromom TP B nepudepudeckoii u
MyTIOBUHHOM KPOBHU, KAUYECTBEHHOE HCCIIEI0BAHUE

Omnpenenenne JJHK anenoBupyca (Human Adenovirus) B Ma3kax co CIU3UCTOM 000IOUKHI
HOCOTJIOTKH/POTOTIOTKH MeTooMm [11[P

Muxkpobuonorniyeckoe (KyJIbTypallbHOE) HCCIIeI0OBaHNE KPOBU Ha CTEPUIIBHOCTD
Muxkpobuonornieckoe (KyJabTypajabHOE) UCCeIoBaHHE (PeKAIN/PEKTaIbHOTO Ma3Ka s
omnpezeNeHusT  KOJOHU3AalMM  MHUKPOOPraHU3MaMH, YCTOMUMBBIMH K  JCHCTBHIO
AHTHOMOTHKOB

Ornpenenenne OCHOBHBIX Tpynn KpoBu 1o cucteme ABO, ompenenenue antureHa D
cuctemsl Pesyc (pe3yc-daxTop)

Hemnpsimoii anturnoOynuHOBBIN TecT (Tect Kymbca), onpenenenue copepKaHusi aHTUTEI
K aHTUI'€HaM 3PUTPOLIUTOB B KPOBH, ONpPEACICHUE COACP)KAHHUS aHTHTEN K aHTHIeHaM
TpyIN KPOBHU, ONIPEAETICHUE XO0JIOJ0BbIX aHTUIPUTPOIIUTAPHBIX AHTUTEN B KPOBU

[IpsiMoit aHTUTIIOOYTMHOBBIN TecT (TpsiMast mpoba KymoOca)

Onpenenenne MPOTPOMOMHOBOTO (TPOMOOIUIACTHHOBOTO) BpPEMEHH B KPOBU WA B
IU1a3Me, ONpPEEIEHNE MEXAyHapOAHOT0 HopMan3oBaHHoro otHoueHus (MHO)
Omnpenenenye akTHBUPOBAHHOTO YACTUYHOTO TPOMOOIIJIACTUHOBOI'O BPEMEHH
Omnpenenenue TpOMOMHOBOTO BPEMEHH B KPOBU

Omnpenenenue aHTUTEN K TpudaM pona acriepruuuisl (Aspergillus spp.) B kpoBu
lNocnuranbHblil ckpuHUHT: onpezeneHue anturena (HbsAg) Bupyca renatuta B
(Hepatitis B virus) B kpoBu, onpe/iejieHUE aHTUTEIN K SICPHOMY aHTHUT€HY BUpYyca
rernatuta B (Hepatitis B virus) B KpoBH, MOJIEKYJISIpHO-OMOJIOTHYECKOE MCCIIEJOBAHNE
kpoBu Ha Bupyc renarura C (Hepatitis C virus), MOJIeKyJIIpHO-OHOIOTHYECKOE
uccienaoBanre Kkposu Ha Treponema pallidum, ompenenenune antuten kitaccoB M, G
(IgM, IgG) x Bupycy ummyHoaedpunura yeiaopeka BUU-1 (Human immunodeficiency
virus HIV 1) B kpoBwu, onpexnenenue antuten kiaacco M, G (IgM, IgG) k Bupycy
ummyHoAeduiuTa yenoeka BUU-2 (Human immunodeficiency virus HIV 2) B kpoBu
Omnpenenenne JIHK Bupyca remarura B (Hepatitis B virus) B xpoBu merogom I[ILIP,
KOJIMYECTBEHHOE HCCIIEIOBaHHE

Omnpeneneane PHK Bupyca remarura C (Hepatitis C virus) B kpoBu meromom I[ILIP,

KOJIMYECTBCHHOC UCCIICAOBAHUC
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NmMmyHoxpomaTorpaduueckoe JKCIpPEecc-UcCieIoBaHle Kajda Ha TOKCMHBI A u B
kioctpuanu (Clostridium difficile)

MukpoOHoIOTHYECKE HCCIEAOBAaHUS OCHOBHBIX BO30OymuTeneil WMH(MEKIMOHHBIX
3a00J1eBaHUI CO CIIM3UCTHIX 000J0UEK/TTIOBEPXHOCTH KOKH

OO0IEeKIMHUYECKOE UCCIIeI0BAHNE CTUHHOMO3TOBOM KUIKOCTH (JTUKBOPA): UCCIICIOBAHUE
¢bu3nYeCKuX CBOMCTB CIIMHHOMO3TOBOM JKHMJIKOCTH, MUKPOCKOIMYECKOE HCCIIEOBaHHE
CIIUHHOMO3T'OBOM JKUIKOCTH, TOJICUET KJIETOK B CUETHOUW KaMmepe (OIpeIeNieHHe IUTo3a),
[IUTOJIOTUIECKOE UCCIICIOBAHHE KIIETOK CTUHHOMO3TOBOM JKHIKOCTH

OO0t (KTMHUYECKUI) aHAIM3 MOYH, MUKPOCKOITMYECKOE NCCIIEA0OBaHUE 0CaIKa MOUYH
Onpenenenne 6eiaka B Mo4e

HccnenoBanue ypoBHS TIIFOKO3bI B MOYE

HccnenoBanue ypoBHS KpeaTHHHUHA B MOYE

HccnenoBanue ypoBHS MOYEBHHBI B MOUYE

Mukpobuonoruueckoe (KyJbTypaJbHOE) WCCICIOBAHUE HA CTEPUILHOCTh KPOBH,
CITMHHOMO3TOBOM KUIKOCTH, MO4YH, (parmMeHTOB MeaunuHCKux ycrpoictB (LIBK,
MMILJIAHT)

MukpoOHoIOTHYECKE HCCIEAOBAaHUS OCHOBHBIX BO30ymuTenel  WMH(EKIMOHHBIX
3a00JiIeBaHUl B OMOJIOTUYECKHX KHUAKOCTAX (IKCCyIaTaxX, TPAHCCYAATax )
Mukpobuoiornueckre UCClIe0BaHUs OCHOBHBIX BO30yIuTENel NH(EKIIMOHHBIX
3a0o0sieBaHull B OHornrarax

Mukpobuoioruueckre UCClIe0BaHU OCHOBHBIX BO30yIuTeNel NH(EKIIMOHHBIX
3a0o0JeBaHU B OPOHXO0AIBBEOJIIPHOM JIABAKE/MOKPOTE

Mukpobuoiornueckre UCCIe0BaHNUS OCHOBHBIX BO30yIuTENeH NH(EKIIMOHHBIX
3a00JIeBaHUl B PAHEBOM OTJIEISIEMOM

Mukpobuoiornueckre UCClIe0BaHNUS OCHOBHBIX BO30yIuTENeH NH(EKIIMOHHBIX
3a0oJeBaHui (heKanuii/peKTaaIbHOrO Ma3Ka

HccnenoBanue ypoBHS KaJlbLUs B MOUE

UccnenoBanue ypoBHs dochopa B Mmoue

UccnenoBanue ypoBHS Kallvs, HATPUs, KaJbIHs, XJIOpa B MOYE

Omnpenenenre akTUBHOCTH MMAHKPEATUISCKONW aMUIIa3bl B KPOBU

Uccnenosanue ypoBHs TponnoHUHOB I, T B KpoBU

UccnenoBanue ¢pyHKIMH HEPPOHOB MO KIUPEHCY KpeaTnHuHa (1poba Pebepra)
MoJteKyIapHO-TEeHETUYECKOe HCCIICIOBAHNE MHHUMAJIBHOW OCTaTOYHOW OOJE3HM NpH
JeK03ax MpH MOMOIIN NallMEHT-CIIeU(PHYHBIX TpaiiMepoB
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CopTupoBKa  KJICTOYHBIX JIMHHM  METOAOM  TMPOTOYHOH  IUTO(IyOpUMETpUHU
(ucciemoBaHre OMOJIOTHYECKOTO MaTepraia METOA0M MPOTOYHOM ITUTO(ITyOPUMETPHH)
OnyopecuentHas in situ rubpunmsanus (FISH) (mocne rumoroHmueckoil oOpaboTku
KJIETOK, Ha TOTOBOM CYCIEH3WHM KIJIETOK, Ha oTmedarkax u Mmaszkax) (1 JIHK-3omm)*
(MonexynsipHO-IIUTOreHeTnueckoe uccnenoBanue (FISH-meron) Ha omHy mapy
XPOMOCOM)

Onpenenenre XUMEPHOTO TpaHckpunTa MerooM [P

JuddepeHrpoBaHHbIN MOACYET JEHKOUUTOB (JIeiiKonnuTapHas Gopmyia)
UccnenoBanue ypoBHs cBoboaHoro TpHitoatuponuna (CT3) B kposu

HUccnenoBanue ypoBHs cBoO6oaHOTO TUpOKCHHA (CT4) CHIBOPOTKH KPOBU

UccnenoBanue ypoBHs TupeorponHoro ropmona (TTI') B kpoBu

HccnenoBanue ypoBHs 001ero KOPTU30ja B KPOBU

HccnenoBanue ypoBHSI HHCYJIUHONOA0OHOTO pocToBOro (pakTopa I B kpoBu
HccnenoBanue ypoBHs (hOIITHKYIOCTUMYITMPYIOLIETO TOPMOHA B CBIBOPOTKE KPOBH,
UCCIICIOBaHUE YPOBHS JTIOTEUHU3UPYIOIIETO TOPMOHA B CBIBOPOTKE KPOBH
HccnenoBanue ypoBHs 00LIETO 3CTpainoia B KPOBH, UCCIIEI0BAHUE YPOBHS 0OILEro
TECTOCTEPOHA B KPOBHU

Onpenenenne anturen kiaccoB M, G (IgM, IgG) k nuuromeranoBupycy
(Cytomegalovirus) B kpoBu

Onpenenenne antuten kinacca G (IgG) k kancugaomy antureny (VCA) Bupyca
Onmrreitna-bapp (Epstein-Barr virus) B kpoBu

Onpenenenne anturen kinacca M (IgM) k kanicunaomy antureny (VCA) Bupyca
Onmreiina-bapp (Epstein-Barr virus) B kpoBu

Onpenenenne anturten kinacca G (IgG) k BUpyCy BETPSIHOM OCITBI M OTTOSICHIBAIOIIETO
mummas (Varicella-Zoster virus) B KpoBu

Onpenenenne anturten kiacca M (IgM) k BUpyCy BETpSTHON OCIIBI M OTTOSICBIBAIOIIETO
mummas (Varicella-Zoster virus) B KpoBu

Omnpenenenne anturten kinacca G (IgG) k Bupycy npocroro reprieca 1 u 2 tuna (Herpes
simplex virus 1, 2) B KpoBu

Omnpenenenne antuten kiaacca M (IgM) k Bupycy npocroro repreca 1 u 2 tunos (Herpes
simplex virus types 1, 2) B KpoBu

Omnpenenenne antuten knacca G (IgG) k Tokcornazme (Toxoplasma gondii) B kpoBu

Onpenenenne anturen kinacca M (IgM) k Tokcorumazme (Toxoplasma gondii) B kpoBu
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TTCK:

Hnempymenmanvuvle memoovl, npumeHsemvle Hpu 00C1e008anuu nayueHma nepeo

[IpunenbHas peHTrenorpadus rpyIHoN KIeTKH (2 IpOeKIHH)

KomnbiotepHast Tomorpagusi OpraHoB OpIONIHOH MOJOCTH U 3a0pIOUIMHHOTO
IPOCTPAHCTBA C BHYTPUBEHHBIM OOJIFOCHBIM KOHTPACTUPOBAaHUEM

CrnimpanbHas KOMIBIOTEpHAs TOMOTpadus MPUIATOUYHBIX Ma3yX HOCA

KomnbroTepHast Tomorpadust OpraHoB IpyAHOM MOJIOCTH

MarHuTHO-pe30HaHCHasi ToOMOrpadusi TOJOBHOTO MO3ra C KOHTPAaCTHPOBAHUEM IIOA
Hapko3oM - 3T (Tecna)

VYbTpa3ByKoBOE HCCIEIOBAaHME IOYEK, HAIMOYEYHHMKOB MOYEBOTO Iy3bIpSi, OPTaHOB
OpIOIIHOM TOJIOCTH (TICYEeHb, >KCIYHBIM TY3bIPb, TMOKETY0UHAs Keje3a, Cele3eHKa),
3a0pIIMHHOTO MPOCTPAHCTBA, MAJIOTO Ta3a

Perucrpanust 3neKTpoOKapAHOrpaMMbl; paciin(poBKa, OMNUCAHME W MHTEPIPETAIHs
aNIeKTpoKapauorpadudeckux naHHbIX (aetu 1-18 mer)

CyTouyHOE€ MOHUTOPHPOBAHUE APTEPUATIHLHOTO JABICHHUS

OprocnupoMeTpust

JlyruiekcHOoe CKaHUpoBaHHE OpaxuonedanbHBIX apTepUil ¢ LBETHBIM JOMNILIEPOBCKUM
KapTHPOBAaHUEM KPOBOTOKA

JyIIeKCHOE CKaHUPOBAaHUE HUKHEH I10JI0M BEHBI M BEH IOPTAIbHON CUCTEMBI
[lomyyeHne UUTOJIOTMYECKOrO IMpemapara KOCTHOTO MoO3ra IyTeM IyHKIIWH,
UTOJIOTUYECKOE UCCIIEJOBaHHE Ma3ka KOCTHOIO MO3ra (Muesrorpamma)
CrimHHOMO3TOBAas! MMyHKITHS

AHECTEe3M0JIOTHYECKOe TOcoOue (BKIIOUYask paHHEE TIOCICONIEPAIIMOHHOE BEICHNE)
D30¢aroracTpoIyoIeHOCKOMNHUs (TPH HATMYWHW TTOKA3aHHUH )

Kononockonust (mpu HaTU4IHK MTOKa3aHUN )

Bponxockonust quarHocTryeckasi (MU BbISIBICHUH KIMHUKO-PEHTI€HOJIOTHUECKUX
IPU3HAKOB ITHEBMOHUH)

DnektposHIedanorpadus ¢ BUICOMOHUTOPHHTOM

OpronanTomorpadus

Koncynemayuu épaueti-cneyuanucmos 6 npeompancniaHmayuOHHOM nepuooe:
Bpau-odranemornor

Bpau-oTtonapunrosor
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e Bpau-neBpoJsior

e Bpau-cromarosor

e Jlcuxosor

e Bpay-kapauosuor

e Bpau-nmynsMoHOIIOT (IIPU HAJTMYNU TOKa3aHU)
e Bpay->HIOKpUHOIOT

e Bpau-akymep-ruHeKoJIor (MPU HAJTMYHUH TTOKa3aHU )

5. Oo6cunenosanne noHopa nepen TT'CK [394]

O6cnenosanue nonopa nepex TI'CK BoinosHsieTcs B 1Ba 3Tamna:

Ortam 1: oOcnenoBanre MOTEHITMAIBHOTO JOHOpa. HampaBiieH Ha ycTaHOBJIEHUE CTETICHU
COBMeCTUMOCTH 110 aHTureHam HL A, BoIsiBIIeHHE a0COFOTHBIX MMPOTUBOTIOKA3aHUN K JIOHAIIUH.

Oran 2: o0ciieoBaHHE aKTyalbHOTO JOHOpa. HampaBieH Ha OOBEKTHBHYIO OIICHKY
COCTOSTHUSL  3JIOPOBBSI  JOHOpA, WH(MEKIMOHHOTO CTaTyca, BBISIBIEHUE OTHOCHUTEIbHBIX

MPOTUBOIIOKA3aHUH K IOHAIIMH, YCTAHOBJIEHHWE MPUOPUTETHOTO MeToa 3arotoBku ['CK.

Memoowvl knunuyeckol 1ab0pamopHou OUAZHOCMUKY, NpUMeHseMble npu 00C1e008anuu
oonopa neped TI'CK:

e OOwwmii (KITMHUYECKHI) aHATIN3 KPOBU Pa3BEPHYTHIN

e AHanu3 KpoBU OMOXMMMYECKHH OOIIETepaneBTUYECKHI C MCCIEAOBAHHEM CIIEAYIOIINX
nokasaresueil: anpOymuH, oOmmii Oenok, oOumii OuIMpyOMH, HpSAMON OUIHPYOHH,
KpeaTHHWH, MOYEBHHA, III0K03a, 3ekTponuthl (K, Na)), amanmnamuHoTpancdepasa,
acrapTaTaMuHOTpaHcdepaza, TramMma-TiIyTamuwiITpancdepasza, mienouHas ¢ocdarasa,
anb(a-aMuiasza, NaHKpeaTHuecKasi aMuiasa, X0JeCTepuH OOIUN, TPUTIUIEPUIb, TUTIA3a,
JUIONPOTENHBI HU3KOH TUIOTHOCTH, JIMIIOTIPOTEHHBI BBICOKOH IJIOTHOCTH

e Omnpenenenue OCHOBHBIX rpymn kpoBu mno cucreme ABO, ompenenenue anturena D
cuctemsl Pesyc (pe3yc-daxTop)

e OrmpexneneHue MPOTPOMOUHOBOTO (TPOMOOIIIACTUHOBOTO) BPEMEHU B KPOBH WIH B
IU1a3Me, ONpPEEIEHNE MEXAyHapOAHOT0 HopMan3oBaHHoro otHoueHuss (MHO)

e OrmnpezaeneHue aKTUBUPOBAHHOTO YaCTUYHOTO TPOMOOIUIACTUHOBOTO BPEMEHHU

e OnpezneneHre TPOMOMHOBOTO BPEMEHH B KPOBU

e TocnuranbHbIi ckpuHUHT: onpenencHue anturena (HbsAg) Bupyca renarura B (Hepatitis
B virus) B KpoBH, ompeaescHHE aHTUTEN K sIIEPHOMY aHTHUI€HY BHpyca remnatuta B

(Hepatitis B virus) B KpoBH, MOJEKYISPHO-OMOIOTHYECKOE UCCIIEIOBAHUE KPOBU HA BUPYC
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renatuta C (Hepatitis C virus), MOJIEKyIIpHO-OUOJIOTHYECKOE UCCIEAOBAHNE KPOBU HA
Treponema pallidum, onpenenenne antuten kmaccoB M, G (IgM, IgG) k Bupycy
ummyHoaedunura yenoseka BMU-1 (Human immunodeficiency virus HIV 1) B xpoBn,
onpenenenue antuten kinaccoB M, G (IgM, IgG) k Bupycy ummyHoeuiuta demoBeka
BWY-2 (Human immunodeficiency virus HIV 2) B kpoBu

Omnpenenenne /IHK Bupyca rematura B (Hepatitis B virus) B xpoBu meromom IILIP,
KOJINYECTBEHHOE HCCIIeIOBaHNE

Onpenenenne PHK Bupyca rematura C (Hepatitis C virus) B kpoBu metomom IIIIP,
KOJINYECTBEHHOE HCCIIeI0BaHNE

OO0muii (KIMHUYECKUN) aHATTU3 MOYH, MUKPOCKOIIMYECKOE UCCIICIOBAHUE OCAKa MOYHU
Omnpenenenne antuten kiaaccoB M, G (IgM, IgQG) k nuromeranosupycy
(Cytomegalovirus) B kpoBu

Omnpenenenne antuten kinacca G (IgG) k kancuanomy antureny (VCA) Bupyca
Onmrreitna-bapp (Epstein-Barr virus) B kpoBu

Omnpenenenne antuten kiaacca M (IgM) k kancunnomy antureny (VCA) Bupyca
Onmrreitna-bapp (Epstein-Barr virus) B kpoBu

Omnpenenenne antuten kinacca G (IgG) k BUpycy BETpsIHOM OCIIBI U OTIOSICHIBAIOIIETO
mumas (Varicella-Zoster virus) B kpoBu

Omnpenenenne antuten kiaacca M (IgM) k Bupycy BETpsIHOI OCIIBI M OIIOSICHIBAIOLIETO
mummas (Varicella-Zoster virus) B kpoBu

Onpenenenne anturen kinacca G (IgG) k Bupycy npocroro reprieca 1 u 2 tuna (Herpes
simplex virus 1, 2) B kpoBu

Onpenenenne anturten kiaacca M (IgM) k Bupycy npoctoro reprieca 1 u 2 Tunos (Herpes
simplex virus types 1, 2) B kpoBu

Onpenenenne anturten kinacca G (IgG) k Tokcornasme (Toxoplasma gondii) B kpoBu

Onpenenenne anturen kinacca M (IgM) k Tokcorumazme (Toxoplasma gondii) B kpoBu

Hncmpymenmanvrvie memoosl, npumeHsemvie npu oociedosanuu oonopa neped TI'CK:
[TpunienpHas peHTreHorpadus TPyAHON KIETKH (2 TPOCKITUHN)

VYbTpa3ByKOBOE HCCIEIOBAaHHE IIOYEK, HAIIOYCYHHKOB MOYEBOTO ITy3bIpSi, OPTaHOB
OpIOIIHOM TOJIOCTH (TICYEeHb, YKCITYHBIM TY3bIPb, TMOKEITYOUYHAs Keje3a, Cele3eHKa),
3a0pIIMHHOTO MPOCTPAHCTBA, MAJIOTO Ta3a

Peructparust 3neKTpoKapAHOTpaMMBI; paciiipoBKa, OIUCAHWE W HHTEPIPETAIIHsI

IEKTpOKapAHOrpadUIeCKuX JaHHBIX
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CyTouyHOE€ MOHUTOPHPOBAHUE APTEPUATIHLHOTO TABICHHUS

JlyninekcHoe ckaHMpoBaHUE OpaxuoredanbHbIX apTepuil C LBETHBIM JONIUIEPOBCKUM
KapTUPOBAHUEM KPOBOTOKA

JyniekcHoe CKaHMpOBaHUE HUXKHEHN MOJIOM BEHBI M BEH MOPTAIBHOW CUCTEMBI
Dxokapauorpadus

AHECTE3M0JIOTHIECKOE MTOCcoOue (BKIIIOUYast paHHEE TIOCICOTNIEPAIIMOHHOE BEICHNE)

3aroroBka TpaHcmiadTarta [395,396]

3aroTroBka u oOpaboTka TpaHcrurantara ['CK BKIIOYAIOT MEPONPUATHS 110 W3BJICUCHUIO

I'CK noHopa 1 ux mocieayouryo o0paboTKy, HalpaBICHHYIO Ha (OPMHUPOBAHUE ONTUMAIBHBIX

(YHKIMOHATBHBIX ~XapaKTEPUCTHK TpaHCIUIAaHTaTa. OTalmaMH 3aroTOBKM TPAHCIUIAHTATa

SABIISIFOTCA:

[ToaroroBka noHopa

3aroToBKa TpaHCIUIaHTaTa

O6paboTka TpaHCIIaHTaTa

KoHTpomp kaduecTBa TpaHCIIAaHTATA

TpancropTupoBka M XpaHEHHE TpaHCIUIaHTaTa (MpU pa3oOlIEHUH MecTa W BPEMEHHU

3arOTOBKH TPAHCIUIAHTaTa U MH(Y3UU TPaHCILUIAHTATA)

IMoaroroBka 10HOpa

HOI[FOTOBK& AOHOpA 3aBUCUT OT METOZA 3arOTOBKH TpaHCIUIaHTaTa U, COOTBETCTBECHHO, OT

n36pannoro ucrounnka ['CK (KM wmmu CKIIK).

HpI/I HCI0Ib30BaHuU B kKadecTBe ncTtouHnka I'CK kocTtHOro mosra IMoATOTOBKA AOHOpAa

BKJIIIOYacCT:

[TpenonepanmornHoe o0CIeI0BaHIE

OO6ecrieueHre COCYIMCTOrO JOCTyIa

[Ipu ucnonb3zoBanuu B kauectBe uctounrka ['CK CKIIK noaroroBka goHOpa BKIIOYAECT:
®dapmakonorudyeckyro  mobmnmzammro ['CK B cocymucroe  pycmo.  Ilensio
dapmakonorndeckorn mobunmzaruu ['CK sBnsercs Bpemennoe mnepemerienne ['CK
KOCTHOTO MO3ra B COCYJUCTOE PYCJIO C LEibl0 O00ecreueHus: BO3MOKHOCTH 3arOTOBKH
HeoOxoaumoro konudectBa ['CK.

ObecnieueHne cOCyAUCTOro JOCTyMa
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3aroroBka TpaHCILIAaHTaTAa

3acomoexa donopckoco KM [397]

3arotoBka 1oHOPCKOT0 KM BBHIMOTHSETCS B YCIOBHSX OMEPAIMOHHOTO OJI0Ka O] O0IIei
WIM OIUaypalbHON  aHecte3umed. TexHuuecku 3arotoBka KM  mpexacraBiser  coboi
MOCJIeIOBAaTEIbHBIC TMYHKIIMKM B 00JIaCTM BEpPXHEW 3aJHEW 4YacTH TMOB3JOUTHON OCTH H
noB3A0ITHOTO TpedHs 1 acupanuto KM. IleneBoit 06bem qonopckoro KM cocrasmisier 20 mit/kr
Macchl TeJa PENHUIIHeHTa W He JOJDKeH mpeBblmarh 20 MI/KT Macchl Tela JOHOpA.

AcmmpupoBanubiit KM nepeHOCHTCS B TeTApUHU3UPOBAHHYIO €MKOCTh (TIAKET).

3acomosxa donopckux CKIIK [398]

3arotoBka qoHopckux CKIIK BbINONIHAETCS B YCJIOBUSAX OTAEIECHUS NE€PEIMBAHUS KPOBU
nin BpadoM-TpaHcdysuonorom otaeneHuss TI'CK. Texauwuecku 3aroroBka moHopckux CKIIK
OCYIIIECTBIISIETCS METOZOM alapaTHOTO JieHKoIuTadepesa Ha cernaparope KieTok KpoBu. OobeM
neiikouuTadepesa ompexaensiercs ucxons u3 KoHueHtpauuu ['CK B kpoBu B pesynbraTe

dapmakonoruaeckoid MoomIM3anuu u coctarisietr ot 0,5 10 2 00beMOB HUPKYIUPYIOMIEH KPOBU

(OLIK).

Meouxamenmot, Heobxooumvie 011 3acomosxku CKIIK oonopa:
e Kononunecrumynupytouiue dakrops! (rpynna LO3AA no knaccuduxammu ATX)

o #llnepukcadop 0,24 mr/kr/cyT n/k (y B3pocibix 10HOPoB) [399,400]

3acomoeka IIK [401]

3aroroBka [1K BeIOTHSAETCS B yCIOBUAX POAMIIbHOTO Ooka. Texanuecku 3arotoka 1K
OCYIIECTBIISIETCS ITyTeM MYHKIIMU MYMOYHOM BEHbI MyMOYHOT0 KaHaTtuka u coopa I1K B cucremy

JUISI 3aTOTOBKH (YEThIPEXKaMEPHBINA MEIIOK C aHTHKOATyJITHTOM).

OopadoTka Tpancniaanrara I'CK [402]

O6paboTka TpaHCIUIAaHTaTa — HAOOP TEXHWYECKUX MaHUMYJSAIHUHA, HANPaBICHHBIX HA
M3MEHEHHE KayeCTBEHHBIX M KOJMYECTBEHHBIX MapamerpoB TpaHcmuantata ['CK ¢ wnemnbio
o0ecreveHrs ONTHMAIBHBIX (DYHKIIMOHATBHBIX XapaKTEPUCTUK TPAHCIUIAHTATa C TOYKU 3PEHUS
sapdexTuBHOCTH 1 Oe3omacHocTH nponenypsl TI'CK. O6paboTka TpaHCIIIaHTaTa BHIIOTHAECTCS Ha
0aze crenuaiM3upoOBaHHON 1a0OpaTopuu B COCTaBe OTIEICHUS MEPETUBAHUS KPOBU WU
otnenenus TI'CK. OcHoBHBIME THITaMHU 00pabOTKH TpaHCIUIaHTaTa sSBJstoTCs [403]:

e Paznenenue TpaHcruiaHTara

195



e Penykius oObema TpaHCIUIaHTaTa

e Penykmus (ynaneHue) mia3Mbl

e Penykmus (ynaaeHue) S3puTPOIMTOB

o Cenexkuus 'CK (CD34 cenexuus)

e IM36uparenvHas aerenus auMmdouutoB (ab T gemnernus, CD19 gemnernus, CD45RA
nertenusi, CD3 neruterus)

e Kpuokonceppauus u pasmMopo3ka

Beibop meronma (koMOMHAIMKM METOIOB) OOpabOTKM TpaHCIUIAHTAaTa ONpeAesseTcs
HMCXOHBIMU XapaKTePUCTUKAMU Naphl TOHOP-perunueHTt, uictTouHukoM ['CK u TexHnonornueckoit

miatdopmoii TI'CK, peanuzyemoii B TpaHCINIAaHTAIIMOHHOM IIEHTPE.

KoHTpoJb kayecTBa TPAaHCIJIAHTATA
Tpancrumanrar ['CK mpeacraBisier co0oil B3BECh SIPOCOJAEPIKAIMMNX KIETOK JIOHOPA,
oboramennpix ['CK. Tlepenm BBemenuem Ttpancmiantata ['CK pernunueHty o0s3aTenbHO
BBITIOJTHAETCS] KOHTPOJIh Ka4eCTBa TPAHCILIAHTATA.
Ob6s3arenbHbIME  mapaMmeTpaMu  TpaHcruiantata ['CK, mnomiexanmMu  KOHTPOJIO U
perucTpalyu, sBiIsioTC:
e (OO0ObeM TpaHCIIaHTaTa
e KoHueHTtpaius u abCOIOTHOE COIEpKaHUE SAPOCOEPKAIINX KIETOK
e Konnenrpamuss u abcomoTHoe coaepkanne CD34+ xietok (¢ppaxius, oOoramieHHas
I'CK)
JononHuTeapHbIMU TlapaMeTpamu TpaHciuiantata ['CK, mojjiexanuMu KOHTpPOJIIO U
perucTpalyu, sBiIsiOTC:
e KoHueHTpamnust 1 aOCOMIOTHOE COACPKAHUE CYOTIOMYISAIUN TEHKOIMTOB (B 3aBUCUMOCTH
OT U30paHHOTO MEeTOa 00PaOOTKHM TPAHCIIAHTATA)

e Kusnecnnocobnocth CD34+ knetok (¢dpaxius, odoramennas ['CK)

O0BéM Meanana CD34 | Meaunana CD3
LleneBas m03a KIETOK
3abopa KJIETOK KJIETOK
KocTtHbI MO3T 10-20 2-3 x 10%/xr 25 x 10%kr >2 x 10 TNC/kr
MJII/KT
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[ICKK 15?\;‘00 8 x 105/kr 250 x 105/kr | 5-10 x 105 CD34-+/kr
Epy;(;B“HHa" 80-160 Mx | 0.2 x 10%/kr 2.5 x 10%/kr >3 x 107 TNC/kr

TpancnoprupoBka u xpanenue Tpancivianrara 'CK

TpancnoptupoBka u xpanenue Tpancruiantata ['CK (wnm ero wactu) HeoOXoaumbl B
CUTYaIlMU pa3o0IeHus MPOIIeIyp 3aTOTOBKH, 00paOOTKH U BBEICHHUS TPAHCIUTAHTATA BO BPEMEHHU
u npoctpanctse. TpancnoptupoBka Tpanciiantata ['CK MoxeT ocyliecTBiAsSThECS B HATUBHOM
BUJIE U TIOCIIE KPHOKOHCEpBAaMU. TpaHCOPTUPOBKA HATUBHOTO TPaHCIJIAHTaTa OCYIIECTBIISETCS
B TeMIlepaTypHOM pexkume oT +4 1o +8 °C ¢ colmroeHneM X0J0A0BOM 11enu. MaKkcuManbHBIA
CPOK TPaHCIIOPTUPOBKH U XpaHEHUs (BKIOYasi 00pabOTKy) 0e3 KpHOKOHCEPBAIIMH COCTABIISET
72 gaca oT MOMEHTa 3arOTOBKH TpaHCIUIAHTaTa I'CK. TpancnoprTupoBka
KPHOKOHCEPBUPOBAHHOTO TPAHCIUIAHTATA OCYIIECTBIISIETCA B TEMIIEPATYpPHOM pexkume ot —150 no

—196 °C ¢ coOroeHreM X0JIO0BOM LIEMH.

7. Pexum konmuimonuposanus [404—406]

PexxuMm  KOHAMIIMOHMPOBAHUS TMPEACTaBIsET CcOOOH TporpamMmy  BBICOKOJIO3HOM
XUMHOTEpanuu +/— Jy4yeBOM Tepanuu, LEJIbl0 KOTOPOW SBJSETCS HpaguKalvs OIyXOJH
(JIefikeMun ), TeMOTMTOITUYECKON U IMMYHHOM CUCTEMBI PEIIUITUEHTA, ¥ CO3JaHKEe, TAKUM 00paszom,
YCIIOBUM, HEOOXOAMMBIX Il MPIKUBICHUS W (DYHKIIMOHHUPOBAHUS JIOHOPCKOTO TE€MOII033a,
dbopMuUpOBaHUSA JOHOPCKOW MMMYHHOM CHCTEMbl M PEAKIMU TPAHCIUIAHTAT MPOTUB JEHKEMUU
(PTILI). B coctaB pexuMa KOHIUITMOHUPOBAHHS BKIFOYAIOT XMMHOIpENapaThl, 00Jagaomnme
BBIPQKEHHBIM ~HMMMYHOCYIPECCHUBHBIM ~ W/WIM  MHUENOCYIpeccuBHBIM 3¢ dextom. Habop
IIPENapaToB, 03bl M IOCJIEN0BAaTEIIBHOCTh BBEJIEHUS XUMHOIIPENApaTOB B COCTABE pPEKUMA
KOHJWLMOHUPOBAHUSI MOTYT BappupoBaTh. Kak mpaBuiio, B pexXUME KOHIWIMOHUPOBAHUSA
HCITOJIB3YIOT BBICOKHE J03bl XUMUOIIPENAPATOB, ACCOLIMMPOBAHHBIE C BBICOKMM PUCKOM Pa3BUTHUSA
J1030-3aBUCHMBIX TTOOOYHBIX AP PEKTOB.

ToranpHOe 06mydenue tena (TOT) B coueTanmny ¢ XUMHOTEpAIKUE IMUPOKO UCIIOIH3yeTCs
BO BCEM MHMpPE B KayeCTBE pEKHMMa KOHJIMLHWOHUPOBAHUS MeEpel TpPaHCIUIAHTALWEH
TFeMOIIO3TUYECKUX CTBOJIOBBIX KJIETOK y MAI[MEHTOB C TeMOOIaCcTO3aMH.

OcuoBubiMU 3¢ dexkramu TOT sABISAIOTCS AMUMHHALUS OMYXOJEBBIX KJIETOK, a TaKKe
ummyHocynpeccusd. KomOunanmus TOT ¢ xumumorepamueil mpoaeMOHCTpUpOBaia JIydllIne

PE3YyJIbTAaTbhl BBUKHMBACMOCTU IMMAUCHTOB B CpPAaBHCHHU C PCKHUMAMHU KOHIAWUIIUMOHHWPOBAHUA,

197



BKJIIOYAIONIUMHU TOJBKO XUMHUOTEPAIINIO. HpI/IMeHeHI/Ie TOTAJIBHOT'O O6J'Iy‘leHI/IH TE€JIa BOBMOXHO Y

MAalMEHTOB cTapiie 3-X JieT.

BeiOop pexnMa KOHAWIIMOHUPOBAHHS ONPEAEISIETCS TEXHOJOTHYECKOW IuiaThopMoin

TI'CK, peanu3yeMoil B TpaHCIUIAHTALIMOHHOM LIEHTPE, UCXOAHBIMU XapAKTEPUCTUKAMH MapbI

JTIOHOP—PETUITHEHT.

Meouxamenmoi, ucnonvsyemvie 6 cocmaege pexcuma Konouyuonuposanus npu OJLT

(cymmapnas xypcosas 0o3a) [350,557-559]:

#Tpeocynsdan 42 /M

#bycynbdan** 8§—16 mr/kr, nepopanbHas Gpopma
#bycynbdan** 6,8—12,8 mr/kr, BHyTpUBEeHHAs opMa
#Mendamag** 70—180 mr/m>

#Dynapadbun** 120—160 mr/m>

Tuorena 5-10 mr/kr umu 300 mr/m?
#l{ukmnodochamua™* 60—120 mr/kr
Oromo3un** 30—-60 Mr/kr

#benmamyctun®* 200 MT/M?

#Putykcuma6** 100—200 mr/m>

Knogpapabun 52 mr/m>

ToransHoe o0yuenue tena 8—12 I'p

MOHUTOPUHT TIPMKUBICHUS  TpaHCIJIAHTATa, OCHOBHOTO 38.60J'I€B3HI/ISI, a TaK¥XKC

UMMYHOpeKoHcTUuTylmu [407].

CpoOKH ¥ KpaTHOCTh MOHUTOPHUHTA OMPEACIISIIOTCS KIMHUKOMU, TpoBoguMoin TI'CK

Memoovl knunuyeckoul 1a60pamopHol OUASHOCMUKU, NPUMEHseMble NPU MOHUMOPUHRE:
MonekynapHO-TeHETUYECKOE  HUCCIIEIOBAHME  XUMEpPU3Ma  KPOBETBOPEHHS  MOCTE
HEPOJICTBEHHOM TpaHCIIaHTAI[UUd KOCTHOTO MO3ra

NmmyHODeHOTHITHPOBAHHE nepudepudecKon KpOBU JUIst BBISIBJICHUS
CyOnOIMyIISIIIMOHHOTO COCTaBa TUM(OIUTOB (OCHOBHBIC)

[lonyyeHne LMTOJIOIMYECKOTO IMpermapaTa KOCTHOTO MoO3ra IyTeM IyHKIUH,
LUTOJOTHYECKOE HCCIIEIOBAHNE Ma3Ka KOCTHOI'O MO3ra (MUEIorpamMma)
MoneKyIIpHO-TeHETUUECKOE HCCIICIOBAaHUE MUHUMAJILHONH OCTAaTOYHOW OOJIE3HU MpHU

JIeKOo3ax MpH MOMOIIM NAIMEHT - CIeUU(UIHBIX TPaiiMepoB
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NmmyHOeHOTHITHpOBaHHE OWOJIOTHYECKOTO Marepuaiga sl BBISBICHHS MapKepOB
MHUHUMAJIBHOW OCTaTOYHOM O0JIE3HU MPHU TeMo01acTo3ax

CopTupoBKa KIETOYHBIX TUHUI METOOM MPOTOYHOU HUTOPITYOPUMETPUN
(uccnemoBanre OMOJIOTMYECKOTO MaTepralia METOJ0M MPOTOYHOMN ITUTOGITyOPUMETPUH)
@nyopecuentHas in situ rubpuamzanus (FISH) (mocne rumotonmveckoil oOpaboTKu
KJIETOK, Ha TOTOBOM CYCIIEH3MHM KIJIETOK, Ha oTnevarkax W wmaskax) (1 JIHK-3omm)*

(MonekynsipHO-LUTOreHeTHUeckoe uccienoBanue (FISH-meTon) Ha oy mapy XpoMocom)

Peakima tpagciagrar opotus xo3guHa (PTIIX) [408]

Peakmus Tpancmmantatr npotuB xo3simHa (PTIIX) — kiIrodeBoe MMMYHOJIOTHYECKOE

ocnoxxHenne TI'CK. PTIIX — mmMMyHONaTOJOTMYECKUI MpOLEcC, B OCHOBE KOTOPOTO JIEXKUT

Ppacrno3HaBaHUC JOHOPCKUMU UMMYHOKOMIICTCHTHBIMU KJIICTKAMU aHTUT'CHHBIX pa3n1v1q1/1171 MCKOY

JOHOPOM U PELUIHEHTOM, (JOPMUPOBAHNE HMMYHHOT'O OTBETA U BOCHAIUTENBHOE MOBPEKIACHHE

OpraHoB U TKaHe# perunuenTa. Boigemnstor 4 kareropun PTIIX: 1) kmaccuueckas octpas PTIIX

(oPTIIX); 2) mo3nuusis octpast PTIIX; 3) «cunapom nepexpecta» octpoit u xponnueckoit PTIIX;

4) xponnueckas PTIIX (xPTIIX). CormacHo Koncencycy BO3 aBe mnocnegHue KaTeropuu

bOpMHPYIOT MIUPOKYIO KaTeroputo xporudeckoit PTTIX.

1)

2)

3)

4)

Knaccuueckast oPTIIX: knuHMUECcKU CUHIPOM, pa3BUBaroIuiica B uHTepBaie 10 100 qus
nocine TI'CK wmm undy3un nonopckux mumpormro (M/JI). B ocHoBe — octpoe
BOCHAJIMTENbHOE MOBpPEXACHUE OpraHoB M uX auchyHkius. Kiaccuueckue opraHbl—
MUIIEHU: KOXka, x)emyqouHo—kumedHsrid TpakT (OKKT), nedens. [lopakenwe Koxu
IPOSIBISAETCS MATHUCTO-TIANYJE3HON cCbinblo, snuaepmonnioM. [lopaxenne XKT —
quapes, TOIIHOTa, PBOTA, TI'E€MOKOJIMT, uieyc. IlopaxkeHue neyeHM — TemnaTtur ¢
npeoOJaaHreM XoJecTasa.

[Tozansia oPTIIX: Tunuynbie kinHUYeckue nposasienus oPTIIX, pa3BuBimecs nocie aHs
100 mocne TT'CK wnu uady3un nonopckux mumdonunton (UJT). Yacto Habmronaercs mpu
OTMEHE UMMYHOCYIIPECCUBHOM TEpAINH.

«Cunapom nepekpecta» OPTIIX wu xPTIIX: coueranme TUNHUYHBIX KIMHUYECKUX
nposieiieanit oPTIIX u xPTIIX, He3aBUCUMO OT CpOKa pa3BUTHSL.

xPTIIX: XpoHHYECKOE€ MMMYHO—OIOCPENOBAHHOE IOBPEXKICHUE OPraHOB M TKAHEH, B
OCHOBE  KOTOPOTO  JIGKHT  HapylieHne  (QOpMHUPOBAaHUS ~ MMMYHOJOTHYECKOM

TOJIEpaHTHOCTH. ['cTONMaTOIOrNYEeCKH XapakTepeH ucxoa B pudpos.
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K ocHoBHBIM (akTtopam pucka pazsutus PTIIX otHocsTcs: pasmuumst B HLA-
COBMECTHMOCTH JIOHOpa M pelUnueHTa (py KIacCHYecKoM moaxoje K npodmraktuke PTIIX),
JIOHOp >KEHCKOro TOJla y PEIUIMeHTa MYXCKoro moja, ucrnonb3oBanue CKIIK B kauectse
WMCTOYHHMKA TPAHCIUIAHTATa, AJIOMMMYHH3alus JoHOpa (OepeMeHHOCTH, reMoTpaHcdy3uu B
aHamHe3e), NPeUICYEHHOCTh MAalMeHTa, MHEI0a0NaTUBHOE KOHIUIIMOHUPOBAHUE, HaJIU4ue

[IUTOMETATIOBUPYCHOM MH(pEKLIUH.

10. IIpodmnakruxa PTIIX

Henwto npodpunaktuku PTIIX sBusiercs npenoTrBpamenne pazputus PTIIX B mienom u B
0COOEGHHOCTH TSDKENBIX, YIPOXKAIOUIMX JKU3HKM M HHBamuausupylonmx ¢opm PTIIX.
[Mpodunaktuka PTIIX MoxkeT ObITh OCHOBaHA Ha IEJICHANPABICHHOM yhaneHuu 3¢G(HEeKTopoB
PTIIX wu3 Ttpancmmantata ['CK ex vivo (cMm. pa3gen 3aroroBka TpaHCIIaHTaTa) M Ha
(dapMaKoJIOTHYeCKOM BO3JEUCTBUM Ha peuunueHTta. CHUCOK NpenapaTtoB, IPUMEHSIOMIUXCS B
npodpmnaktuke PTIIX, mnpexncraBnen nwke [409]. IlpenapaTsl TrpynmupyioT B CXEMbI
npodmnaktuku PTIIX, BeiOop cxembl ompenensercss puckoM pa3sutus PTIIX B mape moHOp—
peuunueHT u TexHonorudeckoi tmardopmont TI'CK, peanuzyeMoit B TpaHCIIaHTAIMOHHOM
LEHTpE.

o #lluxknmocmopur™* A 3 mr/kr [406]

e #Metotpekcat** 15 mr/m? [406]

o #Takpomumyc** 0,02—0,03 mr/kr [410]

o  #Moderuna mukodenonar** 30 mr/kr [411,412]
o #lluxnodochamun®* 50-100 mr/kr [413]

e #MMYHOTTIOOYJIMH aHTUTUMOLIMTAPHBIN™**, kKpommuwmii 2,5—10 mr/kr [414]

e #boprezomubO** 1,3 mr/kr [415]

e #AOGarament** 10 mr/kr [416]

o #Touunuzymad** 8 mr/kr [418]

e #Cupomumyc 1 mr/m* [419]

e #DJBepomumyc** 1,6 mr/m?/cyT, 3a 2 npuema [421]

e #Purykcuma6** 100 mr/m? [423]

o #Beponmuzymad** 10 mr/kr (ms marmentoB A0 30 kr); nanee 300 mr [409,424,426,427]

e #PykcomuturuO** 10 mr X 2 p/cyt (ot 12 mo 18 ner), 5 mr x 2 p/cyt (ot 6 mo 12 ner), 4
Mr/mM? (110 6 net) [409,424,428]
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11. ITpmwxuBiIeHNE TpaHACIUIAaHTATA (MHUEIOPEKOHCTUTYIIHS )

Ilepsorit stan  omenku s¢pdexktuBHoctt TI'CK — 1mocTwkeHue MNPHKUBICHUS
TpaHciianTata. K KpUTepusSM TPIKUBICHUS TPAHCIUIAHTATAa OTHOCSTCS: JIOCTH)KCHUE
KOHIIGHTpAllMKl  JICHKOIUTOB Oojee 1 Thic. B MKI, HedWTpodwmioB Oosnee 0,5 ThIC. B MKI U
TpoMOOIIUTOB BhImIe 20 THIC. B MKJI B T€YCHHE 3 IMOCIEAOBATEIbHBIX JHEH. JlomMOTHUTEILHBIM
KpUTEpUEM TIPYIKUBJICHUS SIBIISICTCS HATUYHME JOHOPCKOTO XHMMEpH3Ma B KOCTHOM MO3TE.
[TepBu4HOE HETPUKUBIICHUE MOKHO KOHCTATUPOBAThH NIPU OTCYTCTBUH KPUTEPHUEB MPUKUBIICHUS
B TeueHue 30 qHel, 0HaKO, CTIOh30BaHUE Psi/ia TPAHCIIIAHTAIIMOHHBIX TEXHOJIOTHI (Harpumep,
MOCTTPAHCIUIAHTAIIMOHHBIN MUKII0GochaMu™* nin TpaHCIUIaHTAUS 2 103 YIIOBUHHOW KPOBH)
NPKUBICHUE MOXKET HACTYMAaTh U B Oojee mo3aHue Cpoku. ONMMOPTYHHUCTHYECKUE BUPYCHBIC

UHQEKINH TaKXKe MOTYT 3aJIepKUBATh MPWKUBIICHHE TPAHCIUIAHTATA.

12. lnarnoctuka u Tepanus octpoir PTIIX [429]

Huarnoctuka oPTIIX ocHoBaHa Ha HAOIOIEHUH U (PUKCALINN XaPAKTEPHBIX KITMHUYECKUX
OpPOSIBJIGHUIT M CHUMIOTOMOB Yy penunueHTa nocie wuHpy3un tpanciutantata ['CK. [lns
BepuuKanmy KIuHUYecKoro amarHoza oOPTIIX HeoOxomuMo  BBITIOJHEHHWE OHWOIICHH
BOBJICUCHHOTO OpraHa M TUCTOoJorudeckoro uccienoBanus. Tsoxecte oPTIIX onenuBaercs B

COOTBETCTBUH MEXKIYHAPOIHOW IIKAION, MpuBeIeHHOoM B Tabmuuax A3.3.1 u A3.3.2 [429].

Ta6muma A3.3.1. Knuanueckoe ctagupoBanue octpoid PTIIX (TspkecTh OpranHoro

nopaxkenusi) [429]

Crenenn Koxa [Teuenn Kumeunuxk

+ (D) Makyno—mnamyne3nast | bunupyoun, 2-3 | JInapes, 500—1000 mi/cyTku
CchIb <25% mr/mn (34-50 (300-580 M1/M? B CyTKH).
MMOBEPXHOCTHU TEJa MKMOJIB/JT) * Nuapest > 10—15 mu/kr/24 4

100 MOCTOSTHHASA TOIIHOTA U

«+» ouorcus
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++ (1) Makyno—nanynesnas | bunupy6oun, 3—6 | duapes, 1000—-1500
coinb 25-50% mr/m (51-102 | mor/cyTku (580-880 mi/m? B
MMOBEPXHOCTH TeJa MKMOJIb/JT) CYTKH).

* lmapest > 1620 mn/kr/24 4

+++ I'enepann3oBanHas bumupy6un, 6— | dunapes, >1500 mia/cyTku
(I1I) 3pUTpoIEpMaA 15 mr/mn (102— | (>880 mn/m? B cyTku)/

255 mxmonw/n) | *Jluapes > 21-25 miu/kr/24 q
++++ JleckBamarus u bunmpy6un, CuitbHast 00J1b W UIIEYC
(Iv) oOpasoBanue Oy >15 mr/an *lnapes > 26 Ma/kr/24 4

(>255

MKMOJIb/JT) * St Jude

Tabmuma A3.3.2. Knuanueckoe craaupoBanue octpoit PTIIX (o6mmas cragus (grade) [429]
Cragus Cmenenbo Hapymenue
Koxa [Teyenpb Kumeuynnk | GyHKIIUU
0 (otcyrcTBYyeT) 0 0 0 0
I (;merkas) + 1o 0 0 0
++
II (ymepennas) + 1o + + +
+++
IIT (BbIpaxeHHas) ++ 1o ++ 1o ++ 1o ++
+++ +++ +++
IV (:ku3Heyrpoxaromas) ++ no + + 1o ++ 1o +++
++++ ++++ ++++

[Ipu ycranoBneHun kinmHUYeckoro nuarto3a oPTIIX uHunmmpyercs Tepamnwus, COCTaB
koropou onpenensercs TsxkecTsro OPTIIX. Tsxects OPTIIX 1 0TBET Ha Tepanuio NEpBOM JIMHUU
onpeaesstoT nporao3 teuenus oPTIIX u BepkuBaemoctu. Ilpu OTCYTCTBMU OTBETa Ha TEPAIHUIO

NEepBOM JIMHUN TPUHUMAIOT PEIICHNE O Ha3HAYEHUH Tepaniy BTOPON U MOCIEIYIOMNX JIMHUH.
Memoovl knunuueckoi 1a60pamopHou OUAeHOCMUKY, NPUMEHAeMble NPU OUASHOCTUKE U

mepanuu PTIIX [429]:

e  OOmmii (KIMHUYECKHUI) aHAJIU3 KPOBH Pa3BEPHYTHIN

202



AHamM3 KpoBH OMOXWMHYECKHI OOIIETepareBTHUECKUN C MCCIEAOBAHUEM CIICTYIOITNX
nokasaTeneil: anmpOymMuH, OOl Oenmok, oOmui OwmpyOouH, NpsMoN OWIMpPyOUH,
KpEaTUHUH, MOYEBHHA, TJIF0KO03a, AIEKTPOIUTHI (K, Na, Mg, Ca),
aTaHMHaMUHOTpaHc(epas3a, acmapTaraMuHOTpaHc(hepasa, raMMa-TmyraMunTpanchepasa,
mienoyHas ¢ocdarasa, anbha-amMuiaza, MaHKpeaTHIeckas aMmuiIa3a, XOJECTEPUH OOIIHiA,
TPUTIULEPUIbI, JHUMAa3a, JUIONPOTEHHbI HU3KOW IJIOTHOCTH, JIMMONPOTEUHBI BBICOKOMN
TUIOTHOCTH

HccnenoBanne KUCIOTHO-OCHOBHOTO COCTOSIHUSI M Ta30B KPOBU
NmvmyroperoTHIMpOBaHue nepudepudecKoit KPOBU TUTST BBISIBJICHHUS
CyOIOnyJISIITMIOHHOTO cOCTaBa TUM(OIIUTOB (OCHOBHBIC)

HccnenoBanmne ypoBHSI UMMYHOTJIOOYTHHOB B KPOBHU

MonekyIsipHO-TEHETHUECKOE  HCCIICIOBAaHHEe  XHMMEpPU3Ma KpPOBETBOPEHUS  IOCIIe
HEPOACTBEHHOMN TPAaHCIUIAHTALMU KOCTHOT'O MO3Ta

Omnpenenenne JJHK Bupyca Ommreiina-bapp (Epstein-Barr virus) meromom IILIP B
nepudeprudeckoil 1 MyMmoBUHHOM KPOBHU, KAUECTBEHHOE HCCIIEI0BAaHUE

Onpenenenne JIHK nwuromeranosupyca (Cytomegalovirus) wmeromom IIIIP B
nepudeprudeckoil 1 MyMmoBUHHOM KPOBHU, KAUECTBEHHOE HCCIIEI0BaHUE

Omnpenenenne JIHK Bupyca repneca 6 tuna (HHV6) meromom TP B nepudepudeckoii u
MyIOBUHHOW KPOBHU, KAYECTBEHHOE HCCIIEIOBAHUE

Omnpenenenne JJHK anenoBupyca (Human Adenovirus) B Ma3kax co CIM3UCTOM 000IOUKHI
HOCOTJIOTKH/POTOrI0TKH MeToom [TI[P

Mukpobuonoruueckoe (KyIbTypalbHOE) UCCIIEIOBAaHIE KPOBU HA CTEPUIIBHOCTh
Ornpenenenne OCHOBHBIX Tpynn KpoBu 1o cucteme ABO, omnpenenenue anturena D
cuctemsl Pesyc (pe3yc-daxrop)

Hemnpsimoii anturno0ynmHOBBIN TecT (Tect Kymbca), onpenenenue copepKaHusi aHTUTEI
K aHTUT€HaM JPUTPOIMTOB B KPOBH, ONPEIEICHHUE CONEPKAHUS aHTHTEN K aHTUTE€HAM
TPYIN KPOBHU, ONPEACICHUE XOJIOJAOBBIX aHTHIPUTPOIIUTAPHBIX aHTUTEN B KPOBU

[IpsiMoit aHTUTIIOOYTMHOBBIN TecT (TpsiMast mpoba KymoOca)

CoBMECTUMOCTh IPUTPOMACCHI HMHAMBHAyalbHas (mMpoba HA COBMECTHMOCThH IO
UMMYHHBIM  aHTUTElIaM  pEeIUNUeHTa ¢  aHTUIeHaM  TJIABHOTO  KOMIDIEKCa
TUCTOCOBMECTHUMOCTH JIOHOPA)

Onpenenenne MPOTPOMOMHOBOTO (TPOMOOIUIACTHHOBOTO) BpPEMEHH B KPOBU WM B
m1a3Me, omnpeieNieHue MEXIyHapoJHOT0 HopManu3oBaHHOTro oTHomeHus (MHO)

Omnpenenenne akTHBUPOBAHHOTO YACTUYHOTO TPOMOOIIJIACTUHOBOI'O BPEMEHH
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Omnpenenenre TPOMOMHOBOTO BPEMEHH B KPOBHU

Ornpezenenne aHTUTEN K rprbam pojaa acrieprmuibl (Aspergillus spp.) B kpoBu
["ocriutaneHbI CKpUHUHT: onipenencHue anturena (HbsAg) Bupyca remarura B (Hepatitis
B virus) B kpoBH, ompejelNieHue aHTUTEN K SACPHOMY aHTUTEHY BHUpyca remarura B
(Hepatitis B virus) B kpoBH, MOJICKYJISIPHO-OMOIOTHIECKOE UCCIIEOBAaHUE KPOBH HA BUPYC
renatuta C (Hepatitis C virus), MOJIEKyJIIpHO-OUOIOTHIECKOE MUCCIEAOBAHNE KPOBU HA
Treponema pallidum, onpenenenne antuten kmaccoB M, G (IgM, IgG) k Bupycy
ummyHoaedunura yenoseka BMY-1 (Human immunodeficiency virus HIV 1) B xpoBn,
onpenenenue antuten kiaccoB M, G (IgM, IgG) k Bupycy ummyHoeuiuta gemoBeka
BWY-2 (Human immunodeficiency virus HIV 2) B kpoBu

Omnpenenenne /IHK Bupyca rematura B (Hepatitis B virus) B xpoBu meromom IILIP,
KOJINYECTBEHHOE HCCIIeI0BaHNE

Onpenenenne PHK Bupyca rematura C (Hepatitis C virus) B kpoBu metomom IIIIP,
KOJINYECTBEHHOE HCCIIeIOBaHNE

NMmyHOXpoMaTorpaduueckoe SKCIpecc-UCClIeIoBaHNe Kaia Ha TOKCMHBI A u B
kioctpuanu (Clostridium difficile)

MukpoOHOIOTHYECKHE HCCIEAOBAaHUSI OCHOBHBIX BO30ymuTened WH(EKIMOHHBIX
3a00JI€BaHUN CO CIIM3UCTBIX 000JI0UEK/TIOBEPXHOCTH KOXKHU

OO1IeKITMHNYECKOE HCCIIeI0BaHNE CTUTHHOMO3TOBOM KHJIKOCTH (JIMKBOPA): UCCIICAOBAHHUE
(GU3NYECKUX CBONCTB CIIMHHOMO3TOBOWM JKHJIKOCTH, MHUKPOCKOIMMYECKOE HCCIICIOBAHHE
CIIMHHOMO3T'OBOM JKUIKOCTH, MOJICUET KJIETOK B CUETHOM Kamepe (oIpeieseHne UuTo3a),
[UTOJIOTUYECKOE UCCIIEIOBAaHHNE KIIETOK CTMHHOMO3IOBOM SKUIKOCTH

OO0muii (KIMHUYECKUN) aHATTN3 MOYH, MUKPOCKOIIMYECKOE UCCIICIOBAHUE OCAKa MOYHU
Onpenenenne 6eaka B Mo4e

HccnenoBaHue ypoBHS TJIIOKO3bI B MOYE

HccnenoBanue ypoBHsI KpeaTUHUHA B MOYE

HccnenoBanue ypoBHS MOYEBHHBI B MOUYE

Mukpobuonoruueckoe (KyJIbTypalbHOE) UCCIECIOBAHIE HAa CTEPUILHOCTh KPOBH,
CHMHHOMO3T'OBOH JKUAKOCTH, MOYH, (hparMeHTOB MeIUIMHCKUX ycTporcTB (LIBK,
HMMILIaHT)

MukpoOuosiornyeckue uccie10BaHns OCHOBHBIX BO30yauTesel NH(EKIIMOHHBIX
3a00JieBaHUl B OMOJIOTUYECKHX KHUAKOCTAX (IKCCyIaTaxX, TPAHCCYAATax )
MuxkpoOuosornyeckue ucciae10BaHns OCHOBHBIX BO30yauTesiel NH(EKIIMOHHBIX

3a001€BaHuil B Ononrarax
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MukpoOuosornyeckue uccie10BaHns OCHOBHBIX BO30yauTeel NH(EKIIMOHHBIX
3a001eBaHU B OPOHXOAIBBEOJIIPHOM JIABAXKE/MOKPOTE

Mukpobuoiornueckre UCClIe0BaHUS OCHOBHBIX BO30yIuTENeH NH(EKIIMOHHBIX
3a00JIeBaHUI B PAHEBOM OTIEJIIEMOM

Mukpobuoiornueckre UCCIe0BaHUS OCHOBHBIX BO30yIuTENeH NH(EKIIMOHHBIX
3a0oneBaHui (heKaIMil/PeKTaIbHOTO Ma3Ka

HccnenoBanmne ypoBHS Kallblis B MOUYE

UccnenoBanue yposus dochopa B Mmoue

HccnenoBanue ypoBHS Kalusi, HATPUS, KalblMs, XJIOpa B MOUE

Omnpenenenre akTHBHOCTH MAHKPEATUYECKONW aMUIa3bl B KPOBHU

Uccnenosanue ypoBHs TponnoHUHOB I, T B KpoBU

UccnenoBanue GpyHKIMM HE(HPOHOB MO KIUPEHCY KpeaTuHuHA (poda Pebepra),
CopTupoBKa KIETOYHBIX JTUHUN METOJOM MPOTOYHOUN MUTOGITYOPUMETPUN
(uccnenoBanue OMOJIOTMYECKOTO MaTepHraia METOIOM MTPOTOYHON HUTO(IYOPUMETPUH)
OnyopecuentHas in situ rubpunmsanus (FISH) (mocnme rumoroHmueckoir oOpaboTKu
KJIETOK, Ha TOTOBOW CYCIEH3UHM KIETOK, Ha otmedarkax u maskax) (1 JHK-3omm)*
(MonekynspHO-uuTOreHernueckoe ucciaenopanue (FISH-meton) wa onHy mapy

XPOMOCOM)

HHcmpymeHmaﬂbeze Memoobvl u 7’1000614}2, npumeHsemovle npu ouazHocmuke u mepanuu

PTIIX [429]:

[TpunienpHas peHTreHorpadus TPyAHON KIETKH (2 TPOCKITUH)

KomnbroTepHast Tomorpagust opraHoB OpIOIIHOM MOJIOCTH U 3a0PIOITMHHOTO
IPOCTPAHCTBA C BHYTPUBEHHBIM OOJIFOCHBIM KOHTPACTUPOBAaHUEM

CrimpanbHas KOMIBIOTEpHAs TOMOTpadus MPUIATOUYHBIX Ma3yX HOCA
KomnbroTepHast ToMmorpadust OpraHoB IpyAHOM MOJIOCTH

MarHuTHO-pe30HaHCHas: TOMOrpadusi TOIOBHOTO MO3Ta ¢ KOHTPACTUPOBAHUEM IO
Hapko3oM - 3T (Tecna)

VY bTpa3ByKOBOE UCCIIEOBAHHUE MTOYEK, HAIOYSUHNKOB MOUEBOTO ITy3bIPsi, OPIaHOB
OpIOIIHOM 1MOJIOCTH (TI€YEHbD, )KETUYHBIN MY3bIPh, MOKEITYI0UHAS JKele3a, CelIe3eHKa),
3a0pIIMHHOTO MPOCTPAHCTBA, MAJIOTO Ta3a

Perucrpanus snexTpokapauorpamMmsl; paciinpoBKa, ONUCAHUE U HHTEPIIPETaLHs]
aNIeKTpoKapanorpaduyeckux naHHbIX (aetu 1-18 ser)

CyTouyHOE€ MOHUTOPHPOBAHUE APTEPUATIHLHOTO JABICHHUS
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DprocrnupoMeTpust

UccnenoBanue nuddy3noHHON cCIOCOOHOCTH JieTkux (et >10 yer)

JlynnekcHoe ckaHupoBaHue OpaxuonedanbHbIX apTepHil ¢ IBETHBIM JONIIEPOBCKUM
KapTUPOBAHUEM KPOBOTOKA

Oxoxapauorpadus B AMHaMUKe (TIPeIoCTaBIsSeTCs NallMeHTaM, HaXOAsIIUMCS B
CTaIMoHape)

JyniekcHoe CKaHMpOBaHUE HUXKHEHN MOJIOM BEHBI M BEH MOPTATIBHOM CUCTEMBI
[ToryueHue UTOIOTMYECKOTO MpernapaTa KOCTHOTO MO3Ta IyTeM IMyHKIINH,
[IUTOJIOTUIECKOE UCCIICIOBAaHNE Ma3Ka KOCTHOTO MO3Ta (MHUeIorpaMmma)
CnuHHOMO3rOBask MyHKIUS

AHECTEe3M0JIOTHYECKOe TOco0ue (BKIIOUYask paHHEE TIOCIEONIEPAIIMOHHOE BE/ICHNE)
330(aroracTpoayo1eHOCKOTIHS

Kononockonus

buorncus MUIICBOJAa, KCIyJaKa, ,Z[BeHaZ[L[aTHHGPCTHOﬁ KHIIKHU C TIOMOIIBIO SHAOCKOIINU
Buoricust 00040YHON KUIIKHA dHIOCKOIINYECKA

buoricust npssMol KUILKY C HOMOLIBIO BUAECOIHIOCKONNYECKNX TEXHOIOTUI

buornicus koxu

Bponxockonus TuarHoCcTUIeCcKast

DnexrposHnedanorpadus ¢ BUACOMOHUTOPHHTOM

Meouxamenmul, ucnonvzyemwvle 6 mepanuu PTIIX (cymounas ooza) [429-431]:
#Metunnpenauzonon**, 1-2 mr/kr/cyr [432]

NMMyHOTTIOOYITMH aHTUTUMOIIMTAPHBIN ** kponmuuit, 1,5-2,5 Mr/Kr/cyT, cymmapHas 103a
2,5-10 mr/kr [414]

Huxnocriopua™*, 1-3 mr/kr/cyr

#Metotpekcar**, 5-15 mr/m*/cyT [433]

#Takpomumyc**, 0,02-0,03 mr/kr/cyt [410]

#Muxkodenonata mopetun**, 900 mr/m? (max 1,5 rp) [411,412,434,560]
#l{ukmnodochamua™*, 50 mr/kr/cyr [413]

#Anemty3zyma6**, 0,3-2 mr/kr (CcymMmapHas /103a, BBoJuMas B TeueHue 2—6 qHei) [435]
No6pyruan6**, 140—420 mr/cyr

#PykcomuTuau6**, 2,5-20 Mr/m> B cyTku [436]
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#Ortanepuent™*, 0,4 mr/kr 2 pasza B Heaemo [437]

#bopTrezomu6**, 1,3 mr/m*/cyT [423]

#AobGaranent**, 10 mr/kr (He 6omee 800 mr) Kaxable 2 HEAETN TIEpBbIe 3 1035, Jajaee —

Kaxapie 4 Henenu [416]

#Tommmmzymad™*, 8—10 mr/kr 1 pa3 B Hememnto [417,418,438]

#Cuponumyc 2,5 Mr/mM%/cyT (MakcumanbHas 103a — 4 mr) [419,561,562]

#Uupmukcumad**, 10 mr/kr 1 pa3 B negemnto [439]

#Putykcuma6**, 375 mr/m*/mes. [422]

FJIIOKOKOpTI/IKOI/II[BI AJIL MCCTHOTO ITPUMCHCHU A

Tonuyeckue MHrUOMTOPHI KajblMHEBpHHAa (U3 rpymnmnbl «lIpemapaTsl ansg jeyeHUs

JIepMaThTa, KpoMe TIoKOKOpTHKOCcTepouoB», DI1AH mo ATX kmaccudukammm) —

#raxkposmmyc**, #unumekponumyc** B popme s Hapy)kHero npuMenenust [440,441]

DKcTpakoprnopaibHbii poTodepes

Me3eHxumanbHBIC CTPOMAJIBHBIC KJIICTKU

#MatHHIO**, 65-260 Mr/™M?/neHb [442]

13. Ilmarnoctrka u Tepanus xpoundeckot PTIIX [424]

Juarnos xponnyecko PTIIX ycranaBnuBaeTcs py BbISABIECHUU OJHOM AUArHOCTUYECKON

MaHU(eECTaMK JTUO0 OAHOTO OTIUYMTEIHLHOTO MPOSBICHHUS C TOJITBEP)KICHUEM OHOTICHEH,

71a00paTOPHBIMU TECTAMU WJIM PEHTTEHOJIOTHYECKUM HccaeaoBaHueM (Tabdi. A3.3.3).

Tabmuua A3.3.3. XapakTepHble MPU3HAKH U TUarHOCTHYECKHe KpuTepuu xporndeckoit PTIIX [443]

OPI'AH NJIN JAunarnoctuyeckue OTiu4uTeNbHbIE Apyrue nposiiaenuss | O0urue
JIOKAJIM3AIIMS | (mocTtaTouHbIe IS (mabnromaemMble mpu (st ocTpoit
[IOCTaHOBKHU JUArHO3a xponuueckoit PTIIX, Ho XPOHHYECKOH
xponunueckoit PTIIX) HEJOCTATOYHbIE JJIs PTIIX)
MOCTaHOBKHU IUarHO3a)
Koxa - IoMKunoaepMa - JEMUTMEHTalus - HapylIeHHe - apuTeMa
- TNXEHOWIBI - TAIyJIOCKBaMO3HbIE MOTOOTENIECHUS - MaKyJo-
- CKJIEpOTHYECKHE MOpaXKEHUS - UXTHO3 narmyJie3Has
WU3MEHEHUS - KepaTo3 CBITIb
- KOJIbLICBUIHAS - THITOTIMTMEHTALINS - 3yA
CKIIEPOICPMHUS - TUTIEpIIUT MEHTAIHA
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- CKIICPO3UPOBAHHBIC

JINXCHOUABI

Hortu

- AUCTPOQUS

- BepTUKaJbHAs
HCYEPUYEHHOCTD

- JIM3HUC HOTTEBBIX
TTACTHHOK

- ITEPUTUYM HOT'TS
(runieprpodus
DIIOHUXHS )

- CHMMETpUYHAS
MOTEPS HOTTEBBIX

IJIaCTUHOK

BouocstHOM mokpoB

- BO30OHOBIIEHHUE
anonenuu c/6e3
pyOueBanus (mocie
BOCCTaHOBJICHUS
pocTa BoJIoC Tocie
XUMHOTEPAITUH )

- IOTeps BOJIOC Ha
Tene

- HIeTyIICHHE,
MaInyJI0-CKBaMO3HbIE

Y4acTKH

- ICTOHYEHHE BOJIOC,
OOBIYHO OYaroBoE,
KECTKUE U TYCKIIbIE
BOJIOCHI (HE CBSA3aHO
C SHJIOKPHHHBIMH U
WHBIMU
HapyLICHUSIMH),

- IPEXAEBPEMEHHOE

IOoCCaACHUC BOJIOC

PoroBas monocts

- JUXCHOUJHBIC

IIPOSABJIICHUA

- KCEPOCTOMUS
- MyKoIIeJe

- aTpodus CIU3UCTOM
- ICEBJOMEMOPAaHBI

- I3BEHHOE

MOpaKeHHe

- THHTUBUT
- MYKO3UT
- apUTEMa

- 601b

I'naza

- CYXOCTb, 3y]1, 00JIH B
ri1a3ax

- pyOrryromuit
KOHBIOHKTHUBHT

- cyxoi

KCPATOKOHBOHKTHUBUT

- hoTohobOus

- nepuopOuTanbHas
THICPIIUTMEHTAIINS
- bnedaput
(apurema u oTeK

BEK)

208




- TOYCYHas1

KepaTonaTHs
I'eraunrann - TUXCHOM/IBI - 3pO3UU
- pyOlieBanue u - TPEIIUHBI
CTCHO3 BJIaTajIuIIa, - SI3BBI
(huMO3 M CTEHO3
YpeTphl
KKT - MHULIEBOJHbBIE - IK30KpPUHHASA - AaHOPEKCHS
CHIaKu NMaHKpPeoTHYecKasn - TOIHOTA
- CTPUKTYPBI WIIN HEA0CTATOYHOCTH - pBOTa
CTEHO3 BEpXHEHN U - nuapest
cpeaHen Tpetei - TIoTeps Beca
MUIIeBOA - HapylIeHue
pasButus y
nerei
ITeuens - o0Immit
OunpyOuH,
o' 's2p>
HOPMBI
- AJIT? unu
ACT? B 2 paza>
HOPMBI
Jlerkue - 00JIUTEepUPYIOIINI - 00JIUTEePUPYIOIIHIA - 00JIUTEPUPYIOIIHIA
OpOHXHUOJIUT, OpOHXHUOJIUT, OpOHXHOJIUT C
MOJTBEPKICHHBII MOJTBEPKICHHBII OpraHu3yIoIIeics
ouoncuei palOJIOTUYECKHU U MMHEBMOHUEH
- CHHIPOM TecTaMu — - PECTPUKTHUBHAS
00JIHTEPUPYIOIIETO BO3JIYIIIHBIC JIOBYIIKH | OOJIE3HB JIETKHX
OpoHXHOIUTA I OPOHXO03KTA3bI
Mermier, daciym, | - haciuuT - MHO3UT WU - OTEK
CyCTaBbI - TYTOTIOJIBUKHOCTh MTOJIMMUO3UT - CYJIOpPOTH B MBIIIIAX
CYCTaBOB HJIU (mpoxcuMabHas - apTpaJITus WU

KOHTPaKTYPHI

BCJICACTBUC CKIICPO3a

MbIIICYHAasA CJ'I36OCTI>;
MHAJITu|

HEXapaKTEPHBI)

apTpuT
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I'emonoas n - TPOMOOLIUTONICHUS
UMMYHHBIC - D03UHO(PUIHS
HapyLIeHNs - UM OTICHUS

- THITO- WJTH
THIIEPraMMario0yiuH
eMHUS

- ayTOAaHTHUTENA

(AUT A*, UTIT)

- enomen Peitro

Hpyrue - BBITIOTHI B TIEPHUKAP]]
WM TUIEBPATIBHYIO
MOJIOCTD

- acIUT

- mepudeprudecKas
HeUponaTus

- He()POTUUCCKHIA
CUHJIPOM

- MUACTCHHS gravis
- HapyIICHUS
cepAcuHoM
COKPaTUMOCTH WU

KapaAuoMHuOnmaTuun

Tsaxects XPTIIX onpenensercs Ha OCHOBAaHUM YUCIIA IIOPAKEHHBIX OPraHOB U CTEICHU
BBIPOKEHHOCTH HapylIeHus (yHKIIUU MTOPaKeHHOTOo opraHa (cMm. Taba. A3.3.4) [444].

e HesnaunrensHas (mild) xPTIIX — BoBnedeHue 1-2 opraHoB Wi JIOKaIU3amuii (Kpome
JIETKUX), 0€3 KIMHUYECKH 3HAaYUMOTO (YHKIIMOHAIBHOTO HApYIICHHS (MaKCUMalbHO
1 Gan BO Bcex MOPaKEHHBIX OpraHax)

e Vwmepennas (moderate) xPTIIX — BoBieueHHE MO MEHBIIEH MEpe OJHOTO OpraHa WM
ydacTKa € KJIMHMYECKH 3HAYMMOH, HO He oOmupHOW auchyHKIHMeld (MakCHMalbHO
2 6amna), 1u60 3 u Gosee opraHoB 6e3 HApYIICHHUS KITMHUYECKON (PYHKIIMU (MAaKCUMAJIbHO
1 Gamt B KaX0M opraHe), JIM00 mopa)keHue Jerkux He oosee 1 6anna.

o Tsxenas (severe) XPTIIX — 3naunrenvHas mucynkims (3 6amia B KaXIOM OpraHe),

nu00 mopakeHue Jierkux (2 6amia u 6omee).
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Tabmuna A3.3.4. bamibpHas oreHka mposiBieHuit xpoundeckoit PTITX [444]

Opzan bann 0 bann 1 bann 2 bann 3
OBIIEE OTCYTCTBHE | CHMITOMATHKA, | CHMITOMATHKA, CUMITOMATHUKA,
COCTOSITHME: CHUMIITOMOB | amMOynaTopHoe | aMmOylaTOpHOE OrpaHUYEHUE
HNunexc WJIM TOoJTHAs | HaOJIoaeHue, HaOJIIOIeHuE, caMoOOCTy>KUBaHUS,
Kapuosckoro (MK) | akTHBHOCTh | OrpaHHYCHHE CIIOCOOHOCTH K >50%
wi ECOG (ECOG*0; | pusmueckoii caMo00CITy’)KUBaHU | OOPCTBOBAHMUS B
UK 100%) | aktuBHOCTH 10, > 50% IIOCTEJIBHOM PEXUME
(ECOG 1, UK 00JIPCTBOBAHUS (ECOG 34, K <
80-90%) BHE ITOCTEIN 60%)
(ECOG 2, UK 60—
70%)

KoxaA HET <18% IIIIT ¢ 19-50% IIIT unu | > 50% IIIIT wnu
Knunuueckue CHUMIITOMOB | TIpU3HAKaMHU MOBEPXHOCTHBIC ryookue
NPOSAGNIEHUSL: 3a0o0JieBaHus, CKJIEPOTHYECKHE CKJIEPOTHYECKHE

®  MSTHUCTO- HO 0e3 U3MEHEeHus (He WU3MEHECHHUS WIN

namnyse3Has CKJICPOTHUYECKU | IIIyOOKHeE, HapyIICHUE

CBITIb X U3MEHEHUH BO3MOXHOCTb MOOMITHLHOCTH,

®  JIUXCHOHUJbI IIUTIKA) SI3BEHHBIE

e  mamyio- MOpaXeHUSI, WIH

CKBaMO3HbIE BBIPAKCHHBIH 3Y7L

Y4aCTKH, UXTHO3

®  THIEpPIUTrMe

HTAIMs

®  TUIONUIME

HTAIWs

e  KepaTos

e  spuTEeMa

®  3pUTpOJECPM

ust
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Tabmuna A3.3.4. bamibpHas oreHka mposiBieHuit xpoundeckoit PTITX [444]

Opzan bann 0 bann 1 bann 2 bann 3
®  TIOMKWIOHE
pma
®  CKIEpOTHYE
CKHE M3MCHCHHUS
° 3y
®  TOBPEXKICH
ue BOJIOC
®  HapyIICHHE
CTPYKTYpBI
HOI'TEH
IHIIT — %
BOBJICUCHHOU
TIOTIA TN
IMOJIOCTH PTA HET HE3HAYUTENbHBI | yMEPEHHBIC BBIP)KCHHBIE
Jletikormakum CUMIITOMOB | € CUMIITOMEI C TIPOSIBIICHUS C CHUMIITOMBI C
MIpU3HAKAMU MpU3HAKaMHU MpU3HAKaMHU
3a00JIeBaHu, 3a00JIeBaHUS U C 3a00JIeBaHUs U
HO 0e3 YaCTUYHBIM BBIPAKCHHBIM
3HAYUTEILHOTO | OTPAaHUYCHUEM OTpaHUYEHUEM
OTpaHUYCHUS epopaIbHOTO epopaIbHOTO
MepOpaLHOTO | IpUeMa npuema
npreMa Ui
I'1A3A HET JIeTKasi CyXOCTh, | yMEepeHHas BBIpKCHHAS
e Cyxoii CUMIITOMOB | 0€3 HapyIICHHsI | CyXOCTh C CYXOCTb CO
KEPATOKOHBIOHKT €KETHEBHOM YaCTUYHBIM 3HAYUTEITbHBIM
HUBHT AKTUBHOCTHU HapymenueM EJIA | mapymenuem EJIA
(moaATBEPIKIEH (EJA) (karmmm < | (karum > 3 X pa3 B | (CHenuanbHbIC Telln
orazpmonorom 3 pa3 B JieHb) JUIst 06€300T1MBaHMS)
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Tabmuna A3.3.4. bamibpHas oreHka mposiBieHuit xpoundeckoit PTITX [444]

Opzan bann 0 bann 1 bann 2 bann 3
e Tecr WIH JIeHb), 0e3 WM HECITIOCOOHOCTh
[upmepa (Mm) acCUMITOMAaTH4€e | HapyIlIeHus 3peHust | paboTarhb
CKOE TeYCHHE BCJIE/ICTBUE
CyXOro MOPAKCHHUS TJ1a3
KEepaTOKOHBIOHK 1100 ToTepst 3peHUs
THUBHTA BJIE/ICTBHE CYyXOTO
KEepaTOKOHBIOHKTHUB
uTa
KKT HET nicarmus, CHUMIITOMBI CHUMIITOMBI
e  CTPHMKTYpHl | CHMIOTOMOB | QHOPEKCHS, ACCOILIMHUPOBAHEI C | aCCOIMUPOBAHBI CO
MUIIEeBOIA TOITHOTA, HE3HAYUTEIIbHOMN 3HAYUTEILHOMN
e  jucharus pBOTa, 60JIH B a100 yMepeHHOU nmoTepei Beca >
e  aHOpEeKCHS KHUBOTE WIIH notepeit Beca (5— 15%, Tpebytot
e  TOIIHOTA auapes 6e3 15%) HYTPUTHBHOM
e paora 3HAYUTEIbHON HOJIEPKKU JISI
o  mmapes nmoTepu Beca (< obecneueHus
e  moTeps Beca 5%) OCHOBHBIX
> 5% 3a 3 Mec. DHEPreTHYECKUX
o Hapymenve 3arpar oo
TJIOTaHHS JnaTatun
MUIIEBOIA
IIEYEHB oOmmit o0mIHit o0muii OunMpyouH | oOIMi OUITUPyOrH
OunupyOuH | OWIMpyOUH B HOBBILIEH, HO < 3 > 3 Mr/nn
B HOpME, Hopme, AJIT 3— | mr/mn, umu AJIT >
AJIT nnu 5 HOpM, WJIK 5 HOpM
b <3 x Ho** >3 x
HOpM HOPM
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Tabmuna A3.3.4. bamibpHas oreHka mposiBieHuit xpoundeckoit PTITX [444]

Opzan bann 0 bann 1 bann 2 bann 3
JIETKHAE*** HET HE3HAYUTEIIbHBl | YMEPEHHBIC BBIPAKCHHBIE
CUMIOTOMOB | € CUMIITOMBI CUMITOMBI CUMITOMBI (OJBIIIKA
(ompImIKa pu (ompImIKa pu B ITIOKOE; TpeOyromas
OB®1 > MOAbEME T10 x0/160¢€ 110 02)
80% JIECTHULIE) MIJIOCKOCTH)
ODBI <39%
ODBI1 60-79% | OB®1 40-59%
CYCTABBI U HET Jerkas TYTOMOJBUXHOCTh | KOHTPAKTYPhI CO
®ACIIUA CUMITOMOB | TYTOMOABUXKHOC | PYK WJIM HOT TUOO | 3HAYUTEIHHBIM
Th PYK WJIH HOT, | KOHTPAKTYpPBI cHmwkerneMm AJl u
HOpMaJbHas CyCTaBOB, 3pUTEMa | BHIPAKEHHBIM
WA HECKOJILKO | BCJIEICTBHUE orpanndyeHuem EJIA
camwkenHnas AJl, | ¢aciuuTa, (HEBO3MOXHOCTh
HE BIIHSFOIIAS yMEpEeHHOe 00yThCsI, 3aBS3aTh
Ha EJIA CHIKeHuEe A/l M OT | IHYPKH, 3aCTETHYTh
HE3HAYUTENILHOTO | pyOaliky, 01eThCs
JI0 BPEMEHHOTO CaMOCTOSITENILHO H
orpannuenust EJIA | 1. 1.)
TEHUTAJINUA HET HE3HAYUTENbHBI | yMEPEHHBIC BBIPQKCHHBIE
AKTHBHas MOJIOBas | CUMIITOMOB | € MPOSIBICHUSA MPOSIBIICHUS TIPU CUMITOMBI
KU3Hb IIPU OCMOTPE, OCMOTpE, C (CTPHUKTYpBHIL,
0e3 BIUSAHMS Ha | HE3HAYUTEIbHOU nabuaarraOTHHALUS
KOUTYC U JTUCTIAPEYHHUEH WU | C SI3BEHHBIM
MUHUMAIBHBIA | JTUCKOM(POPTOM MOPAKCHUEM) U
muckoMdopT npu CUJIbHAs 00JIb TIPH
npu TUHEKOJIOTUYECKOM | KOUTYCE JTNOO0
THHEKOJIOTHYeC | 00cIeI0BaHUU HEBO3MOXKHOCTH
KOM BJIATAJIMITHON
o0cienoBaHnn TIeHeTpaIuu
lpumeuanus.
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* ECOG (Eastern Cooperative Oncology Group), wkana Eeponetickou Koonepamugnot
I'pynner Onkonoeos

** []D mooicem Obimb nosvlueHa y pacmywux oemetl, 6e3 ompadceHus NevyeHo4Hou
oucgynkyuu

X Oyenxa necounoll YyHKYyuU No wKaie QOIAHNCHA OCYUeCMEIAMbCS C YUemoM KIUHUKU
U QhyHKYyUuU 6eutHe20 ObIXAHU.

Coxpawenus: UK — unoexc Kapnoscroeo, IHIIT — niowaows nosepxnocmu mena, E/JA —
exceonesnas axkmuenocmo, KKT — owcenyoouno-kuweunviti mpaxm, @ — wenounas
Gdocpamaza, AJIT — aranunamunompauncgepaza, ACT — acnapmamamunompacughepasa,
OB®1 — obvem ghopmuposannozo evidoxa 3a 1 cex, DLCO — oughghyzuonnas cnocobrocms

JIe2KUX N0 MOHOOKCUOy yenepooa, Al — akmuernocmuv 08udiceHul

C uenpl0 CBOEBPEMEHHOU IIOCTAHOBKM JMarHo3a M paHHEro Hayaua Tepamnuu,
OPEIYNPEXKICHUS Pa3BUTHS KUIHEYTPOXKAIOIIUX COCTOSHUN M MHBAIMIU3ALUH, HEOOXOIUMO
IMPOBCACHUC CHUCTEMaTU4YECKOU U TIHaTeHBHOﬁ OLICHKH OPraHoB U CUCTCM IMAlIUCHTOB. DTO TaKxke
MOMOTaeT OLEHUBATh OTBET HAa TEpPANUI0 U ONPENENsITh AANbHEHIIYI0 CTPAaTEeTHIO JICUECHHUS.
YacToTa cCTEMaTHYE€CKOM OLIEHKH BOBJIEYEHHOCTH OopraHoB U TsukecTu XPTIIX coctaBnser 1 pa3

B 4 Heenu.

Tepanus xPTIIX ocHOBaHa Ha dapMaKoIOrHIecKOl UMMyHocytipeccuu. L{enpio Tepanuu
ABJISIETCS] BOCCTAHOBJIEHUE (DYHKIIUHU MMOPAKEHHBIX OPraHOB, MPEJ0TBPAIlleHNEe UITH MUHUMU3ALINS
WHBaJIMIM3alMM, BOCCTAaHOBJIEHHWE KayecTBa JKM3HU. ba3oBBIM mpemapaToM — sBISETCS
OpeIHU30JI0H** B 03€ 1 MI/KI/CYTKHU (MM METUIIIPEIHNU30JIOH B 9KBUIIOTEHTHOM 103¢). [Tloaxon
K JIOITOJIHUTEJIbHOM JIEKAPCTBEHHOW TE€paIluyu U Tepanuu BTOPOU JINHUU OINPEAEIIAETCS TSHKECTBIO
mpoiiecca, HaOOPOM BOBJICUEHHBIX OpPraHoB, 0a30BOM HWMMYHOCYNPECCHBHOW Tepamued Ha
MoMeHT Manudecrauuu xPTIIX.

Jlnst onTuManbHOTo pesynbraTa B iiedeHnu XPTIIX HeoOxoauMo Kak MOXKHO Oojiee paHHEe
Hayajgo Tepanuu, MO3TOMY MalMEeHThl U3 rpynn pucka pa3putusa xPTIIX pomxHbl nmomyiexars
MPOAKTUBHOMY HabmtoneHnto, HaunHas ¢ MoMmeHTa 100 mueit mocie TI'CK u He pexe 1 p B 3 mec
nanee He MeHee 2x yer mocine TI'CK, mpu sTtom oOpamaioT BHUMaHHE Ha MHHHUMAJbHBIC
MU3MEHEHHUS CO CTOPOHBI PA3IMUHBIX OPraHOB M CUCTEM - KOXH U €€ IPHUJIATKOB, CIM3UCTBIX IJ1a3
U TIOJIOCTH PTa, >KEIMyJOYHO-KUIIEYHOTO TpPaKTa, JIETKUX, TEHUTaJIuil, o0bema ABMKEHUS B

cycTaBax, U3MEHEHHUH B aHanmu3ax KpoBu. K panaum npusnakam xPTIIX MoryT oTHOCUTBRCS G0nn
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B MBIIIIAX, 3yA KOXH, CBETOOOSA3Hb, J03MHOMWINS B TeMOrpaMMe, CHHKEHHUE IbIXaTeIbHbIX
00BEMOB MPHU CIIUPOMETPHH.

3anmageit neuyenus: xponmueckoit PTIIX, kak m mr0060ro XpoHUYECKOro 3a0oseBaHMS,
ABJISIETCSl JOCTHKEHHUE YJYUYIIEHUs COCTOSHUS MAalMeHTa IyTEM YMEHBIIECHUS BBIPAXKEHHOCTH
CUMITOMOB, KOHTpPOJS HaJ aKTUBHOCTHbIO 3a00JIEBaHUsS, a TAaKKe MPEIyNpeKIeHUE Pa3BUTHUS
HEOOpATUMBIX M3MEHCHH W WHBAIMAW3AINHA, MUHUMHU3UPOBAHHE TOKCHYECKHX 3(hdeKToB
Tepanuu.

Kputepun pmns Havanma cucremHoil tepanuu XpoHuueckod PTIIX omnpeneneHsl
koHceHcycoM BO3 u BkitouaroT B ceOsi: OayuibHasl OIlEHKA MOpaKeHUs > 2 B OJIHOM OpTaHe,
BOBJICUECHHUE TpeX U OoJiee OpraHoB, JIt000e BOBJICUCHHUE JIETKUX, yMepeHHas XxpoHuueckas PTIIX
¢ (pakTOpaMu BBICOKOTO pUCKa (KoindecTBO TpoMOomToB < 100 Thic/MII, THIEPOUTUPYOUHEMHUS,
MpUMEHEHNEe HWMMYHOCYNPECCAHTOB Ha MOMEHT pa3BuTus xponuueckord PTIIX) [443,444].
MuHrManeHas OPOJOJDKUTEIBHOCTh  JICYEHMS] JOJDKHA cocTaBisATh 1 rox. Jlerkume
IUMUTUpPOBaHHBIE (hopMbl XpoHndeckoil PTIIX neuarcs Ha3Hau€HHEM TOMMYECKUX MPETAPATOB
(MHTASIIIMOHHBIE KOPTUKOCTEpOou Ibl). Tonmuueckre mpenapaTsl Bceraa J00aBISIIOT K CUCTEMHON
tepanuu [440,441].

Ouenka otBera xpoHndeckod PTIIX Ha Tepanuio OCyIIECTBISETCS COIIaCHO KPUTEPUAM
BO3 2014 r. ¢ yuerom 0amuibHON CHUCTEMBI (MIOJIHBIA OTBET, YACTUYHBIA OTBET, CTAOMIM3AIIMS,
nporpeccupoBanue) [445].

OO0muM MOAXOAOM B HACTOsIIIEe BpeMsl SBISETCS Ha3HAUY€HHWE HHTUOUTOPOB
KaJIbIIMHEBPHHA B KOMOWHAIIMH C TIPETHU30JIOHOM B MHULIMAJIbHOM 03¢ | Mr/kr/cyTku [446,447].
B Takoit noze I'KC npogomxaroT MUHUMYM 2 HEJENHN C NTOCIEAYIOIINUM TOCTENEHHBIM IIEPEX0I0M
(3a 2-3 Mec) Ha ANbTEPHUPYIONTYIO cxeMy nmpuema B 1o3¢e 0,3-0,5 MI/Kr 1mo mpeAHU30JI0HY B CYTKU
yepe3 AeHb. AnbTepHupyromas cxema npuema ['KC mo3BosiseT ycTpaHUTh MHOTHE MOOOYHBIE
apdextr ['KC. OqHO M3 MPOCHEKTUBHBIX UCCIEIOBAHUN PEKOMEHIIYET IPOBOJIUTH CHIDKCHHE
no3b1 'KC 1o 0,2-0,25 mr/kr B nens uinu 0,4-0,5 Mr/kr yepe3 IeHb ¥ IPOJIOIDKUTH TaKyIO CXEMY
Ha NpPOTSDKEHHMH 3 Mec OT MOMEHTa Hadana Tepanuu [446]. JKenaTenbHO OCTaHOBUTHCA Ha
MuauManbHo no3e ['KC, mocratounoit mist xkoHTposisi Haj mnposiBaeHusmu PTIIX. Ilocne
TocTkeHus 3¢ ¢dekra OT JiedeHus (TOJHBIA OTBET WM OYEHb XOPOIIWNA YACTHYHBIA OTBET)
CHUCTEMHas Teparius CoXpaHsieTcsi 3 Mec, a Jajiee MPOUCXOIUT MOCTENEHHAs: OTMEHA MTPEenaparos,
HAYMHAIOT C TOTO JIEKapCTBa, TOKcHUecKrue 3P eKThl KoToporo Hambosee BeIpaxkeHbl. Cambie
owicTphie cxembl npepraraoT cHmkenue ['KC na 20-30% kaxmple 2 HEACNU - 4eM HIDKE J103a
I'KC, Tem MemyieHHEE TOKHO MPOUCXOIUTh CHIKeHHe. Kaxnas ctynenb cHukeHus 1031 ['KC

AOJDKHa OCYHIECTBJIATHCA IIOCJIC TIOATCIBHOI'O (bl/ISI/IKaJ'IBHOFO OCMOTpa IalnueHTa. HpI/IeM
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MPETHU30JI0HA MOKET OBbITh MpEeKpalleH Nnocie MUHUMYM 4X Hexaenb Tepanuu B no3e 0,1 mr/kr
yepe3 JIeHb. Y HEKOTOPBIX MALMEHTOB CHWKEHUE JIaXKe TaKUX HU3KHUX J103 MOXKET MPUBOIUTH K
000CTPEHUIO MpOoIIecca, B TAKOM ClIydae peKOMEH/yeTCsl OCTaBHUTh JIeUeHNEe HU3KUMHU J103aMH Ha
NpOTsHKeHHUH Tojia u 6osiee [447]. Takum o6pa3om, cpeaHsist ITUTEILHOCTh TEPATUU X POHHUECKOM
PTIIX cocrasmsieT ot 2 a0 3 net. ['maBHOE 32 Bpems (hopMUpOBaHUST HMMYHHOU TOJIEPAHTHOCTH
— MpeaynpexIeHIe UMMYHHO-OITOCPEI0OBAaHHBIX PeaKIUi 1 HHPEKITUOHHBIX OCIIOKHEHHH.

Oxomno 50-60% mauuentoB TpeOyroT ycmienus UCT xponnueckoit PTIIX Ha npoTsixeHnn
2 JeT OT MOMEHTa Havaia cucteMHoro JjedyeHus [448]. TlokasaHusamu K Tepanuu BTOPOU JIMHUHU
SBIISIETCSl YXYALIEHUE KIIMHUYECKOTO COCTOSIHUS CO CTOPOHBI MOPaKEHHOTO OpraHa, BOBJICUEHHE
B IIPOLIECC HOBOI'O OpraHa, OTCYTCTBUE YIY4YIIEHUs Iociae 1 Mec Tepanuu, HEBO3MOYKHOCTb
CHHM3HTH 103y NPEAHMU30I0Ha MeHee | MI/KI/CyTKH B T€UEHHUE 2 MeC JIeUeHHs, TM00 BhIpaKCHHAs
TOKCUYHOCTB MPOBOAUMOM paHee Tepanuu [445]. K coxanennro, KOHCEHCyca Mo JIEYEHUIO BTOPO
JUHUM HE JOCTUTHYTO, B OOJIBIIMHCTBE CIlydyaeB OHO SBJSETCS HMMOMpUYECKUM. Bpibop
OTIpeIeNISIETCS OTBITOM JICUAIIEro Bpaya, pUCKOM TOKCHYECKHX 3((HEKTOB, y4eTOM KOMOPOUIHBIX
coctossHui. Onupasch Ha CYIIECTBYIOIINE PaHAOMU3NPOBAHHBIE HCCIIEJOBAHUS, HANOOIEeE YacTo
Tepamusi BKJIIOYaeT B cebsi aKcTpakoprnopaibHbii doTodepe3 (DKD), #pykcomutuHmoO**,
#mukodenomata modetmr** (MM®), #purykcumad**, mMe3eHXUMaIbHBIE CTBOJIOBBIC KJIETKH
(MCK), #cuponumyc win #umatuauo** [449]. [lns npeomoneHus: CTepouI-pe3uCTeHTHOCTH U
yxona ot I'KC, 4ro sBisercs OCHOBHOW COBpEMEHHOW 3amauei ymyumeHus tepanuu xPTIIX,
MPUMEHSIOT TIpenapaTsl U CIOCOOBI JICUeHUS ¢ JI0Ka3aHHOHN 3 PeKkTuBHOCTHIO (cM. Tab1.A3.3.5)
[450,451].

Tabmuma A3.3.5. CriocoObl MpeososieHus] CTepOU-pe3ucTeHTHOCTH B JeueHun XPTIIX

[450,451]

Memoo/npenapam Mexanuszm Ccviika/uccneoosanue

IKD Bocnuranne nMmyHHON Oarbeascoa G, BBMT 2020
TOJICPAHTHOCTH

MCK CHMXEHHE CTEIeH! Metaananu3 Fisher S, 2019
BbIpakeHHOCTH XPTIIX

Pykconumunuo Nuruburopsr JAK1/2 REACH3, Zeiser R, 2020

Pumyxkcumaod Antu-CD20 Solomon SR, BMT 2019

Hopymunuo WNuruburops! Tupo3unkuHa3 | INTEGRATE phase 3,
(TKIs) Miklos D, et al, Blood 2017

Abamayenm WNurubuposanue T- Ngwube A., Ther Adv
KJIETOYHOU KOCTUMYJISIITUN Hematol 2023
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Beoonuzymao broxkupoBanue Murpamumn Hccnenosanue

JEHKOLMTOB B CIU3UCTYIO NCT02728895, 2019

000JI0YKY KHIIIKH

Cornacno Koncencycy BO3 no xknmanueckuM uccnenoBanusM npu xPTIIX k 2020 roxy
noka3zan 3()QPEKTUBHOCTh HOBBIC AareHTHI, MO3BOJISIONIME OCYIIECTBIATH Tepamuio 0e3
ucnosp3oBanus ['KC niu npu MUHMMU3AIUU WX 103. B MyJIbTHIIEHTPOBBIX UCCIEIOBAHUIX 2-1 U
3-it ga3 uzyyanu uOpyTUHUO (YaCTHUUHBIM OTBET JOCTUTHYT Y 67% MNallMeHTOB), PYKCOIUTUHUO
(mokazaHa Jydqiasi JOCTYIHOCTb, MUHUMAaJIbHbIE TOO0YHBIE 3P PEKTHI - MUETOTOKCUYHOCTD, PUCK
HMB-undexuun), nTanuTuHuO, 6eyMocyaui (Y4aCTUYHbIN 0TBET cocTaBisieT 65%). OnoOpeHs
K IIAPOKOMY MTPUMEHEHHIO PYKCOTUTHHUO, HOpyTHHUO, Oemymocyam [449].

OcHoBHoO¥ Tiporpecc B JieueHun xpornueckoit PTIIX 3a mocnennue 30 jeT ObUT CBSI3aH C
yIY4IIEHUEM CONIPOBOANTENBHOM Tepanuu [452]. COOTBETCTBYIOUIMMHU pabOYUMU IPYIIIAMH IIPH
BO3 co3nanbl crienmaibHble PyKOBOJCTBA 0 BEJICHHIO JAHHBIX MAI[MEHTOB, BKIIIOYAs JICUCHUE
CUMITOMOB, PEKOMEHJALUU ISl OONbHBIX, MPOPHIAKTUYECKHE MEPOIPUATUS U JOJIKHBIN

MOHUTOPHHT.

Meouxamenmul, ucnonvzyemvie 6 mepanuu xPTIIX (cymounas o0o3za) [429-431,445—
448,449,452]:

o #Mertmnnpenauzonon**, 1 mr/kr/cyt [430]

e [lukmocnopun™*, 1-3 Mr/kr/cyr

e #Metotpekcat**, 5-15 mr/m*/cyT [433]

o #Takpomumyc**, 0,02-0,03 mr/kr/cyT [410]

e #Muxodenonara moderun**, 900 mr/m? (max 1,5 rp) [411,412,434,560]

o #lluxnodochamun**, 50 mr/kr/cyt [413]

e Uopyrunu6**, 140—420 Mr/cyt

e #Pykcomuturu6**, 10 mr x 2 p/cyt (ot 12 go 18 ner), 5 mr x 2 p/cyr (ot 6 no 12 ner), 4
Mr/m? (110 6 net) [409,424,428,436]

o #Dtamepuent**, 0,4 mr/kr 2 paza B Henento [437]

e #Boprezomu6**, 1,3 mr/m?/cyT [423]

e #AOGaranent**, 10 mr/kr (He 6o1ee 800 Mr) Kakapie 2 HEACIU TIEPBBIC 3 10361, Jajiee —
Kaxapie 4 Henenu [416]

o #Tommmuzymad**, 12 mr/kr mist marpeHToB <30 kr; 8 Mr\Kr 117151 mareHToB >30 kr [438]

218



o #Cupomumyc 2—4 mr/cyt [419]

e #Dpepormumyc** 1,6 mr/m?/cyT, 3a 2 npuema [421]

o  #Uuadmukcumad**, 10 mr/kr 1 pa3 B nenenro [439]

o #Putykcumab**, 375 mr/m*/men. [422,453-455]

o #UmaturuG**, 65-260 Mr/™M*/nens [442]

e [ IFOKOKOPTHKOU/IBI JJISi MECTHOTO TIPUMEHEHHS

e Tomuyeckne WHTHOMTOPHI KalblMHeBpWHA (M3 rpynmbl «[IpenmapaTel 1 JeUeHHS
JIepMaThTa, KpoMe TIoKOKOpTHKOCcTeponuoB», DI1AH mo ATX kmaccudukammm) —
#rakponumyc**, #numekpoaumyc** B opme 1 HapyxHero npumeHenus [440,441]

e DKcTpakopnopaibHbIi poTodepes

e Me3eHxuMaJlbHbIC CTPOMAJIBHBIC KJIICTKU

14. IIpodunaktuka ¥ tepanusi HHOEKIMOHHBIX 0CJIOKHEHUM [456]

Bropuunsnii wummynonedunur y penunuentoB TI'CK  dopmupyercss BcienctBue
OCHOBHOTO 3a0osieBaHus, 0a30BOM Tepamuu, pexuMa KOHAULIHUOHUPOBAHUS, pPEXHUMa
npopmnaktukn u  Teparuu  PTIIX wu  coOGctBenno PTIIX. WmmyHOonepuuur HOCHUT
KOMOWHUPOBAHHBIHN XapaKTep U BKIIOYACT HAPYIICHUS BCEX OCHOBHBIX KOMIIOHEHTOB MIMMYHHOM
3amuThl: 1) HapymieHue 6apbepHON (GYHKIMHM KOXXH M CIM3UCTHIX; 2) HApYIIEHUE HOPMAIbHOU
MHUKPOOHOTBHI C TOTEPEH KOJIOHU3AIMOHHONW PE3UCTEHTHOCTH; 3) TpaHyJIOUHUTONCHU; 4)
MOHOIIMTOIIEHUS; 5) TYMOPaJIbHBIH UMMYHOIE(UITUT; 6) KIETOYHBIH UMMYHOAE(UITUT; XapaKTep
UMMYHOJE(HIINTA U €ro TsHKecTh BapbupyeT Ha pasHbix 3tanax TI'CK. B mepssie 30 aneit (no
NOPWKUBICHUS U paHHHE CPOKHU IOCNIEe MPMKUBIECHUS) JAOMUHUPYET TPaHYJIOLMTONEHUS U
HapymieHne OapbepHOl (PyHKIMU KOXH W cIM3UCThIX. Mexay 30 u 100 mHem momMuHUpYeET
kJIeTouHblii uMmyHonepuut. [Tocne 100 gHelt coxpaHseTcs ryMOpanbHbIii IMMYHOIE(DUIUT, a
BBIPQ)KEHHOCTh KJIETOYHOTO BapbUpYyeT B 3aBHCHUMOCTH OT 00BbEMa HMMMYHOCYIPECCHBHOU
Tepanuu. XapakTep HMMYHOJehUIUTa ONpENeNseT MNPEapacloioKeHHOCTh K Pa3BUTHUIO
OTIPENICTICHHOTO THUMAa WHOEKIUH HW AUKTYeT Ha0op Mep 1o TpOo(HIaKTHKE U Tepanuu

WH(EKIIMOHHBIX OCJIOXKHEHHUH B cOoTBeTCTBHHU ¢ TiepruoaoM nocie TI'CK.

a. baxrepuanbnabie nndexuu [457]
OcCHOBHBIMU (paKTOpaMU pHUCKA PA3BUTHS OaKTEPHAIbHBIX HHPEKIUN Yy pEeHUIUEHTOB
TI'CK Ha PaHHHUX CPOKaAX ABJIAIOTCA I'PAHYJIOLUTOIICHUA, UCITIOJIb30BAHUC ICHTPAJIbHBIX BEHO3HBIX

KAaTeTepoB, MYKO3WT, ACPMATUT, IMPEACYIIECTBYIOIIAsl KOJIOHM3aLUs MYJIbTUPE3UCTCHTHBIMU
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naToreHamu, pedpakTepHoe TEYeHHE OCHOBHOTO 3abosieBaHus. bakrepuanbHbie MHPEKIIMH HA
PaHHHUX CpOKax BBI3BIBAIOTCS [ paM-NOJIOKUTENBHBIMA KOKKHM U ['paM-oTpuIiaTeIbHBIMU
nasoykamMu. Ha mO3MHMX CpoKax OCHOBHBIM (DAaKTOPOM pHCKAa CTaHOBUTCS JAe(UIUT
TYMOpPAJbHOTO 3B€HAa MMMYHHUTETa W TUIIOCIUICHHUS, Mpeapacroyiaralomme K WHOEeKIUIM
WHKAICYJMPOBAHHBIMH ~ MHUKpPOOpPraHu3MaMu  (THEBMOKOKK,  reMo(uibHas  Majoyka,
MEHMHTOKOKK). OCHOBHBIMH THUNaMu OakrepuanbHbix uHOeknuit nocne TI'CK  sBistoTcs
THEBMOHMUS, CHHYCHUTBI, IPOKTUTHI, HH()EKIUN MATKUX TKaHEH U OaKTepueMHst/CeTICHC.

[Ipodunaktrka OakTepraibHbIX HHMEKIMI BKIIOYAET CAHUTAPHO-3IHUIEMUUYECKIE MEPHI:
KOHTpOJb JOCTyma, oOpaboTKa pyK T@epcoHala M YXaKMBAIOIIETO 4J€HAa CEMbH,
MHUKpOOHONIOTnYecKkas Oe30MacHOCTh MPOAYKTOB NHTaHUS U Bojabl. Papmakoioruueckas
npoduiIakTuka OaKTepHaJbHBIX WHQPEKIM BO3MOXXKHA B COOTBETCTBUHM C TIOJHUTHUKOM
MH(EKIMOHHOTO KOHTPOJIS B CTallMOHApE.

Jlnarnoctuka OakTepHallbHbIX MH(GEKIHUN BKIIIOYAET KIMHUYECKYI0, HHCTPYMEHTAIbHYIO
U 1a0OPaTOPHYIO TUArHOCTHKY.

Tepanus Oakrepuanbubix uHpekuuii y perunuentoB TT'CK nmpoBoauTcst mo MpUHIMITY
SMIOMUPUYECKOW TEparmyu C TMOCIEAYIOMEe KOpPpPEKIMed B COOTBETCTBHUM C PE3yJIbTaTaMH
MUKpOOHOJIOruYecKoro ucciefoBanusa. CyliecTByeT J[Ba MNPUHIMIA HA3HAUYEHHUS TEpaIuu:
JCKANAIIMOHHBIH —  Ha3HaueHHe OeTa-JIaKTaMHBIX  aHTHOAKTEpHAIbHBIX  IPENapaTos,
neanuwmHoB  (tpynna  JOIC  mo  ATX-knaccupukanuu) ¢ aKTUBHOCTBIO — TPOTUB
IPaMIIOJIOKUTEIBHBIX M T'PaMOTPUIATENIbHBIX OaKTepui, BKIIOYAas CHHETHONHYIO MalOYKy, B
KadecTBe 0a3o0BOro mpemnapara (MpU COMATHYECKH CTAOMIIBHOM COCTOSIHMM TAIlMeHTa, HU3KOM
YPOBHE aHTHOMOTHKOPE3HCTEHTHOCTH B CTAllMOHApE) W Je-3CKAIAIMOHHBIA — Ha3HauCHHE
IpenapaToB IPyMIbl aHTHOAKTEpUATBHOTO pe3epBa: kapOanenemos (rpynna JOIDH nmo ATX-
kinaccuukanun), npyrux nedanocnoprnos u nenemos (rpymma JO1DI mo ATX-knaccudukamnmm)
(medrazunum/aBubakram™** u nedrono3an/razodakram™**), monodakramoB (rpynmna JO1DF mo
ATX-knaccupukanun) (a3rpeoHama), noauMukcunoB (rpynmna JO1XB no ATX-knaccuduxanmn),
dropxunononoB (rpynmna JOIMA no ATX-knaccudukaiuu) (Ipu pa3BUTHN KIMHUKU CETICUCA, Y
MAlMeHTOB C 3aBEJOMO HW3BECTHOM KOJIOHW3AIMEH/MHMEKIINEH, BBI3BAHHOW PE3MCTCHTHBIMU
MuKpopranusmamu. JlanpHelnryiro MoauduKanuio Tepanud MPOBOAST B COOTBETCTBUHM C

JTUHAMHUKON TedeHusI HH(PEKITMOHHOTO mporiecca [74,148].

b. Bupycusie undexmuu [458]
OcHoBHBIMHU (haKTOpaMHU pHUCKA Pa3BUTHS BUPYCHBIX HMHeknuil y penunueHtoB TI'CK

SABJISIIOTCA ~ JTUMQOTICHHsI, KJICTOYHbIH  uMMyHoaeduiuut, TedeHue PTIIX, Ttepanus
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TIFOKOKOPTUKOUIAMU, Tepanus UM OIETIIIETUP YIOIIIUMHU MOHOKJIOHAJIbHBIMH u
NOJIMKJIOHAJIbHBIMA aHTUTEJIAMH, MCIOJIb30BAaHUE HEPOJCTBEHHBIX M YAaCTUYHO COBMECTHUMBIX
JIOHOPOB, HAJIMYKE NEPCUCTUPYIOLIEH BUPYCHON HH(pekmu y nanuenTa u/uiau gqonopa 1o TI'CK,
ex vivo T nemenusi, pegpakrepHoe TedeHHe OCHOBHOIO 3a00seBanusi. OCHOBHBIMH BUPYCHBIMU
natorenamu y perunuenToB TI'CK sBistores nuromeranosupyc (LIMB), Dmmeriin-bapp Bupyc,
I'epniec Bupyc uenoseka 6 tuna, Bupyc npocToro repreca, BUpyC BapHuIeiIa-30CTeP, HapBOBUPYC
B19, anenoBupyc, peciupBaToOpHO-CHHTHLIMAIBHBINA BUPYC. BUupycHbIe HHPEKIMN Y peUITHEHTOB
TI'CK wmoryr mpoTekarh B THUIWYHOW ¢opMe, OJHAKO XapaKTEPHO TSDKEIOE TEUeHUE W
reHepanuzanus HHQekuu. BeposTHOCTh cUMITOMAaTHYECKONH MH(PEKIIMU HAMHOTO BBIIIE MOCTE
amio-TI'CK no cpaBHenuto ¢ ayto-TI'CK [459].

[Mpodunaktuka BUPYCHBIX WHGPEKIUH BKIIOYACT CAHUTAPHO-IMUICMHUYECKHE MEpPBI:
KOHTPOJb JOCTyma, oOpaboTKa pyK TNepcoHala M YXaKMBAIOIIETO YJ€HAa CEMbH,
MUKpoOuosiornyeckass 0e30MacHOCTh MPOJAYKTOB MHUTaHHUS W BOJbI, MHUKpPOOHOJIOTHYECKas
0€3011aCHOCTh KOMIIOHEHTOB KpoBH. Crieruduueckoir Mepoil mpo(uiIakTUKH SBISETCS BHIOOP
JIOHOPA, COOTBETCTBYIOIIETO NAIUEHTY B YaCTH 3KCIO3UIMH K KJIIFOUEBBIM BUPYCHBIM IIaTOI€HAM,
u BeIOOp TexHonoruu TI'CK ¢ MuHMMU3anueidl oObemMa M JUIMTEIBHOCTH (HapMaKOJIOTHYECKON
nmmyHocynpeccun nocie TI'CK. Bcem mnanumeHTaM M JIOHOpaM CTBOJIOBBIX KIIETOK NEpe
TpaHCIUIAaHTalMed HeoOXOAUMO NPOBOAUTH ompeneneHue antuten kimacca G k LIMB.
Ceponorudeckuii cratyc no [{MB y nanueHToB 1 1OHOPOB BIUSET HAa UCXOJ TPAHCIIJIAHTALUH.
J151s cepoHEraTUBHOTO PELIUITMEHTa HE00X0JUMO MPU BO3ZMOKHOCTH OI0MPATh CEPOHEraTUBHOIO
JIOHOPA ; IPU CEPONO3UTUBHOCTH PELUITHUEHTA — CEPONO3UTUBHOTO JIoHOpa [460].

dapmakonoruueckass npoduIakTUKa BUPYCHBIX WH(EKIHA MPOBOAUTCS B OTHOIICHHH
BUPYCOB CE€MEICTBa reprec B COOTBETCTBUU C MHAMBUIYATbHBIM PUCKOM Pa3BUTHUS MHQEKIHH
COOTBETCTBYIOIIMM MpeacTaButesieM rpynmnbl. Exenenenvubld MoHuTOpuHr [[MB BupeMun
OoJjiee TMPENOYTHTENICH B CPAaBHCHHMH C TPOTHBOBHPYCHOW mpoduirakTukon. B psme
PaHAOMU3MPOBAHHBIX  HWCCICOBAHMI  JOKa3aHO, YTO BHYTPUBEHHas  MNpoduiakTuka
TaHIIMKIOBUPOM CHIKaeT puck [IBM 06one3nu, ofHaKo HE BIMSET HA OOIIYIO BBKHBAEMOCTb, a
TaKXe aCCOIMUPOBaHa C TOKCHYHOCTBIO [461].

JlnarHoctuka BHUPYCHBIX HHGEKUUN BKIIOYACT KIMHUYECKYIO, WHCTPYMEHTAIbHYIO H
nabopatopuyto auarHocTuky. IlammentoB mocie amno-TI'CK cnemyer  exeHenenbHO
KOHTPOJINPOBaTh Ha mpeaMer permukanuu [[MB B kpoBu ¢ MOMOIIBIO JOCTYIHBIX TECTOB, IO
KpaitHel mepe B TeueHue nepBbix 3 mecaueB nocie TI'CK. ITanmuentst ¢ PTIIX u nmauueHTh €

JTOKYMEHTUpOBaHHOW peruukanuet [[MB momkHBI HaXOAWTHCS TOJ HAOIIOACHUEM JOJIBIIIE.
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HaunbGonee nocroBepHbIM siBisieTcs: kKonumaectBeHHOe BoisiBiieHne [JHK IIMB metomom TP u B
neHTpax, seimonusomux TI'CK, qaHHbIi BUA MCCIeI0BaHUS TOJDKEH OBITh nocTyreH [460,462].

Tepanus BupycuHbix uHpexkuuid y peuunueHtoB TI'CK mnpoBoauTcss MO NPUHIMITY
YOPEXKIAOICH Tepanuu U SMIIMPUYECKON TEPANTUU C MOCIEAYIONEH KOPPEKIIMEN B COOTBETCTBUU
C pe3ylbTaTaMd MHKPOOHMOJOTHYECKOTO HCCIEOBAHMS W O3TallHOW JCKalauued win
Ne3dCKajanel B 3aBUCHMOCTH OT JWHAMUKH TEUeHUs WHOEKIMOHHOTO TIpoIecca.
lannuknoBup** (I'LIB) mokazan B MepBOi JIMHUM TEpanuu, NEPOPATbHBIA BalTaHIIUKIOBUP™*
MOXKET OBITh TaKKE MUCIOJIH30BaH 3a UCKIIOYeHHEM nanueHToB ¢ PTIIX >xemy104HO-KUIIIEYHOTO
TpakTa. JUINTETbHOCT TEPANNM COCTABIISIET HE MEHEE 2X HEEINb 10 MOJIYyYEeHUs OTPULIATEIBHOTO
pesynabrara [P IIMB B kpoBu. HeoOxoaummo 3HaTh, 4TO TOBTOPHBIA MOJBEM BUPYCHOM
Harpy3ku [IMB B kpoBu mauueHtoB Ha ¢one Tepanuu [1IB, mMoxer ObITH 00YCIOBICH
dbopmupoBannemM wmytamnuii pesucteHTHocTH K ['1IB, 4to o00ycnmaBnuBaer HEOOXOIMMOCTH
JTUArHOCTHKU W/WIW SMOUPHUYECKOW Momudukanuu tepanuu 3ameHsl 1B Ha npoumsBomgHbIe
¢dochonoBoit kucnotel (rpynmna JOSAD nmo ATX-knaccuduxarnmu) unu #runoposup [460,463—
465].

VYropexmaromas Tepanus SBISETCS CcTaHmapToMm it KoHTpois [IMB undexuuu u
BKJIFOYAET €KEHEEIbHBIN KOJIMYECTBEHHBII MOHUTOPUHT BUPYCHOM HArpy3KH B KPOBHU NALIUEHTA
W Ha3HAYeHWE MPOTUBOBUPYCHOM Tepamuu TMpU MPEBBIIIEHUH MOPOrOBBIX 3HAYCHHM.
AHajoruyHas TakTHKa npuMmensercs s ObB, anenosupyca u I'BY 6 Tuna B rpynme BbICOKOTO

pHCKa.

IIpenapamut, ucnonvzyemvle 6 mepanuu upycuvix ungexyuti [458,466]:

e #AuuxinoBup** 750 — 1500 mr/m*/cyT 3a 3 BBEEHHUS

e #BanamuknoBup 60 mr/kr/cyt 3a 3 mpuema [563]

o #lanmumkioBup™* ** 10 — 20 mr/kr/cyT 3a 2 BBeneHus — jiedeObHas go3a (He menee 14-21
ITHST), ajiee o aep kuBatomas/mpoduiiakrauaeckas 1o3a — S — 10 mr/kr/cyt 3a 1 BBeneHue
[564]

e #BanranuukiaoBup** 40 mr/kr/cyt — nedeOHas 103a, 32 MI/Kr/CyT — npoduIaKkTHIEcKas
no3a [564]

o #llunodosup 3-5 mr/kr, 1 p/Hen, npu CHIXKEHUH KIIMpeHca KpeaTuHuHa — | Mr/kr — 1 p/Hen
[565]

o #Purykcumab** (mpounartkuka u dedenue DBB undexiuu) 375 mr/m?, 1 p/uen, — 1o

JOCTHUKEHUS IBYX OTpULAaTeNbHbIX pe3ynbTaToB 1P B kpoBu [566]
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c. I'puGkossie nnpekuu [467,468]

OcHOBHBIMU (paKTOpaMu pHCKa pa3BUTHUA BUPYCHbIX MH(pekuuit y peuunueHtoB TI'CK
SIBIISIIOTCSL TPAHYJIOLUTONCHUS, JIUMQOIIEHUs, KIeTOYHbI nMMyHoaedunuut, teuenue PTIIX,
Tepanus TJIIOKOKOPTUKOMAAMHU, Tepanusi JUMQOACTIETUPYIOIIMMH MOHOKJIOHAIBHBIMU U
MOJIMKJIOHAJIbHBIMA aHTUTENIaMH, MCIOJb30BaHUE HEPOJCTBEHHBIX M YaCTUYHO COBMECTHUMBIX
JIOHOPOB, HAJIWYHE KOJOHH3AIMU CIM3HMCTBHIX APONOKEBBIMU I'puOaMu, MHBa3HBHAsl TPUOKOBas
uHpexkmuu y manuenta no TI'CK, ex vivo T gemnenus, pedpakrepHOoe TeUEHHE OCHOBHOTO
3a0oneBanus. OCHOBHBIMH TPHOKOBBIMH TaTtoreHamu y perunueHtoB TI'CK sBisroTcst rpuObI
pon Candida, pona Aspergillus u 3uromurietsr. I'pubkoBbie nHpeknuu y penunueHToB TI'CK
MOTyT NPOTEKaThb B BHJE IMOBEPXHOCTHOTO MHKO3a, OJHAKO XapaKTEPHO TSKEIOE TEUYECHHUE,
MHBA3UBHBIN POCT U TeHepaIn3anus HHPEKIHH.

[Ipodunaktuka rpuOKOBBIX HHPEKIUN BKIIOYAET CAHUTAPHO-IMUIEMHUYECKUE MEpPHI:
KOHTpPOJIb KauecTBa BO3/yXa, KOHTPOJb J0CTyMa, 00paboTKa pykK MepcoHajla U yXa)KUBAIOILIETO
YJIeHa CeMbU, MUKPOOHOJIOTHYecKast 0€301MacHOCTh MPOAYKTOB MUTAHUS M BOJbI. CrierugruuecKoi
Mepoit mpopuIaKTHKU siBisieTcss BbiOOp TexHonormu TI'CK ¢ MuHMMuU3anuel oObema u
JUTUTEIBHOCTH  (hapmakoiorudeckoit uMmmyHocynpeccun mociie TI'CK. dapmakonoruueckas
npoduIakTuka rpuOKOBbIX HH(MEKIHMI MPOBOIUTCS B COOTBETCTBUH C MHAUBHUIYAIbHBIM PUCKOM
pa3BuTHs UH(EKUUU B KOHKpeTHbIH nepuon nocie TT'CK.

JlnarHoctuka rpuOKOBBIX MH(EKIUN BKIIOYACT KIMHUYECKYI0, MHCTPYMEHTAIBHYIO U
71a00paTOpHYI0 NHUAarHOCTUKY. B 3aBUCHMOCTH OT JIOKaJbHOW OSMUJIEMHUOJOTUU TPUOKOBBIX
UHDEKIMHA MOXKET HCIOJIb30BaThCSI MOHHTOPHUHT OHOMAapKEepOB TPUOKOBBIX HWH(EKIUNA U
YIIPEXKAAOIIAst TAKTUKA TePATTHH.

Tepanusa rpubkoBbix uH(eknuit y perunuentoB TI'CK mpoBoautcs mo mnpuHIMITY
YOPEXKIAONICH Tepau U SMIIMPUYECKON TEPAITUU C MOCIEAYIOEH KOPPEKIIMEN B COOTBETCTBUU
C pe3ylbTaTaMd MHKPOOHMOJOTHYECKOTO HCCIEOBAHMS W O3TallHOW JCKalauued win

I[CSBCKEUI&L[HCIX B 3aBUCUMOCTHU OT JMHAMHKH TCUCHU S I/IH(beKI_[I/IOHHOFO mnpomnecca.

Ipenapamol, ucnonvsyemvie 6 mepanuu epudxosvlx ungexyuil [466—470]:

o  @uykonazon** §-12 mr/kr/cyr

e #AMbOoTEpUIIMH [JTUTTOCOMANIbHBIN | B CTAPTOBOM J103€ 3 MI/KI/CYT C TIOBBIIICHUEM JI03HI B
3aBUCHMOCTH OT TOKa3aHU# (MpU JICUSHUH MYKOPMHKO3a M TOJO3PECHUHU Ha MOPaKEHUE
I[HTHC no3a moxer O0bITh yBenudeHa 10 10/Kr/kr/cyT)

e #AmboTEpUIIMH [JUTTUIHBIN KOMIUIEKC]| 5 MI/KT/CyT
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e Kacnodynrun** marpysounas no3a 70 mr/m*/cyT (MakcumanbsHo 70 Mr/cyT), nanee mo 50
Mr/mM%/cyT (MakcuManbHO 50 Mr/cyT)

e #Bopuxonazon** nersm 2-12 et unu 12-14 ner ¢ maccoii Tena menee 50 Kr Harpy304Has
no3a 18 mr/kr/cyt 3a 2 BBeJCHHS — MEPBbIC CYTKH, fnanee 16 MI/Kr/cyT 3a 2 BBEICHUS,
crapme 12 jetr — 12 mr/kr/cyt 3a 2 BBeneHHs IepBble CYTKH, nanee 16 Mr/kr/cyr 3a 2
BBEJICHUS (Teparnuio BOPHUKOHA30JIOM™** BcerJa HaUMHAIOT C BHYTPUBEHHBIX BBEACHU).
Hetssm 12-14 net ¢ maccoit Ttena 50 xr m Oorjee, a Takke AeTAM crapuie 15 et
PEKOMEHIYIOTCS TIO3UPOBKHU 12 MI/KT/CyT 3a 2 BBEICHHs TEPBbIC CYyTKH (HACHIIIAIOIIAs
7103a), fanee 8 MI/Kr/cyT 3a 2 BBEJCHUS

e #l3aBykoHa307 B Harpy3o4Hoil no3e 10 Mr/kr (mo u3aByKOHAa30HUYMY cyibdaTy) X 3
p/cyT B TedeHue OBYX IHEH (MakcuMaibHO 372 Mr M3aBYKOHA30HUYMaA CyibdaTa), nanee
no 10 wmr/kr/cyr. Jetsim ¢ 6 mec no 1 roma pasoBas 103a cocTaBisieT 6 MI/KI C
AQHAJIOTMYHBIM PEXUMOM J103UpoBaHusl. KOHTpOIIb KOHIIEHTpalluy MpernapaTa B ChIBOPOTKE
KpOBH He TpebyeTcs. B cBs3M ¢ OTCYyTCTBHEM perucTpanuy neguaTpudeckux mokazaHui
SBIISICTCSI IIPETIapaToOM BTOPOM JIMHUU TEpaIuu.

e Amnunynapyurua l-e cyr — 3 mr/kr (makcumanbHo 200 mr/cyr); namee 1,5 mr/kr
(makcumanbHo 100 Mr/cyT) [567]

o  #Mukadyarun** s nedenus: 100 Mr oguH pa3 B CyTKM BHYTPUBEHHO WIH 2—4 MI/KT B
CYTKH (€TSIM IIepBOro Mecsla )XU3HH MpH nogo3pennn Ha nHdexnuo [ITHC no3a moxer
ObITh yBenmuueHa 110 10 mr/kr/cyt), st npodrunaktuku 1 Mr/kr/cyt (MakcumaabHo 50 mMr
B CYTKH) 1100 4 MI/KT X 2 p/HENeNt0 - BHYTPUBEHHO

15. lpodunaktuka u tepanus crueuuduieckux (Opra’HHbiX) OCIOKHEHUN

a. I'emopparmueckuii nuctur [471]

I'emopparnueckuii mmuctut — cnenuduueckoe ocnoxxknenue TI'CK, pasBuBaromieecs
BCJIC/ICTBUE TOBPEXKIEHUS CIM3UCTOW MOYEBOrO Iy3bIps MpernapaTaMd, NPUMEHSEMbIMH B
COCTaBe KOHJUIMOHUPOBAHUS W/WiIM MHPEKIHOHHOTrO mporecca. Hanbonpmuii puck pa3BuTus
PaHHETO TIeMOOPPAarMuecKOro IMCTUTAa XapakTepeH Uil PEXKUMOB KOHIAWLMOHUPOBAHMUS,
BKJTIOYAIOIIUX BBICOKHME 03Bl LuKIohochamuma™*, Oycynbpana** u ToTambHOro 0OIydeHHUs
tena. [lo3qHui reMOpparundecKuii IUCTUT acCOIMUPOBaH ¢ MHQeKkmen nommomasupycom BK,
HEKOTOPBIMU CEPOTHIAMH aJ€HOBHpYCA U, pexe, LuToMeraioBupycoM. OnpeenieHHyo poJib B
pa3zButun remopparuueckoro nuctura urpaer PTIIX. KinHuuecku remopparnueckuii UCTUT
IPOSIBISETCS AU3ypueH, remarypueid (OT MHUKpOreMaTypuu IO MAaCCHUBHOI'O KpPOBOTEUEHUS
o0Typaruu ypeTpsl cryctkamu). [IpodunakTika reMopparuaeckoro MUCTUTA BKIIIOYAET BHIOOD

pexKUMa KOHIUIIUOHHUPOBAHHA (¢ MHUHHMUJ3aIHeH OKCIIO3UIINN K  BBICOKUM J03aM
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nukinodochamuma*™®, pexum rtunepuHPy3ud BO BpeMs Tepanuu Iukiodochammmom™ *,
CHUCTEMHOE BBeaeHHEe MecHbI**. Tepamus paHHEr0o IeMOpPPAarkuecKOro IUCTUTA BKIIIOYAET
uHQY310, (HOPCUPOBAHHBIM IUYpe3, CHUCTEMHYIO T'€MOCTATHYECKYI0 TEparuio, JOKAIbHbIA
remoctas. Tepanus no3IHET0 reMOPParuieckKoro MUCTHTA BKITFOUAET HH(Y3HI0, (HOPCUPOBAHHBIH

IUype3, CUCTEMHYI0 T'e€MOCTAaTHYECKYI0 Teparuio, JIOKaJbHBIH Te€MOCTa3, MPOOHUBOBHUPYCHYIO

TEpaInuio.

b. BeHo-okkm03MOHHAsE 00JIe3HH TMEYECHU (CHHAPOM OOCTPYKIIMHM CHHYCOHUIOB)
[472,473]

Beno-okkitoznonnass 0one3np meueHn — crneuugpudeckoe ocnoxHenuit TI'CK,

00yCJIOBJICHHOE TOBPEXKACHUEM SHIOTENUS CHHYCOUIOB IMOPTAIBHOM CHUCTEMBI, pPa3BUTHEM
MHUKPOTpOMOO3a M OKKIIO3MHM COCYAOB HOPTAJBHONM CHCTEMBI, C HCXOAOM B HOPTAJIbHYIO
TUIIEPTEH3HIO U MIEYCHOYHYIO HEI0CTaTOUYHOCTh. DAKTOpaMu prcKa BEHOOKKIIO3UBHON 00JIE3HU
(BOB) neuenu ABnSAOTCS MUenoadIaTUBHBIE PEXKUMbI KOHAULIMOHUPOBAHUS C HCIIOJIb30BAaHHEM
TaKuX TpenapaToB, Kak Oycynbdan**, nukinopochamua** wmm stomosmn™*, a Takxe
IPUMEHEHHE TOTAJIBHOrO OOJydeHus Tena. BeposATHOCTh pa3BUTHE NaHHON NMATOJOTHM TaKXkKe
YBETUYHUBAIOT Quryaapabua™**, CHpoIuMyc ¥ HHTHOUTOPHI KanbIIMHEBpUHA. Kpome Toro, puckom
pa3Butus BOb sBisitoTcs peAcymecTByIONNe HapyIeHus: GyHKIIUHU neyeHu (uppo3, Gpuodpos),
renatut C, meperpyska nedeHu sxene3oM ((pepputus cbBopoTku >1000 HI/mn), mpuMeHeHHe
npernapara reMmry3ymal 030raMUIUH.
Huarno3 BObB ycTanaBinBaeTcs HA OCHOBaHHUH CJIEAYIOIIMX KPUTEPUEB:
Hanmuue aByx u 6osiee CUMIITOMOB:
o TpomOouuToneHus, peppakrepHas K TpaHCPy3UsIM KOHLIEHTpaTa TPOMOOIIMTOB
J HeoObsichumass mpubaBka Maccel Tela B TEYEHHE 3 JHEH, HECMOTps Ha

JUYPETHUUECKYIO TEPAIUIO UM YBEJIMUEHUE MacChl Tesa >5% OT UCXOAHOT0 3HAYCHUS

o I'emaromeranus
° Acmut
o [ToBbIIeHHEe YpOBHS OMIMPYOHWHA BBIIIE UCXOJHOTO 3HAYECHUE B TEYCHHE 3 JTHEH

WIN >2 MI/[1 B TedeHue 72 4acoB

[Tpodpunakrtuka BOb BkitouaeT BHIOOP pekMMa KOHIAMIIMOHUPOBAHUS B COOTBETCTBUH C
aHanmu3oM ¢akTopoB pucka BOB, B yacTHOCTH 0TKa3 OT IPUMEHEHHs BEICOKHUX /103 Oycynbgana™*
¥ KOMOMHAIIMK ANKUIUPYIOIUX NPEenapaToB y MAalMEHTOB C MPEACYILECTBYIOUIMM HOPaKEHHEM

IICYCHMU.
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c. Myxko3ur [476]

[Topaxenue CIU3UCTOW OOOJTOYKH HKENMyIOYHO-KHIIIEYHOTO TpPaKTa, OOYCIOBIEHHOE
UTOTOKCUYHOCTBIO ~XHMHUOIpENapaToB U Jy4yeBOM Tepamuu, BXOIAUIMX B  COCTaB
KOHAMIMOHUpPOBaHUSA. OCHOBHBIMH  (aKTOpaMH pHUCKA  pPa3BUTUS  SIBISIETCA  COCTaB
KOHJUILMOHUPOBAHUS M JI03bl IIUTOTOKCHUYECKUX MpenapaToB. Jlokamuzamusi MNOpa)KeHus
BapbUpPyeT OT OrpaHMYEHHBIX (opM (CTOMATUT, 330(arut, TacCTPUT, HIHTEPOKOIHUT) IO
reHepaan30BaHHOIO nopakeHus. OnpeaeneHHbIN BKIal B pa3BUTHE MYKO3UTa BHOCAT HH(EKIINH,
B YaCTHOCTH BHpYC Mpoctoro reprmeca u rpuObsl poaa Candida. Knunudeckue mposiBIeHUs
MYKO3UTa BKJIIOYAIOT OOJEBOM CHHAPOM, OTEK, THIEPEMHUI0O U W3bSI3BICHUE CIU3UCTOM,
HApYIICHUE TJOTaHUs, MUApEeWHbI cuHApoM. [IpodunakTuka MyKO3UTa BKIIOYAET TUTHECHY
MOJIOCTH PTa, CTOMATOJIOTMYECKoe TmocoOue Ha »Tanme mnoaroroBku maruenta kK TICK,
MEAMKAMEHTO3HOE TMOJABICHHUE KEIyJIOYHON CEeKpelUrWd M aHTaluAHbIe Mpenapartbl. Tepamnus
MYKO3UTa HOCUT CHUMIITOMATHYECKUH XapakTep, LIEHTPAIbHOM 3ajadell sBISAETCS aJCKBATHOE

00e3001MBaHKe 1 00paboTKa aHTHUCENITHYECKUMHU PACTBOPAMH.

d. Cunapowm 3amnei ooparumoit sH1IedanonaTuu (PRES) [477]

Cunapom 3aaneit obOparumoii sHuedanonatuu (posterior reversible encephalopathy
syndrome). Crenuduueckoe HeBposnorndeckoe ocinoxuenue TI'CK, B ocHOBE KOTOPOTO JICKUT
JIOKaJbHBIM CYOKOPTHKAJIBbHBIA OOpaTHMBI Ba30TCHHBIM OTEK BEIIECTBAa TOJOBHOTO MO3ra.
XapakTepHa accolManus ¢ Tepanuedl WHrHOWTOpaMH KaJbIMHEBPHHA, apTepUaIbHOMN
runepTrensueil. Kimmanyeckast kapTrHa BKIIOYAET FOJOBHYIO 00JIb, CyI0pOTH, HApyILICHHE 3PEHUS,
sHue(dantonaTuio, (okanbHbBIM HeBposorudeckwii ne¢unur. Juarnoz Bepuduuumpyercs
XapakTepHbiMu u3MeHeHusMu Ha MPT ronoBHoro wmosra. Tepamus BKJIOYAaeT OTMEHY

MpErnaparoB, aCCOLMUPOBAHHBIX ¢ pa3BuTueM PRES, KoHTpoib apTepuaibHON TUIIEPTEH3UN.

e. Pecnmparopuslii quctpecc-cunipom [478]

Octpsiii pecriupaTopHbiii quctpecc-cuaapom (PIC) sBisieTcs 4acThiM OCJIOKHEHHEM
nocie TI'CK u MoxeT pa3BUBATHCS B paMKaX CENTHYECKOTO MPOIEcca, CUHAPOM MPUKUBICHUS
TpaHCIUIAaHTaTa, CHUHAPOMA BBIOPOCA IIUTOKMHOB, MOPAKEHUS JIETKUX, ACCOIMUPOBAHHOTO C
tpancpy3usimu  (TRALI). PAC y peuunuentoB TI'CK 00ycinoBieH MOBBIIICHHOM
MPOHUIIAEMOCTHI0 KaWIIIPHOTO pycia JIETKUX M Pa3BUTHEM HEKapIUOTEHHOTO OTEKa JIETKHX.
Knunuuecku nposiBisieTcs: bIXaTelIbHOM HEA0CTaTOYHOCThIO, TUITOKCEMHEH, KPEMUTUPYIOIUMU

XpUlaMyd Tpu  aycKyibTanuu. llpu Bu3yanuzauuu xapaktepHo aud@dy3Hoe CHIKEHHE
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MPO3pavHOCTH JierouHol TkaHu. Crneruduueckoit npodunakruku PIC He pazpaborano. Tepanus
BKJIFOYAET PECIUPATOPHYIO MOAAEPAKKY, OT JOTALUH KUCIOPOAA 10 UCKYCCTBEHHON BEHTUIISALIUU

JICTKUX, BBICOKHEC NO3bI INTIOKOKOPTUKONUIO0B, CTPOroc CO6JHOZ[€HI/I€ Oamanca KHUAKOCTH.

f. TpomOoTuueckas MukpoanruonaTtus [479]

Tpombornueckass mukpoanruonatus, accouumupoBanHas ¢ TI'CK (TA-TMA) — »sto
reTeporeHHass  rpymma  3a00JeBaHH,  XapaKTepU3YIOMIascs  MUKPOAHTHOMATUYECKOM
TEMOJINTUYECKOW aHEMHUEW W TPOMOOIMTONEHUEH TOTPEOSICHUS BCIEACTBUE OOpa30BaHMs
CT'YCTKOB B MUKPOLIMPKYJISATOPHOM pPYCII€, UTO SBJISETCS MPUYMHON MIIEMUYECKOTO MOPaKeHUs
OpraHoB.

[Ipu paszButun TA-TMA mnoBpeXIeHHUE SHIOTENMS MPUBOAUT K  aKTUBAIUU
BOCTAJIUTEIBHOTO M MPOKOAryJISHTHOTO KAacKaJoB, YTO B Pe3yJbTaTe MPUBOIUT K OKKIIO3UU
KanuJuisipoB. OHAKO, B OTIMYKE OT APYTUX SHAOTEIHAIBHBIX CHHAPOMOB, B pa3Butuu TA-TMA
MOYET UTpaTh POJb AUCPETYISAIMS CUCTEMbl KOMIUIEMEHTA. DTO B CBOIO OYepellb CII0COOCTBYET
npoaykiun  C4d  ¢pakuum KomiuieMeHTa W MeMmOpaH-aTtakyiomiero komiuiekca C5b-9.
Knununueckue n nabopaTopHble NposiBIeHUS npeactaBieHsl B Tabnune 7. K ¢axropam pucka
pazButus TA-TMA OTHOCAT NMPUMEHEHHE HHTHOUTOPOB KAJIBIIMHEBPUHA, BUPYCHBIE MH(EKITUU
(IMB, anenoBupyc, BK-Bupyc u Hekotopsie apyrue), rpuokossie napexmmu u PTIIX. Tepanus
TA-TMA BkJIIO9aeT CHUKEHHUE J03bI I OTMEHY HHTHOUTOPOB KaJbIIMHEBPUHA, TOCHHIPOMHYIO
COTIPOBOJIUTENHHYIO TEPAMHIO M CHEIU(UUECKYIO JICKAPCTBEHHYIO TEPAIUIO: IKYIM3yMad™** umun
paBynuzymab [480]; 3ameHHOE TmepenWBaHWE IUTA3Mbl — TIPU OTCYTCTBHU BO3MOXKHOCTH
IPOBEICHUS CHEM(PUUECKON Teparuu ¢ IMOMOLIbI0 KOMIUIEMEHT-0JIOKMPYIOIIUX areHToB [474];

putrykcumab** 375 mr/m2 B Henemnto [482].

g. Cungpowm BeiOpoca nutokuHoB (CBII)

CBI vame npossinsercs nocine CAR-t kinerounoii repanuu. TeM He MeHee, BcTpedaeTcs
u y nauuentoB nocie TI'CK, Tak Kak sBIsSeTCS CJIEICTBHEM MAaCCHBHOTO BBICBOOOKICHUS
UTOKMHOB BCIIEJICTBHE QHTUI€HHOW CTUMYIALMU U aKTHUBAIMKM T-KJIeTOK, HH(Y3UPOBAHHBIX C
TpaHCIIaHTaTOM. Yare JaHHOE OCJIOKHEHUE peaTu3yeTcs B EPBbIE THU MOCie MUEIIOMHY3HH.
Tsxensit  CBLl sBriseTrcss OCHOBaHMEM JUIsl TPOBEACHHMS AHTULUTOKMHOBOW Teparnuu
MOHOKJIOHAJIbHBIMU aHTuTenamu [483]. B tepamuu ucnons3yroT: #roumnuzymad** 8 wmr/kr;
METHJITIPETHU30JIOH** (1032 MOXET BapbUPOBATh B 3aBUCUMOCTH OT TSPKECTH COCTOSHUS);

#anakuapa™* 6-10 Mr/kr [474].
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16. HyrputuBHas nojiepxka [484]

Perumuentst TI'CK  crankuBaroTcst € CYIIECTBEHHBIM  JE(QHUIMTOM IUTAHHS,
00YCJIOBJICHHBIM KOMITJIEKCOM (haKTOPOB: CTOMATHUT, 330(parut, TaCTPOIHTEPOKOIIHT, pPa3pylieHHe
MHUKpOOHMOMa KHUIIEYHHUKA, TOTEPs alIeTHTa, TOIIHOTa/pBOTA, TepMHUUecKas oOpaObOTKa THIIIH.
Koppekuus HyTpUTUBHON HEJOCTATOYHOCTH OCHOBAHA HAa TEXHOJOTUSAX KIMHUYECKOTO MTUTAHMSI,
BKIIIOYasi DHTEpaJbHOE W TMapeHTepalbHOE TmuTaHWe. llpemaparbl JHTEpPAIBHOTO U
MapEeHTEPAIbHOTO, MPUMEHAEMbIE B KIMHHYECKOM NuTaHuu perunueHtoB TT'CK npuBeneHb

HHWXKE

17. F'emorpancdy3nonHas tepanus [485]

B nponecce TT'CK npoucxoauT 3aMeHa reMoriod3a peiunrueHTa Ha reMomnos3 JoHopa. B
nporecce TI'CK popmupyercs TpaH3uTopHas aruiasusi KPOBETBOPEHUS, IITUTEIHHOCTh KOTOPOU
COCTABJISIET OT HECKOJbKMX JHEH 10 HECKOJbKHMX HeIenb. AIUIa3usi KpPOBETBOPEHUS IO
ONPEJICTICHUIO PAa3BUBACTCS B MEpBble 2—3 HEJENM MOoClie KOHIUIMOHUPOBAHUS, OJHAKO MOXKET
pa3BuBaThCs U Ha Oosee mo3aHux cpokax nocie TI'CK B pesynbpraTe mucdyHKIMU TpaHCIIaHTaTa
pa3IUyHON STHOJNIOTHH. B  3aMecTUTENbHOM TpaHCPY3MOHHOM TEpamuu  HCIOIB3YIOTCS
CJEIYIOIIE TEMOKOMITOHEHTHI:

1. DpurpouuTcoaepkaiire KOMIOHEHTHI JOHOPCKOM KPOBU
2. KoHueHTpaT TpoMOOIIMTOB

3. I'panylOUUTHBIN KOHLIEHTPAT

4. Csexe3aMOpOXKEHHas IJ1a3Ma

JIOHOp W PEUUIUEHT MOTYT OBITh HECOBMECTHMBI 10 PA3TIMYHBIM CHCTEMaM AHTUTEHOB
rpynnsl KpoBu. B 3aBUCMMOCTH OT XapakTepa HeCOBMeCTUMOCTH 1o cucteme ABO BbIIensitoT
oombmas (major), manas (minor) W cMmemanHas (major+minor). Tlom Oonbmo#t (major)
HecoBMecTUMOCThIO 10 ABO cucreme mnojpa3ymMeBarOT Hajudhe B IJIa3ME€ Yy pPELUIHUEHTa
arrJlOTUHUHOB, aKTUBHBIX B OTHOIICHUH JOHOPCKUX SPUTPOLUTOB, HAIIPUMED, MPU MPOBEICHUN
TI'CK ot monopa ¢ A (II) rpymmo#t kpoBu mammenty c¢ 0 (I) rpymmoii. Manas (minor)
HecoBMecTUMOCTh 10 ABO cucteme oOycioBiieHa 0O0paTHOW CHTyallMei, TO €CTh HAJIMYHUEM B
miazme goHopa ['CK arrmioTMHHHOB, aKTHMBHBIX B OTHOUIEHHMH JPUTPOLMTOB PELMIIHEHTA,
Hanpumep, npu TI'CK or nonopa ¢ 0 (I) rpynmnoit kpoBu perunuenty ¢ A(Il) rpymnmoii. O
CMEIIaHHOH (major+minor) HECOBMECTUMOCTH TOBOPAT B TOM Cllyyae, KOrja U y JOHOpa, U Y
peLUNMeHTa MPUCYTCTBYIOT arrIOTUHUHBL, aKTUBHBIE B OTHOIIEHUU SPUTPOLIUTOB PELIUITHEHTA 1

JOHOpPa COOTBECTCTBCHHO. B cBs3m ¢ BCPOATHOCTBIO PA3BUTHUA TAXKCIIBIX OCHO}KHCHI/II\/'I, CBsA3aHHBIX
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¢ rpymnmoBoit ABO-aHecoBmecTMoCThIO noHOpa U penunueHTta ['CK, chopmynupoBans! mpasuia

poBeJeHNUS TpaHC()Y3MOHHOM TepaIuy MOCIIe TPAHCTUIAHTAINY (HA4WHAS C THS MUCIIOMH(Y3HH ),

tabiuua A3.3.6.

Tabmuma A3.3.6. IlpaBuna npoBeaeHUs TpaHC()Y3MOHHOW Tepanvy y MAI[UEHTOB IOCTIE

TI'CK
ABO - Peuunuent
HECOBMECTHUMOCTh
0
0
Boabmasn
0
A
B
A
B
Manas
AB
AB
AB
A
CMelmiannasi
B

Jdonop

AB
AB

w w > o o o

A

Jpurpountcoaep:xkamue  Konuenrpar

KOMIIOHEHTbI
JIOHOPCKOIl KPOBH
0

0

0

A0

B, 0

0

0

0

A0

B,0

0

0

TpomOouuToB 1 C3I1

A, AB
B, AB
AB
AB
AB
A, AB
B, AB
AB
AB
AB
AB
AB

[Ipumeuanue: B TabnuIle yKa3aHbl MpaBUIa MPOBEACHUS 3aMECUTEIbHBIX TpaHchy3uil ams

MAIMEHTOB MMOCJIe MUETOUH(DY3UHU; B MIEPUOJT KOHAUIIMOHUPOBAHUS MALMEHT JOJKEH IMOJIydaTh

3aMECTUTENIbHYIO0 TEepamnui0 KOMIOHEHTaMHU KpPOBH B COOTBETCTBHE CO CBOEH TpyHIOBOMN

IMPUHATIIC)KHOCTBIO

IIpopunaxmuxa nocmmparncgy3uoHHol peakyuu MpaHcniaHmam npomue Xo3sAund.

[TocTTpancdys3nonHas (accormupoBaHHas ¢ TpaHC(y3Ue KOMIIOHEHTOB KPOBU) PEAKIIHS

tpancruianTat npotuB xo3siuHa (IIT-PTIIX) — onHo u3 Hambosiee TSXKENBIX U B OOJBIIMHCTBE

ciydaeB (aTajJbHBIX OCIOKHEHMH y HWMMYHOKOMIIPOMETHPOBAHHBIX TMAalMEHTOB. B ocHOBe
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natorene3a pazsutus [IT-PTIIX nexur mnpwkuBiaeHHE TpaHCPy3UPOBAHHBIX BMECTE C
KOMIIOHEHTaMU KpoBU T-muM(pOIMTOB, WX MJalbHEHIIas axkTUBanus, nponudepanus u
HUTOTOKCUYECKOE TOPAXKEHUE PATMUYHBIX OPraHOB-MUILIEHEW PEIUIUEHTa, TaKUX KaK KOXa,
M€YEHb, KUIIEYHUK U KOCTHBIM MO3r. B peakux ciaydasx [IT-PTIIX nHOrma MoxkeT pa3BUBaTHCS
U Yy IMMYHOKOMIIETEHTHBIX MMALIMEHTOB, HAIPUMEpP, KOI/AA JTOHOP U PELUINIHEHT UMEIOT CXOXKHE
HLA-rammotumnsi.

Crannaptaas nponeaypa npopunakruku [IT-PTIIX — ramma-o0:1yueHne KOMIOHEHTOB

KpoBH B 03¢ 25 I'p [486].
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IIpunaoxenue A3.4. IlpuHuunel TOTAJALHOro 00Javienus teja (TOT)

MuenoabnaTUBHBIE ~ PEXUMBI  ToTalnbHOTO  oOmydenuss tena  (TOT)  npm
KOHJULUOHUPOBaHUU TpoBOAAT mnauuveHtam ¢ OJIJI BbICOKOro pHcKa WM TAlUEHTaM C
PEUUIUBUPYIONTAMHA  TE€MATOJIOTHUECKUMHU  3JIOKAYECTBEHHBIMA ~ HOBOOOPA30BaHMIMH, Kak
YCTAHOBJICHO B NPOCHEKTUBHOM U PAHIOMH3UPOBAHHOM MHOTOLEHTPOBOM HCCIIEIOBAHUHI
FORUM [333].

[Ty6nukanuu, kacaromuecst TOT, B OCHOBHOM MpPEICTABISIOT COOOW PETPOCIIEKTUBHBIC
uccienoBanusi ¢ ypoBHeM noctoBepHOocTH 3—4. TOT He pekoMeHAYyeTCs MPOBOJIUTH JETAM
miaame 3—4 JeT u3-3a MOBBIIEHHOTO pUcKa TOKCUYHOCTH [334,487-490]. Ognako pelieHue o
npumerneHnd TOT y 3Toil KOrOpPTHl MAIIMEHTOB MOXET OBITh MPHUHITO WHAUBHIYAJIBHO IOCIHE
KOHCYJIBTAIIMU B CIICLUATU3UPOBAHHBIX LICHTPAX.

TOT moskeT ObITh peaTu30BaHO C UCIIOJIB30BAHUEM OJTHOTO M3 CIICIYIONTUX TOIX0JI0B:

—  1-it noagxox: Tpaguumonubsie Metoabl TOT.

OOmydeHue Bcero Teina MAaIMeHTa MPOUCXOIUT OJHOMOMEHTHO C HCIIOJIb30BAaHUEM
OOJBIINX PaJMAIIMOHHBIX TMOJICH HAa YBEIMYEHHOM PACCTOSHUU OT MCTOYHHMKA JO MOBEPXHOCTH
tena. CHMKEHUE JT03bI B OPTaHaX PUCKA TOCTUTAETCS UCTIOIB30BaHUEM DKPAHUPYIOMINUX OJIOKOB.

—  2-it mogxox: koHpopmubie MmeTobl TOT.

OOnmyueHue Tena peanu3yercs IMOCIeOBATeIbHO, C HCIIONIH30BAHHEM HAJIOKEHUS
paaualMOHHBIX TMOJIEM Ipyr Ha Apyra, NpU CTAaHAAPTHBIX PACCTOSHUSX OT HCTOYHUKA J10
MOBEPXHOCTU TeJla MauueHTa. J{Jid nmoaydeHus: ONTUMAJIBHOTO pacipeaesieHus 103bl B MUIIICHH,
OpraHax pucka M 30HaX HaJOKEHUS PaJUAlMOHHBIX MOJIEH HMCHOJIb3YIOTCS METOMBI JIy4eBOM

TCpaIunu C MO,[[yJISII_[I/Ief/'I HMHTCHCHUBHOCTHU.

A3.4.1 Texunueckue TpeOGOBAHUA K 000PY/10BAHUIO

—  1-it noagxox: Tpaguumonubie Metoabl TOT.

JIuHEWHBIH YCKOpHUTEIb JJIEKTPOHOB ¢ 3Hepruei ¢ortonoB 6-10 M»B; ycrpoiicTBa
UMMOOMIIN3AIMY TIAIIMeHTa, 00eCIIEYHBAIOIINE BO3MOXKHOCTb COXPAHSITh JIUTEIBHO CTaOUIBHOE
HETOABHKHOE TIOJIOKCHHE (KYIIETKH WJIM CUIACHBS, BO3MOXKHO BaKyyMHBIE MaTpachl I JIPyTHe
MIPUCTIOCOOICHUS ); OJTOKHM JIJIs 32U THI JIETKUX; 000pYAOBaHHE IS TTO3UITMOHUPOBAHMSI OJIOKOB U
BBITIOJTHEHHSI KOHTPOJBHBIX CHUMKOB, PETHCTPUPYIOMIMX TOJOKEHUE OJIOKOB OTHOCHTEIHHO
JIETKUX TIAllMEeHTa; KOMIIGHCATOPHI Il OOECIeUeHUss PAaBHOMEPHOCTH OOIy4YCHHS Tena;
YCTPOMCTBA IS iN-VIVO TO3UMETPUH.

—  2-it mogxox: koHpopmubIe MeTo bl TOT
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JIMHEWHBIN YCKOPHUTENb JJIEKTPOHOB ¢ 3Heprued (oroHoB 6 - 10 M»sB, ocHameHHbBIN
MHOT'OJIETIECTKOBBIM KOJUIMMAaTOPOM, CHCTEMON/CUCTEMaMH BH3yaJbHOIO KOHTPOJS YKJIAJIKH,
UCTIONB3YIONIeH 00beMHBIE N300paKeHHs: KOMIIBIOTEPHYIO TOMOTpauio B KOHMYECKOM ITyuYKe
WJIN METaBOJIbTHYIO KOMIIBIOTEPHYIO TOMOTrpaduto.

Qdukcupyrouye MNpUCIoOcoOJeHHs UIsl TOJOBBI M Tela (TEpMOIJIACTUYECKHE MAcCKH,
BaKyyMHBIE MaTpachl M Jp.). PEeHTTeHOBCKMII KOMIBIOTEPHBIH TOMOrpad Aisi TOMOMETPHH,
UMEIOIUH IJIOCKYIO IeKY ¢ BO3MOXKHOCTBIO KPETJICHUSI M MHJEKcaluell cucteM (hukcanuu.

Cuctema 3D mmanupoBaHust 00TydEHUSI ¢ BOZMOXKHOCTBIO ONITUMH3AIIUN PACTIPECICHHS
710361 (METOJIbl 0OpPaTHOTO IJIAHMPOBAHUS) M pacyeTa 103bl ¢ MPUMEHEHUEM METOIMK JIy4eBOU
TEpanuy ¢ MOIYJISIIEH MHTEHCUBHOCTH, JKEJIaTEIbHO POTAIIMOHHOE O0Ty4EeHUE B IMHAMHUECKOM

pexuMe.

A3.4.2 IlpeasyyeBasi noAroToBKa

[Tpu ncnons3oBanuu KoHGopMHBIX MeTo10B TOT Beimonuenue KT-Tonomerpuun 10KHO
NPOBOJIUTHCS HA PEHTTEHOBCKOM KOMIIBIOTEPHOM TOMOrpade, MPUCIOCOOICHHOM Uil HYX]
paauoTtepanuu. Vcnonp3yroTcsi MHAMBHAYaAJIbHBIE CpPEACTBA (PUKCAIIMH: TEPMOIUIACTHYECKHE
MacK{ ¥, BO3MOXHO, BAKyyMHbIE MaTpachl C BO3MOXKHOCTBIO KPEIJICHUS K KYIIETKE JIe4eOHOT0
CTOJIa YCKOPUTETIS.

[TarmeHTHl pacmonaraeTcsi B TMOJOXKEHUH JIeKa Ha CIUHE, B 00JNACTh CKaHWPOBAHHS
JOJI’KHO BXOJIUThH BCE TEJIO MAllMEHTa M HMCMOJb3yeMble CPeJCTBa (UKCAllMU, PEeKOMEHIyeMas
TOJIIIMHA Cpe3a- HE MEHEE 5 MM.

IMIpn HeoOxomumocTu (OOBIYHO MMl MAIMEHTOB pocToM Oomee 120 cm) obmacte
CKaHUPOBAHUS PA3JENAIOT HA JIBE CEPUH M300pa’KeHHI — BEPXHIOIO (TOJI0Ba, TEJIO U BEPXHSA
4yacTh Oe/iep) ¥ HIHKHIOK YacTh Teja (HIWKHSS 9acTh Oeiep, TOJICHU U CTYITHH).

HeoOxonuMo mpegycMoTpeTh, YTO MPH TONOMETPUM U JIYYEBOW TEparnuu MalUEHTOB

MUITaJIIe 5 JIET MOXKET NOTPeOOoBaThCS 00Iasi aHECTE3Usl.

A3.4.3 O0beMbI U 10361 JIyUEeBOH Tepanuu

Mu11eHBIO SBISETCA BCE TEJIO MALUEHTA.

Tpaauumonnsie u koHpopmHbIe MeToabl TOT: [IpeanoyrurensHas cyMMapHas ouyaroBast
no3a (COM) y nereii cocraiser 12 I'p 3a 6 ¢ppakuuii mo 2 I'p, 2 paza B JeHb ¢ IPOMEKYTKOM He
MeHee 6 gacoB. CpeHsis 103a B JIETKUX JOJKHA ObITh CHIDKEHA 710 3HaueHu <8 ['p, mpu Hanuaun

TEXHUYECKON BO3MOKHOCTU CpeaHsis no3a B moukax <10 ['p u B xpycranukax no <12 I'p. Jletsam
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¢ BoicOKUM puckoM [THC peunauBoB HE cieqyeT NPUMEHSTh CPEJICTBA 3aIIUTHI XPYCTAIUKOB B
cily4ae IpUMEHEHMs] TpaAUuLIMOHHBIX MeToaoB TOT.

B cnyuae npumenenus koHpopmubix MeToz0B TOT BozmoxkHO 06myuenune B COJL 12I'p
npu pa3zoBod ouaroBoil mo3e 3 I'p 1 pa3 B neHb. Ilpu 3TOM pekoMeHAYETCS TOCTHUKEHHE
CIEYIOUIMX LEJIEBbIX 3HAaUCHUH MpH Mi1anupoBanuu [334,491,492]:

95% o0bema wmwuimIeHH (32 HMCKIIOYCHHEM JIETKUX, IMOYEK, MEYCHU, XPYCTAIUKOB)
nokpsiBaeTcs 10301 11,4 I'p;

He 6onee 5% mumienu noiyyaet o3y 13 I'p;

95% pebep (BKIIIOYAET TOJIBKO 00bEeM pedep Ha ypOBHE JIETKUX) MOKPHIBAIOTCSA 030U
10I'p;

cpenHss no3a B neuenu < 10 I'p;

00BEM JIETKUX, oydarouux 103y 8 I'p, He nosmkeH npesbimath 40% 1 pu ’TOM HE MEHEee
90% nerkux nosryqaroT 103y 61'p;

cpenHss no3a B nmoukax < 8I'p,

cpenHsisi 1032 B Xpycraiukax riaza <12 I'p (cHmxkaercs O YpOBHsI, MO3BOJISIOIIETO

COXPaHUTD MOKPHITUE MUILIEHU TPeOyeMoil 103011 B MpUIIETalouX K XpyCTaIMKaM 30HaX )

A3.4.4 lonoHUTEbHBIC YKAa3aHUS
VuureiBas xectkue cpoku Mexay TOT u TI'CK, xaxneii uenrp, npoBomsaumii TOT
JIOJDKEH MPelyCMOTPETh 3allaCHOM CLEeHapHil o0iIyueHMsl B clydae BbIXOJa U3 CTPOS OCHOBHOTO

00opyI0oBaHUA.
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Ilpunaoxenue A3.5. Oco0eHHOCTH BEHO3HOI'0 JOCTYNA B Oo0eceYeHUM VYCHEeIIHLIX

TUATHOCTHYECKHUX M Je4eOHbIX MeponpusaTuii v aerei ¢ OJIJI/JIBJI, OJIHJL

A3.5.1 O0urue 0cO0€HHOCTH BEHO3HOI0 10CTYyIA

[Tpunaraemast mporu3BOAUTENIEM UHCTPYKIUS M JOKYMEHTAIMs K YCTPOWCTBY BEHO3HOTO
JIOCTYyTa IO3BOJISIET MPEJOCTaBUTh KIIOUEBYI0 HH(pOpMaMi0 00 YCTPOWCTBE, BO3MOMHBIX
CKOpOCTHX 148 OI‘paHI/I‘-IeHI/II/I JaBJICHUS HpI/I BBCICHUU, 061>eMe 3aII0JIHCHU S yCTpOﬁCTBa BceMy
MEPCOHANTY, 3aHMMAIONIEMYCSl €KETHEBHBIM YyXOJOM 3a MAIllMEHTOM WJIM MPOBOJASIIAM
JIuarHocTuueckue npoueaypsl [493]. JlanHas qokyMeHTAIUs JOJKHA OBITh OBICTPO M TTOCTOSIHHA

JIOCTYITHA TIEPCOHAITY, pa0OTaIOIIEMY C TAIIMEHTOM.

A3.5.2 PexoMeHanuu no BbIOOpPY yCTPOMCTBA
Brei6op ycTpoiicTBa BEHO3HOTO JOCTyINa JOHKEH OCHOBBIBATHCS Ha MOTPEOHOCTAX
MAlMEeHTA U YYUTHIBATH:
— /JluarHo3, TuIaH BEACHHUS U OXUIAEMYIO MPOJOKUTEIBHOCTh BHYTPUBEHHOIO
JICYCHHUS;

— Bo3spact nanuenra;

— Bo3MoxHbIE NpPENNnOYTeHUs] MAlMEHTa B OTHOIICHUM THUIA WM PACIOJIOKEHUS
YCTPOMCTBA,

—  CocrosHre BEH NaIyeHTa;

— JlocTymHble pecypchl MJii YCTAaHOBKM M MOAJEpKaHUS PpabOTOCHOCOOHOCTH
YCTPOMCTBA.

He cymectByer A0CTaTOYHBIX AOKAa3aTEIbCTB OJHO3HAYHOIO MPEUMYILECTBA OIHOTO
YCTPOMCTBA Mepel OPYruM JUIsl KaKJIOM KAaTeropu NHanueHTOB. JKenaTelbHO HMCHOJB30BaTh
KaTeTep C HAMMEHBIIIMM YHUCIIOM MPOCBETOB [494].

[Tpu HaMUUMU NMPOTUBOINOKA3aHUM K BBEACHUIO KaTeTepa uepe3 BEeHbl OacceiiHa BepxHen
MOJIOH BEHBI UCTIOIB3YIOTCS O€PEHHO-BBOIMMBIC IIEHTPAILHBIC KATETEPHI.

JIJisl TIOCTOSTHHOTO HWCIIOJB30BaHMS (€KEIHEBHO WM XOTsA OBl OJMH Pa3 B HENEIIO)
peKoMeHyeTcs TpUMEHSATh BHemHue katetepol, Takue kak PICC, CICC wu FICC, nns
NEepPUOJUYECKOrO0  HUCIONIb30BaHUs (peke OJHOTO pa3a B  HENENI0) — MOJHOCTBIO

MMILJIAHTUPOBaHHbIE cucTeMbl (opT) [493].
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A3.5.3 PekoMeHIa1luM 10 YCTAHOBKE YCTPOHCTBA

VYCTpONCTBO LEHTPAIBLHOTO BEHO3HOI'O JOCTYIA BBOAWUTCA IO CPOYHBIM M IUIAHOBBIM
NOKA3aHUAM B YCJIOBHUSIX aCeNTUYECKOro omeparuonHoro 3ama [283]. IlogpoOHoe ommcanue
MMEETCS B KIIMHUYECKUX pekoMeHaausax OAP [495].

Br160op BeHBI 3aBUCUT OT COCTOSIHUSI BEHO3HOU cucTeMbl nanuenrta. [IpeanoururenasHee
UCII0JIb30BaTh YCTPOWCTBA, NO3BOJIAIOIINE BBOAUTH BBICOKME IOTOKU M KOHTPACTHOE BELIECTBO
[496,497]. CaenyeT CTpeMUTHCS, YTOOBI COOTHOILIEHUE TMAMeTpa KaTeTepa K AUaMeTpy BEHbI He
npesbImano 1/3.

Hcnonb30BaHWEe MHOTONPOCBETHBIX KAaTE€TEPOB, XOTh U IOKAa3aHO HEKOTOPBIM
cnenr(UYecKuM KaTeropusiM MalMeHTOB, HO NPH 3TOM CBSA3aHO C TOBBIIICHHBIM PHCKOM
uHpuuposanus [498,499].

Bri6upaThs Matepuan karerepa He0O0X0IMMO, OCHOBBIBAsICh Ha BHICOKMX XapaKTEPUCTHKAX
MOTOKA U CONPOTUBIICHUS aBJICHUIO, a TAK)KE JOJITOBEYHOCTH YCTPOMCTB.

BBeneHune katerepa yTeM XUPYPrU4eCKOTo pa3pe3a BEHbI HE YKEJNATENbHO Y MAlUEHTOB,
CTpaJaIoNINX OHKOTEMaTOJOTHIECKIUMU 3a00aeBanmsamu [500].

Jlns kaTeTepoB M3 MOJUypeTaHa MCIOJIb3YETCS IMaHAKPUIIATHBIA TKaHeBOM kieit [S501],

JUUISl CUJTMKOHOBBIX KaT€TEPOB OH B MPAKTUKE HE Ucnob3yeTcs [S502].

A3.5.4 Yxo1 3a BeHO3HBIM JOCTYIIOM H €ro yAaJIeHue
VX011 32 BEHO3HBIM JOCTYIIOM OCYIIECTBIISICTCS C COOJIIOZCHUEM IPAaBHJI ACENTHKH W
AQHTHCENITHKH, TI0Ka3aHa IMEePHOINYECcKasi CMEHa MOBS3KH, IIPOMBIBAaHHE BEHO3HOTO JIOCTYIIA, €ro

«3aKpbITUE» B CIIy4ae MPEPBIBUCTOTO XapakTepa JICUEHUs, YAAJIEHUE B COOTBETCTBUE C

nokazanusmu [284,503,504].
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Ilpuaoxenue A3.6. PexoMeHaanyy N0 OIEHKE HYTPUTHBHOIO CTATYCA M €ro

KOPpPEKIUHU

A3.6.1 HyTpuTHUBHBIH CKPUHMHI U MOHUTOPHUHT

BceM marmueHTtam mpu NOCTYIUIEHMM B CTalMoHap W janee oT 1 g0 4 pa3 B Mecsi]
PEKOMEHAYETCSl MPOBOJUTh HYTPUTUBHBIH CKPUHMHI (CKPUHUHIOBYIO OLIEHKY HYTPUTHUBHOIO
cTaTyca) C LENbI0 BBISBICHUS OEIKOBO-IHEPreTUYECKOH HEJOCTAaTOYHOCTU JIMOO pHUCKa ee
pazsurtus [321,505,506].

BrisiBeHre HYTPUTHUBHBIX HapyLIEHU Ha paHHUX dTamax HUX pPa3BUTHs, OCOOEHHO [0
Hayaja IPOTUBOOIIYXOJIEBOM TEpalmuM IO3BOJSET CBOEBPEMEHHO HAdaTh HYTPUTHUBHYIO
Koppekiuoo. Kpurepun OeinKoBO-3HEPreTHYeCKOH HEJOCTATOYHOCTH, OXKHUPEHUS M (HaKTOPHI
HYTPUTHUBHOTO prcka — cM. pazaen A3.6.3. [lepBUYHBIN CKPUHUHT TPOBOIUTCS JTHOO C ITOMOIIBIO
OLICHKM aHTPOMOMETPUYECKHX IOKa3aTeleld M BBISBICHHS PHUCKa, JTUOO C HCIOJIB30BAHUEM
CTaHJAPTHBIX IIKAJI/MHCTPYMEHTOB Ui MpPOBEACHUS HYTPUTHBHOTO CKpuHuHra [507].
HyTpuTUBHBIN CKPUHUHT 3aKJII0YAETCs B IEPBUYHOM U 3aTEM PETYJIIPHON OLICHKE HYyTPUTUBHOIO
cTaTyca M pucKa pa3BUTHUS OETIKOBO-IHEPreTHUECKON HEJOCTATOYHOCTH, B TOM UUCIIE CKPBITOH, Y
Ka)XIO0ro MalyeHTa, ¢ MOMEHTa IOCTYIUIeHUs B cranuoHap. YacrtoTa JOHKHA OMpenensThes
KOHKPETHOU KIIMHUYECKON CUTYyaluel 1 0COOEHHOCTAMH NpoBoanMoro jeueHus [508,509].

Jlnist mpoBeieHUs] HyTPUTUBHOTO CKPUHMHTA 11€JIeCO00Pa3HO MCIIOJIb30BaTh CIIECLUAIBHBIC
BaJIMIUPOBAHHBIE OINPOCHUKH/ HHCTPYMEHTBI, OCOOCHHO aKTyaJbHBIM HX HCIIOJIb30BaHUE
ABJIIETCS. HA JTale MEPBUYHOIO IMOCTYIJICHUS B CTAlMOHAp W/MIM Ha (OYEpeaHOM) H3Tare
MOCTYIJICHUS B KIIMHUYecKkoe oTaenenue [322,510].

B cBoeM 0ONBIIMHCTBE CKPUHUHTOBBIE WHCTPYMEHTHI OPHEHTUPOBAHBI Ha 00BbEINHEHHE
JaHHBIX 00 OCHOBHOM JIMarHo3e, KIMHUYECKOM CTaTyce, aHTPONMOMETPHUYECKHX IOKa3aTessx,
JUHAMHKE Macchl Tejla, COCTOSHUU MUTAaHUS M WHTErpaly 3TUX JaHHBIX B OOmIMi Oamn c
HOCIEAYIOLUM Pa3/IeICHUEM NAllMEHTOB Ha 2 WM 3 KOTOPTHI: HE HYXAAIOTCSI B HyTPUTHUBHOU
KOppeKIHH (TOJIEPIKKe); TPEOYIOT MOBTOPHOTO CKPUHUHTA B IMHAMHKE («TPEBOXKHAS) TPYIIA);
HY)KJAIOTCS B HYTPUTHUBHOM Koppekiuu (moanaepikke). Knunudeckoe mnoapasnenenue (uwiu
yUpEeKJIEHUE) BIpPaBe HCIOIb30BaTh TOT MHCTPYMEHT, WJIM KOMOWHAIMIO HMHCTPYMEHTOB,
KOTOPYIO IOCUMTAeT Hanbosiee MpUeMIIeMOl JUIsl TPOBEJCHUSI HYTPUTUBHOTO CKPUHUHTA CPEaH
CBOUMX ManueHToB. Heo0X0auMO MOMHHUTB, YTO CYIIECTBYIOUINE CKPHHUHIOBbIE HHCTPYMEHTHI HE
MpeaHa3HaueHbl NI OTBETa Ha BOMPOC 00 00beMe M Crmocode HEOOXOIUMON HYTPUTHBHOU

MOJJIEPKKHU, HE HEeCyT B ce0e MPOrHOCTHYEeCKOW MHGOpMalnuu i KOHKPETHOrO MalueHTa,
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MOCKOJIbKY MX MPUMEHEHHE HAIEICHO HCKIIOUUTEIbHO HA MEAULMHCKYI0 COpTUPOBKY. K Tomy
kKe, YHUBEPCATbHOTO MHCTPYMEHTA JIJISl CKPUHHHTA B TIEIUATPUH HE CYIIECTBYET

Jliis mepBU4YHO# (0OIIEel) OIIEHKU HYTPUTHBHOTO CTAaTyca W BBISBICHUS HYTPUTHBHOTO
pUcCKa HEOOXOJUMO YYUTHIBATH aHTPONOMETPHUUECKHE IMOKa3aTeld, U3MEHEHHE Macchl Teja 3a
onpeneneHHbI nepuos (3, 6 wiu 12 MecsIeB), TaHHBIC O MUTAaHUH (PEXKUM, TPUBBIYHBIA COCTAB
MUTaHUS, OCOOCHHOCTH IMpHeMa NHIIW, BO3MOXHBIC HApPYIICHUS NpHUeMa MHIIU, HaJIudue
HENIEPEHOCHUMOCTH/ANIEPTU Ha KOMIIOHEHTHI THINK), 00 3HIOKPUHHOM CTaTyce (JaHHBIE O
BBISIBJICHHBIX ~ OHJOKPUHHBIX  HapylIeHUAX y peOeHka), JaHHble O  BBIABICHHBIX
racTpOMHTECTHUHAIBHBIX HapymeHusx [508,510].

B kauecTBe 0053aTeIbHOTO MUHUMYMa OCHOBHBIX aHTPOIIOMETPUIECKIX MTapaMeTPOB IS
NEPBUYHON © PEryaspHOW OIEHKHM HYTPUTHUBHOTO CcTaTryca HEOOXOJUMO HCIIOJIb30BaTh
CJIeYIONINE: Macca Tella, pocT (IJIMHa Teja), MHIAeKC Macchl Tena [322,505].

B xadecTBe 1ONMOJHUTENBHBIX aHTPOIIOMETPUYECKUX NTAPaMETPOB B CiIydae MOTPeOHOCTH
B JICTAJHbHOM aHTPOIMIOMETPUYECKOM HCCICIOBAHUU U1l TEPBUYHON M PETYISIPHON OIEHKU
HYTPUTHUBHOTO CTaTyCa MCIIOIB3YIOTCS CISAYIONINE: U3MEPEHUE OKPY>KHOCTEH, JITUH, TOJIITMHBI
CKJIQJIOK, KUCTEeBasi nuHamoMetpus [322,505].

Jlis cooTHeceHHUs! TOJMYyYEHHBIX MAHHBIX AHTPOMOMETpPUHU (pOCT, Macca Tella, HHJIEKC
MAacChl Tella, OKPY>KHOCTH TJIeua) C HOPMATHBHBIMU 3HAYCHUSIMH 110 TIEANATPUICCKON TOMYIISIIAN
UCTIONB3YIOTCS  pedepeHCHble 3HaueHWs (IIKaubl), JMOO JIOKAJbHBIX (OTEYECTBEHHBIX )
pedepencoB, MO0 MHPOBBIX OOIIEHCIIONB3YEMBIX HOMOTPAaMM: IIGHTUJIbHBIE 3HA4YeHUsS /
NEPLEHTWIH, JTUO0 BEIMYMHA OTKJIOHEHUS MOJYYEHHOTO 3HAYEHUs! OT CPEIHEro IO MOIMYJIALUN
(SDS wnnu z-score) [505,510].

YacTo ucnonb3yeMbIMH «110 ymMoruanuio» B PO spisitorest pedepercs BO3 (WHO growth
charts), mist yno6cTtBa paboOThl ¢ KOTOPBIMH CYIIECTBYIOT CBOOOJHO OCTYITHBIE MPOTPaMMBbI
(WHO anthro m WHO anthro plus), koTopbie OBICTPO TO3BOJISIFOT BBICUMTATh KIIOUEBHIC
AHTPOIIOMETPHUYECKUE TTapaMeTPhl B COOTHECEHHUHU UX ¢ pedepeHcHbMU naHHbIME BO3. OgHako
BO3MOKHO MCTIOJIB30BAHUE U JPYTUX pePEepEHTHBIX NaHHBIX JJII COOTHECCHUS JaHHBIX MAIlMeHTa
C HOpMaTHBaMHU — B TAaKOM CcJlydyae HEOOXOIMMO YKa3blBaTh, KaKH€ KOHKPETHO pedepeHCH
MPUMEHSUTUCH.

[TarueHTam C BHISIBJICHHBIMU HYTPUTUBHBIMHU HapYIICHUSIMU MPU IEPBUYHOM CKPUHUHTE
MoKa3zaHo Oojee JeTanbHOe OOCIeOBaHWE HYTPUTHBHOTO CTaTyca: aHAlW3 MHTAHUSA, OIECHKA
TKaHEBOI'0 COCTaBa TeJa, OLeHKa JIJA0opaTOPHBIX MTOKa3aTeNe, a TaKkKe AeTadbHbIH (PU3NKATbHBIN
OCMOTp M OIIPOC Ha MpeIMET BBIABICHUS HYTPUTHUBHO-METAOONIMYECKUX HApyIIEHUH U UX

npeaukTopos [508,511].
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B Buay BBICOKO pacnpOCTpaHEHHOCTH B AETCKOW MOMYJISUUM C OHKOJOTMYECKUMU
3a00JIeBaHUAMU HApYIICHUH COCTaBa Tejla, TKAHEBOTO aucOajaHca B BHUJIE CKPBITOW OEIKOBO-
HHEPreTUUECKON HEIOCTATOYHOCTH (CApKOIEHHUH), CKPBITOTO 0>KMPEHUS (HAKOIIJIEHUS KUPOBOM
Macchl), B BUY PaCIpPOCTPAHEHHOCTH OTEKOB (B TOM YHCIIE€ U CKPBITHIX), & TAaKXKe HapyILICHUN
pacopeneneHns KOMIIApTMEHTOB JKUAKOCTH I[IOKa3aHa OIIeHKa COCTaBa Tejla pa3iM4yHbIMU
UMCIOIIMMUCS METOJaMHu: OHOMMIICIAaHCHBIM aHaiu3, ABYXdHEpreThdeckas pEeHTTeHOBCKas
abcopoumomerpust, MPT, KT u nip. — 11 yrounsitomiend u yriayOieHHON OIIEHKH COCTaBa Tela B
rpynnax pucka. OTH TPYIIbl  CJIENyIOIIMe: XpOHUYecKas OelKOBO-dHepreThuyecKas
HEJ0CTAaTOYHOCTh, JUIUTENIbHAs, Oosiee 2 MecsIeB, HEOOXOJUMOCTh B TAPEHTEPaTbHOM MUTAHUH,
BKJIIOUEHHUE B TEPAIIMIO TOPMOHAIBHBIX Npenaparos, onyxoau LIHC, xponnueckue pacctpoiicTBa
npuemMa nuiny (MuieBoro noseaeHus ), perunuentsl ['CK mpu BbISBIEHHBIX aHTPOIIOMETPUUECKU
HYTPUTHUBHBIX HapymeHusx [322,510].

Bcem manuenTam, MmosiydaroliuM HYTPUTHBHYIO TOAJEPXKKY, MPOBOJIAT HYTPUTHUBHBIN
MOHHUTOPHHT, B KOTOPBIN BKJIIOYAIOT OIPOC, aHTPOIIOMETPHIO, aHAJIN3 TKAaHEBOI'O COCTaBa TEJa,
nabopaTtopHble  MOKa3aTenud (aHAmU3 KPOBU  OMOXMMHYECKHMU  OOIIeTepaneBTUYCCKHIMA,

KOIIPOJIOTHYECKOoe uccienoBanue) [322,511].

A3.6.2 HyTpuTuBHasI IOAJEPIKKA

Bcem manuierTam ¢ G€IKOBO-IHEPTETUYECKON HEJOCTATOYHOCTHIO MJIM BBICOKHM PHCKOM
ee pa3BUTH (HE3aBUCHMO OT HYTPUTHUBHOTO CTaTyca) 1eeco00pa3Ho MPOBEIeHUE HYTPUTUBHON
noanepxku (HIT) [322].

Hanmuue GenkoBO-3HEPreTHUECKON HEJOCTATOYHOCTH HIIM BBICOKOTO PHCKA €€ Pa3BUTHS
y pereit ¢ 3HO B mpoiiecce MPOTUBOOITYXOJIEBOTO JICYCHHUS O0YCIaBIMBACT CBSI3aHHBIE C 3TUM
PUCKH yBEJIMYEHHS] WMHBATUAM3ALMH, YBEJIUYEHUS IUTEIBHOCTH U O0beMa OCHOBHOTO U
COMPOBOJUTENIBHOTO JIEYEHHS, HU3KOM YCIEIIHOCTH MPOBOAMMOIO JI€UEHHS, YBEIMYEHUS
CMEPTHOCTH M OOIIMX (PMHAHCOBBIX 3aTpaT Ha JIe4eOHO-peabMIIUTAIMOHHBIE MEPONPUATHUS - B
MPOIECCE aKTHBHOTO MPOTHUBOOITYXOJIEBOrO JICUeHUs W Tocie ero okoHuanus. Ckpeitas BOH
(Hanmpumep, M30BITOK >KHPOBOM Macchl Ha (JOHE UIMTEIBHOTO TpHUeMa TIOKOKOPTHKOHUIOB)
COIIPOBOXKAAETCA TAKUMU K€ puckaMu. [103TOMy, yuuThIBasi BHICOKYIO BEPOSATHOCTh YCYTI'yOJIeHUS
HYTPUTHBHBIX TpoOJieM Ha ¢OHE JIeUeHUs, MAlMeHTaM MOKA3aHO Ha3HA4YEeHHWE HYTPUTHBHOU
MOJIIEPXKKH B JIOTIOJTHEHHE K CYIIECTBYIOIIEMY PAalMOHY WIIH 3aMEHSISI €T0.

VY nanueHToB ¢ 0KUpEeHHEM (M30BITKOM KHUPOBOM MAacChl) BO3MOXHO Pa3BUTHE CKPBITOM
OCIIKOBO-IHEPIeTHYECKOM HEJIOCTATOYHOCTH, OMPEIASIIEMON JAePUIIMTOM OE3KUPOBOM MacChl

T€JIa U KPUTHYCCKUM YMCHBIICHHUECM €€ CKCJICTHO-MBINICYHOI'O KOMIIAPTMCHTA, B CBA3H C YEM

238



1enecoo0pa3Ho MpoBeeHNe KOPPEKIMK JAaHHOTO BHa feUliUTa, HaJTH4ue OXKUPEHHUsS CaMmo 10
cebe He ABIIAETCS MPOTUBOMOKA3aHUEM JJIsl IPOBEJCHHS HYTPUTUBHOM MOAIEPKKH YHTEPATHHBIM
WIM NapeHTepaibHbIM myTeM [510,512,513].

[Ipu BBIOOpE popMBI, MeTONA, BUA U 00BEMa HYTPUTUBHOU MOACPKKH HEOOXOIUMO
PYKOBOJCTBOBATbCS, B TEPBYIO OYEpedb, MPUHIUIOM HWHAWBUIYAJIbHOTO  IallUEHT-
OPUEHTHPOBAHHOTO TOAX0/]1a — COOOPA3HO KIMHUYECKOH CUTyalluu U jJoruke [322].

Pacuer oObemMa HYTPUTHUBHOW TONJCPKKH OCYIIECTBIISIOT IOCPEACTBOM pacyera
HYTPUTUBHOM MOTPEOHOCTH, WM TOTATLHOTO pacxoaa suepruu (TPD) [3221,323].

Pacuer ToransHoTO pacxona suepruu (TPD) mpoBoautcs o popmyne: TPD =300 x KK,
rie D00 — sHeprus ocHoBHOTo oOmeHa, KK — kxoHBepCHOHHBIN KO3(QQHUIHUEHT. 30J0THIM
cra"zapToM Juig onpenenenus D00 sBisercs HenpsaMmas kanopumerpusd. [Ipy HeBo3MoOXkHOCTH
nmpoBeAeHUS HempsiMoil kKanopumeTpur, 900 BO3MOXXHO BBIUUCIATH 10 (Gopmyiie (Hampumep,
Schofield) [514]. Bo u30exanue THUMNEpaJMMEHTAlMM HAa Ha4YalIbHBIX JTamax HYTPUTHBHOMN
HOJICP)KKH JETAM C XPOHHUYECKOW OEIKOBO-DHEPreTHYECKOW HEIOCTAaTOYHOCTBIO W/WIM C
IpernoaaraeMbIM Je(QHUIIUTOM MOCTYIJICHUS HyTPUEHTOB 3 1 OoJiee MecALEB MOAPS B aHAMHE3e
mis Beruucinenuss  TPD  wucmonwsyercss KK=0,85-1,4. Tounblit 00beM HYTPUTHBHOTO
BMeEIIATEIbCTBA ONPEAEIAETCS B 3aBUCUMOCTH OT KOHKPETHOM KIIMHUYECKOW CUTYallUH.

[Ipu BBIOOpPE TYTH HYTPUTHUBHON MOJJIEPKKH TMOKA3aHO B KA4e€CTBE MPUOPUTETHOTO
UCTIOJNIb30BaHue dHTepabHOro nutanus (JI1) [515,516].

OIl sBnsercss Haubosiee (HU3MOJIOTHUHBIM, OOECTeYrBasi BHYTPUIIPOCBETHYIO TPODHUKY
cimuzuctoi o6onouku XKXKT, npensTcTByeT MUKpOOHOM TpaHCIOKAITUU W3 MPOCBETA KUIIEYHUKA B
KPOBb, SIBJIIETCS] SKOHOMUYECKH 00Jiee BBIMOJHBIM, YeM MapeHTepaIbHOE TUTaHUE

B ciydae, ecnu manueHT He MOXeT/ HE X04eT/ He TOTOB MPUHUMATh Ha3HAUYEHHBII 00beM
CMeCH B HEOOXOIMMOM PEXHUME CAMOCTOATEILHO HEOOXOAMMO HUCIIOJIb30BaHUE JIJISl SHTEPaIHLHOTO
MUTAaHUS Ha30TacTPAIBHOTO (-€IOHAJIBHOTO) 30H/1a MJIH TacTpoCcTOMHBI [322,516].

OTcyTcTBHE ammeTuTa, HEKENaHWe MPUHUMATh mumry U cmecu ans OlIl, HapymieHue
[JIOTATENIbHOM  (DYHKUIUHM, HEBO3MOXKHOCTh MEPOPATBHOTO BOCIOJHEHHS TMOTPEOHOCTH B
HYTPUEHTAaX Y SHEPTUU — MOKazaHus 1)1l mpoBeaeHus D11 uepes HazoracTpanbHbiii 30H1. Hannuue
MaTOJIOTUYECKUX COCTOSIHUM, MPU KOTOPHIX MAIIMEHT HE A0JKEH IPUHUMATh HUIIY €CTECTBEHHBIM
nyTeM (OCTpBI MaHKPEATUT, CTEHO3 BBIXOAHOTO OTAENa JKEIyAKa, BHICOKHE MPOKCUMAaJbHbIE

CBUIIIM) — B 3TUX CIIy4yasx Moka3aHa peanuzanus DI uepes Ha30€t0HAIbHBINA 30H.

[Ipu Texymel WM MOTCHIMAIBHOW HEOOXOIWMOCTH TMPOBEIACHHUS 30HIOBOTO MHUTAHUS

MIPOJIOJDKUTEIIHOCTRIO OoJiee 6 Helelb, MMOKa3aHO HAJIOKEHUE TacTPpOCTOMEI [322].
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B cnydae, korna BbIsBIsSETCS HEOOXOAUMOCTh JJIUTEIBHOTO MPOBEIECHUS SHTEPATIHLHOTO
NUTAaHUS W TPOTHO3UPYETCS PHUCK Pa3BUTHUS HYTPUTHBHOW HEIOCTATOYHOCTH (B T.4. TpHU
MPOBEJICHUN XUMHUOIYYEBOTO JICYCHHUSI), BO3SMOXKHO IMPEBEHTUBHOE HAIOXKEHHE TacTPOCTOMBI,
MUHYS 3Tal 30HI0BOT0 MUTAHUS

[locTraHoBKa racTpocTOMBI IlenecooOpa3Ha B cllyyae HEBO3MOXKHOCTH aJIeKBAaTHOM
ATMMEHTAIUHU IpyruMu MeTonamu D11, mpu OTCYTCTBUU MPOTUBOIIOKA3aHUN s poBeaeHus D1
U caMmoii ractpocromuu [517].

B cnywasx Hamuuus y peOeHKa TSDKEIOW XPOHHUYECKOH OeTKOBO-IHEPTreTHYECKON
HEJ0CTAaTOYHOCTH, C BBICOKUM PHCKOM €€ yCYryOseHHs B JajbHeiIIeM, 0COOEHHO eClid eMy ellle
MPEJICTOUT MPOJOIKCHHE TPOTUBOOITYXOJIEBOTO JICUECHUSI BO3MOKHA TTOCTAHOBKA TaCTPOCTOMBI,
MUHYS 3Tal 30HA0BOr0 MUTAHUS U Aaxke cununra [509].

[TanimeHTam ¢ racCTPOUHTECTUHAIBHON TUC(YHKITUEH, UITH ITUTENBHO (Oosee 3 Heenb) He
MOJyYaBUIMX PETYJISIPHOrO MHUTAHUS DSHTEPAILHO HAYMHATH DSHTEPAIBbHYI0 HYTPUTUBHYIO
MOJIEPKKY HEOOXOAMMO C U30KAaJOPUYECKOW CMECH, WU, €CIM HEeOOXOAWMO, C IMOCIETYIOIUM
NIEPEXO0/I0M Ha FMIEPKATIOPUIECKYIO (1101 KOHTpOsieM nepeHocumoctn) [509,518].

Cmecu Mo CBOEH PHEPreTHYECKOM TUIOTHOCTH ACNATCS Ha u3oKamopuueckue (1 kkam/mi
mu1s mereit crapie roaa u 0,67-0,69 kkan/mit ajis AeTei 10 roja) U Tnepkajtopudeckue (oosee
lxkan/mun anst neteit crapiie roja, U 1kkam/mi s gereid 1o roga). HaunHaTe HyTpUTHUBHYIO
MOJJIEPKKY, OCOOCHHO JETSAM C HUMEIOIUMHUCS B aHaMHE3¢ WJIM B HACTOSIIEe BpeMs
TFaCTPOMHTECTUHAIBHBIMU HApPYIIEHUSIMU W/WIM HHUKOTJAa JO JTOr0 HE MOJIYy4aBIIUMU
SHTEPAJIHLHOTO MUTAHUS, 11€JIECO00PA3HO C U30KATOPUYECKUX (POpMyI

[Tpn Hanmuuuu sBICHUNA MaTbaOCOPOIMH/ TSHKENBIX TACTPOMHTECTUHAIBHBIX HAPYIICHHMA
(HO OTCYTCTBMU MPOTHUBONOKAa3aHUU 1isi ipoBeneHust DII), Tsokenoit mumeBol aymuieprun (Wid
aJUIepruM K OeJIKaM KOPOBBETO MOJIOKA) IMOKa3aHO HA3HAYEHUE IMOTYIIEMEHTHOMN/OJIMTOMEPHOM
(vn, IO OKa3aHUSIM, SJIEMEHTHOM) cMmecH [322,518].

CMecu 1Mo CBOEMY XHMHUYECKOMY COCTaBY JESATCS Ha MOJMMEpHbBIE (B CBOEH OCHOBE
colepKaT LEJbHBIH O€NOoK) M OJMroMepHble (comepkaT THUApONM3aT Oellka) WIH
MOJTy3JIEMEHTHBIE. DJIEMEHTHBIE CMECH HE CcojiepkKaT OeJIOK KaK TaKOBOM: OENKOBBIN KOMIIOHEHT
B HHUX IIpeAcTaBieH aMHUHOKHcIOTaMu. OOBIYHO 3JEMEHTHbIE CMECH Ha3HayaloTcs Mpu
YCTaHOBJICHHOW aJIEpPTruu K OeITkaM KOPOBBETO MOJIOKA

Bcem mammenTaM, KOTOPHIM HEBO3MOXKHO OOECIEYHTHh PACYCTHYIO HYTPUTHBHYIO
NOTpeOHOCTh JHTEPATBHBIM TyTeM W/WIM B ciaydasx, korma OIl He MoxeT oOecrneyuThb
NMOTpeOHOCTH PHEPTUU OCHOBHOTO 0OMEHa, HEOOXOAMMO Ha3HAYCHHE MMAPESHTEPATHHOTO MTUTAHMSL.

B uymcie »TuX manueHToB 0c000€ BHUMAaHHUE JTOJDKHO YACISATHCS JETSIM C UMEIOMIEHCs OSIKOBO-
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SHEPreTHYECKOM HEIOCTAaTOYHOCTHIO, OCOOCHHO YMEPEHHOW W TSKEIOW CTermeHu. B Takumx
CIy4asiX TapeHTepaJibHOE NHUTaHWe, MPU OTCYTCTBUM MPOTUBOMOKA3aHUW W HAIHYUS
BO3MOKHOCTH, HE CTOUT OTKJIabIBaTh [322,323].

KitoueBbiM mokazanuem sl HazHaueHus mnapeHtepanbHoro nutanus (I1I1) sBasercs
HEBO3MOKHOCTh O0ECIIEUNUTh PAaCUeTHYI0 HYTPUTHUBHYIO MOTPEOHOCTh (KaK MUHUMYM, Ha YPOBHE
HHEPromnoTPeOHOCTH OCHOBHOTO OOMEHA) MAIMeHTa JHTEPATbHBIM IyTeM — TEeKyllas WId
MOTEHIIMATHLHO BO3MOXKHAS B KPATKOCPOYHON TIEPCIIEKTHUBE.

Havano mapenTepanbHOro MUTAaHUS MPOU3BOAAT MOCTENEHHO, CTYIEHYATO YBEIMYMBAs
00beM (M CKOPOCTh) CYTOYHOW WH(Y3UH, HAYWHAS OT TPETH/ MOJOBUHBI PACUETHOTO IIEJIEBOTO
o0Bema H, 1ol MOHUTOPUHTOM TTOKa3aTelieid OMOXUMHUH KPOBH (TIPEXK/Ie BCETO, TITI0K03a, IPSIMON
ounupyoun, moueBuHa) U KIIC, 3a HECKOIBKO CYTOK (CKOPOCTh JOCTHKEHHUS IIEJIEBOT0 00beMa
onpezensercs WHAMBUAYAIbHO MO KIMHUYECKOW CHUTYyalluu) JIOBECTH O0BEM 0 LEIeBOro.
OTMmeHy MmapeHTepaibHOrO MUTAHUS MPOU3BOJAAT TAaKXKe MOCTENEHHO, CTYNEHYaTo, B 0OpaTHOM
nopsiake [322,518].

Kpaiine HexxenaTelbHO Ha3HAYCHHE MAPEHTEPATHLHOTO MUTAHUS Cpa3y B MOJHOM 00BbEME,
paBHO KakK pa3oBas («CO CIEAYIOUIMX CYTOK») OTMEHa IOJIHOTO MapeHTEepaIbHOTO MUTaHUS.
Oco0OeHHO omacHBIM SIBISIETCSI Ha3HAUYEHUE IOJHOTO MapeHTEpPalIbHOIO NMUTaHHUsI OOJILHBIM C
JUTUTETTHHBIM OTCYTCTBHUEM IIMMEHTAIIMU — B BUY BO3MOXHOTO Pa3BUTHs peUIUHT-CHHIPOMA.
O6bem IIIT mOMKHO MOCTENEHHO (CTYMEHYATO) YBEIMYMBATH MO MapaJUIeIbHBIM KOHTPOJIEM
KIIC, »7eKTposuTOB, TIIOKO3bI, MOYEBHHBI, TMPsAMOro OwinupyOmHa B KpoBu. llpm

HeoOxoaumMocTH, 00beM U coctas [T JomKHBI KOPPEKTUPOBATHCA.
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A3.6.3 CnpaBo4yHO-uH(OPMANMOHHBbIE TA0JMIBI M0 OlleHKEe HYTPUTHBHOI'0 CTaTyCca

1 €ro KOppeKIuH

WuTepnperanust HyTPUTUBHOTO CTaTyca Ha OCHOBAHHMH Z-SCOTe COTJIACHO pehepeHCHBIM

naaaeiM BO3 [505].

Crenens/®opma Z-cxop, SDS [oxa3zaTenu *
(BapMaHTHI HHTEPIPETALIHH )
HenocraTouHocTh MUTAHUS TAKEION cTeneH! / -3,00 u HIKE
benkoBo-3HepreTuyeckas HEIOCTATOYHOCTD TSKEIOU
CTETIeHH
HenocrarouHocTs nUTaHUS YMEPEHHOMN CTETICHH / Ot -2,00 no -
benkoBo-aHEpreTHyecKas HEOCTATOYHOCTh YMEPEHHOU | 2,99
CTENeHU
HenocraTounocTh MUTAHUS JIETKOU CTEIIEHU / Ot -1,00 g0 - Macca Tena Ha
benkoBo-3HepreTuyeckas HEIOCTATOYHOCTD JIETKOU 1,99 BO3pact,
CTETeHH VMT na
Oytpodus / Hopmorpodust/ HopmanbHelii OT1-0,99 no Bospact,
HYTPUTHUBHBIN CTaTyC +0,99 OKPYKHOCTE
M3066ITOYHOE TUTAaHUE Ot +1,00 go Eg:;:;a
+1,99
Oxupenue 1 crenenu Ot +2,00 no
+2,49
OxupeHue 2 cTeneHu Ot +2,50 no
+2,99
Oxupenue 3 creneHu Ot +3,00 no
+3,99
Osxupenue MopOuHOE +4,00 u BbllIE

ITpuMevaHusi: HYTPUTHBHBIN CTaTyC B OHKONEIUATPUM OLIEHUBAETCA IO COBOKYIHBIM
JAHHBIM (KJIMHUYECKHUE, JJabOpaTOpHble, MHCTPYMEHTANIbHBIE), C YYETOM HYTPUTUBHOI'O PHUCKA,
AQHTPOIIOMETPHUYECKUE TTOKA3aTEIH MO3BOJISIIOT KPUTEPUATIBHO OPUEHTUPOBATHCS B ONPEICICHUN
HYTPUTUBHOTO CTaTyca U HE MOTYT OBbITh €JMHCTBEHHO orpenensomumu [510];

*— B ONpeAe’IeHNH HYTPUTHBHOTO CTAaTyca MUCIOJb3YyeTCs MOKa3aTeslb ¢ MUHUMAJbHBIM
SDS; SDS — standard deviation score (BenMYMHA CTaHAAPTHOTO OTKJIOHEHHWsI), OKHPECHHE —
IIPOCTOE;  TUIOTAJAMUYECKOE;  IpHU 3a00JIeBaHUSX;

HEUPO3HIOKPUHHBIX ATPOT€HHOE;

MOHOI'CHHOC; CHHAPOMAJIbHOC
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@®aKTOpbI BHICOKOTO PUCKA Pa3BUTHUS HAPYIIEHU HYTPUTUBHOTO cTaryca [497]

Kpurepun

1. Hapymienust anmeTtuTa B TeueHne OMvKaiIel HeIeIu UM 0COOCHHOCTH
anmeTnta (M30UPATENBHOCTh, TMPHUBEPEUIMBOCTh B THUTAHUHM, HECTAOWIBHBIA W
HEMOCTOSHHBIN aIlleTUT U JIp.), BHISIBJICHHbIE aHAMHECTHUECKH, CBOIICTBEHHbIE JTAHHOMY
peOeHKy ¢ paHHEeTo Bo3pacra

2. Camxkenne oObema moTpebseHus mwmmu Ha 1/3-1/2 m Oonee ot
PEKOMEHIYEMBIX BO3PACTHBIX HOPM (WM CHIDKEHHE YacTOThl/ 0ObeMa MUTaHUS B
JUHAMHKE 32 HEJIEIIO 10 JaHHBIM ONPOCca WIIM JaHHBIM MUIIEBOr0 JTHEBHUKA)

3. [Toteps 6omee 2% macchl Tena 3a Hefelnto unu oosee 5% 3a MecsIl

4. Hcxomnas ~ racTpoMHTECTHHANbHAs — JUCPYHKIMS  (XpOHHYECKHE
3abonesanus JKKT, HenmepeHOCHMOCTh KOMIIOHEHTOB MWLM W MHILEBAs aJUIEPTusi) WK
chopmupoBaBiasicss Ha (POHE TPOTUBOOITYXOJICBOTO JICUCHU S

5. 3aboneBanus oOMeHa BEUIECTB W/WIN SHJOKPUHHBIEC 3a00JI€BaHUS

6. Omyxonu  OpIOIIHOM ~ TOJIOCTH, MAajoro Tasa, JIOKaJW30BaHHbBIC
3a0pIOIIMHHO, OMTYXOJIU TOJIOBHI U IIEU

7. [Ipencrosmas TICK wu  pamHudi — 10  3-X  MecdAleB  —
MOCTTPAHCIUIAHTALIMOHHBIN IEPHOT

8. Bo3spact menee 3 ner

IIpy HanMWMUMM MHHHMYM JBYX BBIIICTICPEUUCICHHBIX KPUTEPUEB MALUEHT
OTHOCHUTCS K TPYIIE BBICOKOTO HYTPUTUBHOI'O PUCKA — BHE 3aBUCHUMOCTH OT TEKYIIETO
HYTPUTHBHOT'O CTaTyCa, €ro TeKYIIEro NUTAHNS U KIMHUYECKOM CUTYalluH

PexomeHnayemble MOTPeOHOCTH JieTell B OCHOBHBIX HYTPUEHTaX M SHEPTUHU (HA KI' MaCCh

TENa B CYTKH) MIPU pacdeTe JUETOTEPANNU U SHTEepaIbHOTrO nuTanus [518,519]

Bo3spact benku, Kupsl, r/kr B | YrieBonbl, /KT | DHEprHsi, KKaj/Kr

I/KT B CYyTKH | CYyTKH B CYTKH B CYTKH

Hosopoxaennsie | 1,5-4 3-4 18 110-120

no 1 rona 1-25 3-4 16 - 18 90 - 100

1-2 rona 12-14 75 -90

3-6 et -2 2-3 10-12 75 - 90

7-12 net 1o 12 60 - 75

13-18 ner 1o 10 30 - 60

[Tpumeuanus: IloTpeOHOCTH TPUBEICHBI Ui OPUEHTHUPOBKM pacueTa M Ha3HAYCHUS
JHTEPAJIBHOTO IIUTAHUS; OHA HE OTMEHSIOT U HE 3aMEHSIOT MALIMEHT-OPUEHTUPOBAHHBIN ITOIXO0/
B HA3HAYCHUM HYTPUTHBHOW NONJEPKKH: B KaXKIOM KOHKPETHOM Cllydae CIIEyeT YyYUTBIBATH
KJIMHUYECKYI0 KapTHHY, BO3MOXHBIC MeTaboJMYeckue U OpraHHble JUCQYHKUUH H

KOPPEKTHPOBATH MOCTYIUIEHHUE HYTPUEHTOB C YUETOM BO3MOKHOCTH M IEPEHOCUMOCTH PEOCHKOM
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OCHOBHbIE CKPUHHHIOBbIE HWHCTPYMEHTBI U BBISBICHHUS pUCKA HYTPUTHUBHBIX

HapyueHui B neauatpuu [510,520]

CKpPMHUHTOBbI HHCTPYMEHT

Jlannble, He0OX0AMMBbIE [IJIsl OLIEHKH PUCKA

Onpenenenue CTENEeHU OoCTpoH U | AHTPONIOMETPUUYECKHE IaHHbBIE
xponnyeckord bOH
[Ipocrass meamaTtpuueckas  ImKaida s | AHTPOIIOMETPUYECKUE JaHHbIE

BBISIBIICHUS JIETEH C PHUCKOM HEJOCIaHUs
(PNRS)

[Tpuem nunum

XKenynouno-kumieunas TChYHKIHS
CuMOTOMBI, KOTOpBIE MOTYT HapyumaTh
annetuT (00J1b, OJIBIIIKA, JETPECCHS)
TsxecTb OCHOBHOTO 3a00J1€BaHUs

NHCTpyMEHT  CKpUHUHIA A
Henoenanus B neauatpun (STAMP)

OLICHKH

AHTpPOIIOMETPUYECKHUE TAHHBIE
[Tpuem nunu
TsxecTb OCHOBHOTO 3a00JI€BaHUS

WHCTpYMEHT CKpUHHHTA HYTPUTUBHOTO PHCKA
y nereit B crarmmonape (STRONGKkids)

[Tpuem nunu

CyObeKkTHBHAs KIMHUYECKasl OIICHKA
TsbxkecTh OCHOBHOTO 3a00JICBaHUS
IToreps Beca

JleTckass 1IKaia HEIOCHAHHS II0 ropKHnny
(PYMS)

HNunexc Maccrl Tena
IToreps Beca
N3MeHenus B mpuemMe Nnuiu

NHCTpyMEHT HYTPUTUBHOIO CKPUHUHIA IS
netckoi onkonoruu (SCAN)

Tun oHKOJIOrHYECKOTro 3a00IeBaHuUs
WHTeHCUBHOCTD JIeYeHHs (XMMHOTEpamnus,
ayueas Tepanus, TT'CK)
XKenynouno-kumieuHas TUCHyHKINS

[Ipuem numu

IToteps Beca

CyObeKTHBHas KIMHUYECKas OIICHKA

CyObexkTuBHas Tmo0anbHAsl OLIEHKA MMHUTAHUS

(SGNA)

AHTpPOIIOMETPUYECKHUE TAHHBIE
IToteps Beca

Kenynouno-kumeynasi 1ucyHKIUs
Knunnueckuit cratyc

[Tpuem nunm
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IIpuao:xenue A3.7. IIpoduniaakTuka U JedeHHe TOIMHOTHI H PBOTLI, 00VCJI0BJIECHHBIX

NpOBEIeHUEM NPOTHBOONYXO0JIEBOM Tepannun

A3.7.1 OnpeneneHue ypoBHsSI 3MeTOreHHOCTH U BapuaHTa npopuanakruku TUP

Jlnst BeIOOpa azexkBaTHOrO peskuma npodriaktuku THP Ha mepBoM sTare HEOOXO0IUMO
OIpEeZICNIEHUE YpPOBHS AMETOreHHocTu (pucka pas3sutus THP) pexxuma mpoTHBOOIYXO0JIEBOM
Tepanuy, KOTOPBIN IIIaHUPYETCS UCII0JIB30BATh Y MALUEHTA. Y POBEHb 3METOT€HHOCTH BIIUAET HA
BBIOOp mpemnapaToB st podrmaktuku TUP, ux no3el u pmurenbHOCcTh npuMmeHeHus [320]. B
[Tpunoxenun A3.7.6. mpexacraBieHa oOmas Kiaccuukamus SMETOTEHHOCTH TNIPernapaTroB
XUMHOTepanuu corinacHo pekomenaanusm ASCO (American Society of Clinical Oncology) [521]

u COG (Children’s Oncology Group) [320].

A3.7.2 IlpopuiaakTUKa TOWHOTHI M PBOTHI HAa (POHe BbICOKOIMETOreHHOM
XHMHUOTEPANTHHA

Jliis ontuManbHOU MPOPUIAKTUKN ocmpoit TP, BO3HUKAIOMUX B JICHB/IHA BBEACHUS
penapaToB XUMHUOTEpANUH, I JETeH B BO3pacTe OT 5 JeT u/miu maccor 15 kr m Oosee
MOJAXOJIUT UCIIOJIB30BAaHUE YETHIPEXKOMIIOHEHTHOM CXEMbI, BKJItOYaromieil anraronucta SHT3-
peuentopos (rpynma AO04AA bnokatopel ceporoHnHoBbix SHT3-penentopoB no ATX-
knaccudukanumn), antaronucta NKj-pemenropoB (rpymmna A04AD Jlpyrue nmpOTHBOPBOTHBIC
npnaparel no ATX-knaccudukanuu), #aekcamerazon™**, um #Homamzanma** [320,522,523].
Pexxumbl 1 10361 ipeacTaBieHbl B [Ipunoxennn A3.7.6.

Ecnu B pexum NpoTHBOOMYXOJIEBOM TEpanuu BXOAUT KopTukoctepoun (rpynmna HO2A
Koptukocrepounsr cuctremnoro nedctBus mno ATX-kmaccupukanmuu) B J03€ PaBHOM WIH
NPEBBIIAOIIEN 103y, IOKa3aHHYK0 K HCIOJb30BAHUIO C TMPOTUBOPBOTHOW  LIEJIBIO,
JOTIOTHUTEIBHOTO (K PpeXUMy MPOTHUBOOIYXOJIEBOM Tepamui) BBEIEHUS KOPTUKOCTEPOUAA
(rpynma  HO2A Koptukocrepounsl cuctemHoro aeictsus mno ATX-kinaccupukanuu) s
npodminaktuku TUP B 3ToT neHs He Tpebyercs. Vcnonb30BaHue oJlaH3alMHA y JeTel B BO3pacTe
MeHee S5 JeT W/MIM Maccoil Teja MeHee 15 Kr He McclemoBaloch, M HE MOXET OBITh
PEKOMEHI0BaHO.

Jlnst onTuManbHON NpopUIakTHKH omcpouennoiu TP, npoBogumoii B TeueHue 3-X qHen
MOCJIE 3aBEpPIICHUsS] BBEACHUS MPENaparoB XUMHUOTEpPANUU, MOAXOAUT HCIOIb30BAHUE
KOMOWHaImu #nekcameTazoHa** u #omanzanuua™* [522,523]. Pexxumbl 1 10361 IPEICTABIICHHI B

[Tpunoxenun A3.7.6.
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B cirygae oTcyTCcTBHS BO3MOKHOCTH Ha3zHadueHHs aHTaroHucta NKi-penentopos (rpymnmna
AO04AD J[lpyrue mnpoTUBOpBOTHBIE mprapaThl 1o ATX-kiaccudukammuy) HCIONIb30BaHUE
KoMOWHaIMu, cocrosimieil u3 mroboro anraronucta SHTz-penentopoB (rpynma AO4AA
brokaropsl ceporonnnoBbix SHT3-penenropos mo ATX-knaccudukanun), #1ekcamerazoHa™™ u
#omanzanuHa** [524,525]. Pexxumbl 1 10361 ipeacTaBieHsl B [Ipunoxxennn A3.7.6.

B cnyyae oTcyTcTBUSL BO3MOXKHOCTH Ha3zHaueHUs #IekcamerasoHa**, B KadecTBe
npennoutuTenbHoro  aHtaronucra  SHTs-penentopa  (rpynma AO4AA  bnokxatopsl
ceporonnHoBbIX SHT3-penenropoB mo ATX-kiraccudukamum) UCTIOIB3YETCS TTaJOHOCETPOH™** B
koMOuHammu ¢ aHtaroHuctoM NKi-pemnentopoB (rpynna A04AD Jlpyrue mpOTHBOPBOTHBIC
nprapatel o ATX-knaccupukanuu) (Ipd BO3MOXKHOCTH HasHAueHHs) M #HoJaH3amuHOM™*

[526,527]. PesxuMmbl u 10361 IpesicTaBieHbl B [Ipunoxenun A3.7.6.

A3.7.3 IIpopuiakTuKa TOIIHOTHI M PBOTHI Ha (pOHEe YMEPEHHO 3MeTOreHHOM
XHMHUOTEPANTHHA

Jliis ontuManbHOU MPOPUIAKTUKN ocmpoit TP, BO3HUKAIOMUX B JICHB/IHA BBEACHUS
IpernapaToB XUMHOTEPANWU, HCIOIb30BAHUE JABYXKOMIIOHEHTHOH CXEMbl, BKJIIOYAIOIIEH
antaronncta SHT3-penienrropoB (rpymnma A04AA brokaTtopsl ceporonnHoBbiX SHT3-pernentopos
no ATX-xnmaccupukanmm) u #aexkcamerazoH** [320]. PexxuMbl W 1103bI TPEICTABICHHI B
[Ipunoxenun A3.7.6.

Ecam B pexuM mpOTHBOOMYXOJICBOM Tepamuu BXOIUT KopTuKocTepoun (rpymma HO2A
Koptukocrepounbl cucremHoro aedctBus mo ATX-knaccupuraid) B 03¢ pPaBHOW HIIH
NpEBBIIAIONIEH /103y, TOKa3aHHYI0 K HCIOJb30BAHUIO C TMPOTUBOPBOTHOW  LIEJIBIO,
JIOTIOJIHUTEIBHOTO (K PEXUMY NPOTUBOONMYXOJIEBOM Tepanmuu) BBEICHUS KOPTUKOCTEPOHIA
(rpynmma HO2A Koptukoctepouasl cuctemMHoro neictBus mo ATX-kmaccudukamumm) mis
npodunaktuku TUP B 3TOT AeHs HE TpeOyeTcs.

Jnst onTUManbHON npodunakTuku omcpouennou TUP, npoBonumoii B TeueHue 1 mHs
MOCIIe 3aBEPILICHUS BBEICHUS IIMTOCTATUKOB, HCIIOIb30BaHue #aekcamerazona™* [320]. Pexumbl
1 1036l TIpeacTaBieHsbl B [Ipunoxenun A3.7.6.

B cnydae orcyrcTBHs BO3MOXKHOCTH Ha3Ha4yeHHsl #IeKcameTa3oHa™* HCronb3oBaHHEe
KOMOUMHAIMH, cocTosiei u3 modoro anraronucta SHT3-penentopa (rpynmna AO4AA brokatops
ceporoHnHOBBIX SHT3-penentopoB nmo ATX-knaccudukauun) u antaronucta NKi-perenropa
(rpynma AO4AD /[Ipyrue npotuBopBoTHBIE Tpriapathl o ATX-knaccudukarun) [320]. Pesxxumbl

1 1036l TIpeacTaBieHsbl B [Ipunoxenun A3.7.6.
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B ciyuae oTcyTcTBUS BO3MOXKHOCTH Ha3HA4YeHUs M #IeKcaMeTa3oHa™™*, U aHTaroHUCTa
NKi-peuentopoB (rpynna AO04AD [Ipyrue npoTuBOopBOTHBIE mnpmapatsl no ATX-
KJaccu(uKaluum), B KayecTBE NpeArnouTuTeNbHOro aHtaronucra SHTs-penentopoB (rpymma
AO4AA  bnokaroper  ceporoHuHOBbIX ~ SHT3-penenropor mo  ATX-kmaccudukarmm)

WCIIOJTh30BaHue nasonoceTpona™* [320]. Pexxumebl u 10361 ipenctaBiiensl B [Ipunoxxennn A3.7.6.

A3.7.4 Ilpopunakruka TOMHOTHI M PBOTHI Ha ()OHEe HHM3KO- M MHHHMAJIBHO
IMETOreHHOM XMMHOTepanuu

[Ipopunaktuka TUP Ha ¢doHEe HH3KO- M MHHUMAJIBHO SMETOTEHHON XHWMHOTEpaIruu
BKJIIIOYAaeT B ce0s OJHOKOMIIOHEHTHYIO MNpOo(UIaKTHKY, BKJIrodaromied anraronucra SHTs-
peuentopos (rpynma AO04AA bnokatopel ceporoHnHoBbix SHT3-penentopoB no ATX-
KJaccu(uKaluu), MPU HU3KOAMETOTEHHOM TEpanuu WM e BOBCE OTCYTCTBUE €€ B Cilydae
XAMHOTEpANMU C MHUHHUMAJIbHOM SMETOT€HHOM aKTUBHOCTHIO [320]. Pexumbl W 103bI

npencrasieHsl B [Ipunoxenun A3.7.6.

A3.7.5 JleyeHue NpoOpPbLIBHOM U pepakTepHOl PBOTHI

[TanimenTam ¢ TPOPBHIBHOM U pedpakTepHO PBOTON Ha (HOHE ITUTOCTATHUECKOU TEparuu
PEKOMEH/I0BAHO:

1. Ecmu mnpopeiBHas THP Bo3Hukia Ha QoHE IUTOCTaTUYECKOW Tepanuu (d
COOTBETCTBEHHO  MPO(HUIAKTUKH),  OTHOCAIICHCS K  MUHUMalbHO,  HHU3KO- WU
CPEIHEAMETOI€HHOMY YPOBHIO, TO HEOOXOAMMO HCIIOJIb30BaTh MpEnapaThbl, MPeayCMOTPEHHbIE
CJIEAYIOIINM, O0Jiee BBICOKMM YPOBHEM NMPOQPHIAKTUKY.

2. Ecnmu mammeHT W Tak modydaeT OpOo(UIAKTUKY, MPEAyCMOTPEHHYIO IS
BBICOKOOMETOTEHHON Tepanu, TO TPU BO3HUKHOBEHHMH mpopbiBHOH TUP Heobxomgmmo
paccMOTpeTh BOMPOC O M00aBIeHUH #omaH3anuHa™* (ecam OH He MPUMEHSJICS paHee B CBS3H C
HEMOAXOJSAIIMM BO3pacTOM WM Maccod Tena). IIpy HEBO3MOXHOCTH HCIOJB30BATh
#onaH3anuH** B KaueCTBE aIbTEPHATUBBI MOXKET OBITh MPUMEHEH METOKJIOMpaMu**.

B cnyuae, ecnu y mammenTa Habmomaercs pedpakrepras TUP u on eme He momydaeT
MaKCHMaJbHBIA YPOBEHb MPOPHUIAKTUKH, TO HEOOXOIUMO POBECTH ACKATAINIO TIPOTUBOPBOTHOM
teparuu. Ecmu pedpakrepnas THUP wHabmogercss Ha (QoHE MaKCHMaIbHOTO —YpPOBHS
npoQHIaKTUKK, BO3MOXKHA 3aMeHa wucnousb3ytomerocs S-HTs-antaronncra (rpynma AO4AA
brokaropsl ceporonnHoBeix SHT3-penentopos nmo ATX-knaccudukaimm) Ha TAJIOHOCETPOH™ |
BBEJICHUE JIOMOJTHUTEIbHBIX 103 aHTaroHucToB 5S-HT3 penentopos. [Ipu Heyaade 3TUX NOAX0A0B

K TpoPHUIAKTUKE PEKOMEHIYETCS Ha TOCTOSHHOW OCHOBE 100aBUTH #omaH3anmuH™*,
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METOKJIONPpaMHUA™** WM npyrue mpemaparhbl, MOKa3aBlide y TarueHTa 3¢G(EKTUBHOCTh NpHU

JIEYEHUU TIPOPBIBHOI pBOTHI [528].
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A3.7.6 CipaBoYHO-HH(OPMALMOHHBIE TAOJIULBI

YPOBEHb SMETOr€HHOCTH MPOTUBOOIYX0JIEBbIX ITpenapaTos [320,521]

CreneHb
IMETOreHHOCTH (pHCK
Pa3BUTHS PBOTHI)

Pexomenaamun COG 2022 (mequaTpuyeckue)

+

Pexomengamun ASCO 2020 (o01mme 1J1s1 B3pOCJIbIX U JeTeil)

Buvicokaa (>90%)

Monomepanusn

Acnaparunaza** (s/B) > 20 000 ME/m?
#bycynbpan (8/B) > 0,8 Mr/kr
#bycynedan (p.o.)** > 1 mr/kr
Joxcopyouuun™®* (s/8) > 30 mMr/m>
#napyounua** (p.o.) > 30 mr/m?

#Mendanaun** (B/B)

#MetoTpekcar** (8/B) > 12 r/m?
Luknopocdamun** (8/8) > 1200 mr/m>
Llutapabun** (8/B) > 3 r/mM%/cyTKn

Kombunupoeannvle pexcumot

Luknopochamug** > 400 Mr/m> + 1okcopyOUIUHE** > 40 Mr/m>

Liutapabun** > 90 mMr/m? (B/B) + MeToTpekcat** (8/B) > 150 mr/m?
#Dromozun** (8/B) > 60 Mr/m? + #udochamun** (8/B) > 1,2 r/m?
#Jromosun** (8/B) > 250 Mr/m? + THoTena (8/B) > 300 mr/m>

Ymepennan (31-90%)

Monomepanusn

#benmamyctun** (8/B)
HayHopyounma™* (B/B)
Joxcopyouuun®* (s/B) 25 mMr/m>
#Wnapyounma** (8/B)

#UmaTuEU6** (p.0.)> 260 Mr/M%/cyTKN
#Udochamun** (8/B)

#Knodapadbus (B/B)
#MeTtotpekcar** (8/B) 5 r/m>
Merotpekcat™* (u/1)

Tuorena (8/B)

Luxmtocamun** (8/8) 1000 mMr/m>
#1urapabun** (8/B) 75 mr/m?

Komoéunupoeannsie pescumol

#1urapabun** (8/8) 100 mr/m> +
nayHopyOunuHu** (8/B) 45 Mr/m> +
#oromozun** (8/8) 100 mr/m> +
[penuuzonon** (p.o.) +

#1urapabun** 60 unm 90 mr/m? + metoTpekcar** 120 Mr/m?




Huskaa (10-30%)

Monomepanusn

brmunatymoma6™* (B/B)
#boprezomuoc** (B/B)

#Jlazatuan6** (8/B) 60—120 Mr/m?
#JleutaOuH (B/B)

#MaTuEUG** (p.0.) 260 Mr/M%/cyTKN
#HoTy3ymab o3oraMuiivH (B/B)
#Menganaun** (p.o.) 0,2 mr/r
Mepxkanronypun** (p.o.) < 4,2 Mr/kr
Merotpekcar** (/B) 38—83 mr/m>
#MurokcanTpon** (/B) < 33 Mr/m?

#Hemapabun™* (B/B)

#PykcomutuHHO** (p.0.) 15-21 mMr/m?
#Copadpenn6** (p.o.) 150-325 mr/m?
#Tucarennexennen (B/B)
Luknopochamun** (8/B) 500 mr/m>
Huxnodochamun** (p.o.) 2—3 mr/xr
#3Bepommmyc **(p.o.) 0,8-9 Mr/mM*/cyTKH
#Otono3un** (B/B)

Kombunuposanunas mepanus

#1urapabun** (8/B) 60 mMr/m> + meToTpekcat** (8/B) 90 Mr/m?

Munumanvnasn
(<10%)

Monomepanusn

Acnaparunaza** (E. coli) (/M) < 6000 ME/m? Mepxkanronypun** (p.o.) < 4.2 mMr/kr

#bycynbpau** (B/B)
#BunOnactuu** (B/B)
Bunkpuctun** (8/B) < 1,5 mr/m>
#Bunopenoun™* (B/B)
#Ilapatymymao** (B/B)
Joxcopyouuuna®* (s/B) 10 Mr/m>

Merotpekcar** (p.o.) < 10 mr/m?
#Purykcumado** (B/B)
#Dnynapabun** (8/B)

Komounupoeannwie pexcumol

Mepkanronypun** (p.o.) < 2.5 mr/kr + #wmerorpekcar** (p.o.) < 0.1

MI/KI/CyTKH
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J103bI ¥ peKUMBI IPOTUBOPBOTHBIX Ipenapatos [320,522-530]

Crenennb Pexumbl o3I
IMETOI€HHOCTH
Bricokas AHTArOHUCTBI L. #]lekcaMeTa3o0H**
5-HT3-peuentoposn 1. JleTn, moTy4aronye BHICOKOIMETOTEHHYI0 XUMUOTEPAIIHIO: 5 MI/M? BHYTPUBEHHO/TIEPOPAIBEHO BCE JTHA
(rpymmna A04AA no XMMUOTEPAIUK U TPU AHS [I0CIIE €€ 3aBPELICHNUS;
ATX) 2. Jletu, noayvaronue XuMHOTEPAIIHIO C YMEPEHHON 3METOT€HHOM aKTUBHOCTBIO:
+ < 0,6 M% 2 MI BHyTPUBEHHO/TIEPOPATILHO Kaxibie 12 uacos;
#JlexcameTasoH** > 0,6 M%: 4 MI BHyTPUBEHHO/TIEPOPAIILHO KaXkable 12 uacos.
+ [Ipy ogHOBpEMEHHOM NPUMEHEHUH C alpenuTaHTOM HEOOX0ANMO YMEHBILICHHE 10361 JleKkcameTazona Ha 50%.

NKi-aHTaroHHCTBI
(rpynna A04AD mno
ATX)

+
#OnaH3anuu**

AHTArOHUCTBI
5-HTs-penenropos
(rpymmna A04AA no

ATX)

+
#Jlexcamerazon™*
+
NKi-aHTaroHMcTbI
(rpynna A04AD mno
ATX)

AHTArOHHUCTBI
5-HTs-penenropos
(rpymmna A04AA no

ATX)

+
#JlekcaMeTa3zoH**
+
#OnaH3anuu**

II. Amnraronnctel 5-HT3 penentopos (rpynna A04AA Biokaropsl ceporonnHoBbIX SHT3-penentopos no ATX-
Kiaaccupurkanmnu)

#I'paHuCeTpPOH

1. Jletn, moxyd4aromniie BEICOKOIMETOTCHHYI0 XUMHOTepanuio: 40 MKI/KT BHYTPUBEHHO OJHOKPATHO.

2. Jletn, momydaroniue XMMHOTEPAITUIO C YMEPEHHOH IMETOTCHHON aKTUBHOCTHIO: 40 MKT/ KT BHYTPUBEHHO

oaHOKpaTHO WK 40 MKT/ KT IIepopaibHO Kaxable 12 Jacos.

3. Jletn, moaydaroniue XUMHUOTEPAITHIO C HU3KOH YMETOTEHHOUW aKTHBHOCTBIO: 40 MKT/KT BHYTPUBEHHO OJHOKPATHO

i 40 MKI/KT nepopajibHO Kaxple 12 yacoB

#OngaHceTpoH* *

1. JletH, HOIy4arolue BHICOKOOMETOTEHHYIO XUMHOTEpanuio: 5 Mr/m? (0,15 MI/Kr) BHYTpUBEHHO/ IEPOPAILHO

nepes Tepanueil OHOKPaTHO, a 3aTeM KaX/ble 8 4acoB.

2. JleTw, NoJTy4aronine XMMHOTEPATIHIO C YMEPEHHOI SMETOTEHHON aKTHBHOCTBIO: 5 Mr/M? (0,15 Mr/kr; MakcumMyMm 8

MT) BHYTPHBEHHO/ TIEPOPAITLHO MEepeI Tepanueld OTHOKPATHO, a 3aTeM Kaxple 12 qacoB.

3. JleTH, moNyYaromue XMMHOTEPAIHIO C HU3KOH SDMETOTeHHOM akTHBHOCTBIO: 10 Mr/m? (0,3 Mr/kr; MakcuMyM 16 mr

BHYTPHUBEHHO I 24 MT IIEpOpabHO) 10 HadyaJla Tepariy OJTHOKPATHO.

IManonoceTpon**

1. detn ot 1 mecsiia no 17 aer: 0,02 mr/kr (MakcumMyM 1,5 MT) BHYTPUBEHHO OJIMH pa3 Miepe]l Teparnuei.

2. Hdetn 17 ner u ctapmie: 0,5 Mr mepopaibHO OJHOKPATHO TIepe] TePaTHei.
III.  Anrtaronucrsl NK-1 penientopos (rpynna A04AD /Ipyrue npoTHBOpBOTHBIE Npnaparsl mo ATX-
KJIacCu(UKALMN)

#AnpenuraHT

Jetu ctapie 6 mecses:

- 1-it nenb: 3 mr/kr (MakcumyM 125 Mr) nepopaibHo 1 pa3 B cyTku 3a 1 9ac 10 XUMHOTEpaIiu
- 2-it u 3-# nHu: 2 Mr/kr (MakcumyM 80 Mr) IepopaibHO OJIMH pa3 B CYTKH.
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AHTaroHHUCThbI
5-HTs-penenropos
(rpymmna A04AA no

ATX)
(majIoHoCeTPOH*¥)
+
#Onanzanuu™*
+/-
NKi-aHTaroHucThbI
(rpynna A04AD mno
ATX)

Ymepennasi

AHTArOHHCTBI
5-HTs-penenropos
(rpymmna A04AA no

ATX)
+
#JlekcaMeTa3zoH**

Anrtaronuctsl 5-HT3-
penenTopoB (rpynmna
AO04AA no ATX)

+
NKi-aHTaroHHCTBI
(rpymmna A04AD no
ATX)

AnTaronuctol 5-HTs-
peuenTopos (rpynmna
A04AA no ATX)
(majI0HOCeTPOH**)

Huskas

AnTtaronucrtnel 5-HT3-
peunenTopoB (rpynmna
AO04AA no ATX)

MunnmMmajabHas

Anrtaronuctsl 5-HT3-
peuenTopos (rpymnmna
A04AA no ATX)

Iv.

#MocanpenuTaHT
1. Meru ot 6 MecsneB 10 2-X JeT: 5 MI/kr (MakcuManbHas 1o3a 150 Mr) BHyTpuBeHHO B Teuenue 30 MunyT 32 60
MHHYT JI0 HayaJla XUMUOTEPAInH B IEPBbII JICHB;
2. Jeru ot 2-x no 12 net: 4 mr/kr (MakcumaibHas 1o3a 150 Mr) BHyTpuBeHHO B TeueHue 30 MUHYT 32 60 MUHYT
10
HavaJla XUMHOTEPAITUH B TIEPBbIH J1CHb;
3. JHeru ot 12 no 17 ner: 150 mr BHyTpuBeHHO B TeueHue 30 MuHyT 3a 60 MUHYT 10 Hauana XMMUOTEPAIIUH B
TIepPBHIN JCHb
KomOunamnus #anpenutat + #{ocanpenurant
1. Jeru ot 6 mecsues a0 12 net:
- 3 mr/kr (MakcuMaibHast 10o3a 115 Mr) BHyTpuBeHHO B TeueHne 30 MUHYT 3a 60 MUHYT JI0 Hadajga XUMHUOTEPAIiH B
TIEpPBbIN JICHB;
- 2 mr/kr (MakcuMaibHas J103a 80 Mr) nepopajibHoO, 1HU 2,3;
2. lletn ot 12 no 17 ner:
- 115 mr BHyTpuBeHHO B TeueHue 30 MUHYT 32 60 MHHYT [0 Hauaja XUMHOTEPAHY B NEPBbIN JEHb
- 80 mMr nepopansHo, AHU 2,3.
#Onan3anuH**
1. Teru Becom ot 30 xr - 0,07 mr/kr (ot 30 10 55 kr — 2,5 Mr/cyT, cBBIIIE 55 KT — 5 MIr/CyT) nepopaibHo 3a 1 gac
JI0 BBEJICHHUS INTOCTATHKOB, BCE JTHU XUMHOTEPAIINU U TPH JHS TOCIIC €€ 3aBEPILICHIS;
2. letn BecoM >15 1 <30 kT - 2,5 Mr/cyT nepopaibHo 3a | 4ac 10 BBEACHUS IIATOCTATUKOB, BCE THU
XMMHUOTEPANUH U TPH JHS IOCIIE €€ 3aBEPIICHHS;
J1s1 neteii Becom MeHee 15 Kr W/Wau BO3pacToOM MeHee S JieT — HeNPUMEHHMMO B CHJTy OTCYCTBHSI JaHHBIX
uccaenoBaHuii 003¢PeKTHBHOCTH M 0€30aCHOCTH 0JIAaH3aNMHA.
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OTCYTCTBHE
NpoPHIAKTHKH
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IIpuao:xenue A3.8. 'emorpancdy3noHHas noaaepKKa

[Tpuka3z MunucrepctBa 3apaBooxpaneHuss PO or 28 okrsadps 2020 r. N 11701 "O06
YTBEPXKJACHUH TOPSAJKA OKAa3aHWsS MEAMIIMHCKOW TIOMOIIM HACEICHUI0 M0 MpOQHITo
"rpancdys3uonorusa”, 3aper. B Munrocte PO 27.11.2020 Ne61123 pernmaMmeHTHpPYET MOPSIOK
reMOTpaHCcQy3MOHHON TONIEPKKM TMAIeHTOB, HYXIAIOUIUXCS B OKa3aHUM TaKoro poja
MEIULIMHCKOM MTOMOILIH.

JleTssM CcO 3JI0Ka4eCTBEHHBIMA HOBOOOPA30BaHUSAMH, MOJYYAOIIUMUA XUMHUO- W/WIH
Jy4eByI0 Tepanuio, npu Tsoxenoi anemun (He < 70 r/n, Ht < 25%) ¢ nposBIeHUSIMHU CUMIITOMOB
U TPU3HAKOB AHEMHMYECKOM THUMOKCMUM M 0e3 KpOBOTEUEHHWI TMOKa3aHbl TpaHcdy3uu
APUTPOLUTCOAEPIKALIMX KOMIIOHEHTOB JJOHOPCKOM KpoBH [S31].

Tpancdy3un moryt He MmMOTpeOOBATHCS ISl XOPOIIO KOMIICHCHPOBAHHBIX MAI[UEHTOB,
BOCCTAHABJIMBAIOIIMUXCS TIOCIE HMHAYUMPOBaHHOM amutazuud. OJHaKo, B Cllydae MPEACTOAIICH
MHTECHCUBHOW XMMHUOTEPAIIUU B OTCYTCTBUU KIMHUYECKUX MPOSIBICHUNA aHEMHUYECKOTO CHHIPOMa
TpaHC(Y3UH IPUTPOLUTCOICPIKANTNX KOMIIOHEHTOB IOHOPCKOW KPOBU MOTYT OBITh OTPABIAHBI.
Pemienne o npumeHeHnH TpaHCQY3Hid TODKHO OOOCHOBBIBATHCS, MPEXKIE BCETO, KITHHUICCKIMH,
a He J1abopaTopHBIMH TaHHBIMHU [532,533].

CTabWIbHBIM MAllMEHTaM JETCKOTO BO3pacTa co 3J10KaueCTBEHHBIMH HOBOOOPA30BaHUSIMU
B OTCYTCTBHE KpPOBOTCUEHHI IIOKa3aHO TPOBOJAUTH TPAHCPY3UH IPUTPOILUTCOACPIKAIINX
KOMIIOHEHTOB JJOHOPCKOM KpoBHU B f03€ 10-15 M1 Ha kr maccsl Tena [75,534].

[TanmenTamM [AETCKOro BO3pacTa C OHKOJOTHYECKHMMH 3a00JIeBaHUSIMU HEOOXOIUMO
MIPOBOJIUTH TpaHCHY3UH JTEHKOPEAYITUPOBAHHBIX KOMIIOHEHTOB KPOBH [75].

beimo mnokazaHo, YTO mNpUMEHEHHE JEHKOPEAYLUUMPOBAHHBIX KOMIIOHEHTOB KPOBU
MO3BOJIIET CHU3UTH 4YacTOTY (PeOPMIBHBIX HETEMOJIUTHYECKUX TPAHCHY3MOHHBIX DPEAKIHH, a
TaKk)Ke CYIIECTBEHHO CHMXaeT BeposTHocTh HLA-ammouMMyHH3aluu ManueHTa W IMepeaavy
HEKOTOPBIX TEMOTPAHCMHUCCHUBHBIX HH(EKINH (IIUTOMETaI0BUpPYC, BUpyc DomTeiH-bappa).

C menpl0 TpPEnOTBpAIICHUS TOCTTPAHC()Y3MOHHOW peakIUu TPAHCIUIAHTAT MPOTUB
X035iMHa, TMAalMEeHTaM CO 3J0KAYeCTBEHHBIMH 3a00JIEBAHUSMU, TOTYYAIONIMMH XUMHUO- W/WIH
JY4YEBYIO TEPANHIO U HAXOASIIMMUCS B UIMMYHOCYIIPECCUU, HEOOXO0IMMO MPOBOAUTH TpaHCPy3Un
KJIETOYHBIX KOMIIOHEHTOB KPOBH, O0TYYEHHBIX HOHU3UPYIONTUM U3ITy4eHHeM B go3e 25 I'p [75].

Y gereii co 370Ka4YeCTBEHHBIMH HOBOOOPA30BaHHSAMHU U THIONPOITH(EPATUBHOMN
TPOMOOILIUTOTICHUEH, BBHI3BAHHONW OCHOBHBIM 3a00JIEBAHUEM W/WIH €r0 JICYCHHEM, IMOKa3aHbI
npoduIakTuyecKue TpaHcy3un KOHIICHTpAaTa TPOMOOITUTOB TIPH CICAYIOIINX YCIOBHsIX [534]:

—  cTaOWIBLHBIM HOBOPOXKIEHHBIM NP CHIKEHNH KOJMYECTBA TPOMOOIMTOB <25x10%/1;

—  cTaOWIbHBIM NAIMEHTaM HPHU CHIKEHMH KOJIMYeCTBa TpoMGonuToB <10x10%/1;



—  MamMeHTaM C JIMXOPAJIKON MPU CHIYKEHUH KOJIMYeCTBa TPOMOOIIUTOB <15X 10%/m;
— y MAalMEeHTOB C TMOBBIIMIEHHBIM PUCKOM KPOBOTEUYCHHI MPH CHIKEHUU KOIMYECTBA
TPOMOOIIUTOB <20% 10%/m;
— Tepel BBIIOJHEHHEM MaJo XHPYpruuecKOW MaHUMYISALUUU B HEKPUTUYECKUX
NIOKycaX MPH CHIKEHNH KOJIMUECTBA TpoMOonuToB <20%10°/1;
— Tepel BBIMOJHEHHWEM JTIOMOAJBbHON MYHKIMU, TPH CHIDKCHUU KOJIMYECTBA
TpomGormTOB <40%10°/1;
—  Tepe] BHIMOJIHEHUEM YPE3K0KHOM OMOTICHH MEYeHH, €CITH KOJTUYECTBO TPOMOOIIUTOB
<50% 10%/x;
— TpH XUPYPTUYECKUX BMEIIATEIhCTBA B KPUTHUYECKHX caiTax (Hampumep,
LIEHTpaJbHas HEPBHAS CUCTEMA), €CIIH KOMUECTBO TpoMOoImToB <75-100%x10°/;
— Tepel WHBIMM ONEPAaTUBHBIMHM BMEIIATEIbCTBAMH MPU KOJIMYECTBE TPOMOOLUTOB
<50x10°/n
IToBbI11IEHHBIN pHUCK KpOBOTEYECHUIN UMEIOT MAalUEHThI [OJIy4Yarolue
antutrpomboTHueckue cpenacrna (rpynna BO1A mo ATX-xnaccudukanum), namuentsl ¢ JIBC,
CETCHCOM U JIp.
Tpancdy3un KoOHIEHTpaTa TPOMOOIMTOB y JeTed ¢ TUHompoudepaTHBHON
TPOMOOIIMTONCHNEH U TeMOPPArHiueCKUM CUHAPOMOM IOKa3aHsl mipu [534]:
— MaJoOM TeMOpPpParudeckoM CHHIPOME W CHIKEHUHM KOJMYECTBA TPOMOOIIMTOB
<10x10°/m;
—  YMEpPEeHHOM Te€MOpparuyeckoM CHHIPOME U CHIKEHUU KOJUYECTBE TPOMOOIUTOB
<20x10%/m;
—  TSKEIIOM TEeMOPPAarMyecKOM CHHIPOME M CHIXKCHMHM KOJHMYECTBE TPOMOOILUTOB
<30x10°/m;
—  TIpY KPOBOTEUYEHUH B KPUTHUECKU BaXXHOU jokanu3aiuu (Hanpumep, [IHC) cunapome
¥ CHIYKEHHHU KoIudecTBe TpoMbouTos <100x10%/n
Tpancdysun TpoMOOIMTOB y JeTel CO 3JI0Ka4eCTBEHHBIMH HOBOOOpPA30BaHUAMU
MOKa3aHbl B cieayroniei no3e [534]:
—  HoBopoxaeHHble 10-15mn/kr
— geru ¢ Maccou Tena 6omnee 10kr: 10mi/kr
Tpancy3un KOHIIEHTpaTa TPAaHYJIOIMUTOB HEOOXOIMMBI JETSIM C OHKOJOTHYECKUMU
3a00JICBaHUSAMH M TSOKEJION, 3aTSDKHOW HEWTpomneHued (KOMMYeCTBO HEUTpO(UIOB MeHee
200/MKIT) TIpH HAJUYHMH TSDKEJION OakTepuaibHOW WIIM TPUOKOBOW MHGEKINH, HETIOA A0S s

JICYCHHIO aJIEKBAaTHOW MPOTUBOMUKPOOHOM Tepamnuei [75].
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Tpanchy3un OOHOPCKOM IUTa3Mbl KPOBH TIOKa3aHbl JETSIM C  OHKOJOTHYECKUMH
3a00JIeBaHUSAMH TIPU HATUYAHA KIMHAYECKU-3HAYUMOTO KPOBOTEUYCHHUS B COYCTAHUU C
MOBBIIIICHHEM AKTHBUPOBAHHOTO YACTHYHOTO TpomboruractuHoBoro BpeMeHu (AUTB) w/mmu
MEeXIyHapoaHOro HopMmaiu3zoBaHHoro otHomeHus (MHO) Gomnee yem B 1,5 pa3za oT BepxHei
rpaHuLibl HOPMHI [75].

Tpanchy3un TOHOPCKOW IMJIa3MBI AETSAM CO 3JI0KaYeCTBEHHBIMH HOBOOOPA30BaHUSMU
MOKa3aHsbI B J1o3e 15 MII/Kr Macchl Tena [75].

Tpanchysun kpuonmpenmnurata y JeTeil ¢ OHKOJOTHYECKHMMH 3a00JIeBaHUSMU
HEOOXOIMMBI IPY CHUKEHUHU KOHIIEHTpanuu pudpuHorena menee 1-1.51/m [535-539].

Tpancdysum kpuonpenunurata Mpu npuodperéHHOM aedurute (HuOpUHOreHa,
BBI3BAHHOM DA3IMYHBIMH TPUYUHAMH, BO3MOXKHBI TPH CHIDKCHHH €ro KOHIICHTpAaIlMH B
ceiBOpoTKe MeHee | r/n. TpaHcdy3uu kpuonmpeuunuraTa MpU CHIKEHHUU €ro KOHIIEHTpAaIH B
KpOBH HIDKE 1,5 I/1 mokaszaHbl JUIsl HAllMEHTOB C OCTPBIM MPOMHETONUTAPHBIM JICHKO30M, MpU
TSDKEJIIOM HMHTPAOIEPAIMOHHOM KPOBOTEYEHHWH M Yy TMAIMEHTOB C CEICHUCOM MPU Pa3BUTHH
reMOpparu4eckoro CUHAPOMA.

Tpancdy3uu kpuonpenunuTara MokazaHel B 103¢ 1 eMHUIIA Ha KaXKIble 5 KT Macchl Tela

ooxpHOTO [539].
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IIpuao:xenue A3.9. IlpaBuiia nposeaeHusi OHONCUU

B pe3yabTrare xupypruuyeckoil (3KCUM3MOHHOI) Ouomncum omyxoau (aum¢oysiia)
JAOJIKHO OBbITh TMOJYYCHO JOCTATOYHOE KOJMYECTBO MaTepHhalia Jjisi MPOBEACHUS KOMILIEKCa
HEOOXOJUMBIX HCCIICJOBAHUN, BKIIIOYash IUTOJOTMYECKOE W THCTOJIOIMYECKOE HCCIeIOBaHNE
OTMEYATKOB U OMOIITAaTa OMYyXOJIH C OIEHKON MOP(OJIIOTHH U KMMYHOTHUCTO-(ITUTO-)XUMHUUYECKHIX
XAPaAKTCPUCTHUK, HUTO- U MOJICKYJIAPHO-TCHCTHUYCCKUC aHAJIU3bI;, 4aCTh MaTCpHralia OCTaBUTh IJIA
BO3MOXHBIX JOMNOJHHUTCIBHBIX I/ICCJIQ,Z[OBaHI/Iﬁ, O6€CH€‘II/ITB YCIOBUA IJid HUX JIIMTCIBHOIO
XpaHeHus (apXuB OMOTPEITapaToB).

buorncuro mpoBoasAT o1 001el aHeCTe3ner, 10 Havana MPOTUBOOITYXO0JIEBOM TEpaIuu, 3a
HCKIIIOYCHHUECM KHU3HCYTPOKAOIINUX CI/ITyaL[I/Iﬁ BCJICACTBHUC CUHAPOMA CAABJICHUA; XUPYPIUICCKOC
BMCIIATCIIBCTBO AOJIKHO GBITB MaKCUMAJIbHO MAJdIInM; MaTepruaal HEMCIJICHHO JOCTaBUTH B
MaTOJIOTOAHATOMHUYECKYIO JTab0paTopuio ¢ COOIIOICHUEM YCIOBUM, ONPENEICHHBIX MaTOJIOrOM;

JKeJaTelbHO MPUCYTCTBHE MAaTOJIOTa Ha ONEepally U yJyacTHe B 00paboTke MaTepuarna.

ITosryuyenne u 3a60p AMarHocTu4eckoro marepuana. Oémmue npasuja.

e KonudecTBo MaTepuaia J0KHO OBITh aJIEKBATHO MOCTABICHHON JUArHOCTUYECKON
3agaue.

e Marepuan oT UroJabHONU OMOTICUU 00Pa30BaHUS HE SIBISIETCS TUATHOCTHUECKH
3HayuMBbIM. He cTouT npoBoauTh KpaeBbie OMOIICUU TUM(DOUAHON TKAHU.
@®parMeHTHpOBaHNE MaTepHala 3aTPYAHSIET ero JUarHOCTHKY.

e HamnpasieHue Ha THCTOIOTHYECKOE U MMMYHOTHCTOXUMHYECKOE UCCIICAOBAHUE JJOTKHO
coJiepkaTh MOJHYIO0 HH(POPMAIIHIO O AIIUEHTE, UCCIIEyEeMOM MaTepuaie (TouHas
JIOKaJIM3alys €Hp NOJMy4YeHHUs], HATMUUE IPYTUX TOPAKECHUH ).

e Ecnu BIMOMHSETCS COMNIACHO MMEIOIIUMCS ITOKa3aHUSIM THCTOJIOTHYECKOE UCCIIEIOBAaHUE
KOCTHOTO MO3Ta, HEOOXOIUMBI JIaHHbIE aHaJIH3a Mepu(epruuecKoil KpOBH, MHEIOTPaMMBI,
pe3yabTaThl UMMYHO(DEHOTHIIUPOBAHUS (€C/I OBUIO CIIENaHO).

[TonyuenHbIi MaTeprai MIOMECTHTH B (PU3UOTIOTHIECKUN PACTBOP (HE OJIBIIIE YEM Ha 2 1)
U MepeaTh B MaTOJOr0aHaTOMUYECKYIO JIaDOpaTOpHIO, Te MaTepual AOKEH ObITh TOMEIIEH B
¢duKcaTop U MOABEPTHYT AalbHeHe oopadoTke.

dukcanus TpOUCXOIUT TOJIBKO B 3a0ydepenHom 10% pactBope dhopmanbaeruaa. Eciu
HET yCJIOBHI AJIs Tepeiaui MaTepuraia B yKa3aHHbIE CPOKH B JIaOOpaTOPHIO, TO MOJTyYeHHAas TKaHb
JOJIKHA OBITH Cpa3y MOMeEIEeHa B yKa3aHHBINA pacTBOP pOpMalIbIeru/ia, I71€ MOXKET XpPaHUThCS 0e3
OTPaHUYEHHUSI BPEMEHHU 10 MPOBEACHUS NAIbHEHIINX MpoLEeayp MpOLEeCcCHHTa (IIPUTOTOBIICHHUE

napauHOBBIX OJIOKOB).
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[Ipy Hanuuuu BIIAXHOTO apxuBa (parMeHTbl TKaHM XpaHsATcs B 3a0ydepenHom 10%

dopmanbaeruie u npu He0OXOAUMOCTHU MPEAOCTABISAIOTCS Ha pedepeHc-ucCiIeI0OBaHuE.
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IIpuao:xenue A3.10. /luargocTuka u jJjedeHue cuuapoma Juzuca onyxouau (COJI)

COJI sBnsieTcsi HEOTIOXKHBIM COCTOSIHUEM, MPUBOMSAIIMM K KMU3HEYTPOKAIOIINM
OCIIO)KHEHUSIM,  XapaKTepU3yeTcss  METa0ONMYECKUMHU  W3MEHCHUSMH,  IOCICAYIOIUMU
MOJIMOPTaHHBIMU TOBPEXKICHUIMHU, TPEOYIOIMMHU NEPEBO/Ia MAIMEHTa B OT/IEJICHUE PEaHUMAallUU
U UHTEHCUBHOM Tepamuu, U MPOBEICHUS MOHHUTOPHHra (QYHKUUN >KH3HEOOecleueHus u
WHTEHCUBHOTO jieueHus [289,540].

BonpmmacTBo ciyyaeB COJI MHIynuMpoBaHO crenu(pUYEcKO Tepanueid OCHOBHOTO
3a00JIeBaHUsI, HO MOXET OBITh M CIIOHTAHHOE €r0 pPa3BUTHE B CiIydae OOJIBIION OMyXOJICBOU
Harpy3KH, BBICOKOW CKOPOCTH TATOJOTHYECKOW KJIETOYHOW mposudeparuu, Mpu yCKOPEHHOM
CIIOHTAHHOM aIloNTO3€ 3JI0KAYECTBEHHBIX KIETOK [288,541,542].

Cumnromel COJI MOryT BO3HMKATh CIIOHTAHHO WM B TeueHue 12—72 gacoB nocie Havana
HUTOPEAYKTUBHON XHUMHOTEpAUd U TPEOYIOT OBICTPOro pacrno3HaBaHUS C MOCIETYIOIIUM
WHTEHCHUBHBIM JieueHueM. OClI0KHEHUs, BO3HUKaro1Ke B pe3yaprare COJI, MOryT mocTaBUTh O
yrpo3y d3(QeKTUBHOCTh WIM JajbHEWIIee MpoBeaeHHe XumuoTepanuu [287,289,543] u
OKa3bIBAIOT BIHUSHUE Ha 3a00eBaeMOCTh M cMepTHOCTh. OHHM TakKe CBSI3aHBI C Oolee
JUTUTENBHBIM U JJOPOTOCTOSIIIIMM JICYEHUEM.

B martoreneze COJI ycI0oBHO MOXKHO BBIJCIHTh META0OJUYECKUE M TOCICTYIOIINE
OpraHHbIE HAPYIICHUSI.

Mertabonunueckue Hapymenus npu COJI xapakTepu3yroTcs: KIacCH4eCKoi TeTpajou:

— TUNEpYpUKEMUEH
— TUNepKaJIueMuen
— runepdocharemueit
— BTOPUYHOU IMIIOKAJIbLUEMHUEH.
OpraHHble HapyLIEHUs BKIOYAIOT:
— OcTpoe MOBPEXKACHUE MTOYEK
— T'emonuHamuueckue HapyHIeHUs
— Octpoe MoBpexACHUE JETKUX
— OcTpoe nopaxeHrue HEPBHOU CUCTEMBI
— CuHAPOM CHCTEMHOTIO MOBPEXKICHUE KaTUILISIPOB
— CHUHAPOM CUCTEMHOHN BOCHAIMUTEIILHON peakluu

CBoeBpemennass auarHoctuka COJI He Bcerma BO3MOXKHA BBHAY OTCYTCTBUS
crenupuIecKrX KIMHUYECKUX CUMIITOMOB Ha PAHHUX CTaJAMSIX €0 pa3BUTHS (AaXke MPU HAJTUYUU
1abopaTOPHBIX U3MEHEHUAX TMoka3ateneil). Yame Bcero Buaumbie npusHaku COJI pa3zBuBaroTcs

yepe3 12—72 4 mocne Havyasa JIeYeHHs, HO MOTYT BOZHUKHYTh U J0 €ro Hayazna. B psnge cinyyaeB
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ATOT MEPHOJ cokpariaeTcs A0 6 4. MHoraa MoryT ObITh oTcpodeHHBIE nposiBiieHns COJI — gepes
4-7 nHel OT HavyaJsla TepaInu.

Cumnromsl, cBsi3anHble ¢ COJI, B 3HaUUTENBHON CTENEHU OTPa)KatoT CBSA3AHHBIE C HUMHU
MeTaboIMYecKue HapymeHus (TUMepypUKeMusi, TumnepkaaueMus, runepdocharemus u
TUMOKAIbLIMEMHs) U TIOCTeNyIoIe opranubie nuc@yHKIuU. OHU BKIIIOYAIOT TOLIHOTY, PBOTY,
Uapero, CHIDKCHUE amleTHTa, HapYIICHHs] CO3HAHUS BIUIOTH IO KOMBI, HapyIIEHUE 3PCHHUS,
OHEMEHHUE, ONIYIICHHE TOKAIIBIBAHWS, OTEKH, MEPerpy3Ky >XKUIAKOCTHIO, TeMAaTYpUIO, OTCYHBIN
CUH/POM, CEpJACYHYI0 HEJOCTAaTOYHOCTh, APUTMHH, THUIIOTEH3UIO, CYIOPOXKHBIM CHHAPOM,
MBIILIEYHBIE CTIa3Mbl, TETAHUIO, OOMOPOKH U J]a’ke€ BHE3AMHYIO CMEPTh.

Co CTOpPOHBI HEPBHOW CHUCTEMBI KIMHUYECKash KapTHHA 00YCJIOBIIEHA TTIaBHBIM 00pa3oM
runokaneiueMueii. HeBponornueckne CUMITOMBI MOTYT MPOTPECCUPOBATH BILIOTH IO TETAHUU U
snuientuGopMHbIX  mpunaakoB. [lpu  rumokamplueMuM Takke MOTYT  Pa3BUBATHCA
NICUXOTUYECKHE CUMITOMBI pa3IpakUMOCTH, MapaHOWH, NEMpPecCcui, raTIloUHALUN, AeTUpUs,
MICUX03a U CHHJIPOM OPraHUYECKOTO MOPaKEHUsI TOJIOBHOTO Mosra. ['mmepdocdaremus Takxke
CIOCOOCTBYET Pa3BUTHIO MBIIICUHBIX CYIOPOT U TETAHHUH.

Octpoe oTIOKEeHHE MOUYEBOM KHUCIOTHI WK (pocdara Kaiblusi OOBIYHO HE BBI3BIBACT
CUMITOMOB CO CTOPOHBI MOYEBBIBOASAIIMX MyTeH, XOTsS O0ib B OOKYy MOXET BO3HUKATH MpU
00pa3oBaHNM KaMHEH B MOYEYHBIX JIOXaHKaX WM MOYETOUYHUKAX.

ITpu neyennn nanuenta ¢ CJIO npoBoANTCS MOHUTOPUHT CIAEAYIOLIUX [T0KA3aTENEH:

— @usukanabHOe 0o0cie0BaHue, OI[EHKAa OTEYHOr0 CHHApPOMa, Beca MallMeHTa, y4eT
BBEJCHHOM U BBIJACICHHOM *KUIKOCTH,

— JlaGopaTopHBIii KOHTPOIb (IPOBOAMUTCS C PETYISIPHOCTHIO Ka)XAble 6 9acoB MPHU
BBICOKOM W CPEJTHEM PUCKE, U ABAXK/IBI B CYTKH IMPU HU3KOM PHUCKE): YPOBHS KU,
Hatpusi, Gocdopa, KaplKsl, KpeaTHHHHA ¥ MOYEBHUHBI, IucTaTuHa C (Hambosee
TOYHBIA MapKep CKOPOCTH KIYOOUKOBOW (pryIbTpanivu, peHaabHOW AUCHYHKIINUH,
0osiee TUHAMUYHBIN, YeM KPEaTHHUH ), MOYeBOM KUCTIOTHI, JIJIT'

— OOmwuit (KTMHUYECKUI) aHATTU3 MOYH.

—  OOmmit (KIMHUYECKUN) aHaTu3 KPOBU OJHOKPATHO B CYTKH M IO TIOKa3aHHIM
yare.

— MOHUTOPUHT TEMOJUHAMHUKHA M JbIXaHUS, MYJIbCOKCUMETpHUS, KarmHorpadus
MPOBOAMTCST  COMJIACHO  OOMIEHPUHSATHIM  PEKOMEHJAIMsM B JIETCKOH
pEaHNMAaTOJIOTHH.

— - OKT, Y31, 9XO-KT', MPT, KT (1o moka3aHusim)
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OcHoBHbIe HanpaBJieHus B Tepanuu [287-289,541,544-549]:
1. Uady3nonnas tepanus
JuypeTnyeckas Tepanus

Ankanu3aius (onieIauruBaHmue) — PeIKO, TOIBKO Py 000CHOBAHHOCTH

Eal

I'mmoypukemnueckue cpenctsa (I'pynna MO4A IlporuBononarpudeckue npenaparsl Mo
ATX-knaccudukarmm)

Koppexknus runepdocharemMun

Koppexkuus runokanbuueMun

Tepanus runepkaneMun

© =N »

DKCTPaKOPIOPATHHBIE METOBI JETOKCUKAITIT

Hngpysuonnas mepanus

3010TEIM cTaHgapToM jeueHus u npodunakruku CJIO sBusercs uH(y3UOHHAS Tepamnus,
T.€. Tepamus, HallpaBJIeHHAs Ha yBelW4YeHHe o0bema MepBUYHON Mouu. [luype3 noimkeH ObITh
0osee 2 mir/Kr/4ac.

Wu}y3uoHHas Tepanus IPOBOAUTCA B PeKUME THIIEPruapaTaluu, u3 pacdera 3000 mu/m?
(max 5000 mi/m?), netsm ¢ Maccoii Tena Menee 10 kr — 200 mi/Kr/cyT.

basucuslit pactBop: 5-10% pactBop aexctpo3br** + 0,9% nHatpus xjaopun™* (momyctumo
MpUMEHEHNEe COATaHCHPOBAHHBIX MOJTUUOHHBIX PACTBOPORB) B cCOOTHOMIEHHH: 2:1 (Bo3MoxkHO 1:1)

Wnody3us 6e3 nodapiaeHns Kaaus XJIopuaa 1uis 1000 Tpymsl pucka!

Huypemuueckas mepanus
[Tognepxanue aeKBaTHOTO JUYype3a:
— Ha yposHe 80—100 mi/m2/4ac
— 1npu macce tena < 10 kr — 4—-6 mi/kr/a
[Tpu HEoOxomumocTu B/B hypoceMum™*:
— auanasoH 103kl 1-10 Mr/kr/cyTku
— OONIOCHOE WM HENpepbIBHOC BBeICHHE (NPOJODKUTEIbHOE HH(Y3HOHHOE
BBezieHue Oouee 3¢h(heKTUBHO, YeM MOBTOPHOE OOITIOCHOE BBEJICHHE)

— TPOTUBOINOKA3aH MPHU TUIIOBOJIEMHUH M OOCTPYKIIMM MOYEBBIX MMyTeH

Ankanuzayus (owenavusarue)
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Panee meron mmpoko npumensiics: HazHadaigoch 50 mu 4,2% Hatpus rugpokapbonara**
Ha kaxzaple 500 mn uHQy3uoHHBIX cpea. OOOCHOBaHHME BBEJCHMS HATpHUs TMApokapOoHaTa™*
OCHOBBIBAJIOCH Ha €0 CIIOCOOHOCTH:

—  yIyd4IIaTh pacTBOPUMOCTH ypaToB (mpu pH 5,0 pacTBOpUMOCTh MOUEBOI KHCIIOTHI -
0,15 mr/mu, a mpu pH 7,0 - moBeImaetcst 10 2,2 Mr/mi).

—  YBEIWYHBATh MEPEXO]] KAIUS B KIETKY

— CTaOMIM3UPOBATh MUOKAP/.

Ho B 10 xe Bpemsi, Ha (hoHE MHIYLIUPOBAHHOTO aJIKaI03a:

— JIONOJIHUTENBHO YyBEIUYMBAaeTCd O00pa30BaHUE HEPACTBOPUMBIX KPUCTAIJIOB
¢dochaToB KanmbIMs B MOYKaX Mpu runepdochareMun;

—  YBEJIMYMBAETCS CBSA3BIBAHHUE KAJIbLIUS C aTbOYMUHOM, 3 YMEHbBIIICHHE KOHLIEHTPAIH
MOHM3UPOBAHHOTO KallbLIUsl YCYTYOJISieT MMEIOIIYIOCS TMIIOKAJIBIUEMHUIO, MOXET
BbI3BATh TETAHUIO WJIK APUTMHUIO.

B nacrosimee Bpemsi cuutaercs, yTo Haubosee >(peKTUBHAS CTpaTerus MPOPHIAKTUKI
OOCTPYKIIMM MOYEBBIX IyTEH, BBI3BIBAEMOW ypaTaMH — MOBBIIICHHE auype3a. Ecau auypes He
MOBBIINICH, yBenudeHue pH moum Gonee 7,0 HE MO3BOJISET MPEAYNPEAWTHh KPUCTAILTA3ZAINIO
MO4YeBOW KUCIOTHL. [IprMeHeHHne HaTpusl THApOKapOOHaTa** mMmoka3aHO TOJBKO MPU HAIMYUN

n3menenuit B ananmze KIIC (Hanuame anumo3a, BRIpaKEHHOTO Ne(UIIMTa OCHOBAHHUH H TN).

l'unoypuxemuuecxkue cpeocmasa
#Amnonypunon**[41,285,287,288]
— bnokupyer npeobpazoBaHne KCAaHTHHA U TUTIOKCAHTHHA B MOUYEBYIO KUCIIOTY
— He cHMKaeT ypoBEHb yKE€ CUHTE3UPOBAHHON MOYEBOM KHCIIOTHI
— AmnmonypuHon** MeTabonu3upyeTcst KCAHTUHOKCUIA30H (in vivo) 10 €ro akTUBHOTO
MeTabouTa OKCHITYPHHOJIA (sBHIsIETCSA KOHKYPEHTHBIM UHTUOUTOP
KCAaHTUHOKCHU/IA3bl). AIUIOMYpUHON™* TOUYTH TOTHOCTHIO METa0OIM3UpyeTCcs B
OKCUIYPUHOJ B TEUEHHUE JBYX YACOB IIOCIE OpaJbHOTO BBEICHHS, 3aTeM
OKCHUIIYPHHOJI MEIJICHHO BhIIEIIsSIeTCS Toukamu 3a 18-30 vacos.
Henocrarku:
— #amonypunHon**  MHrUOMpYeT KCAaHTMHOKCHIAa3dy, TEM CaMbIM OJOKHPYA
KaTa0OMU3M KCAHTHHA M TUTIOKCAHTHHA, 32 CYET YeTr0 YPOBEHb ITHUX METaOOIHMTOB
BO3pacTaeT (BO3MOXKHO BBINAIeHNE KPUCTAIJIOB KCAHTHHA B MOYEYHBIX KaHAJIbIAX U

pa3BUTHE OCTPOI OOCTPYKITUH MOYEBBIX MTYTEH).
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— #amnonypuHOT** Tak)Ke 3aMeUIICT BBIBEICHHE NPOTHBOOIYXOJIEBBIX CPEACTB —
aHaJIOTOB ITypHHA (HapuMep, MEpKanTonypun™* u azarnonpun™*).

— #amutonmypuHOI** BBI3bIBACT AJUIEPIUYECKHE PEAKIIMU, KOTOPBIE MOTYT MPOSIBISATHCS
KO>KHOH CBIINBIO WJIH MTOBBIIICHUEM TEMIIEPATypPhI Tea.

Pexxum noszupoBanus: 100 me/m2 enympo kasxcovie 8 u (cymournas 0osza 10 me/ke denumcs

Ha 3 npuema Kadxcovie 8 4, Makcumanivhas cymounas 0oza — 800 me). Ilpu noyeurnoi
HedocmamoyHocmu 003y cHudcaiom na 50 % u bonee. Ilpu coemecmuom npumeHeHuu c
Hannonypunonom™* mooicem nompebosamuvcs Koppekyus 003 MUASUOHBIX OUYPEMUKOS,

YUKTIOCNOPUHA ** u HeKomopwixX Opy2ux npenapamos.

Koppexyus cunepgocghpamemuu

[Tpu orcyrcTBUn cumntoMoB (P ma3mel — He 6ostee 2,1 MMOJIB/M):

— TmpekpamieHue nHQY3uH pacTBOPOB, coaepkanux docdar
— TOJJepXKaHUE aJIeKBaTHOU TUpaTaAlluU
— Tpenapatsl, cBA3bIBatomue pocdarsl:

[Ipenapatsl, comepxkamue ruapokcun amomuHus (rpynmma A02AB mo ATX-
KJaccu(uKanumn) BHYTPh WIIM Ha3oracTpaibHO (cyTouHas no3a 50-150 mr/kr B 4 BBeeHUS,
15-30 M1 4 p B cyTkn) He 6osee 1-2 cyToK (KyMyJIsATUBHAsI TOKCHYHOCTB!)

#cesenamep (mpu ypoBHe 1,76-2,42 mmons/n: o 800 mr 3 pasza B aeHb, pu > 2,42
MMOB/JT: 1600 Mr 3 pa3a B nenb) [288]

[pu Tsxenout runepdocdaremun (P B mmazme > 3,3 MMOIIB/M):

— IIOKa3aHa 3KCTPCHHAA 3aMCCTUTCIIbHAA [MOYCUHAas TCparunsi

Koppem;uﬂ cunoxkaivyuemuu

IIpu OTCYTCTBHM CUMITOMOB:

— JiedeHue He Tpedyercs
— BHYTPUBCHHOC HA3HAYCHHUC IMPCHaApPaTOB KaJlbllMd HCIAOMYCTHMO H3-3a PUCKA
nperunuTanuu GocdaToB KaibIus.

[Ipu HAMMYKUK CUMIITOMOB (TETaHUs, CyI0pOrH, BeipaxkeHHbIe DK n3MeHeHus1, apuTMun):

— BBoaurtca Kambuusa rimrokoHat** 10% 50-100 Mr/kr BHYTPUBEHHO MENJIEHHO IO

koHTposiem DKI'

Tepanus cunepxanuemuu

KoncepBaTuBHas Tepanus:
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— Ilpekpamenue BBeieHHs Kanuii-conepxamux mnpenaparos (rpymnmna BOSXA mo
ATX-xnaccuduxarym)

— OrpaHu4eHHe SHTEPATHLHOTO NOCTYIICHUS KaJIUs

— Iloctostnubiid K1 MOHUTOpPUHT

— VYBenuueHue CKOPOCTU BBEJIEHUS U30TOHUYECKUX PACTBOPOB

IIpu nosinennn K[ -mpusHakoB wim 1mpu K > 6.5 MMoOIb/I (sxcmpenmvie  mepbl

B8DEeMEHHO20 CHUMICeHUs yposts K+, npoeodumc;l Nn0020MOBKA K 2€MOOI/ICZJZM3V).'

—  CHudiceHue 8epossmuocmu pazeumusi apummuii: B/B CTpyiHo MemiieHHo Kanbimst
rimokoHat** 10% 0,5-1 mi/kr 3a 5-10 muH (ipu aput™Mun 1-2 Mi/kr).
JnutensHOCTh 3(pexra okono 2 4acos.

— Ilepepacnpedenenue kanus:

e B/B KanenbHO 20-40% p-p nexctposbr** (0,5 r/kr) ¢ qoOaBIeHUEM MIpEenapaToB
uHcynuHa (rpynna A10AB nmo ATX-knaccudukammn) (u3 pacuera | EJl Ha4 r
I'mroxo3st wm 0,1 Exn/kr) 3a 30 muH. ['unokanuemuyeckuii 3pdexr
pa3BuBaercs yepe3 10 MUHYT (ITO3BOJIIET CHU3UTH YPOBEHb Kayus Oojiee ueM
Ha 0,5 MMOJIB/JT y BCeX MAIMEHTOB), @ MAKCUMaIbHBIN 3 (EKT (CHIDKEHHE
KoHIeHTpanuu kKanus ot 0,65 no 1 MMonb/n) nocturaercs k 30 MUHYTE U
JUIATCA OT 4 110 6 YacoB.

e B/B cTpyitHO MemJIeHHO HATpus rHOpokapOOHAT** 2 MMOJIB/KT.

o Unramamus #canpOyramona™* yepe3 HeOynaizep (Ipu 3TOM BO3MOYKHO
camxenue K+ na 0,5-1,5 mmons/m) [287,288]

— Vcunenue svigedenus: netnessie quyperuku (rpynma CO3C no ATX-
KJaccupukanum) ) (pu OTCYTCTBUH OOCTPYKTUBHON HE(PpONaTUH U
rurnioBojiemun) [41,287,288,550]

['emomanmus:
— 1pu K+ > 6,5 mmons/i; unu K+ > 6 MMOITB/TT ¥ TEHISHIHSI K TIOBBIIICHUIO,

HECMOTPsI Ha IPOBOAUMYIO TEPAIHUIO.

Oxempaxopnopanvhvie Memoobl 0emoKCUKayuu
— Iens: yBenuueHue KimupeHca kanus, pochara 1 MOYEBON KUCIOTHI
— HenpepsIBHBIN pekuM remMouain3a NpearnoYTUTENEH, YIUTHIBAs TOTEHIIMATIBHOE
MIPOI0JDKATOIIEECs] BHICBOOOKACHUE 3TUX BEIIECTB U3 JIM3UPYIOMIUX KIETOK.
—  IlepuroneansHsiit nuanus Menee s dexrunen, mpu COJI He pekoMeHTyeTCs

(oTHaKO MPUMEHEHUE JTOTTYCTUMO)
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[Ipu KpOBOTEUEHUU U €TO PUCKE UCTOIB3YETCS PErHOHapHas IUTPATHO-

KaJIbIIUCBAA aHTUKOAT'YJIALUA

Iloxa3zanus K 3aMecTUTEILHOM nNoyeuynoi Tepanuu npu COJI:

O6H.I€1'IDI/IH$ITI>IG OKCTPCHHBIC MMOKAa3aHWA.

Omnurypus 6onee 48 yacos/anypus 6onee 24 yacoB

ONIUTYpHSI — CHIDKEHUE CKOpOoCcTH auype3a MeHee 0,5 mi/kr/gac (y aereii < 1 roga

Ku3HU — MeHee 1,0 mi/kr/4ac),

aHypus — CHUKEHHUE CKopocTu nuypesa meHee 0,3 mu/kr/gac (y aeteit 1-ro rona

Ku3HU — MeHee 0,5 mir/kr/4Jac).

luneprunporarus (+6omee 15% ot macchl Tena (OTeK MO3Ta, JISTKUX,
nepukapauT) 6e3 OTBeTa Ha TUYPETHKHU

MoueBuHa KpoBHU > 25-30 MMOJIB/JT (MM OBICTPBIA MPUPOCT — HA 5
MMOJIb/JI/CYTKH)

Kpeatunun kposu Bbiie 250-300 MKMOIIB/T (T CYTOUYHBIH TpUpOCT Oonee 40-
45 MKMOJIB/JI/CYT

CK® <15 mn/mun/1,73 M2

lNunepkanuemus (K+ >6,5 Mmons/ir; K+ > 6 Mmons/n u TeHASHIUS K
MOBBILIEHUIO, HECMOTPsI Ha Tepanuto; Hammune OKI' npusHakoB runepkanueMun!
Merabomuuecknii anmo3: pH < 7,15 wnmm nedumur BE >15 Mmons/n

ypeMuueckas sHIedanonaTus, nepuKkapIuT, CEICuc

Conemudunyeckue g CJIO:

YposeHns ocdopa B azme 3,3 MMOIIB/T

YpoBeHb MOYEBOM KUCIOTHI > 1,2 MMOJIB/JT
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IIpuaoxenue A3.11. IarHocTuKa M JedeHHe CHHAPOMAa HeaJdeKBATHOM CeKpenuu

agTuauypernyeckoro ropmona (CHCAJIID)

CuHIpoM HealeKBaTHOW cekpenuu aHtuauypernueckoro ropmona (CHCA/L) — ato
COCTOSIHME,  XapaKTEpHU3yIoleecss HEKOHTPOJUPYEeMbIM  BbICBOOOXKIeHWeM  AJIT  wu3
runopu3a/>KTONUYECKOT0 HCTOYHMKA MM IOCTOSIHHOM, HACIEICTBEHHO OOYCIOBICHHOM,
akTuBalmen V2-perentopos B novkax [319]. 3to cocTosiHue Ob1I0 BIIEpBbIE OOHAPYKEHO Y IBYX
NALMEHTOB C pakoM Jerkux Yuibssamom lIBapiem u ®@penepuxkom baprrepom B 1957 rony. Onu
paspabotaiu kiaccuueckue kputepuu LlIBapma u baprepa nns quarnoctuku CHCAIL', koTopbie
He u3MeHWIUCh [551]. Otnuuurensnoit yeptoit CHCA/I siBnsieTcst coueranne HOpMOBOJIEMUH,
TUIIOTOHMYECKOH TUIa3Mbl, HEAI€KBATHO KOHIIEHTPUPOBAHHON MOYM (OCMOJISIIBHOCTH MO4H >100
mocM/kr H20) u BbIcOKOTO cofeprxkaHus HaTpusi B Moue (>20 make/n) [552]. CHCA/I sBnsercs
OCHOBHOM NPUYMHOW THIIOHATPUEMMU y JETeH Mocie XUMHOTEpaluM WM TPaHCIUIAHTAILUH
remono3Tudeckux cTBojoBbIX KieTok (TT'CK) [317].

Kmuanueckue mnposienenuss CHCAJIIT moryt OBITh CBA3aHBI C THIOHaTpUEeMHEH H
CHI)KEHMEM OCMOJISUIBHOCTH AKCTPALEIUTIOJISIPHOM KHUAKOCTH, YTO IPHUBOJUT K NEPEMEILEHUIO
BOJIbI B KJIETKH, BbI3bIBas OT€K Mo3ra. [Ipu3Haku ¥ CUMITOMBI 3aBHCAT OT YaCTOThl U TSKECTH
TUIIOHATPUEMHUH, A TAKKe CTENeHH OoTeka Mo3ra. Camble paHHUE KIMHUYECKUE MPOSIBICHUS
OCTpPOM T'MIIOHATPUEMMH BKJIIOYAIOT TOLIHOTY M HEJOMOTIaHHME, KOTOpPblE MOTYT HaOJIOAAThCA,
KOTJja KOHIIEHTPAIUs HATPHUS B CHIBOPOTKE KpOBH majaaeT Hike 125—130 maks/n (B HOpMe 135—
145 makB/im). PBOTA SIBIISETCS 37I0BEIIUM MPU3HAKOM TSI OOJIBHBIX C OCTPOM TMIIOHATPUEMUEH.
ITpu Gosee TsHKEIOM M OCTPOM MAJEHUM KOHLIEHTPALMM HATPHsl MOTYT BO3HUKHYTH TOJIOBHAs
00J1b, BSJIOCTH, 3aTOPMOKEHHOCTb, CyA0poru. Koma u ocTaHOBKa JBIXaHUS MOTYT BO3HUKHYTb,
€CIIi YPOBEHb HAaTpUsi B CBHIBOPOTKE KpoBH mamaer Huxe 115-120 wmoks/n. Octpas
TUIIOHaTpHEeMUYecKas HHIedasonaThss MOXeT ObITh 00paTHMOM, HO MOXKET BO3HHUKHYTH
HEeoOpaTHMOe HEBPOJIOTHYECKOE MOBPEXKACHUE Wi cMepTh [318].

XpoHHuUYecKasi TUIIOHATPUEMHUsI 00ecrieunBaeT LepeOpalbHyI0 aJanTaluio, U MalMeHThI
Y4acTO OCTAIOTCS OECCUMITOMHBIMU, HECMOTPS Ha KOHIICHTPALIMIO HATPHS B CHIBOPOTKE HIkKe 120
MMOJIb/J1. [Ipyn XpoHHUYECKOl TMIOHATPUEMHH MOTYT BO3HUKATh HECHEIM(PUUECKHE CUMITOMBI,
TaKMe KakK TOUIHOTA, pBOTA, HApyLIEHWs IOXOAKH, IaMsTH, KOTHUTHBHBIE IPOOJIEMBI,
YTOMJISIEMOCTD, TOJIOBOKPYKEHHUE, CIIyTAHHOCTh CO3HAHMS U MBIILIEYHbIE CyAoporu. TomHoTa U
pBOTa HAOJIOJAIOTCS IPUMEPHO Y TPETH MALIMEHTOB C XPOHUYECKOM TMITOHATPUEMUEH, Y KOTOPBIX
KOHIICHTpAIMs HaTPHUs B CHIBOPOTKE KpoBH MeHee 120 mmonb/m [318].

®dusnkanpHOE 00CIeI0BaHNE JOIKHO BKIIIOUATh OLIEHKY OOBEMHOIO CTaTyCa, MOCKOJIbKY

y 3TUX NalMEeHTOB 00bIYHO HaOII0AaeTcs syBojemMusi. Typrop Koxu U apTepuaibHOe JaBICHUE B
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npezenax HopMbl. BiakHble cin3ncTbie 0007049KH 0€3 MPU3HAKOB IYJIECANH SIPEMHBIX BEH MU
oTeKa OOBIYHO YKa3bIBAIOT Ha syBosiemMuio [318].

Knaccmbnxaunﬁ TUIIOHATPHUECMHHN B 3aBHCHMOCTH OT TSKCCTH OHMOXHUMHYECKUX

HapVIICHUN:

—  WIeTKas» — KOHIIEHTpaIUs HaTpus B CBIBOPOTKE KpoBH 130-135 MMomb/n
—  «CpeIHEeTsDKeNas» — KOHICHTpAalUs HATPHsl B CBIBOPOTKE KpoBHU 125-129 Mmmounb/n
—  «TsDKeJash» — KOHLIEHTPAIUs HaTpUsl B CBIBOPOTKE KpOBU MeHee 125 MMoIb/1t

KHaCCI/Id)I/IKaHI/ISI TUTTOHATPUEMHH B 3aBUCHUMOCTH OT CPOKOB PA3BUTHA:

—  «OCTpash» — €ClI TUIIOHATPUEMHUS pa3BUJIACH 3a IIEpUoJ MeHee 48 u.

—  «XPOHHUYECKAsH» — €CJIM TUIOHATPUEMHUS Pa3BUIACH B TEUCHUE KaK MUHUMYM 48 4.

B Tex cnydasx, Korja ycCTaHOBUTh JAaBHOCTh THIOHATPUEMHHM HE MPEACTABIISCTCS
BO3MOJKHBIM, €€ MTPEeJIararoT pacCMaTpuBaTh KaK XpOHUYECKYIO, €CIIU TOJIBKO JaHHbIE aHAMHE3a
WM KIIMHUYECKOTO 00CIIeIoBaHUS HE CBUIETEILCTBYIOT 00 0OpatHOM [553].

Enunaoro obmenpunstoro amroputMma ans auarHoctukn CHCAJII He cymiecTByer.
Huarnoz CHCA/II" craBuTcst METOAOM UCKIIOYEHUS. JIMarHOCTUYECKUMU KPUTEPUSIMU SIBIIETCS
TUIIOOCMOJISIPHasE YW HOPMOBOJIEMUYECKAs THUIIOHATPUEMHS TIPH HEAJEKBATHO BBICOKOU
KOHLIEHTPAllUX HAaTPUs B MOYE.

BrisBnenue tpuansl 1) runoHatpueMus, 2) HOpMOBOJIEMUS, 3) BBICOKAash KOHLEHTPALU
HATpUs B MO4YE Yy TAIMEHTa, HE MOJYYalolIero AMYPETHKOB, MOOYXKIaeT Bpada C BBICOKOU
BeposiTHOCThIO mipeanoniaraTe CHCAJIIT mpu mposenennu auddepeHnnanbHOro Iuar{osa ¢
JPYTUMU BO3MOXHBIMU ITPUYMHAMHU HOPMOBOJIEMUYECKOM runoHatpruemuu [318,319].

ITpu nmono3pennn Ha CHCAJII' BceM manmeHTaM HeOOXOIUMMO OPOBECTHU CIEAVIOIIHUE

Ha6ODaTODHBI€ HUCCICAOBAHMA:

— HccnenmoBanne ypoBHS OCMOJIIPHOCTH (OCMOJISUTBHOCTH) KPOBH; HCCJICIOBAaHUE
YPOBHS KaJIHsl, HATPUSI, XJIOPUAOB B KPOBH;

— OHpez[eHeHHe OCMOJIAPHOCTHU MOYH, UCCIICAOBAHNUC YPOBH HATPHUA B MOUC,

— HccnenoBanue ypoBHSI KpeaTHHHHA B KPOBH; UCCIIeOBaHHE (DYHKIIMU HEPPOHOB 10
KIMpeHCy KpeatuHuHa (mpoba PebGepra) (mis  HUCKIIOYEHHS  MMOYCHHOU
HEJIOCTaTOYHOCTH);

— MHccnenoBanue ypoBHSI TIIOKO3bI B KPOBH; aHAJIU3 KPOBH MO OIICHKE HAPYIICHUU
JIAITATHOT O oOMeHa OMOXUMHUYECKUI HaTOIIIaK (st HUCKIIOYECHUS
TICEBIOTUTIOHATPUEMUH, TIEpEPaACTIPEACTUTEILHON THIIOHATPUEMHH);

— MHWccnenoBanue ypoBHsi THpeoTpormHoro ropmona (TTIT), cBoOomHOrO THpOKCHHA

(CT4) B kpoBH (7151 UICKITIOUEHHUS TUTIOTHPE03a);
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— MHccnenoBanue ypoBHs 00IIET0 KOpTHU30Jia B KpoBU yTpoM B 8:00 (1 UCKITFOUCHHS
HaJIMOYECYHUKOBON HEJIOCTATOYHOCTH);
— OrmpeneneHne akTUBHOCTH aclapTaTaMHHOTpaHCc(epasbl, allaHnHAMUHOTpaHChEpas3bl

B KpOBH (151 HICKJTIOUEHUS 3a00I€BaHNI TTCUEHN ).

[Tpu teyeHn# U KOPPEKIUY TUTIOHATPUEMHIH TIEPE] BPAYOM BCTAIOT TPU OCHOBHBIX 33[aUH:
1) ocTaHOBUTH MPOIIECC CHUKEHUS KOHIICHTPAIIMHA HATPHSI B KPOBU;

2) TpOBECTH KOPPEKIMI0 KOHIIGHTPAllMd HATpUs B KPOBHU (IOBBICHTH), UYTOOBI HE
JOIYCTUTH Pa3BUTHSI MOCIEICTBUN OBICTPOr0 KPUTHUECKOTO CHUKEHUSI KOHIICHTPAIIMN HATPUS B
KpOBU (OTEK JIETKUX, OTEK MO3Tra, KOMa, CyJJOpPOTH);

3) B X0/ie KOPPEKIIMU KOHIIGHTPAIIMH HATPHUS B KPOBH HE JOMYCTUTDH PA3BUTHSI ITPOT€HHBIX

MOBPEXKICHUH (OCMOTHYECKUHN JEMUETUHUZUPYIOITUH CHHIPOM).

ITpunimnoe! geuenus [318.319.552-556]

1. MoHHUTOPHHT BOJHOTO OanaHca.

Crporuii y4€T KOJIMYECTBa BBOJMMOW M BBIACISIEMON KUIKOCTH. B 3aBUCHMMOCTH OT
CTENEHH HECTAOMJIBHOCTH COCTOSTHUSI, MOXKET MOTPeOOBATHCA CYTOUYHBIN, JIBEHAIIaTHYaCOBON
WJIM JJa)Ke TT0YaCOBOM YUET KOJIMYECTBA BBOAUMOM KUIKOCTU U TEMIIA AUYype3a.

2. TOpOBEIECHHUE AHAIM30B KOHIUEHTPAIMil OCHOBHBIX JIEKTPOJIUTOB KPOBU — KOHTPOJb
KHIC kaxapie 2-4-6 4acoB B 3aBUCUMOCTH OT TSDKECTH TMIIOHATPUEMHH

3. ompezeneHue NPUYUHBI Pa3BUTHUS TUIIOHATPUEMUH

4. OllIeHKa OTHOIIEHHUS KOHILIEHTpaluu Na B I1a3mMe K BOJIEMUHU.

Ecnu y manyeHnTa rurnoHaTpueMus U TUIIOBOJIEMUSI HY)KHO BO3MEIATh ASPUIIUT HATPHS U
Boabl. Eciau y manueHTa rumoHaTpueMusi U HOPMOBOJIEMHS HYXXHO BO3MeUIaTh HATpUil U
OTPaHUYHUTH MOCTYIICHUE BOJIbI, TOAEPKUBAs HOPMOBOJIEMHUIO.

5. KoHTpoiab TeMIa KoppekLuu.

CKOpOCTh KOPPEKIMU XPOHUYECKOM TUIOHATPUEMUU HE JOJDKHA NPEBBILIATH &
MMOJTB/CyTKH. KOppeKIust ocTpoii TUIIOHaTpueMHUH He ObicTpee YeM 1 MMoJIb/4ac.

6. HeoOXOIUMO YYHUTHIBaTh BO3MOXKHOCTH MOJUTOPMOHATIBHONW HEJOCTaTOYHOCTH,
NpEeKIe BCEro HAAMOYEUYHUKH W TunoTtupeo3. [lpum mopakenun audHIEhaTbHONH o0macTu
BO3MOJKHEI JIFOOBIE COUETaHUSI.

[Ipu nedyeHun runoHaTpUEMUH HY>)KHO BO3MEIIATh APUIIUT KOPTUKOUTHBIX U TUPEOIHBIX

TOPMOHOB (€CJIH BBISBIICHO).
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HeoTnoxHas IOMOIIEL OPU TSHKEJION THIIOHATPUEMUU

HavansHoe JiedeHre TMIIOHATPUEMHUH BKITIOYAET OLIEHKY HEBPOJIOTHYECKHX CUMIITOMOB H
MPU3HAKOB, YTOOBI OMPEIENUTh, TPEOyeTCs U CPOYHOE JICUCHUE TSKEIION THIIOHATPUEMHUU
TUIEPTOHUYECKUM PACTBOPOM.

Tspkenast rumoHaTpueMusi MOXKET BbI3BaTh OTEK MO3ra, MPUBOIAIINM K CyAoporaM, KoMe
WIX CMEPTH, TOITOMY HE0O0X00UMO CPOUHOE 6MEUlamenabCcmeo ¢ 0OO0NIOCHbBIM 66e€0eHUeM
2unepmonuueckoz2o (3%) ¢ meuenue npumepno 15-20 munym. llocne nepBoHaYaIbHON J103bI
CJIelyeT MPOBECTH MOBTOPHYIO KJIMHUYECKYIO OLIEHKY U TIOBTOPUTD J03Y, €CIIU HET KIIMHUYECKOTO
OTBeTA.

T'unepmonuueckuii  pacmeop  nampus  xaopuoa (3%)  (uzzomoenaemcsn
IKCMEMNOPAIbHO) AGNAEMCA NPEnapamom 6wvloopa, TOCKOIbKY OH cpasy 3¢ddekTuBeH u
MOJJJAeTCsl TUTPOBAHUIO; OH JOCTOBEPHO IOBBIINIAET YPOBEHb HATPHUS B CHIBOPOTKE KpPOBU
HE3aBHUCUMO OT OCHOBHOM 3THUOJIOTHH, IO KpallHEH Mepe Ha Ha4yaJlbHOM 3Tale, MOCKOJbKY €ro
ocMoIsTbHOCTH (1026 MOCMOIIB/1T) IPEBBIIIAET MAKCUMAIBHYIO OCMOJISUIBHOCTh MOYH.

He crout mpomomkaTe MpueM THIIEPTOHMYECKOTO pacTBOpa HATpPUs XJIOPHAA IOCHE
pa3pelIeHnss OCTPhIX TSKEIbIX CUMIITOMOB M3-3a PUCKA THIEPKOPPEKIIMN HATPUSI B CHIBOPOTKE
KPOBH, KOTOpasi MOXXET BO3HHKHYTh IpuMepHO B 20% ciydaeB (eciii HE MOATBEPHKIEHO, YTO
TUTIOHATPUEMHST HMEET OCTPYIO NPOJODKHTENBHOCTh <24 4YacoB W Tpedyercss ObIcTpas
Koppekuusi). JlaBHO MPU3HAHO, YTO TUIIEPTOHMYECKUN PACTBOP HATPHS XJIOpUIA HE 00sS3aTeIHHO
Oynmer uMeTh nonrocpouHsiii TepanepTudeckuii dddext mpu CHCA/I, mockoabKy BBEICHHBIN
HaTpUH B KOHEYHOM MTOT€ BBIBOJUTCS C MOYOM; OJTHAKO €0 HEMEIJICHHOE Ha3HAUYEHUE B TEpaIluu
MOJKET CIIACTH KHU3Hb.

besonacno 6600umv 3% pacmeop nampus xaopuoa uepe3 nepughepuyeckyio uu
UEHMPALHYIO TUHUIO.

[locne nocTukeHUS TMEPBOHAYAIBHOIO YMEPEHHOIO TMIOBBIIICHUS YpPOBHS HaTpHs,
JIOCTaTOYHOTO JUIsl IPEAOTBPALLICHUS OCI0KHEHUM, CBS3aHHBIX C noBbllieHHeM BYJI, ocHOBHOE
BHUMaHUE YAETSETCS MPEeIOTBPALICHUIO NaTbHEHUIEro ObICTPOro MOBBIINICHHUS YPOBHS HATPUS,
4yTOOBI M30€XaTh YpE3MEPHONU KOPPEKLIUU U PA3BUTUS OCMOTHYECKOTO JEMHUEIMHU3HPYIOIIETO
CUHJpOMA.

Jeguyum nampusa npu ocmpoii 2unoHampuemuu pPacCUuTHIBaeTCs o Gopmyse:

Na nedurut (mmol) = Bec (kxr) x 0,6 x (125 — Na muia3msr)

Paccunrannsiii gedunut garot 3a 4 gaca (3% NaCl).

Wnn 4 mn/xr 3% wnatpus xiopuaa 3a 20 munyTt. Eciau cumnrTomaTika octaercs: eme 2

MJI/KT 32 15 MUHYT U OBTOPSIIOT MIPU COXPAHEHUH CUMIITOMATHKH.
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Tepamus CHCAI npu XpOHHUYECKON T'HIOHATPUEMUU

IIpy XpOHMYECKOW TUIOHATPUEMHUH KOPPEKIHs MJODKHA ObITh MemneHHoH. Temm
KOPPEKIMU HE JTOJHKEH MPEeBBIIaTh | MMOJIb/11/4ac.

edpuyum nampus npu Xponuueckoi 2unoHampuemMuu pacCuUnuThIBaeTCs 1o Gopmyie:

Na (nepunut B mmol) = (Na Hopma — Na 6osbHOT0) X 0,3 X Bec (kr)

Cnenyet nomHuUTh, uTo 1 M1 10% HaTpus xnopuga cogepxur 1,7 Mmoisb Na

Taxum 00pa3om, moydaeTcs:

Na (mepunut, 8 ml 10% NaCl) = (140 — Na 6onbnoro) x 0,3 x Bec (kr) / 1,7.

[TanimeHTamM ¢ XpOHUYECKOW TUIIOHATPUEMHUEH 0€3 OCTPOW KIMHUYECKOW CHUMITTOMATHUKH
HE II0Ka3aHO BBEJCHHME THUIIEPTOHMYECKOTO PACTBOPA HATPUs XJIOpUAA C LEIbI YBEIMUYEHUS

KOHLICHTPALUX YPOBHS HATPUs B KPOBHU.

ITpuHmne! HHGOY3MOHHON Tepaluyi 1 MeaukaMenTosHasa tepanus upu CHCAIT:

1) oOOMH W3 OCHOBHBIX NPHUHIMIIOB TEPANUU — OTpaHWYCHHE OObeMa HH(Y3MOHHOU
tepamuu/motpednenus xunkoctu 10 800-1000 mu/cyt y B3pocabix uinn 1o 500 mu/m2/cyt co
CTPOTMM y4eToM OanaHca BBEIEHHOU U BbIACTICHHON HKUAKOCTH

[Tpu HeoOxonuMocTH Oojee TIIATEILHOTO KOHTPOJISI OalaHC JKUIKOCTH YUYUTHIBACTCS 10
HECKOJIBKUX Pa3 B CyTKH C MOHUTOPUHTOM IT0YaCOBOT'0O INYpeE3a.

2) wu30eraloT Ha3HAYCHHUS PACTBOPOB C HU3KHUM  COJACPKAaHHS HATpus U
TII0K030COIepKAIINUX PACTBOPOB.

3) mnpuMEeHEHHE TETICBBIX TUYPETUKOB — dypocemMun** B mo3e 1 mr/kr. Bo3zmoxkHO

MHUKpPOCTpYyHHOE BBeJeHHE, 10 10 MI/Kr/CyT.
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Ipuioxkenue b. AropuTmsl 1eHCTBUH Bpaya

OCTPBII THM®OBJIACTHBII JIEKO3 (OJLT)

TTamuents! ¢ OJIJI

.

OGcaenopanme: BhIsARIeHUE (PAKTOPOR PHCKA,
onpe/e/icHAE IPYIIIBI PHCKA

L

Hauamo Tepalnnu: HHAYKITHA

)

Pemuccusa
JIOCTHIHYTa?

J1A

y

IIponosokenue Tepaluu:
KOHCOJIH/IAIHs

Pemuccus
coxpaHseTca?

—— HET ——>

Tepanus 1A TpyIIIIbI
BBICOKOT'O pHCKa

|

Pemmccns

JOCTHTHYTA? — HET
| DKCIepUMEHTAIbHAS/
JA MaJUTHATHBHAS
\l/ Tepamnus
HeobxoumocTts/
BO3MOXKHOCTh — JA
HpOBCACHH
TI'CK
A 4
TTCK

HET

Tepamus ‘
peTiuIHBa A
N
lponowxenue tepanuu: T |
Pemuccus
HET —

COXpaHseTCs1?

y

IpoposskeHue coriaacHo
BBRIOpaHHOMY HPOTOKOIY

JA ——>

I[I/IC MAHCSPHOE HaGJ'[}O,Z[eHHe

OxoHUaHHe TEpann
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Hpuinoxenue B. Undopmauus 14 nanueHra

Jleiiko3, mim nelikeMus — 3a0o0jeBaHre KOCTHOIO MO3Ta, B OOMXO0e MHOTIa Ha3hbIBAEMOE
«pakoM KkpoBu». Ilpu ineiiko3e HapylIeHO HOPMaJIbHOE KpPOBETBOPEHHUE: IPOU3BOAUTCS
U30BITOYHOE KOJIIMYECTBO AHOMAJBHBIX HE3PENbIX KIETOK KPOBH — TIPEIIECTBEHHUKOB
JCHUKOIMTOB. DTH OJIACTHBIC KJIETKHU, PA3MHOKAsCh M HAKAITUBASCh B KOCTHOM MO3T€, MEIIAl0T
BbIpa0OTKE U (PYHKIIMOHHUPOBAHUIO HOPMAJIBHBIX KJIETOK KPOBU, YTO M 00YCIIOBIUBAET OCHOBHbBIE
CUMIOTOMBI 3a0oneBaHus. Kpome TOro, »Tu omyxoseBble KIETKH MOTYT HaKalUIMBaThCs B
aumdoy3nax, MeYeHH, cele3eHKe, IEHTPATbHOW HEPBHOW CHCTEME W APYTUX OpraHax, TaKxKe
BBI3BIBAS MMOSBIICHUE CTIEIU(DPUUECKUX CUMIITOMOB.

Octpsiii tuMdoOacTHeii neiiko3 (OJIJI) — cambrit pacmpocTpaHEHHBIN BHU]I JIEHKO3a Y
JeTed W TOAPOCTKOB, Ha ero noiro npuxoautcs 75-80% BceX OMyXOJIEBBIX 3a00JIEBaHMI
KpOBETBOpHOW cucTteMbl y aeted (3—4 ciayuas Ha 100 teicsu mereit B ron). Yame Bcero OJIJI
BO3HUKAET B BO3pacTe 10 14 neT; MUK JeTCKOM 3a00J1eBaeMOCTH MMPUXOAUTCS HA BO3pACT 2—5 JIeT.
VY ManbuuMKoB 3Ta 0OJE3Hb BCTpEUaeTCsl yalle, YeM y JeBOYeK. TepMUH «OCTphIil» O3Ha4aeT
ObicTpoe pa3BuTHE OOJE3HH, B MPOTHUBOIOJOXKHOCTh XPOHHUYECKOMY Jeiiko3y. Tepmun
«mM(poOIACTHBIN» 03HAYAET, UTO HE3PEINBIE KIIETKH, COCTABIISIONINE OCHOBY OOJIE3HH, SBISIOTCS
auM@obIacTaMu, TO €CTh MPEAIIECTBEHHUKAMH JTUM(OIUTOB.

OJUT xapakTepu3yeTcss MHOKECTBOM PA3TUYHBIX MPU3HAKOB U Y Pa3HBIX OOJBHBIX MOXKET
MPOSBISATECSA TO-pa3HOMY. BONBIIMHCTBO HAOIIOZAeMbIX CHMITOMOB, OJHAKO, OOYCJIOBJIEHO
TSOKETTBIMH  HapyIIEHUAMH KpoBeTBopeHUs. OObIYHO HaOmromarTcs caabocTh, OJIeAHOCTD,
CHI)KCHHE amlleTuTa, MoTepsl Beca, ydalleHHOe cepireOueHne (Taxukapaus) — MPOSIBICHUS
AHEMHUM W ONYyXOJIEBOM HWHTOKCHKAIUU. HemocTtaTok TPOMOOLMTOB MPOSBISETCS MEIKUMU
KPOBOM3JIUSHUSAMU Ha KOXKE M CIM3UCTBIX 000J0YKaxX, KPOBOTEUEHHUSIMHU U3 JIECEH, HOCOBBIMU U
KUIIEYHBIMU KPOBOTEUYEHUSIMHM, KPOBOIMOATEKAaMH, CHHAKaMHU. V3-3a HaKomIeHUs OJacTHBIX
KJIETOK YaCcTO YBEITUYHBAIOTCS TUMQOY3JIbl — B YaCTHOCTH, LICHHBIC, TOIMBIIICYHEIE, TTAXOBBIC.
Hepenko yBenmuumBaroTCsi Takke NMEYeHb U cele3eHKa. J[eUIUT MOTHOIEHHBIX JIEHKOIIUTOB
OPUBOIUT K OCHAa0JICHHI0O HMMYHHUTETa, pPa3BUBAIOTCS YacThle HMH(PEKIUU C BBICOKOU
TeMIepaTypou.

PacmipocTpansisich 1Mo OpraHuszMmy, JEHKEMHUYECKHE KICTKH MPHUBOMAT HE TOJBKO K
W3MEHEHHUSM B COCTaBe KpOBHU. Tak Kak JIGWKO3HBIE KJIETKU 3alOJIHAIOT KOCTHBIE TOJOCTH U
KOCTHBIH MO3T, TO MOSBISIOTCA 00JIM B KOCTSIX M CYyCTaBaxX, MHOT/Ia BO3HUKAIOT MaTOJIOTMYECKUE
(To ecTh BbI3BaHHBIE 3a0o0jeBaHHWEM) TepeaoMbl KocTei. OImyxoJsieBble KIETKH MOTYT
CKaIlJIMBaThCSl B TICUCHU, CENE3eHKEe W JMMQATHUECKUX y3laX; MOTYT HabOmromatbcs 0o B

xuBoTe. B HexoTopbIx cimydasx OJIJI BeI3bIBae€T U3MEHEHUSI U B IPYTHX OpraHax: riasax, o4kax,
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AMYKaX y MaJIbUYMKOB U IMYHUKAX Y I€BOYEK, IPUUEM Y MAJIbYMKOB MIOPAXKEHUE MOJIOBBIX OPraHOB
HaOmromaercst yame. Hepenko BO3HHMKAeT MOpakKeHUE ILEHTPAJbHOW HEPBHOW CHUCTEMBI —
HEUPOJIEUKEMUSL.

Tax xak Bce HaOII01aeMble CHMITOMBI MOT'YT OBITh CBSI3aHBI U C IPYTUMH 3a00JI€BaHUSAMHU
u He crieunpuynsl g OJUJI, nepen Havanom sieyeHust HeoOxoauMa 1abopaTopHas JUArHOCTHKA,
KOTOpasi B CPOUHOM HOPSAKE MPOU3BOAUTCS B OOJBHUYHBIX YCIOBHSX.

[Tpu OJIJI BO3HUKAIOT U3MEHEHHUSI B OOBIYHOM KJIMHUYECKOM aHaJIHM3€ KPOBU: MOTYT OBITh
MOHM)KEHBI YPOBHHU SPUTPOLIMTOB U TPOMOOLIUTOB, MOSBISIOTCS OJACTHBIE KIETKH, MOXKET OBITh
YBEJIMYEHO KOJUYECTBO JieWkouuToB. Ho nans okoHUYaTeNbHON NHArHOCTUKU HEOoOXO0IuMO
MOJYYHUTh KJIETKH KOCTHOTO MO3Ta, JJISl 3TOM Ler Heo0X01uMa KOCTHOMO3TOBast IMMyHKIIHS.

ITpu mopdonorndeckoM HCCIEAOBAaHUHM JMArHO3 «OCTPbIM JTUM(OOTACTHBINA JEHKO3»
CTaBUTCS Npu OOHapyxeHuu Oonee 25% OnacTHRIX KJIETOK B KOCTHOM Mo3re. Ho oGsi3arensHO
IpOU3BOJATCS Oojiee TOHKHME KCCIEAOBAaHUA: IUTOXUMHYECKOe (OKpallliBaHHWE KIETOK,
N03BOJIsIOIIEe 00Jiee TOUHO YCTAaHOBUTH MX NMPHUPONY), IUTOTEHETUYECKOe (M3yUYeHUE CTPOCHHUS
XpOMOCOM B JIEMKEMHYECKHX KJIETKaX), MMMYHO(GEHOTHUIHPOBAHUE (M3yuyeHHE OEIKOBBIX
MOJIEKYJI Ha MIOBEPXHOCTH KJIETOK). J[e10 B TOM, YTO BaKHO HE TOJIBKO nuarHoctupoBats OJIJI,
HO U ONpeNenuTh KOHKpeTHbIA BapuaHT OJIJI. DTo BaskHOE yCIOBUE IS TUTAHUPOBAHUS TEPATTHH.

Kak Toybko nmarHo3 Jjeiko3a MOCTaBIIEH, UL IUIAHUPOBAHUS Tepamuu HEoO0XOAUMO
BBISICHUTb, HACKOJIBKO B IIPOLIECC BOBJIEUEHBI APYTHE OpraHbl, KpOMe KOCTHOro Mo3ra. bonee
TOYHYIO UH(GOPMALIMIO TAIOT TaKWE METO/Ibl IMarHOCTUKU KaK yJIbTPa3BYKOBOE U PEHTTEHOBCKOE
UCCJIEIOBaHNE, MATHUTHO-PE30HAHCHASI U KOMITbIOTEpHAsI TOMOTpadus 1 Jap.

B xone mauarnoctuku OJIJI Takxke HEOOXOAMMO HCCIIEAOBATh COCTOSIHME IICHTPaTbHOU
HEPBHOU CHCTEMBbl. AHAJIN3 CIMHHOMO3IOBOM JKUAKOCTH (JIMKBOpA) MO3BOJISET ONPEAECIUTD, HET
Uy TAlMEeHTa TMOpa)XXeHUsl ILEHTPaJbHOM HEPBHOM cHUCTeMbl — Heuponeiikemun. OOpasery
JMKBOpA AJIs aHaJK3a MOIY4atoT MOCPECTBOM IMYHKIIMM CIMHHOMO3IOBOT'0 KaHaua (JiroMOanbHast
IYHKIIUS).

Ilepen neuenwem (M B Tmpolecce) y peOEHKa INPOBEPSIOT, Kak paboTaeT cepale
(anextpokapauorpamma — DKI' u sxokapauorpamma — Ix0KI'). KommiekcHbie mabopatopHbie
HCCJIEIOBAHMSI IOMOTAIOT OOBEKTUBHO OIIEHUTh COCTOSIHHE peOeHKa U OOHApyKUTh HapyIICHHUs
oOMeHa BemecTB WiIH (QYHKIUH KaKUX-THOO OpPraHoB. OTH WM3MEHEHHS 0053aTelbHO
YYUTBIBAIOTCS BO Bpems JiedeHUs. J[ng BO3MOXXHO HEOOXOAMMBIX TIEPEIMBAHUN KpPOBH

YCTaHABIIMBAIOT IPYNIY KPOBU MallMEHTA.
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enTtpanbHoe mecto B ieueHnu OJIJI 3aHnmaeT xumuoTepanus. ¥ HEKOTOPbIX MallUeHTOB
JOTIOTHUTEIIFHO 00TydaeTcs [EHTpadbHask HEpBHAS CUCTEMa U/WIH TPOBOJAUTCS TPAHCIIAHTAIIUS
CTBOJIOBBIX KJIETOK. Llenb TedeHust — 1o BO3MOKHOCTH MOJIHOCTBIO YHUUTOXKHUTH JIESMKEMUYECKUE
KJIETKH BO BCEM OpraHu3Me. VIHTEHCHBHOCTh U TNPOAOKUTENBHOCTh XUMHOTEpAIHH,
HEOOXOJUMOCTh JIy4eBOM Tepanuud WU TPaHCIUIAHTAIMH, a TaKXKe IPOTHO3 3aBUCAT OT THIIA
Jeiiko3a, pa3TuIHbIX (PAKTOPOB U OTBETA HA TEPAITHIO.

XuMuoTepanuss — 3TO JICYCHHE MEIUKAMEHTaMU (IIUTOCTATHUKH), KOTOPHIE OJIOKUPYIOT
JIeJICHUE KJIETOK WM YOWBAIOT OMyxoJieBble KiIeTKU. s Hambosee 3ddexTuBHOrO nedeHUs
MPUMEHSIOT pa3Iu4Hble KOMOWHAIIMH MPEnapaToB.

Cospemennoe seuenue OJIJI ocHOBaHO Ha pa3/iefieHUH MAlMEHTOB Ha TPYIIbl pUCKa, OT
KOTOPOW 3aBUCAT MPOTHO3 3a00JIeBaHUS U TUTAHUPYEMOE JieueHue. Tak, TOBOPAT O CTaHIaPTHOM
pHUCKe, BBICOKOM pUCKe U T. A. OTHECeHHEe K TOM WIIM WHOM IpyIIe 3aBUCUT OT MHOTUX (PaKTOPOB.
CoOTBETCTBEHHO, MAIIUEHTHI, OTHOCAIINECS K TpyIaM 0ojiee BEICOKOTO pucCKa (TO €CTh T€, Y KOro
W3HAYAIBHBIN TPOTHO3 XYXKe), MOJydalT Oojiee MHTCHCHBHYIO TEpamuio, a B rpymnmnax Ooiee
HU3KOTO PUCKAa MOYKHO HCIIOJIb30BaTh MEHEE MHTCHCHUBHYIO TEPANUI0O U TEM CaMbIM H30erath
W3JIAIIHENH TOKCUYHOCTH M TSKEIIBIX OCIOXKHEHUN.

Tepanus OJIJI, kak mpaBUiI0, COCTOUT U3 TPEX ITAIOB:

1. UHaykuust peMUCCUU — 3TO HAYaJIbHBIA STall UMHTEHCUBHOM XUMHUOTEpAIUH, IIEJb
KOTOPOT'O0 YHUUTOXKHUTh 32 KOPOTKOE BPEMSI MAaKCUMAJIbHO BO3MOKHOE YHCIIO JIEUKO3HBIX
KJIIETOK U JOCTHYb pemuccuu. JledeHue miuTcs mpuOIu3uTenbHo 6—7 Hemenb. Ilon
pemuccueil moapa3zymeBaeTcs cojepkaHue MeHee 5% OacTHBIX KJIETOK B KOCTHOM
MO3r€ M OTCYTCTBUE€ HUX B KPOBHM B COYETAHUU C MPHU3HAKAMH BOCCTAHOBIICHUS
HOpPMaJIbHOTO  KpoBeTBOpeHusi. Ha 3TomM 3Tame nOpuUMEHSIOTCS — pa3iuyHbIe
MIPOTUBOOITYXOJIEBbIE Mpenapathl. MHAYKIMS MO3BOJSET JOCTUTHYTH pEMUCCHH OoJjiee
yeM y 95% nereit.

2. KoHconnpanus (3akperuieHne) peMHCCUH HalpaBlIeHa HA YHUYTOXEHHE OCTATOUYHBIX
aHOMAaJbHBIX ONACTHBIX KIETOK BO u30ekaHue penuauBa 3a0oneBaHus. OOmias
MPOJOJIKUTENFHOCTD 3TOTO 3Tala COCTaBIISIET HECKOJIbKO MECSIIEB U CUIIbHO 3aBUCHUT OT
KOHKPETHOTO MTPOTOKOJIA JICYEHHUSI.

Cy1iecTByeT TakKe MOHATHE PEUHAYKIIMU: 3TO MEPUOIUYECKH MMOBTOPSIEMBIE YK€ MOCIE
JOCTH)KEHHUSI PEMHUCCUU IIUKIIBI TOJMXUMUOTEPANHUH, AaHAJIOTMYHbIE HCIONb3YEMBIM MpPU
UHAYKIUU. PEeMHIYKIUS MO3BOJISIET TOMOJHUTENBHO CHU3UTH YUCIIO JEMKEMHUYECKUX KIIETOK U

TEM CaMbIM ITOBBICUTH «HAACKHOCTH>» PCMUCCHU.
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3. Ilonnep>kuBatoiasi Tepamnusi TPOBOAUTCA AJSl MOAJAEPKAHUS PEMHUCCHH, TO €CTh IS
JOTIOJIHUTENBHOIO CHIKEHMSI pUCKA peluuaMBa II0CJIE€ J3TalnoB HMHAYKIUU U
KoHconuaanuu. Ha 3Tom 3Tame Ha3Ha4aroTCsl HEBBICOKHME [03bl XHMHUOIPENAPATOB.
Oco0eHHOCTh 3aKJIIOYaeTcsi B TOM, YTO Tepamusi MPOBOAUTCA UIUTEIbHOE BpeMs U
HENpPEephIBHO — /0 AOCTHXKEHUS 2 JIET OT Hayaja JICYeHHUs.

Ha sranax MHAYKIMM M KOHCOJUIALMK BBEIEHUE XMMHOTEPANEBTHUUECKUX IPENApaTOB
IPOM3BOJUTCS B OCHOBHOM BHYTPHUBEHHO M BHYTPHUMBIIIEYHO, B YCIOBHSX OOJBHHYHOTO
CTalloHapa WK cTalroHapa onHoro aus. [loanepkuBaromas Tepanus npeacTaBiseT coOoi 3Tar
HAaMEHEEe WHTCHCHBHOTO JIeUCHHs, NpeObIBaHWE B OOJBHMIIC MPU ATOM He Tpedyercs (3a
VCKJIIOUEHUEM NIEPUOJA PEUHAYKIINM).

Jns nedeHuss W OpOQWIAKTUKA HEUPOJIEWKEeMHUHM Ha TMEPEeYHCICHHBIX 3Tamax
XUMHOIIpenapaTsl JOJKHBI BBOAMTHCS HMHTPATEKAJIbHO, TO €CTh B CIIMHHOMO3TOBOH KaHal
MOCPEACTBOM JIIOMOAJIbHBIX MYHKIHMH. Y HEKOTOPBHIX MAIIMEHTOB HCIOJB3YeTCS U 00JydeHue
TOJIOBBI — KpaHUAIbHOE 00JIy4YeHueE.

B xopme newenuss OJIJI MokeT NpUMEHATHCA TpPAHCIIAHTALMS KOCTHOIO MoO3ra OT
POJICTBEHHOTO WJIM HEPOJCTBEHHOro JOoHOpa. Eciau mo miaHy JiedeHHs MpeaycMoTpeHa
TpaHCIIAaHTAIMSI, TO €€ IPOBOMAST MOCIe JOCTHXKEeHUs pemuccun. Kak npaBuiio, TpaHCIUIaHTaLUs
IIOKa3aHa TOJBKO IIPM BBICOKOM PHUCKE, IOCKOJBKY BEPOSTHOCTH XOPOLIEr0 OTBETa Ha
cTangapTHyto Tepanuio npu OJIJI B cpeneM BhIcOKa, 0COOEHHO y JeTei.

K coxxanenuto, HeCMOTps Ha BCE EPEUUCIIEHHBIE MEPBI, MHOTAa Bo3HUKaeT peruaus OJIJT
— KOCTHOMO3TOBOM, 3KCTpaMeayJUISIpHbIA (TO €CTh BHE KOCTHOIO MO3ra — Halpumep, ¢
MOpaXCHHEM IICHTPaJbHOW HEPBHOM CHUCTEMBI WM SMYEK) WM KOMOMHUPOBAaHHBIA. B 3TOM
Clly4ae IPOBOAMUTCS MPOTUBOPELMANBHAS TEPAHUSL.

Xumuorepanuss OJIJI BeicokoapdekTrBHA, HO 3a49aCTYIO TSIKEIO TIEPEHOCUTCS M MOXKET
OBITH CBsI3aHA C CEPHhE3HBIMU MOOOYHBIMU A dexramu. Tak, B mpoliecce JICUeHUs MOAaBIsSETCS
KPOBETBOPEHHE M OBIBAIOT HEOOXOIUMBI IEPEIMBAHUS KOMIIOHEHTOB JIOHOPCKON KpOBH —
TPOMOOIIMTOB BO U30EKaHHE KPOBOTEYEHUH MPH OYEHb HHU3KOM YPOBHE COOCTBEHHBIX
TPOMOOIIMTOB TMAIMEHTOB, 3PUTPOLMTOB i OOprOBI ¢ aHemuei. I[lepenuBaHUs ITOHOPCKUX
JEHUKOIMTOB (TPAaHYJIOUTOB) TNPUMEHSIOTCS TOJIBKO B PEIKHX CIydasX IMpU TAKEIbIX
UH(EKIIMOHHBIX OCIIOKHEHUSX.

B uncne no6ouHbIX 3()(HEeKTOB XUMHUOTEPANTUU MOXHO TaKXe Ha3BaTh TOLIHOTY, PBOTY,
BbIMAa/IeHUE BOJIOC. Y Ka)KI0ro U3 IIUTOCTATUKOB €CTh CBOM MOO0YHBIE 3 dekThl. Yalle Bcero oHu

BO3HHUKAIOT BPEMCHHO, HO MHOI'Ja COITPOBOXAAIOT BECH KYPC JICUCHU.
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Cepbesnass mpoOiema cBsi3aHa C BO3MOXKHOCTBIO —aJNIEPTUYECKUX peakuuid Ha
XUMHOIIPENapaThl, BIJIOTh 10 aHAPUIAKTUYECKOTO IIOKA — KU3HEYTPOKAIOMIETO COCTOSIHHS,
KOTOPOE XapaKTepU3yeTcs OTEKOM, 3aTPyJHEHHUEM JbIXaHHUs, CWIbHBIM 3yJaoM H T.A. Tak,
CPaBHHUTEIFHO YacTO BCTPEYaeTCsl ajuleprsi Ha acmaparuHa3y, U MOXKET ObITh HEOO0XOAMMO
HCIIOJIb30BaHUE aHAJIOTOB ATOTO IpernapaTa.

[Tockonbky ¥ J€iK03 caMm 1o cede, U HCIOoNb3yeMasi IPHU ero JICYCHHH XUMHUOTEPAITHsI
PE3KO CHIDKAIOT COMTPOTUBIISIEMOCTh OPTaHU3Ma Pa3INdYHbIM HHPEKIUSAM, TO TAIIHEHTaM BO BPeMsI
JIeYeHHST He0OXOoaUMBbI 3P (EeKTUBHBIE aHTHOAKTEpUATbHBIC M TPOTUBOTPHUOKOBBIC JIEKApCTBA IS
npo(UIAKTUKY U Teparui HHPEKIIMOHHBIX OCJI0KHEHUH.

WutencuBnoe nedenne OJIJI HakiaapiBaeT cepbe3HbIE OTPaHUYEHHUS HAa 00pa3 >KU3HU
nanenta. HeoOxoauMo coOmionaTh ONpPENENeHHYIO JHWeTy W CTPOrHMe TMTHeHHYECKHe
TpeboBaHusa. Bo m3bexanne MHOEKIUH OrpaHUYMBAIOTCS KOHTAKTHI C BHEIIHMM MHUpoM. [Ipu
OUYEHb HU3KOM YPOBHE TPOMOOIIMTOB HEJIb3s HE TOJIBKO AOMYCKAaTh TPABMbI, HO J1a)Ke, HAIIpUMeED,
YUCTUTH 3yObl 3yOHOH IETKOM — YTOOBI HE CIIPOBOIMPOBATH KPOBOTeUeHHE U3 JeceH. [locme
JOCTH>KEHHUSI PEMHCCHUM CTPOTOCTh J3THUX OrPAaHHUYEHHM TOCTENEHHO CHUXaeTcs. Bpaun u
MeZCEeCTPhl COOOIIAIOT KAXKAOMY MAIeHTY, YTO €My MOKHO M 4TO HeJb3s Ha TEKYIIEM JTarie
JIeYEHUsl.

be3 neuenus OJUJI mpuBoauT kK rubeny GOIBLHOTO B TEYEHHWE HECKOIBKUX MECSIICB WM
naxe Henenb. OHAKO UCTIOIB30BaHNE COBPEMEHHBIX MPOTOKOJIOB JieueHus aaet npu OJIJ]I ouenpb
XOpOIIUHN pe3yabTaT: MOKHO BbUIEUUTH OKoJio 80% manueHToB AeTel (HEKOTOpble UCTOUYHUKU

IPUBOJAT U OoJiee BICOKKE IUBpBI — Hampumep, 10 85%).
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Hpuioxenue I'1-I'N. LlIkajibl OleHKH, BOPOCHUKHU M IPyrUe OLCeHOYHbIE
HHCTPYMEHTBI COCTOSIHUA MALMEHTA, IPUBEJACHHbIC B KIMHUYECKHX

PEKOMEHIALUAX

IIpuaoxenue I'l. Hlkajga oneHKH o00mero cocrosHug namuenta BocToyHoii

o0LeanHeHHoi oukoJgorndeckoii rpynnbl (ECOG)

OpurunanbHoe Ha3Banue: The ECOG Scale of Performance Status

Hctounuk: Oken M.M. et al. Toxicity and response criteria of the Eastern Cooperative
Oncology Group. Am. J. Clin. Oncol. 1982;5(6):649—65

Tum: mkana oneHKu

Hasnauyenue: KIMHUYECKas OI[EHKA OOIIETO COCTOSHHS MallMeHTa

CopepxaHue U UHTEPIIPETALINS:

Craryc (0a/11b1) OnucaHue 0011er0 COCTOSTHHS MALIMEHTA

0 [TanieHT MOMHOCTHIO AKTUBEH, CIIOCOOCH BBIMOIHATH BCE, KaK U JI0
3a00J1eBaHMUS.

1 HaI_[I/ICHT HCCHOCOGGH BBIIOJHATL TAXKCEIIYIO, HO MOXCT BBIIIOJIHATH

JIETKYIO WM CUIIAYYI0 paboTy (HampuMep, JIErKyro TOMAIHIO WX

KaHIIEISIPCKYIO padoTy).

2 [Manuent neunrtcs amMOyIaTOpHO, CIIOCOOEH K CaMOOOCTYKUBaHUIO, HO HE
MOYKET BBIMOIHATH paboTy. bonee 50 % BpeMeHH NPOBOAUT aKTHBHO —

B BCPTUKAJIBHOM ITOJIOKCHUMU.

3 [TarmeHT ciocoOeH Kb K OTPaHUYEHHOMY CaMOO0OCTyKUBAHUIO,

IPOBOJUT B Kpeciie uitH rnoctenu 6osee 50 % BpeMeHH OOAPCTBOBAHUS.

4 WHBanu, coBepiieHHO HE CIIOCO0EH K caMOO0OCTy)KHBAaHHUIO, IPUKOBAH

K KpeciLy WJIH MOCTEIH.

5 CMmepTh nmanueHra
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agents

Ipunaoxenue 1'2. Illkana KapuoBckoro

OpurunansHoe HazBanue: Karnofsky performance status
Hctounuk: Karnofsky DA, Burchenal JH: The clinical evaluation of chemotherapeutic

in cancer. In: Evaluation of chemotherapeutic agents. edn. Edited by MacLeod C. New

York: Columbia University Press; 1949: 191-205

Tumn: mkaaa oeHKH
Hasxauenue: KIIMHUYECKast OLlEHKA OOIEro COCTOSIHUS alueHTa

CopepxaHue U UHTEPIIPETALINS:

100% CocrosiHre HOpMaIbHOE, KaJl00 HeT

90% Crioco0OeH K HOpMaTbHOH eITeTbHOCTH, HE3HAYUTEIHHBIE CUMIITOMBI HITU
MIPU3HAKHU 3a00JICBaHUS

80% HopmasibHast akTHBHOCTB € YCWIIMEM, HE3HAYUTEIbHBIE CUMIITOMBI WIIH
MIPU3HAKH 3a00JICBaHUS

70% Ob6ciyxuBaer ce0si CaMOCTOSITENFHO, HE CIOCOOEH K HOPMaJIbHOM
NesITeIbHOCTH WJIN aKTUBHOU paboTe

60% Hy»xnaercst mopoii B moMoIIu, HO CIIOCOOEH caM yIOBJIETBOPSATH OOJIBIIYIO
9acThb CBOMX MOTpeOHOCTEH

50% Hyxmaercst B 3HaYNTEIHHOM MOMOITH M MEAUIIMHCKOM 00CITy>)KMBAaHUHU

40% WNuBanua, HyXaaeTcsl B CENUAIbHOM MOMOIIH, B T. 4. MeIUIIMHCKOM

30% Tskenas HHBAJIMHOCTD, MIOKa3aHa FOCHUTAIU3alus, XOTS CMEPTh
HEMOCPEACTBEHHO HE YIPOXKAET

20% Tsoxenslii 6oabHONH. HeoOX0OUMBI TOCIIUTAIN3ALINS U AKTUBHOE JI€UEHUE

10% YMuparomuii

0% CwmepTh
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