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2. Coornomenune koaoB MKb-10 u MKB-9:

MKB-10 MKB-9
. Koa | HasBanue Kon HasBanue
C88.0 MakpornoOynunemus | 40.11 buoricust TuM(aTHIecKoi CTPYKTYPHI
Banbaencrpema 40.21 Hcceyenune riry0oKoro menHoro
TuMGbaTHYECKOro y3ia
40.23 Hcceuenne mogMpIIEYHOTO
TuM(baTUYECKOro y3ia
40.24 Hcceuenue nmaxosoro
TuM(baTUYECKOro y3Ja
40.29 IIpocToe ncceuenue npyrou
TUM(baTHYECKON CTPYKTYPBI
40.30 JlokanbHOe ucceuenue aumboysia
41.50 [TonHas CrIIEHAIKTOMHS
86.11 buoncus Koy ¥ MOAKOKHBIX TKaHEH

3. Jlara pa3padorku/mepecMoTpa nporoko.Ja:2016 rom.

4. Ilonb3oBaTeJM MNPOTOKOJA: Bpaud oOOLIEH MPAKTUKH, TEpareBThl OHKOJIOTH,
reMaToJIOTH.

5. KaTeFOPHﬂ MaAaUEHTOB: B3POCIILIC

6. Illkajsa ypoBHS 10KA3aTEJbHOCTH:

YA

XapakTepHCTHKA HCCJIeJ0BAHUI, KOTOPbIE JIErIH B OCHOBY PeKOMeHaluii

A

BricokokauecTBEHHBIN METa-aHalu3, CUCTEMAaTUYECKUN 0030p
PaHIOMU3UPOBAHHBIX KiauHWueckux ucciaenoBanuii (PKU) wnmm kpynmuoe PKU c
OUYCHb HHU3KOH BEPOATHOCTBIO (++) CHCTEMaTUYeCKOW OIIMOKKA pe3yJbTaThl
KOTOPBIX MOT'YT OBITh PACITPOCTPAHEHBI HA COOTBETCTBYIOIIYIO MOIYJISIIHIO.

BricokokauecTBeHHbIH  (++) cucTeMaTHyecKuid  0030p  KOTOPTHBIX  WIIH
UCCJIeI0BAHUN CITy4ail-KOHTPOJIb WM BbicOKOKauecTBeHHOE (++) KOropTHOE WU
UCCJIEIOBAHUN CIIy4al-KOHTPOJIb C OYEHb HHM3KHUM PHCKOM CHCTEMAaTHYECKOU
omnbku wmian PKM ¢ HeBbicOkuM (+) pHUCKOM CHUCTEMAaTUYECKOM OLIMOKH,
pEe3yNbTaThl KOTOPBIX MOTYT OBITH pacHpoCTpaHEHbl Ha COOTBETCTBYIOIIYIO
MONYJISIHUIO.

KoroprHoe wunm wucciegoBaHuE — CIIy4all-KOHTPOJIb WM KOHTPOJIUPYEMOE
UCCIIEJOBaHHE O€3 paHAOMHU3ALMU C HEBBICOKUM PHUCKOM CHCTEMAaTH4YECKOU
omnbku  (+). pe3ynbTaThl KOTOPBIX MOTYT OBITh paclpOCTPAHEHbl Ha
cooTBeTcTBYIOIIYIO0 monyisinuio win PKM ¢ odyeHb HM3KMM WM HEBBICOKUM
PUCKOM CHCTeMaTH4eCKOW OMmMOKH (++ WK +), pe3ynbTaTbl KOTOPhIX HE MOTYT
OBITh HETIOCPECTBEHHO PACIPOCTPAHEHB! HA COOTBETCTBYIOLIYIO MONYJISALHUIO.

Omnucanmne ccpun CJIy4acB HIIN
HeKOHTpOJII/IpyeMoe HCCIICAOBAHHUC UJIN




MHeHue SKCIeEpPTOB

7. Omnpeaesenne [2]: Maxkporaodyinunemusi Baabaencrtpema (MB) - B-kietounas
mum@orutazMorTapHas 1uMdomMa ¢ IpeuMyIIeCTBEHHbIM MOPAKEHUEM KOCTHOTO MO3ra
U CeKpeuuerd MOHOKJIOHaIbHOTO UMMYyHorjnoOynuHa M (IgM). 'B PENKUX CciIydasx
(menee 5%) moryT BcTpeyaThecs JTUMQOIIIa3MOLUTapHble TUM(OMBI ¢ cekpeuuein [gA,
[gG nwnm HecekpeTupyromuii Bapuant 6oJie3nu [2].

[Ipu numdomnnazmMouutapHot nmumdomMe B auUMGpaTHYECKOM y3je yalle, yeM Ipu B-
KJIETOYHOM JIMM(pOME U3 KIJIETOK MapTrUHAIbHOU 30HBI, MOKHO UMMYHOTUCTOXUMUYECKH
BBISIBUTh PECTPUKIIMIO JIETKUX Ieneu, skcapeccuto IgM, IgA (umTormazmaruueckas,
MeMOpaHHas peakius), peaxo - 1gG’.

8. Kuaccudpuxkanus [3]:

Knaccnpuxkanusa kinauku Mayo[3]:

e [gM MGUS - nobpokauecTBeHHAss MOHOKJIOHAJIbHASI raMMariatus ¢ cekpeuuein IgM:
mumporutazmonuTapHas nHGuiIbTpauus <10%

e beccumnromuas /«Trneromas» MB

e Cumnromarnueckas MB - npu HAUIMYKA CIETYIOIUX CUMIITOMOB:

- PetiunuBupytoias auxopajaka, HouyHasi IOTJIMBOCTb, IOTEPSI Beca, Cl1adOCTh.

- CHHIIpOM TUNEPBA3KOCTH.

- CumnromaTtrdeckast auMdaeHonaTs UM MacCUBHOE yBeIHUEeHHE TUM(DOY3110B (= 5
CM B JJUaMETpe).

- CuMrnromaTi4eckasi renaToMeraius W/Wil CIUIEHOMETausl.

- CuMnOTOMaTH4ECKasi OpraHOMETaNHsl.

- [lepudepuueckas neiiponatusi, cBsa3anHas ¢ MB.

- CumnromaTrdeckasi KpuorjaoOyInHeMUsI.

- AHemus ¢ ypoBHeM remorsioouna < 100 r/mn.

- TpomOonuTonenus ¢ ypoHeMm TpoMooruToB < 100x109 /.

- IMMmyHHast reMoIUTHYECKAsl aHEMUS W/WITU TPOMOOILIMTOIIECHUS.

- [Toyeynass He4OCTATOYHOCTD, CBsA3aHHAsA ¢ MB.

- AMuiion103, cBsI3aHHbIM ¢ MB

Taauua 2. MexxayHapoaHasi cucTeMa pacyeTra NPpOrHOCTHYECKMX HHEKCoB A1 MB

(ISSWM ) [4]:
I'pynna pucka Huskuii puck IIpome:KyTOUHBIH Bbicokmii puck
pHCK
bambt 0-1 6amra (3a Bospact wm 2 6aimia >3 Oamna
HCKITFOYCHHEM
BO3PACTHBIX
MaIMEHTOB)
S-netusas OB* (%) 87 68 36

1
3aboneBaeMocTh MB cocraBisier ot 2 10 5 ciiydaeB Ha 1 MJIH HaceJIeHUsS B Tol1. MeauaHna Bo3pacta OONMBHBIX — 63 roga
2
B 10-20% caygaeB MoxeT BBIABIATHCA 3kcmpeccus CDS, CD10 u CD23, uyto He HCKIIOYaeT JAMarHosa
nmuMdorutazMonuTapaoi TuMdome/MakporiiodynuHeMun Banpaencrpema.



DaKTOpbI pUCKa bannbl

Bo3spact >65 ner 1

Jpyrue dakropsl pucka™*:

T'emoriioOnn

TpoMOOLUTEI

B2-mukporno6ynux

U (VRN (U (U

NmmyHorno6ynua M

*-0OB, o011asa BEDKHBAEMOCTD
**_xax e u3 dpakropos cuntaercs kak OJ[MH

9. IMATHOCTUKA U JIEYEHUE HA AMBYJIATOPHOM YPOBHE:

1) IlmarHocTnyecKkue KpPUTEPUM: Kanobwl, anHaMHe3, JaHHbIE (PUBUKATHLHOTO
WCCIIEIOBAHUSI WrpalOT BaXHYI pOJIb B JHUAarHOCTUKE HW B JauddepeHnanibHOMu
JTUarHocTuke auM@oM, HO HecnenudUYHbI B CBA3M C YE€M HE OTHOCATCA K
JTMAarHOCTUYECKUMU KPUTEPUSIMU.

Kanoo0bI:

e (CnabocThb

e [loBbIIEHHAs YTOMIISIEMOCTD
e ApTtpanruu

e (CHmKeHHE MaccChl Tella

KpoBOTOUMBOCTH CIM3UCTHIX 00004YEK HOCA, JECEH, MPSIMON KHUILKH
Hesposornueckue paccrponcrsa

Hapymenus 3penus

ITotnuBoCTh

KoxHnblit 3y1

dusukajabHOoe 00CjIeI0BAHUE:

e VYBeIMYCHUE NEYECHU

e VBEJIMYCHHE CEIIC3CHKU

o Jlumpoanenomnarus

e [‘eMopparnyeckuii CHHIPOM (TIETEXUATBHBIC BBICHITIAHKS Ha CIIM3UCTBIX M KOXKE)
e OcreonecTpyKTUBHBIN cuHIpPOM (5-6%)

JlaGopaTopHble UCCIeIOBAHUSA:

OAK — mocreneHHO pa3BHUBaeTcsi 0ojiee WM MEHEE BbIpaK€HHas aHemus. B mMomeHT
MMOCTAaHOBKU JWarHo3a TpoMOonuTorneHus: BwigBIseTcs He dvacto (18%), mo wMepe
nporpeccupoBaHus Ooine3Hn oHa HapacTtaeT. Hepenko HaOmogaeTcss JEHKOMEHHUS C
Heritponienuent (10%), yare KOJIUYECTBO JICUKOIMTOB ObIBA€T HOPMAJILHBIM U (MEHEe
5%) TIOBBIIIICHHBIM.

Kputepuu BO3 pas aumdonnazMouutapuoi JumM@oMbl U1 MAKPOIJI00yJIMHEMHH
Baabaencrpema [61]:
Jlumponazmouurapuas sumdpoma:



e B-kierouHas omyxoJib, 00pa3zoBaHHAs MEJIKUMHU JTUM(OUUTONOTOOHBIMU KIETKAMH,
TUMGOUIHBIMU KJIETKAMHU C IJIa3MOLUTApHOU Iu(depeHIIMPOBKOM, MIa3MaTHYeCKUMU
KJIETKaMU;

e (OOBIYHO C BOBJICYEHUEM KOCTHOTO MO3ra M MHOIZA C MOPAKEHHUEM JTUM(ATUYECKUX
Y3J10B U CEJIC3CHKU;

e He orBeuaer kpurepusM 1000 Ipyroil B-kieTouHOM OMmyXoiau U3 Majbix
TUM(OIUTOB, KOTOPBIE TAK)KE MOT'YT UMETh IJIA3MOLUTAPHYIO AUPHEPEHITUPOBKY.
Maxkporao0yannemusi Baabaencrpema:

o Jlumpomnazmorurapuas sauMdoMa C  BOBJICUEHHEM  KOCTHOTO  MO3Ta U
MOHOKJIOHAJBHOM cexperueii IgM (BHE 3aBUCMMOCTH OT YPOBHS KOHLIEHTPAIUH).

Kputepuu MB Mexaynapoanoi padouei rpynnsl [62]:

e Hanuuue moHokIOHANIBHOTO Oenka IgM B CHIBOPOTKE IO TaHHBIM UMMYHO(UKCAITMU
(BHE 3aBUCUMOCTH OT YPOBHSI KOHIICHTPAIIH)

e UMudunbTpamus KOCTHOIO MO3ra MajbIMU JUMQOIUTAMHU, TUIA3MOLMTOUIHBIMU U
MIa3MaTHYeCKUMU KieTkamu (audpy3Has, MHTepCTUITMATbHAS WX HOTYJISIpHAS )

e Jlna MB xapakrepna skcnpeccust CD19+, CD20+, sIgM+. Dkcnpeccus CDS, CD10,
CD23 wmoxeT BBIIBIATBCS Kak npu MB wu  gpyrux mumdornponndepaTuBHBIX
3200JICBaHHX.

JlaGopaTopHble UCCIeI0OBAHUSA:

¢ IMMyHOXMMHYECKOE UCCIEI0OBAHUE CHIBOPOTKHU KPOBU U MOYH - CBOOOJIHBIE JIETKHE
LENU CHIBOPOTKH KPOBH, 3IEKTpodope3 ¢ UMMYHO(DUKCAIUEH CHIBOPOTKH KPOBU M
CyTO4HOM MoOuHu. [Ipu OTCYyTCTBMM BO3MOKHOCTH IIPOBEAECHUS HMMMYHOXUMHUYECKOTO
UCCJIeI0BaHUS — ANNEKTPOodope3 OENIKOB CHIBOPOTKU U MOUM C UMMYHO(UKCALIUEH;

o OAK;

e buoxuMHYecKuil aHanu3 KpoBU - 001Ul Oenok, anb0ymMuH, ypoBenb IgA, [gM, IgG,
JIAT', CPB, xpeaTuHUH, MOYEBUHA, SJICKTPOJIUTHI;

e OAM;

e (CyTOYHas NPOTEUHYPHUS.

HNucTpymMeHTAIbHBIE HCCIE0OBAHUS:

e V3WU nepudepnuecux u BHYyTPUOPIOMIHBIX JUM(POY3/10B — YBEIMUCHHUE PAa3MEPOB
Y U3MEHEHHE CTPYKTYPbI IUM(POY3IIOB;

® IUTOJOrHYeCKOoe HCCJeJ0BaHHe OMONCHIHOIO MaTepHaja — C  ILEIbIO
Bepudukau mopdoaornyeckoit popmsl JII13;

® TIHCTOJIOrMYECKOe HMCCJIe0BAHHEe — OCHOBHOW METOJ AMArHOCTUKHM 3a00JI€BaHUS.
[lo3BOMsIET YCTAaHOBUTH JMATHO3 U OLEHUTH CTENEHb 3JI0KAYECTBEHHOCTH JUM(OMBI B
3aBHCHMOCTH OT COCTaBa KJIETOK, YTO OIPEAEIsAeT BbIOOp AAIBHEHMILIEro JEUEHUs.

® HMMYHOTMCTOXHMHYECKOe  HccCJeJ0BaHMe — C  IeJblo  Bepudukanuu
Mopdonoruyeckoit popmsl JII3.

® MHEJOIPAMMA—ONPEJCICHUE  LMUTOJOTMYECKOT0  COCTaBa  KOCTHOIO  MO3ra.
[IpoBOaUTCS € LEBIO BBISIBICHUS MOPAKEHUSI KOCTHOT'O MO3Ta OMYXO0JIEBBIMU KIIETKAMU;



e HmMmyHO(peHOTHIIMPOBAHME KOCTHOIO MO3ra
e  OcCMOTp IIa3HOTO HA

2) ImarHocTHYeCKUl aaroputM: JluarHocTUYeCKUil aJropuTM BKJOYaT B ceOds
BBISIBIICHHME OOpa3oBaHUs C IMOMOIIBI0O METOJIOB JIy4€BOM JIMAarHOCTUKH, MPOBEIACHUE
Ovoricud  M\WIM  yJajJeHuEe  BBIABICHHOr0  00pa3oBaHMs €  MOCJIEAYIOIIHUM
TUCTOJIOTUHYECKUM U UMMYHOTUCTOXUMHYECKUM HCCaenoBaHusAMU. [10 MHIMBHAYyaIbHBIM
MOKa3aHUSAM NepeUYeHb JUATHOCTHYECKUX MEPONPHUSATUN MOXKET ObITh PACIIUPEH.

Coop sxanob, aHaMHe3a — BO3MOKHO HAJIHYKE .| ®usukanbHOe 00CIEI0BAHNE: BO3ZMOXKHO HATMINE
KPOBOTOUMBOCTH, HEBPOJIOTHUECKUX YBEJIMYEHHBIX JIMMOY3JIOB, CIUICHOMETaIlH
CMIITOMOB, CHU)KEHUS 3peHHs, B-cuMrToMoB
/ / A
HHCTpYMeHTaJIBHBIC HNCCIICA0BaHUA
JlaGopatopHbie HCCIIeA0BaHUS l
NmmyHodukcarus: Hainyre MOHOKIIOHATIBHOIO «  Iuronrnueckoe, IHCTONOTHIECKO®,
benka IgM HIMMYHHOTHCTOXMMHYECKOE HCCIE0BAHNE OMOICHIHOTO
Muenorpamma: NHuIbTpaLust KOCTHOro Mo3ra Marepuaia - MO3BOJSET  BepUdenupoBaTh  JHATHO3.
MaJIbIMHU JIMM(OLIMTAMH, TJIA3MOLIMTOMIHBIMUA U IMonpobHoe omucanue cM. JIMarHOCTHYECKHE KPHTEPUH
JIa3MaTUYECKUMHU KIIETKaAMU Ha aMOyJTaTOPHOM YPOBHE ITYHKT 8 MOMMYHKT 1.
JInarHo3 ycTaHOBJICH TakTuka jge4eHus

3) AuddepeHnuanbHbIH TUATHO3 U 000CHOBAHME JOMOJHUTEIbHBIX HCCIEI0BAHUM
Taoauna 1. Knaccupukanus IgM MOHOKJIOHAJIBHBIX raMManaTui [2]

ITapanporeun IgM NupunasTpanus KM CumMnromsl
IgM - MGUS a Her Her
beccumnromuass MB Ha a Her
CumnromMaTuyeckasi Ha Ha a
MB
IgM- Ha Her a
accouMMpOBaHHbIE
HApYLIEHHSA

4) TakTukKaJedeHus [9]:

TakTuka seueHuss Ha aMOyJaTOPHOM YPOBHE JIJIsi MEPBUYHBIX MAIMEHTOB CBOJUTCA K
BBISIBJIICHUIO JIUM(OTIposindepaTUBHOrO 3a00JieBaHUs U BepudUKAIMK JUarHo3a (eciu
MO3BOJIIET COMATHYECKUM cTaryc mamueHTta). s MmaiueHToB ¢  yCTaHOBJICHHBIM
JMarHo3oM aMOyJIaTOpHOE JICUCHHE CBOJMTCS K HHU3KOTOKCHMYHBIM KypcaMm H
XUMHUOTEPANUU U Ty4eBOU Tepamnuu.



— HemeauxkaMeHTO3HOE JIeYeHHE:

Pexxum: o011eoxpaHuTETbHBIN.

Jluera: HEUTPONEHUUYECKUM TallMeHTaM HE PEKOMEHIYeTCS COOII0JaTh OMpeAcICHHYIO
nuetry (Y -B)[9]:

— MeaukamenTo3Hoe JedeHue: Ha stanme mooOcienoBaHus, MO WHIUBUAYaTbHBIM
MOKa3aHUsM BO3MOYKHO MPOBEACHUE CUMIITOMATHYECKOU TEPAITUU.

[Tocne Bepudukanmu: mpuMEeHEHHEe HU3KOTOKCUYHBIX KypcoB X T U JIyueBoi Tepanuu

IlepeyeHb OCHOBHBIX JIEKAPCTBEHHBIX CPEICTB:

AHTHHEOIJIACTUYECKHE 1 HMMYHOCYNPEeCCHBHbBIE JIEKAPCTBEHHbIE CPeICTBA:

e JeKcaMeTa30H pacTBOP ISl MHBEKIUH 4 Mr/mit 1 mit;

e uOpyTHHUO 90MT, KanCyJbl;

JEHAIMAOMUJ, Kancyisl 5 mr, 10 mr, 15 mr u 25 mr;

peaHn30J0H 30Mr, pacTBOp JI1 UHBEKLIN;

MpeaHu3oH, * 1 mr, 2Mr, 5 Mr, TaOJIeTKH;

tasmaomu 25 mr*, Tadmerku 25 mr, 50 mr, 100 mr;

e sBeponumyc 0,25 mr, 0,75 mr, TabneTku

IlepeyeHb 1OMOJIHUTENBHBIX JIEKAPCTBEHHBIX CPEICTB:

JlekapcTBeHHbIE cpeacTBa, ocjadJIsoImne TOKCHYECKOe necTBUe
NMPOTHBOONYXO0JIEBBIX MPENapaToB:

e (unrpactum, pactBop st uHbekui 0,3mr/mi,1 Mi;

e Tpamanon S0MT, Karcysl (MOCae PETUCTPALNN);

® OHJIAHCETPOH, PACTBOP ISl UHBEKIUN § MI/4MIT;

e oMernpasoJ, kancyina 20 mr;

AHTHOaKTepHaJIbHbIE CPEACTBA:

® aMOKCHUIIWJUIMH/KJIaBYJIaHOBAsI KUCJIOTa, TabJieTKa, MOKPHITas MIICHOYHOM 000JI0UKOH,
1000Mr;

e Mokcudokcamus, Tadnerka, 400 mr;

e odnokcanuH, Tabnerka, 400 mr;

o unpodIOKCcaIIuH tabnetka, 500 mr;

® SPUTPOMHUIMH, TabneTKa 250Mmr;

IIpoTuBOrpudKOBLIE JIeKAPCTBEHHBbIE CPEICTBA:

e anuaynadyHruH, TUOPUIU3UPOBAHHBIN MOPOIIOK ISl IPUTOTOBJICHUS pacTBOpa s
uabekiui, 100 mr/daakon;

® BOpPHUKOHA30JI, TabneTka, S0 Mr;

® UTPAKOHA30JI, pacTBOpP Ui mpuema BHYTph 1 Omr/ma 150,0;

KacnoyHTHH, JTHODWIN3AT ISl TPUTOTOBICHUSI pacTBopa JiJist uHQy3uit 50 mr;
KJIOTPUMA30J1, paCTBOP JIA HAPYKHOTO npuMeHeHus 1% 15m;

METpPOHHUa30J, TabyeTka, 250 Mr;

MUKa(YHTUH, TMOPOIIOK JHO(PDUIN3UPOBAHHBIN JJIsI TMPUTOTOBJICHUS] pacTBOpa JIs
nabeknui 50 mr,100 mr;

e (uykonazou, kancyna/tadnerka 150 mr;



IIpoTuBOBHpYCHBIE JIEKAPCTBEHHbIE CPeACTBA:

® aNMKIOBUP, TabseTka, 400 mr;

BaJIAlIUKJIOBUD, TabseTka, S00MT;

BaJIbFaHIIMKJIOBUD, TabsieTka, 450Mr;

BOPHUKOHA30J1, Tabserka, S0 mr;

TaHIUKIOBUP™, TMO(OUIN3AT Il TPUTOTOBJICHUS pacTBopa st uHpy3uit S00Mr;

e (amuukinoBup, Tadnerku, S00Mr Nel4.

JlekapcTBeHHbIE CpeCcTBa, NPUMeEHsieMble NMPU MTHeBMOIMCTO3e:

e cynb(haMeToKCca3oJ/TpuMeTonpum, Tabnerka 480 mr;

JlonoiHMTEIbHbIEe HMMYHOCYNIPeCCHUBHbIE JIEKAPCTBEHHbIE CPeACTBA:

® JeKCaMeTa30H, pacTBOP JUIsl MHBEKIUH 4mr/mi 1 Mut; (151 TFOMOANTbHBIX TYyHKITA )

® METHJINPETHU30JIOH, TabieTKa, 16 mr;

® [IPEeIHU30JIOH, pacTBOP M MHBbeKUUM 30 Mr/mi 1mi,Tabnerka, 5 Mr.

PacTBopbl, npuMeHsieMble /151 KOPPEeKIMH HAPYIIEHUIl BOJIHOI0, 3JIeKTPOJUTHOIO
1 KHCJIOTHO-OCHOBHOI0 0ajilaHca:

e BOJA VIS UHBEKIUM, PACTBOP JJIS1 UHBEKIIUN M,

® JeKCTpo3a, pacTBop st uHPy3uit 5% 250mu;

e HaTpus XJI0puA, pactBop 1 uHGy3uit 0,9% 500mi.

JlekapcTBeHHbIE CpeCcTBA, BJUSIONINE HA CBEPTHIBAIOIIYI0 CHCTEMY KPOBH:

® aMUHOKAIMPOHOBAs KUCIOTA, pacTBop Ajisd uHPy3uit 5%, 100 mi;

e remnapuH, pactBop g unbekuit 5000 ME/mn, 5 mi; (a5 mpoMbIBaHUS KaTeTepa)
® HaJApPONApHH, PaCTBOP JJI UHBEKIUN B MPEIBAPUTEIHHO HAMOJHEHHBIX IMIMPHUIAX,
2850 ME antn-Xa/0,3 ma, 5700 ME antn-Xa/0,6 mi;

e HHOKcamapuH, pacTBop s uHbekiuil B mmnpunax 4000 antu-Xa ME/0,4 m1,8000
anTu-Xa ME/0,8 m.

JIpyrue JiekapcTBeHHbIE CpeCTBAa:

e aMOpPOKCOJI, pacTBOP JJIsl TprUeMa BHYTPb U MHTAISIMM, 15mr/2mi, 100mit;

® aMJIOJIMIIMH, TabJieTKa/Karcyna S5 mr;

aTeHoJoJ, Tabierka 25Mr;

AlETHILHUCTENH, MOPOUIOK JJIs IPUTOTOBIEHUS pacTBOpa AJid IpueMa BHYTpb, 3 T;

® AIMKJIOBUP, KPEM JIJIsl HAPYKHOTO nmpuMeHenus, 5% - 5,0;
e remnapuH, rejab B Tyoe 100000E]] 50r;

e JeKcaMeTa3oH, Kamm riaa3ubie 0,1% 8 mu;

e nudeHruApaMuH, pacTBOp s UHbeKIuH 1% 1 mi;

® JIpOTaBEPUH, PACTBOP A UHBEKIUN 2%, 2 MII;

e pHCynuH yenoBeueckut 100E/];

® KaNTOMPHII, tabnetka S0mr;

e ketonpodeH, pacTBop st uHbeKIui 100 Mr/2mit;

® KJIOTPUMA30JI, KpeM AJIsl HapyHoro npuMenenus 1% 30r;
e JaKkTyjo3a, cupon 667r/m mo 500 mi;

e neBodiokcaruy, Tabnerka, 500 mr;

® JIMJIOKaWH, pacTBOP JJIsl UHBEKIUM, 2% 110 2 MIT;



JTU3UHONPWII, TaOJIETKa SMT;

MeTUIypanui, Ma3b JAJI1 MECTHOTO IpuMeHeHus B Tyoe 10% 25r;

METPOHM1a30J1, TeIb CTOMaToJioruueckuii 20r;

HadazonuH, karm B Hoc 0,1% 10wmu;

omernpa3zod, kancyna 20 mr;

MOBUOH — MO/, pacTBOP AJIs HAPY>KHOTO pUMeHeHus 1 Ji;

MpoKauH, pacTBop aJjisg uHbekuuii 0,5% no 10 mu;

caiap0yTamoJ, pacTBOp AJisA HeOynaizepa Smr/mii-20m;

CMEKTUT JUOKTAdIPUUECKUM, MOPOIIOK JJII TPUTOTOBICHHUS CYCHEH3UM IS
npuemMa BHyTpb 3,0 1

® CIMPOHOJIAKTOH, Kancyisa 100 mr;

e ToOpamuluH, Karu rinasasie 0,3% Smn

e Topacemu, TabneTka 10mr;

e (heHTaHUJ, cHCTeMa TepaleBTUYECKas TpaHCAEpMallbHas 75 MKr/4; (s JieuyeHus
XPOHUYECKUX 00JI€il Y OHKOJIOTHYECKUX OOIbHBIX)

¢ xj0pamM(peHuKo, CyiIbhaTuMETOKCUH, METUITYpalliil, TPUMEKauH Ma3b TSt
Hapy>xHoro npumeHenus 40r;

e xjoprekcuaunt, pactop 0,05% 100mu;

® XJIOPONUPAMUH, PACTBOP JJIsI HHBEKIMK 20 Mr/mit 1mi1.

— Jpyrue BuabI JJe4YeHHs: HET.

5) Iloka3aHus AJisl KOHCYJbTAIIUU CHIEIIHAJTHUCTOB:

e KoHCynbramusi  OHKOJIOTa- TIpU  MOA03peHMH Ha  JuMdonponaudepaTuBHbIE
3a00JICBaHHS;

e KoHCynbTalMu JIPYyrux Y3KUX CHEHHATUCTOB — MO MOKA3aHUSIM.

6) IIpopumiaakTuyeckne MEepONPHUATHS:

e [IpodunakTrka nmociaeonepamoOHHbIX, HUTOTOKCUYECKUX, MOCTIYUEBBIX OCIOXKHEHUN
- COMPOBOAUTENbHAS Tepanus (anTHOaKTEpUANbHAS, aHTUIMETOTCHHAas,
KOJIOHUECTUMYJIUPYIOIas, J€3UHTOKCHUKAIIMOHHAS, JeruapaTaluoHHasl,
ropMOHOTEpanus, M T.1.).

7) MOHMTOPHHI COCTOSIHUA MALMEHTA:

® OKa3aHHE KOHCYJbTATUBHOW M JHArHocTHYecko mnomomu 6oibHbIM co 3HO u ¢
MOJO3pEHNEM HAa HHUX M, TMpPU HEOOXOJUMOCTH, HampaBieHUE OOJBHOTO B
OHKOJIOTMYECKUH TUCTIAHCED;

® JIeYEHHE B COOTBETCTBUU CO CTaHJAApPTaMHU OKa3aHUS MEIULMHCKOW MOMOILIY OOJIbHBIM
co 3HO;

e nucnaHcepHoe HaOmoaenue 3a OonbHbIMU co 3HO wu HekotopsiMu (dopmamu
MPEI0IyX0JIeBbIX 3a001€BaHUM;

® KOHCYJIbTALIMM U MAaTPOHAX Ha JoMy O0oibHbIX co 3HO (1o nokazanusm);



® KOHTPOJb 32 CBOEBPEMEHHOW ToOCHHMTaIM3anuell OONBHBIX Ui CIELHAIBHOTO,
NAUTHATHBHOTO W CHUMITOMATHYECKOTO JICYCHHWs, AaHAIW3 TMPUYAH OTKA30B OT
TOCIUTAIIN3AIINH;

e aHanu3 M pazdop JAMArHOCTUYECKHMX OIIMOOK ¢ BpayamMu aMmOyJaTOpHO-
MOJUKIMHIUYECKUX YUPEIKICHHIA;

e METOJMYECKasl MOMOIb BpauaM oOOMIel ceTh Mo OpraHu3aluu MPOPUITAKTHUECKHX
OCMOTpOB, JWCHAHCEpU3alMU OOJBHBIX C TMPEIOMYXOJICBBIMH U XPOHUYECKUMHU
3a00JIeBaHUSAMH, CAHUTAPHO-TIPOCBETUTENILHOM pabOThI cpeii HaCEICHHUS;

e zamonHseTcs yderHas (opma “H3BemeHne o OOJNBHOM BIEPBBIE B IKU3HH
YCTAHOBJICHHBIM JTMarHO30M 3JI0KAYECTBEHHOr0 HOBOOOpa3oBanusa”. ‘“M3Bemienue”
JOJDKHO OBITH 3aMIOJTHEHO B JICHb YCTAHOBJICHHS JMAarHO3a, BHICTIAHO B OHKOJIOTHYECKOE
YUpEXKICHHE PETUOHAIBHOIO YPOBHS (001acTHOE, pecnyOJIMKaHCKOE, KpaeBOe) 0 MECTY
MOCTOSTHHOTO KHUTEIbCTBA OOIBHOTO B 3-THEBHBIM CPOK C MOMEHTA 3aIOTHCHHUS.

8) HuauxaTopbl 3PPEeKTUBHOCTH JICHCHUA:

JI71s1 nEpBUYHBIX MMALIUEHTOB:
® CBOEBPEMEHHOC HAINPABIICHUE MTALIMEHTA B CIIEUAIIM3UPOBAHHOE YUPEKICHHUE.
JIJ1s1 DalMEeHTOB MOTYYANIUX XUMUOTEPATHIO:

® 5(pheKTUBHOCTD JICUECHUS OIICHUBACTCS M0 KPUTEPUSIM MEPEUUCIICHHBIM B TTYHKTE 12,
MOJIYHKT 9.

10. IMOKA3BAHUA JJA TOCIIMTAIU3SAIIMUA C YKA3AHUEM TUIIA
TI'OCIIMTAJIN3AILINMA:

10.1 Iloxa3zanusa AJ1s IJIAHOBOM IOCIIUTAJIN3AINN:

® MPOBEAECHUE KYPCOB XUMHUOTEPAIINH;

e MOOHMIM3AINS F'€MOIO3TUUECKUX CTBOJIOBBIX KIIETOK;

® AyTOJOTMYHAs TPAHCIIAHTAIMSA T€MOTOITUYECKUX CTBOJIOBBIX KJIETOK

10.2 IToxa3aHus 1151 IKCTPEHHOM rOCIUTAIN3ALMU:

® HapylUIEHUE CO3HAHUS B CBSI3U C CUHIPOMOM MOBBIIIEHHOMN BS3KOCTH;

® OCTpas MovyeyHas HeJIOCTaTOYHOCTh Ha poHe MB

® UH(DEKIMOHHBIE OCJIOKHEHHUs (FeHepaiu30BaHHas repreTuueckas MHQeKus, cencuc,
MTHEBMOHHUS U JIp. ).

e coMarnuecku Tspkenbid nanueHT - ECOG>3 (onenka cocrostaus 1o mkaine ECOG cw.
[Tpunoxenue 1).

11. JIUATHOCTHUKA U JIEUEHHUE HA STAINE CKOPOW HEOTJIOXHOM
MMOMOIIUA:

1) luarnocTuyeckue MeponpusitTusi: coop kanobd u aHaMmHe3a.

2) MeaukaMeHTO3HOE Jie4eHne: CUMIITOMATHIECKasl Tepariusl.
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12. IMATHOCTHUKA U JIEYEHUE HA CTAIMOHAPHOM YPOBHE |[5]:

1) lnarnocTuyecKue KPUTEPUU HA CTAIIMOHAPHOM YpPOBHe [5]:

Kputepuu BO3 pas aumdonnazMouutapuoi JumM@oMbl U1 MAKPOIJI00yIMHEMHH
Baabaencrpema [61]:

Jlumponiazmouurapuas aumdoma:

e B-kierouyHas omyxosib, 0Opa30BaHHAsT MEIKUMH JTUMQOIUTONOJOOHBIMU KIETKAMU,
TUMGOUIHBIMUA KJIETKAMHU C TUIa3MOLUTapHOU IU(PepeHIIMPOBKON, MIa3MaTHYECKUMU
KJIETKaMU;

e OOBIYHO C BOBJIICUEHHEM KOCTHOTO MO3ra M MHOIJA C MOPaKeHHEM JTUM(PATUYECKUX
y3JI0B U CEJIE3EHKHU;

e He orBeuaer kpurepusiMm 110001 1pyroit B-kiieTouHON 0MyX0oJu U3 MaJlbIX
TUM(OIUTOB, KOTOPBIE TAK)KE MOT'YT UMETh IJIA3MOLUTAPHYIO AUP(HEPEHITUPOBKY.
Maxkporao0yannemusi Baabaencrpema:

o Jlumpomnazmornurapuas aumMdoMa € BOBJICUEHMEM  KOCTHOTO  MO3ra |
MOHOKJIOHAJIBHOU cexperueii IgM (BHE 3aBUCMMOCTH OT YPOBHS KOHLIEHTPAIUN).

Kputepuu MB Mexaynapoanoi padouei rpynnsl [62]:

e Hanuune MmoHOKIIOHaNMBHOTO Oenika [gM B CHIBOPOTKE MO TaHHBIM UMMYHO(MUKCAIIUN
(BHE 3aBUCUMOCTH OT YPOBHS KOHIICHTPAIIHN)

e MH}unpTparys KOCTHOTO MO3ra MaJILIMUA JTUMQOIUTaMU, TIJIa3MOLIMTOUIHBIMU U
MIa3MaTHYeCKUMU KieTkamu (audy3Has, MHTepCTUITMATbHAS WA HOTYJISIpHAS )

e Jlna MB xapakrtepHa skcnpeccusa CD19+, CD20+, sigM+. Dkcnpeccust CDS, CD10,
CD23 MoxeT BBISBIATHCS Kak mpu MB u apyrux numdonpoaudepaTuBHBIX
3200JICBaHHX.

2) JuarHocTHYeCKHMH ajropurM: JlMarHoCTUYECKHI alropuTM BKJIIOYAT B ceOs
BBISIBIICHHE O0Opa30BaHUs C MOMOIIBI0O METOJOB JIy4€BOW JMATHOCTHUKH, MPOBEJCHUE
ovoricud  M\WIM  yJaJleHue  BBISIBJICHHOTO  O0OOpa3oBaHHs C  MOCIEAYIONIUM
TUCTOJIOTUYECKUM 51 MMMYHOTHCTOXUMHUYECKUM HCCJIEIOBAHUSIMH. ITo
WHJMBUAYaJTbHBIM IMOKA3aHUSM MEPEUCHb JUATHOCTUYECKUX MEPOIIPUITUN MOXKET OBIThH
pacIIUpEH.
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C60p XKaso0, aHaMHe3a — BOBMOYKHO HaJHIHe dusnkanbHOe 00CIeI0BaHNE: BO3SMOXKHO HATTHIHE
KpPOBOTOUYMBOCTH, HEBPOJIOTHYECKHUX YBCIIMYCHHBIX JIUMOY3J10B, CIIJICHOMCTAJIMU

CMIITOMOB, CHU)KCHUA 3pCHU, B-cumnromoB

A 4

// A
HHCTpYMeHTaJIBHBIC HCCIICA0OBaHU
Ha60paToprle HUCCJICA0BAHUIA l
NmmyHodukcarus: Hainyre MOHOKIIOHATIBHOIO «  Iuronrnueckoe HCTONOFHIECKOE
Oenka IgM HIMMYHHOTHCTOXUMHYECKOE HCCIEJ0BAaHNE OMOICHIHOTO
Muenorpamma: NuuibTpanms KOCTHOrO Mo3ra Marepuaia - MO3BOJSET  BepUdenupoBaTh  JHATHO3.
MaJIbIMHU JIMM(OLIMTAMH, TJIA3MOLIMTOMIHBIMU U [logpoOHoe omucanue cM. JMarHocTHYecKHe KPUTEPUHU
JIa3MaTUYECKUMHU KIIETKAMU Ha aMOyJTaTOPHOM YPOBHE ITYHKT 8 MOMMYHKT 1.
Jlnarno3 yctaHOBJIEH TakTuka JieueHus

3) IlepeyeHb OCHOBHBIX IMATHOCTUYECKUX MEPONPUSATHIA:

e HMmyHOXMMHYeCKOe HCCJIeJ0BAaHHE CHIBOPOTKM KPOBH W MOYM - CBOOOIHBIC
JIETKUE LIETIH CHIBOPOTKU KPOBH, AJEKTpodope3 ¢ MMMyHOPHUKCALUEH CHIBOPOTKU
KpOBU MW CYTOYHOM Mouu. Ilpu OTCyTCTBMM BO3MOXKHOCTH IPOBEIACHUS
MMMYHOXMMHUYECKOT'0 UCCIEI0OBaHUS — AJIEKTpodope3 OENKOB CHIBOPOTKA M MOYH C
UMMYHO(UKCALIUEH;

e OAK

e buoxumuyeckuil aHaiau3 KpoBH - 0OIIMil Oenok, anpbOymMuH, ypoBeHb IgA, IgM, IgG,
JIAT', CPB, xpeaTHUH, MOYEBUHA, SJICKTPOJIUTHI;

e OAM;

e (CyTOYHas NpPOTEUHYPUS

e V3U nepudepuyecux 1 BHYyTPHOPIOIIHBIX JUM(]OY3/10B — YBEIIMUECHUE PAa3MEPOB U
MU3MEHEHHUE CTPYKTYpPbI TUM(POY3JIOB;

® LUTOJOTHMYECKOe HCCIeJ0BaHMe OHONCHMHHOr0O MaTrepuaga — C  LEJbI0
Bepudukau mopdoaornyeckoit popmsl JII13;

® THCTOJIOTHYecKOe MCCIeJOBAHUE — OCHOBHOM METOJl MAarHOCTHKU 3a00JIeBaHUS.
[To3BOMsIET YCTAaHOBUTH IMArHO3 M OLEHUTDH CTENEHb 3JI0KAY€CTBEHHOCTU JIUM(POMBI B
3aBUCUMOCTH OT COCTaBa KJIETOK, UTO OINpeAeIIsieT BIOOp JalbHEHNIIEro JIeUeHUsI.

® UMMYHOTHCTOXMMHMYECKOe  HCCJeJ0BaHMe — C  Lenbl0o  Bepuduxanuu
Mopdonoruyeckoit popmsl JIIT3.

4) [lepeyeHb TOMOJHUTEIbHBIX THATHOCTHYECKUX MEPONPUSITHIA:
® MUEIOTpaMMa—ONpe/eIeHHEe IIUTOJIOTUYECKOTO COCTaBa KOCTHOTO Mo3ra. [IpoBoauTcs
C IICJIBIO BBISIBJICHUS TTOPAKEHUS KOCTHOTO MO3Ta OITYXOJIEBBIMU KJIECTKAMH,
¢ VIMMyHO(QEHOTHITUPOBAHHE KOCTHOT'O MO3Ta
e onpejeneHue B-2 MUKpPOrIo0yInHa
12



e lccrnenoBanue nuM@OIIa3MOIUTPAHBIX KJIETOK KOCTHOTO MO3ra Ha HAJIMUME MyTalluu
MYDS8S8 (L265P)

e [ucronornyeckoe U UMMYHOXMMHUYECKOE MCCIEIOBAaHUE TpernaHoOHonTaTa KOCHOIO
Mo3ra

e lccnenoBanue KpHOTIOOYJIMHOB CHIBOPOTKH KPOBU

e OcMOTp IIa3HOIO JTHA

3) TakTuka Jedenus [S]:

Crparerust JedeHUs ONpEAeISIETCS Ha dTane YCTAaHOBJICGHMsI JaWarHoza. BeiOop
MporpaMMbl JICUEHUSI 3aBUCUT OT OCOO€HHOCTel TedeHus MB, a MMEHHO HamUuus
[IUTONIEHUM, HEOOXOIUMOCTH Oosiee OBICTPOM PEAYKIMH OIYyXOJH, a TaKkKe
KOMOpOUHOTO (oHA.

HemeankameHTO3HOE JIeUeHHE:

Pesxknm: o0111€0XpaHUTEIbHBIN.

Muera: Crton Nel5. HeliTponeHnueckuM TMalMEHTaM HE PEKOMEHAYETCS COOII0IaTh

onpenenennyto auety (Y B)[9], [10], [11], [12], [13], [14].
IIpu novedHOM HENOCTATOYHOCTH UCIIONIb3YyeTCs aueTa Ne7.
MeaukaMeHTO3HOe JIeYeHHe:
TepaneBTHYECKHE PeKUMBbI HCIIOJb3yeMble 1J1 JedeHus MB [7]

BunepBble nuarnocrupoBanias MB

Jas MB/JIIIJI paHee moJiy4yaBHIMX
JIeYeHH e

PexxnMbl XMMHUOTEpaNIUK
JJIS TALMEHTOB
ABJIAIOIIUXCS
kanauaaramu Ha TKM

e bennamyctunt/-
putykcumMab[15],[16](Y 1 B)

e boprezomuo+/-
putykcuma6[17],[19],
[23],[24],[26] (YA B)

o boprezomu6+nexcamerason[20],[2
1],123],[25] (YA B)

¢ bopre3omu6+aexkcamerazon+
putykcuma6[18],[22], [23] (YA B)

o Kappunzamub+putykcumad+
nexcamerason [27](Y 1 C)

o [{uknodochamua+mnokcopyounma+
BUHKPHUCTUHTTIPETHU30H
+putykcuma6[28], [29],[30],[31],
[32] YA ©)

o I6pyTnan6[33], [34],[35] (YAD)

e Putykcuma6|[36], 1371, [38],
[391,[40]1(Y X C)

o Putykcumat-tiukinodochamua
+npenanzon[38], [40] (Y C)

o Putykcuma6-tiukinodochamua
+nekcamera3on|[38],[40](Y /1 C)

o Tamunomua+/-purykcumad|41],
[42] (YA D)

o Bennamycrun+/-purykcumad|15],[16]
(YA B)

o Anemry3yma0 [43], [44], [45]

¢ Bopre3omMub+/-putykcumad

* [171,[19], [23],[24],[26] (YA B)

o Bopre3somub+aekcamerazon|20],[21],[2
31,1251 (YA B)

e Bopre3oMub+aekcamera3on
+putykcuma6[18],[22], [23] (YA B)

o [{uknodochamua+maokcopyOouIH
+BHHKPHCTUH-HIPETHU3OHPUTYKCUMAO
[28], [29],[30],[31],

[32] (YA C)

e Dpeponumyc [46], [47], [48], [49] (VA
)

o Mopyrunu6|[33], [34],[35] (YD)

e Odarymymadb (mpu WHAWBUAYATHHOM
HEIEPEHOCUMOCTH  pHUTyKcHuMaba)[50],
[51] (YA C)

o Putykcuma6[36], [37], [38], [39],[40]
YA C)

o Purykcumab+uuknopochamun
+npenan3on[38], [40] (Y C)

o Putykcumat-+tiukinodochamua
+nekcamera3on|[38],[40](Y /1 C)

o Tanumomua+/-putykcumatd|[41], [42]
(YA D)

Pexxnmbl XMMHUOTEpaANIUN
g nanuenros HE

e bennamyctunt/-
putykcuma6b[15],[16] (Y B)

o bennamyctun+/-putykcuma6[15],[16]
(YA B)
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ABJISIOIIUXCH
kagauaaramu Ha TKM

o Knnaapubun
[S3](YA ©)

[571(¥ A ©)

+/-putykcumad|52],

o Xopamoynmi[54], [535](Y 1 C)
o OnynapabuH-+/-puTyKcuMad

o Onynapabun-+uukinodochamun
+putykcumab[56], [58] (YA C)

o Knmanpubun -+/-putykcumab[52],
yYao

o Xopamoynui[54], [55] (YA C)

o Onynapabun+/-puTykcumad[56],
[S71(¥Y A ©)

o Onynapabun-tipkiopochamug
+putykcumab[56], [58] (YA C)

[53]

[S6],

TpancnianTanus
KOCTHOT0 MO3ra

B OTACJIBHBIX ClIy4dasaXx TpaHCIJIaHTallus
CTBOJIOBBIX KJICTOK MOXKCET

paccMaTpUBaThLCS:
o BAXT-+ayroTKM[59] (Y C)
° a0 TKM (¢ abiaaTUBHBIM WIIN

HEMUEI00JaTUBHBIM PEKHUMOM

xoupunronuposanus)[60] (Y, C)

AJITOPUTM BeJleHH s NMalieHTa ¢ BIepBble BbisiBJeHHOH MBJ[3]:

e TemornofuH <110 r/n

e TpomGonuTsl <120x10%/1

* [gM-acCONHHPOEAHHAL
HeHpomaTHs

o IgMMGUS
* BeccHMmIOMHAaA/

«TTIE0Mam» MHEIOMA
* MB-accoHHpOBaHHAA
TeMOTHTHYIeCKA aHEMHA

e TemormodnH = 100 r/n

o  TpomGouHTsl > 120x10%1
* CHMITOMATHYeCKad

KPHOITIOOYTHHEMHA

* Hammne Bulky

e Tay0Ookaa

T'emorno6HH <100 r/n
TpoMGoUHTEL <100x10%/1
¢ CHMIOTOMaTHYIECKAd
OopranoMeranaa
e CHHIpPOM THIEPEA3KOCTH

ITHTONIEHHA:

CHHApOM

THIIEPBA3KOCTH

—

Ja

Het

TInaszmodepes

MoHoTepnas PHTYkcHMaGoM*

(1 xypc; 6e3 moaaep:KHBarOmMeit

«watch and wait» TepanHH)

*mnasModepes MPH HATHIHE
CHHIPOMA THIIEPEAZKOCTH
INPOBOJHTECA MO HaYalIa
TEparneBTHIECKOr o Ie9eHHA

BengamycTHE+PHTYKCHMA0 (BR)* X
4-6 Kypcos
Be3 noagepixnBaromeR Tepamul
pHTY!

KCHMaboM

Jlna NOTeHNHAIBHBIX KaHJHJATOE Ha
ayToTKM npoBoJHTCA 3ar0TOEKA
T'CK cTEONIOEBIX KIETOK

BbeccumnrTomHasn/ «tiaeromas» MB[8]

[lonxon «watch and wait» npumensiemass ajs MHOTMX MHJIOJICHTHBIX JIHUMQOM,

ABJACTCA CTAHAAPTOM  IJIA

«0ecCUMITOMHOrO» Teuenus MB.

Hupkynupyromuin

MOHOKJIOHAJIbHBIN IgM 0e3 KIMHHUYECKUX HpOSIBJIeHI/Iﬁ HC ABJISICTCA IIOKA3aHUCM JIA
Haydalila JICUCHMUA. AM6y.HaTOpHOC Ha6HIOI[eHI/IC HauoOoJiee MNpUEMJICMO JI JJaHHOM

I'PYIIIBI TAITHCHTOB.

Cumnromarudyeckasas MB

Taoauna. TakTuka Bpioopa xumuorepanuu npu MB IWWM-7, NCCN 2016)[7].

Ilepuynas MB

PennuauBupyromas/pedgpaxkrepunas MB

e MB acconuupoBaHHasi C IUTONEHUEW W OpraHoOMerajiueH:
purykcumab coneprkamue kKypesl DRC wim BR; anbrepHaTuBHBIN

pexuM 00TEe30MHO+PUTYKCHUMAO/-IeKcaMeTa30H;
o JlanmenTsl ¢ CUMIITOMAaTHYECKOM

Kypcax

THIEPBS3KOCTEHIO,
KpHOrIIO0yIMHEMHEH: MHAYKIMS OOpPTE30MUOOM, W B CIEIYIOIIUX
00pTEe30MHO+PUTYKCHUMAO+/-TeKCaMETa30H,

niun

[IpuHUUMIIEI TE K€, KaK JIs TEpaIlluy IEPBUYHOU
MB, npuHuMas BO BHUMAaHUE:

e [lammeHtraMm, y KOTOpPBIX JOCTHIHYTBIH OTBET
COXpaHsJicd He MeHee 12 MecsneB, MOXHO
paccMOTpeTh TOT K€ PEKUM, 4YTO ObUI B
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OeHIaMyCTHHHPUTYKCHMAO. Anemepnamusa:
¢bnynapaduntpurykcumad+/-nukinodpochamun (mas manuentop HE
SIBIISTIONMXCSI KaHaumaTamu Ha TKM);

e Moople MalueHThl, ABistomuecs kagauaatamMu Ha TKM: DRC
wim  00pTe30MHO+PUTYKCHMMa0+/-IeKcaMeTa3oH;  albTepHATHBA:
O6eHnamycTuH/putrykcumad (He BiusieT Ha 3arotoBky I'CK);

o [loxuible MaMEHTHl C HEYAOBIETBOPUTEIBHBIM COMAaTHUECKUM
crarycom: DRC wnmm daynapabun TaOneTUpOBaHHBIA (€CIU €CTh
BO3MOXKHOCTb MPOBEICHUS MEPOPaJIbHOM Tepanuu); alnbTepHaTHBA:
MOHOTEpaIusi pUTYKCUMaOOM HITH XJIOPaMOyLIUIIOM);

e [loxuiiple TAlMEHTHl, KOTOPBIM HE BO3MOXHO IIPOBECTH
BHYTPUBEHHYIO Teparuio; TIepOpaIbHOBIN ¢drynapadum,
aJbTepHATHBA: XJIOPaMOYIIHJI.

MHUIMAILHOM Tepanuu;

e Jlnsg mammeHTOB, Y KOTOPBIX PEMHUCCHUS JIAJIAch
MeHee 12 MECSIIEB WIIH C
MIPOTPECCUI/PE3UCTCHTHOCTRI0 K  TEPBOM  JIMHUU
Teparnuu, MOKHO paccMoTpeTh KYpChI c
NpUMEHEHUEM TpenapaToB JAPYrod Tpynmsl B
MOHOPEKHME U B KOMOWHAIIWH;

e lI30eraTb MHUEIOTOKCHYHBIX pexuMoB XT mis

MAIEeHTOB  SBILIIOIIMXCA ~ KaHIWAATaMHd  Ha
AyroTKM;

e AyroTKM, mnoka3aHa MamyeHTaM C TpeMs WIU
MeHee JIMHUSAMH  WMHUIHUAJBHOM  Tepamuu U

XUMHUOTYBCTBUTCIIbHBIM 3a00JIeBaHUEM.

Aaroputm. Tepanusi peuuauBoB U pedpakTepHbIX hopMm [3]

TIpensiayimas
XUMHOTEpanus =3 JIET Ha3a/

HOBTOpI/ITI) HHHIHAJIBHYHO

TEpaIuo <Grade 2
+ BR2
e DRC3

s MoHoTrepanmua HEpytuaHGOM!
. BDR, ecnH HMEOTCS NPH3HAKH
nepadepHYecKol HeHpomaTHH

AyTOJIOFII‘IHa}I TPaAHCILIaHTalIHA CTBOJIOBBIX KIIETOK 4

! — 1A IALMEHTOB, KOTOPhIE PaHee He IOMYIaaH HOPYTHHHO

> — BR = Bernamyctua+Purykcumab

3 _DRC = Jekcamerazon+Purykcumab+Iluxtodocdamun

* — MOKAa3aHHA CM. YHKT «J/[OTMOMHHTETEHEIE METO B JTeUeHUSD»
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Ilnasmadepes|s, 6]:

[Ipu runepBUCKO3HOM CHHIpOME TutazMadepe3 MokKa3aH B KAyeCTBE JIOMOJHUTEIBLHOTO
JIeYEHUs TIPe]] HauyajlioM ¢ XUMUOTEpaIuM, HO HE KaK CAMOCTOSITeIIbHBIA BUJT JICUCHUS. Y
nanueHToB MB npu Hanmuuuu CUHIpPOMA TUIEPBI3KOCTH, KPUOTJIOOYIMHEMHUH JICUCHUE
clenyeT HauMHaTh ¢ miazmadepesa Ajig ObICTPOro CHUKEHUS! YPOBHS MOHOKJIOHAJIBHOTO
oenka. OOBIYHO BBIMOJHSIOT 2-3 Tpolieaypsl miazmadepesa s CHIKeHUs ypoBHs [gM
Ha 30-60%. Ilocine ceancoB Ttutazmadepesa B Omkaiiiee BpeMs HAYMHAIOT
crienuuyeckoe JICUeHHEe, TaK Kak B TeueHue 4-5 Helenb ypoBeHb apanpoTerHa MOXKET
BO3BPATUTHCS K UCXOJTHOMY YPOBHIO.

Tpancmianranusa[6, 12]:

AYTOJIOTHYHASA TPAHCILUIAHTAIMU IeMOIMOITHYECKUX CTBOJOBBIX KJIETOK.
BricokolO3HasT ~XHUMHOTEpAaNUsi C  ayTOJOTMYHOM  TpaHCIUIAHTaUMEld IOKa3aHa
COMATUYECKH COXpPAaHHBIM NAlMEHTaM, B mepBoM peruause. MccinepoBanus aytoTKM
npu MB paGoueii rpynnel EBMT mnokaszanu Xopoliue pe3ylbTaTbl C MpUeMIIeMOi
TOKCUYHOCTBIO: Oe3penuanBHas CMEPTHOCTh B TeueHue 1 roma — 4%, a S-nerHss
OesnporpeccuBHass W 00miass BbDKUBaeMOCTH coctaBuinu 39,7% wu  68,5%,
COOTBETCTBEHHO.

AJJIOTeHHAS] TPAHCIVIAHTAIIMM IFeMOMO0ITHYECKHX CTBOJIOBBIX KJIETOK.

B mHactosimiee Bpemsi alyloreHHas TpaHCIUIAHTalUsi KOCTHoro ™osra npu MB
paccMaTpuBaeTCsi B paMKax KIMHUYECKMX  UCCJIEIOBAaHUNA B KayeCTBE «Tepanuu
cnaceHusi». B uccnenoBanum pabouei rpynnel EBMT no aumdome, npu amioreHHoOH
TpaHCIUIAHTALIMM KOCTHOTO, TIPOBEJEHHON 86 marueHTam, S5-leTHss 0e3nporpeccuBHast
BBDKMBAEMOCTh MIPU MUET0A0JaTUBHOM PEXUME KOHIUIMOHUPOBaHUs cocTaBmia - 33%
u 23% npu HeMuUen0a0IaTUBHOM. S-1eTHss Oe3nporpeccuBHas M 0011asi BBKUBAEMOCTb
COCTaBWJIU: MPU MHUEI0A0JaTUBHOM pexxkume — 56% u 62%, a npu HeMueno0adbJIaTUBHOM —
62%.

ConpoBoauTebHasi Tepanus:

IIpobiaema Pexomennanuu

TomHOTa M pBOTA Bce mpenapatel u3 rpynmnbl 5-HT3 aHTaroHucToB mepBoro
IOKOJIEHUs 00afaroT cxoxeil agppextuBHOCTHIO. Bompoc o
BO3MOXHO OoJibliell 3p(HEeKTUBHOCTH MpenapaToB BTOPOTO
MOKOJIeHUs u3ydaercd. Jlekcamera3zoH ycuinuBaeT 3()@eKTh
5-HT3 anTaroHuctoB u B OOJbllIEH CTENEHUW YMEHbIIAET
OTCPOUYCHHYIO TOIIHOTY U poBTY. Ilpym wmcnosb3oBaHuU C
npenapataMu BTroporo mnokosieHus S5-HT3 anTaronucToB
71032 JIEKCaMETa30Ha MOXKET ObITh CHUKEHA J10 8 M.
[TanmenTam, KOTOpBIE IIOJYYarOT BBICOKO- M CpelHe-
OMETOICHHBIE XMMMOIIPEIapaThl PEKOMEHAYETCS Ha3HA4yaTh
NK1 aHTaroHucTsl.

Pexomennyemas cxeMa  MPOPUIAKTUKH  TOIIHOTHI:
OHJIAHCETPOH & MT 2 pa3a B CyTKH, anpenuTaHT 125 mr |1
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p/cytku, 80 mMr Bo 2 u 3 cyTkH, JnekcameTazoH 12 mr 1

p/CyTKH.
OnaH3zanuH —  aTUOWYHBIA ~ HEWPOJENTUK, KOTOPBII
s dexTuBHEE, yem anpenuTaHT npoduakTupyer

OTCPOYCHHBIC TOIIHOTY U PBOTY.

['panynouuTapHsIi,
IPaHyJIOLUTAPHO-
MOHOLIUTapHBIN
KOJIOHUECTUMYJIUPYIOIIUE
(bakTopsl

He oxa3piBalOT BAMSHUS Ha OOIIYyI0 BBIKHBAEMOCTh U
JETAIBHOCTh MAlUMEHTOB ¢ (HeOpUIbHOM HEUTpOneHHuei.
MoryT mnOpuUMEHSTBbCS Il JIOCTHXKEHUS OoJiee TMOJIHOTO
BBITIOJIHEHUSI TTPOTOKOJIOB JieueHusi. Puarpactum B 103€ S
MKI/KI Ha3Ha4aeTcss Ha CileAyrmud wiun depe3 3-4 mHs
MOCJE€ 3aBEpPIICHUA XUMHOTEpAlMA MW  BBOAUTCS 1O
MOBBIIICHUSI  YPOBHS  HEUTPOGUIIOB  BBIIIE  HAJIUpA.
OcHoBHBIM TIOKa3aHueMm s HazHaueHus [(I'M)-KCD
spisiercss moowmmsanusa ['CK s ayTo- wiam amioreHHou
TPAHCIUIAHTALIMN KOCTHOI'O MO3Ta.

AcCCOUNHPOBAHHBIE C
mumpomoit
TPOMOOTHYECKUE U
TpoMO0IMOOTUYECKHE
OCJIOKHEHHSI

Cwmotpets [Ipunoxenue 7, Hacrosiiero KII.

Cunapom nusuca
OILYXOJIU

Cwmotpets [Ipunoxenue 5, nacrosiero KII

Koppekuus BogHo-
AJIEKTPOJIUTHBIX
HapyLICHUI

Cwmotpets [Ipunoxenue 6, nacrosiero KII

IlepeyeHb OCHOBHBIX JIEKAPCTBEHHBIX CPE/ICTB:
AHTHHEOIJIACTHYECKHE 1 HMMYHOCYIIPECCHBHbBIE JIEKAPCTBEHHbIE CPEICTBA
e ajieMTy3yMal, * KOHUEHTpAT AJi1 NPUrOoTOBIEHUsl pacTtBopa st uHpy3ui 30 mr/3

M

e OEHIaMyCTHH, MOPOIIOK JUIsl MPUTOTOBIEHUS pacTBopa sl uHbeKIud 25mr, 100

MT;

b

e Oopre3oMud 3,5

BHYTPUBCHHOTO BBCIACHUS

MT, J'II/IO(l)I/IJ'II/ISaT sl MPUTOTOBJICHUA pacTBOpa IJA

® BUHKPUCTHUH, * pacTBOP MJisi BHYTPUBEHHOTO BBeAeHUs 0,5 MT/MI;
® JIeKcaMeTa30H pacTBOP IS UHBEKIUH 4 Mr/mit 1 mit;
e jokcopyOunmH 10Mr, nuodunusar AJisi TPUTOTOBICHUS PAcTBOpPA IS UHBEKIUN U

uHpy3MUii;

e uOpyTHHUO 90MTI, KarCyJbl;

e kappmiazomMud*, nuodunuzaT s IPUroTOBICHUS pacTBopa A uHdy3uid 60 mMr

e KJIaapUOWH, PACTBOP JJISI MHBEKIMH 1 MI/MiT;

e odarymymad, KOHIICHTpAT I IPUTOTOBICHHUS pacTBopa aist uHDy3uid 100mr/Smu,

1000Mmr/50Mm;

e npeaHu30J0H 30Mr, pacTBOP JJIsl UHBEKIINH;
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® TpeAHu3oH, * 1 mr, 2mr, 5 Mr;

® purykcuMal, KOHUEHTpaT [Jjs npuroToBieHus pactBopa 100 mr/10 mm, 500
Mr/50mi

o Ttamupomun*, Tadmerku 25 mr, 50 mr, 100 mr;

e (daynapabun, nuoduaM3aT SIS NPUTOTOBJICHHUS pacTBOpa JJisl BHYTPUBEHHOIO
BBeJcHUA S50 MT;

o mukiaodochamua 200Mr, TOPOMIOK JJii NPUTOTOBJICHHUS  pacTBopa  JJId
BHYTPUBEHHOTO BBEICHUS;

e speposumyc 0,25 mr, 0,75 mr.

IlepeyeHb 10MOJHUTEIBHBIX JIEKAPCTBEHHBIX CPEACTB:

JlekapcTBeHHbBIE CpeaCcTBa, 0CIa0JIAI0IIHE TOKCHYECKOe JIeilicTBUe
NPOTHBOONYXO0JIEeBbIX PENapaToB:

o xanbius ponunatr MJIW natpus dhonuHaT, pacTBOp

® OMENpaszoJi, MOPOIIOK JTUOPUIN3UPOBAHHBIA JJII TPUTOTOBIICHUS pacTBopa s
nabekmi 40 Mmr;

® OHJIAHCETPOH, PACTBOP ISl UHBEKIUNA § MI/4MIT;

e naMuapoHoBas kuciota 90mMr/10Ma * KOHLEHTpAT AJisi MPUTOTOBJICHUS pacTBOpa s
uHpy3MUii;

e Tpamanon 100mr/2 mui, pacTBOp ISl MHBEKIHUH (TIOCIe PErUCTpaIin);

® YPOMETHUKCAH;

e (HaMOTUIWH, MOPOLIOK JUOPUIM3UPOBAHHBIA [JIs1 TPUTrOTOBIICHUS pacTBOpa s
nHbeKImi 20 MT;

e (unrpactuM, pacTBop st uHbeKIui 0,3Mr/mi,1 Mi1.

AHTHOaKTepHaJIbHbIE CPEACTBA:

® A3UTPOMUIIMH, Tabnerka/karncyna, 500 Mr; nopomox JUOGUIU3HUPOBAHHBIN s
MIPUTOTOBJICHUSI pacTBOpa IJisi BHYTpUBEHHBIX MHGY3ui, 500 mr;

® aMUKaIlWH, MNOPOIIOK Juisi uUHBEKuui, 500 ™Mr/2 wmi Wi [OPOHIOK ISt
MPUTOTOBJICHUSI pacTBOpa AJisi UHbEKIMH, 0,5 T;

® AMOKCHULIWJUIMH/KJIABYJIAHOBAs KUCJIOTa, TaOleTKa, MOKPHITas MIICHOYHON 000I0YKOM,
1000mr;mopomok [yl OPUTOTOBIIEHWS — pacTBOpa Uil BHYTPUBEHHOIO M
BHyTpuMbIlIeyHOro BeeAaeHus 1000 mr+500 wmr;

® BAaHKOMMIIMH, MOPOIIOK/TMOPUIN3AT ISl MPUTOTOBJIEHUS pacTBopa Uisi MHGY3Ul
1000 mr;

® TEHTAMUIMH, paCTBOP AJisl MHbEKIMA S0Mr/2mi 2Mmi;

® UMUIIMHEM, LUJIACTaTUH MOPONIOK JIJIi MPUTOTOBIIEHUS pacTBOpa sl UHGY3UH,
500 mr/500 wmr;

e neBodiokcaruH, pactBop aisg uHdys3uit 500 mr/100 ma;tadbnetka, 500 mr;

® JIMHE30JIUJI, PACTBOP AJI UHPY3UI2 MI/MIT;

® MepoIeHeM, JIMOGUIU3aT/IOPOIIOK JUIsl TPUTOTOBICHUS pacTBopa Ay uHbekui 1,0
T;
e Mokcudokcanus, Tadsnerka, 400 mr;pactBop s uHby3uit 400 mr/250 mn
e oduoxkcarnuH, Tadbnerka, 400 mr;pactBop misg uHby3uit 200 mr/100 m;
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® MUIMEPANWIINH, Ta300aKTaM MOPOIIOK JIJIi MPUTOTOBJIECHUS PAcTBOpa IJi UHBEKIIUN
4,5r;

® TUTSHUKJINH*,TMODUIN3UPOBAHHBIA TOPOIIOK JUIsi TPUTOTOBJICHHS pacTBOpa IS
uHbekIui 50 mr/¢rakon;

® THUKAPIWUINH/KJIABYJAHOBasi  KHUCJIOTA, TMOPOIIOK  JTMOPUIU3UPOBAHHBIN IS
NpUroToBieHUs pactBopa aist nHdy3uid 3000mr/200mr;

e 1edenum, MOPOIIOK I MPUTrOTOBICHUS pacTBopa At mHbeKui 500 mr; 1000 mr;

e 1edomnepasoH, Ccylpb0aKTaM MOPOIIOK JIJIsi MPUTOTOBJICHUS pAcTBOpA IJII UHBEKIIUHN 2
T;
o runpodokcaut, pactBop ais uadysuii 200 mr/100 mi, 100 mot; Tabnerka, 500 mr;
® SPUTPOMHUIIUH, TabneTKa 250Mmr;

® SpTaneHeM nuodunu3aT, s MPUTOTOBJICHUS pPAcTBOpa Jii BHYTPUBEHHBIX H
BHYTPUMBIIIICYHBIX HHBEKITUH 1 T.

IIpoTuBOrpudKOBLIE JIeKAPCTBEHHBbIE CPEICTBA:

e amdotepuriud B* muodunu3upoBaHHbIN MOPOIIOK JIJIsi MPUTOTOBJICHUSI pacTBOpa JJIs
uHbekIy, 50 Mr/QakoH;

® aHUAYIOPYHTHH, TUOPUIU3UPOBAHHBIN MOPOIIOK ISl IPUTOTOBJICHUSI pacTBOpA JJIs
uHbekiui, 100 mr/daakon;

® BOPUKOHA30JI,IIOPOIIOK JUIsi IPUTOTOBJICHMs pacTBopa miusa  wuHby3uit 200
Mmr/diiakon;Tadnetka, 50 mr;

® UTPAKOHA30JI, pacTBOpP Ui mpuema BHYTph 1 Omr/ma 150,0;

e kacnoyHTUH, TMOPUIN3AT IJIs PUTOTOBJICHUS pacTBopa st uHPy3uit 50 Mmr;

® KOJIUCTUMETAT HATPHUA ™, nuoduIu3aT s IPUTOTOBICHUS pacTBopa sl UHPY3Ui
1 mun EJl/pnaxon;

e MeTpoHHUIa30J1, TabneTka, 250 mr;pactBop it uady3uit 0,5% 100w,

e MHKaQyHTHUH, MOPOMIOK JTHOPUIN3UPOBAHHBIN IS TMPUTOTOBICHHUS pacTBOpa Jis
uabeknui 50 mr, 100 mr;

e (uykonazoun, kancyna/rabnerka 150 mr;pactBop st undysuit 200 mr/100 mu, 100
M.

IIpoTuBOBHMpYCHBIE JIeKAPCTBEHHbIE CPeICTBA:

® AIMKJIOBUP, KPEeM JUIsl HAPYKHOTO npuMeHeHus, 5% - 5,0;tabnerka, 400 Mr;mopoiiok
JUTSL TPUTOTOBJIEHUS pacTBopa Jjist uHPy3uid, 250 mr;

® BJIANMKIOBUP, TabneTKa, S00MT;

® BaJbIAHIMKIOBUD , TabieTka, 450mr;

® TaHIUKIOBUP™, TUOGUIN3AT JJIS IPUTOTOBJICHUS pacTBopa st nHPy3uit S00MT;

o (pamuuxnoBup, TabaeTku,500mr Nel4,

JlekapcTBeHHbIE CpeACTBA, IPUMeEHsieMble NPU MTHEBMOIUCTO3€:

¢ Cynb(haMeTOKCa30J/TPUMETONIPUM, KOHIIEHTPAT JJIi MPUTOTOBJIEHUS pacTBOpa IS
uHpy3uii (80Mr+16mr)/mi, 5 mi;tabnerka 480 mr.

JlonoJIHuTeIbHbIE HMMYHOCYINIPECCUBHbIE JIEKAPCTBEHHbIE CPeACTBA:

® JeKCaMeTa30H, pacTBOP JUIs MHBEKIUH 4Mmr/mit 1 mit;

® METHJINPETHU30JIOH, TabieTka, 16 mr;

® MPETHU30JIOH, PACTBOP i UHbeKIMM 30 Mr/ma 1m;Tabierka, 5 mr.
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PacTBopbl, npuMeHsieMble /151 KOPPEeKIMH HAPYIIEHUIi BOJIHOT0, 3JIeKTPOJMTHOIO
1 KHCJIOTHO-OCHOBHOI'0 0aJ1aHCa, MAPEHTEPAJIbHOI0 NMTAHUSA:

e anb0ymuH, pactBop aisa uHdy3uit 10 % - 100mi1, 20 % - 100 mu;

BOJIAa JUIs1 UHBEKLIMH, PACTBOP JJI1 UHBEKIIUKA SMIT;

JEeKCTpo3a, pacTBop st uHDy3uit 5% - 250mm, S00m;

IeKCTpo3a, pacTBop At uabekunit 40% - 10 mu, 20 mu;

KaJlusl XJIOPHUJI, PacTBOP JUIsl BHYTPpUBEHHOTO BBeAeHUs 40Mr/mi, 10mu;

KaJbIUs TJIFOKOHAT, pacTBOp 1151 uHbekuid 10%, 5 mu;

KaJIbIUS XJIOPU,pacTBOp aJid uHbeKkuud 10% Smo;

e MarHus cynbdar, pacTBOp JUist UHbeKIUH 25% 5 mu;

® MaHHMTOJI, pacTBOP M uHbeKIu 15%-200,0;

e HaTpus XJjopul, pactBop mist uHpy3uit 0,9% - 250mi1, S00Mmut;

® HATpHs XJOPUJ, KaJus XJIOPUJI, HATPUM YKCYCHOKUCIBIM  pacTBOp Mg MH(DY3HUil BO
¢dbnakone 200mu, 400mu;

® HATpHs XJOPUJ, KaJus XJIOPUJl, HATpUs aretat pactBop s uHpy3uin 200mu, 400mi;
® HATpUsl XJOPUJ, KU XJIOPUJ, HATPpUs TUAPOKapOOHAT pactBop A  uHQYy3Ui
400mu;

e [-ananuH, L-aprunuH, rimuuH, L-ructuaud, L-uzonenuwn, L-newnuH, L-nu3uHa
ruapoxiopun, L-metnonun, L-penunananuu, L-nponun, L-cepun, L-tpeonun, L-
tpuntodan, L-tupo3uH, L-BanuH, HaTpus aneTat TpUruapar, HaTpus riauuepodocdara
NEHTUTUIPAT, KaJIUg XJIOPUJI, MarHUs XJIOPHUJI TeKCarujaparT, TJII0K03a, KalbIHs XJIOPHU]
JTUTUAPAT, OJTUBKOBOTO U O0OOB COEBBIX Macell CMECh AIMYJIbCUS J/UH(].: KOHTCHHEPHI
TpexKamepHblie 2 Ji;

® TUIPOKCUATHIKpaxMal (IeHTakpaxmai), pactBop Ayt uHPy3uit 6 % 500 mi;

® KOMIUJIEKC aMUHOKHCIIOT, 3MYJIbCUS I UH(PY3UH, coJiepKallias CMEeCh OJIMBKOBOIO U
coeBoro Macein B cootHomeHuu 80:20, pacTBOp aMUHOKHUCIOT € 3JIEKTPOIUTAMHU, PACTBOP
JIEKCTPO3bl, ¢ 001el kanmopuitHocThi0 1800 kkan 1 500 Mi1 TpeXCEeKIIMOHHBIN KOHTEHHED;
e nytpukomn* 500 mi1 B KOHTeIHEepax.

JlekapcTBeHHbBIE cpeacTBa, npuMeHsieMble s NpoBeAeHU s
HHTEHCUBHONTENpanuu (KapInoTOHMYECKUEe CPeJCcTBAa JIf Je4YeHHsI CeNTHYeCKOro
II0KAa, MUOPEJIAKCAHTBI, BA30IPEeCCOPbI U CPEICTBA AJIsl HAPK03a):

e aMHUHO(DUIUINH, pacTBOP JJIs MHBEKIUH 2,4%, 5 M,

® aMUOJApPOH, PacTBOP IJsl MHBEKUUH, 150 Mr/3 mi;

® aTpakypuiide3wiar, pacTBOp A UHbEKIUM, 25Mr/2,5Mm1;

® aTPOIIMH, PACTBOP ISt MHbEKIMH, 1 Mr/ mi;

® Jua3ernamM, pacTBOP JUIsl BHYTPUMBIIIEUHOTO U BHYTPUBEHHOTO NMPUMEHEHUS SMI/MII
2MI1;

e n00yTtamuH*,pacTBop /I uHBEKIUH 250 Mr/50,0 mit;

® JIOTIAMHH, PACTBOP/KOHIIEHTPAT JJIsI IPUTOTOBJIECHUSL pacTBopa st uHbeKuui 4% , 5
MJT;

® UHCYJIUH [IPOCTOM;

® KeTaMMH, pacTBOp i uHbekui 500 mr/10 mu;

e Mop(uH, pacTBOp s HHBEKUUN 1% 1Mt
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HOpanuHeGpuH*,pacTBOp A uHbeKIMt 20mr/mi 4,0;

MUNEKYPOHUSIOPOMU, MOPOIIOK JTHODUIN3UPOBAHHBIN 111 UHbEKIIUH 4 MT;
nporod o1, SMYJIbCHS 1J11 BHYTpUBEHHOTO BBeieHus 10 mr/mi - 20 mu, 50 mur;
POKYpOHUSI OPOMU/I, PACTBOP /JI1 BHYTPUBEHHOTO BBeAeHus 10Mr/mi, 5 mit;
TUOTNIEHTAIIHATPUHN, TOPOIIOK [JIsi MNPUTOTOBIEHUS pPAcTBOpPa JUIsi BHYTPUBEHHOIO
BBeacHUA S00MT;

o (enunrGpul, pacTBop A uHbekuui 1% 1m;

® YeJIOBEYECKHUI HOPMaIbHBIA UMMYHOTJIO0YJIMH, pacTBOP [l HHDY3U;

e snuHedpuH, pactBop At uabekuuit 0,18 % 1 mo.

JlekapcTBeHHbIE CpeCcTBA, BJAUSIONINE HA CBEPTHIBAIOIIYI0 CHCTEMY KPOBH:

® AaMHUHOKAIIPOHOBAas KMCJIO0Ta, pacTBop 5%-100 mu;

® AHTUUHTHOUTOPHBIM KOATYJISHTHBIA KOMIUJIEKC, JTUOPUIN3NPOBAHHBIA MOPOIIOK IS
MIPUTOTOBJICHUSI UHBEKIITMOHHOTO pacTBopa, 500 ME;

e remnapuH, pactBop aisa uabekuuit 5000 ME/mi - 5 M, rens B Ty6e 100000E/] 50r;

e ry0Oka remocTaTuyeckas, pazmep 7*5%1;

e ry0Oka remocTaTUyecKasl paccachiBaromiascs, pasmep 8*3;

® HAJpOMNapUH, PacTBOP MJsi MHBEKIMA B MpPEIBAPUTEIBHO HAMOJIHEHHBIX LINpUIlAX,
2850 ME antn-Xa/0,3 ma, 5700 ME antn-Xa/0,6 mi;

® HHOKCaAmapuH, pacTBop s uHbekuuid B mmpumax 4000 antu-Xa ME/0,4 mi, 8000
anTu-Xa ME/0,8 m.

JIpyrue JiekapcTBeHHbIE CpeCTBA:

e aMOpOKCOJ, pacTBOp JIsi MHBEKIMH, 15 Mr/2 mi,pactBop uisi mpuemMa BHYTPh U
uHTranamui, 15mr/2ma - 100mi;

e aMOpPOKCOJI, pacTBOP JJIsl TprUeMa BHYTPb U MHTAISAIUM, 15mr/2mi, 100mit;

® aMJIOJIMIIMH, TabJieTKa/Karcyna 5 mr;

aTEHOJIO, Tabyerka 25mr;

AlETWILHUCTEUH,TOPOLIOK ISl IPUTOTOBJIEHUS! pacTBOpa JJisd pueMa BHYTpb, 3 T;
OynuBaKauH, pacTBOP JJI1 UHBEKIMHA 5 Mr/mi, 4 M,

renapuH, renb B Tyoe 100000E/] 50r;

JiekcaMeTa3oH, Karu riaa3aeie 0,1% &8 mir;

I eHruApaM1uH, pacTBOp Juist UHbeKIud 1% 1 mi;

IPOTaBEPHH, pacTBOP JJIsl MHbEeKIMHU 2%, 2 MII;

UMMYHOTJI00yJIHH YeJI0BEKa HOPMAJIbHBIN [[gG+IgA+IgM]pacTBOp IS
BHYTpHUBEHHOT0 BBeJleHus 50 mr/mi- 50 mu;

e kanTomnpwi,tTadaeTrka S0Mr;

e keronpoden, pactBop s uHbeKuuid 100 Mr/2mir;

® KJIOTPUMA30J, KpeM sl HapyKkHOro npumeHeHus 1% 30r,pacTBop Ayisi Hapy>KHOTO
npuMenenus 1% 15wm;

® KJIOTPUMAa30JI, KpeM AJisl Hapy)Horo npuMenenus 1% 30r;

e KJIOTPUMAa30JI, paCTBOP AJIsI HAPYKHOTO npuMmeHeHus 1% 15m;

e JaKkTyjo3a, cupon 667r/m mo 500 mi;
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® JICBOMMIIETHH, CYIb(aTUMETOKCUH, METUIIYpalliil, TPUMEKauH  Ma3b IS
Hapy>kHOro npumeHenus 40r;

® JIMJIOKaWH, pacTBOP JJIsl UHBEKIUM, 2% 110 2 MJT;

® JIM3UHONPWII, TaOJETKA SMT;

e MeTWIypalui, Ma3b JJI1 MECTHOTO puMeHeHus B Tyoe 10% 25r;

® METPOHUA30JI, Fejib cToMaTonorudeckuit 20r;

e HadazonuH, karum B HOoc 0,1% 10m;

® HULEPTOJHH, THOPUIN3AT ISl IPUTOTOBICHUS PACTBOPA UHBEKIIMMA 4 MT;

e omenpaszoi, kKarcyina 20 MI,IIOPOIIOK JUO(PUIM3UPOBAHHBIA JUIsl MPUTOTOBICHUS
pactBopa a1t uabekunit 40 mr;

e OMEnpasol, MOPOIIOK JIMOMUIUZUPOBAHHBIN /JII TPUTOTOBJICHUSI pacTBOpa s
nabekmi 40 Mmr;

® TOBUJOH— HOJI, pacTBOp AJIsI HAPY>KHOT'O MPpUMEHeHus 1 1;

® [pOKauH, pacTBOp s nHbeKuui 0,5% no 10 mu;

e canb0yTamMoI1, pacTBoOp I HeOymaizepa SMr/mia-20Mi;

® CMEKTHUT JUOKTa’APUUYECKUM, MOPOIIOK Il MPUTOTOBJICHUS CYCHEH3UM ISl MpUeMa
BHYTpb 3,0 T;

® CHUPOHOJIAKTOH,Karcyna 100 mr;

e ToOpamuluH, Karu riaasasie 0,3% Smn

e TopaceMuj,TadaeTka 10mr;

® Tpamajaoi, pacTBop ajsi uHbekui 100 mr/2mi,pacTBop Uil IpueMa BHYTPb (Karuin)
100 mr/1 mu 10 ma(miociie peructpaiun);

e Tpamajoi, Tabsetku 50 Mr(mocie perucTpalum);

e (HaMOTUIWH, MOPOLIOK JUOPUIM3UPOBAHHBIA [JIsi TPUTOTOBICHUS pacTBOpa s
nHbeKImi 20 MT;

e (penobapOuran, Tadbnerka 100mr;

e (eHTaHUJ, CUCTEMa TepaneBTUYECKas TpaHCAepMalibHas 75 MKr/d (st JedeHus
XPOHUYECKUX 00 Y OHKOJIOTHUECKUX OOJIbHBIX) ;

e (onueas kucioTa, TAOJIETKA, 5 MT;

e (ypocemun, pacTBOp aJig UHbEKIIUM 1% 2 MiT;

e xy0pamM(peHuKo, CyinbhaTuMETOKCUH, METUITYpalluil, TPUMEKauH Ma3b TSt
Hapy>xHoro npumeHenus 40r;

e xjoprexkcuaut, pactsop 0,05% 100mn

® XJIOPONUPAMUH, PACTBOP JJIsl MHBEKIMHN 20 Mr/mit 1mi1.

OcHoOBHBIE CXeMbl XUMHOTEPANIMHU
Monorepanus Purykcumadom

Ha3sBanmue PacyerHas no3a /{Hu BBeaeHUSA IIpumeyanus
npenapara
Purykcumad 375 mr/m2 1, 8,15, 22 nam B/B, KaleinbHO, BBOAUTCS | pas

B HEJNIENIIO B TeueHUe 4 Henelnb
(Bcero 4 BBesIeHUS)

Kypc noBTopsirot yepes 12 Hepenb npu HE0OOX0AMMOCTH
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Boprezomu6+Putykcumad (BR)

Ha3sBanmue PacyerHas no3a /{Hu BBeaeHUSA IIpumeyanus

npenapara

bopre3omud 1,6 mr/m2 1,8,15 B/B

Purykcumad 375 mr/m2 1 B/B, KaneabHO, B quu 1,8, 15,

22 (B 1 u 4 kypcax)

Jleyenune BO300HOBIIsIETCS HA 29-1 JIEHB.

ITpoBOIAT 6 KypCOB.

Bbopre3omu6+Purykcumad+/lexkcamerason (BDR)

HasBanmue PacyerHas no3a /{Hu BBeaeHUSA IIpumeyanus

npenapara

bopre3omud 1,3 mr/m2 1,4,8,11 ITonkosxHO

Purykcumad 375 mr/m2 11 B/B, KanieabHO, B quu 1,8, 15,
22 (B 1 u 4 kypcax)

JlekcameTa3oH 40 mr 1,4,8,11 B/B

Jleuenue Bo300HOBIsIETCS HA 22-11 IeHD (TTepBhIe 4 Kypca), 1ajiee TPOBOAUTHCS | pa3 B HENEb.

Bbopre3omno+/lexkcamerason (BD)

HasBanmue PacyerHas no3a /{Hu BBeaeHUSA IIpumeyanus
npenapara

bopre3omud 1,3 mr/m2 1,4,8,11 ITonkosxHO
JlekcameTa3oH 40 mr 1,4,8,11 B/B

Jleuenue Bo300HOBIsIETCS HA 22-11 IeHD (TIepBbIe 4 Kypca), 1ajee TPOBOAUTHCS | pa3 B HENEb.

Kappunzomuno+Purykcumad+/lekcamerason (CaRD)

HaszBanmue
npenapara

PacueTHnas no3a

JIHu BBeaeHUs

IIpumeyanus

Hnuyuanvnas mepanus™:

Kapduiazomud -20 mr/m2 (11 1,2 -B/B, KareabHO B TeueHue 20
Kypc) MHHYT;
-36 mr/m2 (2-6 -B/B, KareabHO B TeueHue 30
KYpCBhI) MHUHYT

Purykcumad 375 mr/m2 2,9 B/B, KalleJIbHO

JlekcameTa3oH 20 Mr 1,2,8.9 B/B, KaIlleabHO

*Kypc noBTopsiercst Kaxpiii 21 1eHb

Llooodeporcusarowan mepanusa™*:

Kap¢pniazomud -36 Mr/m2 1,2 -B/B, KareabHO B TeueHue 30

MUHYT
Purykcuma0d 375 mr/m2 B/B, KameJIbHO
JlekcameTa3oH 20 Mr 1,2 B/B, KaleJIbHO

**Kypc moBTOpsieTCs KaKaple 8 HeNeb.
[IpoBoauThCS 10 8 KypCOB MOIEPAKUBAIOIICH TEPATTHU.

Huknopochamua+aokcopyoniMH+BUHKPUCTHHHTIPEAHU30H+PUTYKCUMAD

(R-CHOP)

HasBanmue
npenapara

PacuerHnas no3a

JlHu BBeaeHUs

IIpumeyanus
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Purykcuma0d 375 mr/m2 1 B/B, KareJIbHO

Huxaodochamun 750 mr/m2 1 B/B

JokcopyOounun 50 mr/m2 1 B/B

Bunkpucrun* 1,4 mr/m2 1 B/B (MakumMaibHO 110 2,0 MT B
JIEHb)

IIpeann3on 100 mr/m2 1-5 IlepopasibHo WK B/B

Kypc noBropsiercs kaxapiii 21 nenb, 4-8 Kypcos.
[Ipu pazBuTuM NpU3HAKOB HEMPONATUH, B NOCIEAYIOUIUX KypcaX BUHKPUCTHH HE BBOIUTHCSI.

Nopyrunnod (Ibrutinib)

HasBanmue PacyerHas no3a /{Hu BBeaeHUS IIpumeyanus
npenapara

NopyTunno 420 mr €XKETHEBHO BHYTPb
JauresabHo.

Huknopochamua+Purykcnmad+/dekcamerazon (RCD)

Ha3sBanmue PacyerHnas no3a /{Hu BBeaeHUSA IIpumeyanus
npenapara

Purykcuma0d 375 mr/m2 1 B/B, KaleJIbHO
Iukaodochamua 100 mr/m2 1-5 BHYTpb, 2 pa3a B JICHb
Jexcamera3on 20 mr 1 B/B

Kypc noBropsiercs kaxapiii 21 neHb, npoBOAAT 6 KypCOB.

Huknodpochamua+Purykcumad+IIpennusonon (CPR)

Ha3sBanmue PacyerHas no3a /{Hu BBeaeHUSA IIpumeyanus
npenapara

Purykcuma0d 375 mr/m2 | B/B, KalleJIbHO
Huxkaodochamua 100 mr/m2 1-5 BHYTpb, 2 pa3a B JICHb
Jexkcamera3on 20 mr 1 B/B

Kypc noBropsiercs kaxapiii 21 n1eHb, NpoBOAAT 6-8 KypCOB.

Tanupomua+Purykcumad (Thalidomide/rituximab)

Ha3sBanmue PacyerHas no3a /{Hu BBeaeHUSA IIpumeyanus

npenapara

Putykcnmad 375 mr/m2 €KEHEIIIbHO B/B, KanenbHO. BBeaenue ¢ 2 no
SHepenu u c 13 no 16

Tanunomun 50-200 mr/neHn 1-28 epopaIbHO

28-nueBHblN Kypce. [IpoBoast no 12 kypcos.

benpamycrun+Purykcumad (Bendamustine/rituximab)

Ha3sBanmue PacyerHas no3a /{Hu BBeaeHUSA IIpumeyanus

npenapara

Purykcuma0d 375 mr/m2 1 B/B, KaleJlbHO.

BennamycTun 90 mr/m2 1-2 B/B

Kypc nosropsiercs kaxasie 28 nueid. [lpoBoaurcs 6-8 kypcos.

Kaagpuoun+Purykcnmad (Cladribine/rituximab)

Ha3sBanmue PacyerHas no3a /{Hu BBeaeHUSA IIpumeyanus

npenapara
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Purykcuma0d 375 mr/m2 1 B/B, KameJbHO.

Kanaapubuun 0,1 mr/kr 1-5 B/B

Kypc noBTopsiercst kaxapie 28 nueit. [IpoBonutes 4 xypca..

MoHoTepanus XJIopaMOyIHJIOM

HaszBanue npemnapara IIHI/I npueMa 1 J103MpoBKa

XopaMOyua 10 mr/m/cyT BHYTpb X 7 aHeil
2 Mr/cyT ©XeIHEBHO 10 KypcoBoi 103kl 300-350 Mr, nanee momaepKuBaromias
tepanus 10-15 mr 1-2 pa3za B mecs1n

daynapadun+Purykcumad (FR)

HasBanmue PacyerHas no3a /{Hu BBeaeHUSA IIpumeyanus
npenapara

Purykcuma0d 375 mr/m2 €KEHEJEIIBHO B/B, 8 BBEJICHUII.
Diaynapadbun 25 mr/m2 1-5 B/B

Kypc noBropsiercst kaxasie 28 nueid. [IpoBoaurcs 4-6 kypca.

Quaynapadunt+lnkiaopocpamuatPurykcumad (FR)

HasBanmue PacyerHas no3a /{Hu BBeaeHUSA IIpumeyanus
npenapara

Putykcumad 375 mr/m2 1 B/B
Daynapadbun 25 mr/m2 1-3 B/B
Iukaodochamua 250 mr/m2 1-3 B/B

Kypc noBTopsiercst kaxapie 28 nueid. [IpoBoaurcs 4-6 kypca.

— Xwupyprudeckoe BMelIATEJIbCTBO, C YKa3aHHEM NMOKA3aHMI ISl ONePATUBHOIO
BMeIIATeJIbCTBA:
® JiCCEUEHUE IIIyOOKOro meHHOro TMMQPaTHIECcKoro y3ia;
® yiCCE€YEeHHE MOIMBIIICYHOTO JIUM(PATUIECKOTO y3I1a;
MCCEYEHUE NIaX0BOro JTUM(PaTHIECKOIO y3I1a;
MPOCTOE UCCEUECHHE JIPYToil TMM(aTHUECKO CTPYKTYpBHI;
JIOKaJIbHOE HcceueHne TuMQpoy3a;
MOJIHAS CIUIEHIKTOMMUS;
® OMOTICHS KOXKHU U MOJKOKHBIX TKaHe.

Ileab npoBeneHust npoueaypbl/BMemaTebcTBa: Bepudukamus quarsosa JII13
IMoka3zanus: uckiroueHue/moaTsepxaeHue auarunosa JiI3

6) Iloxa3zaHus 1151 KOHCYJIbTAIUU CHIEIMAJIMCTOB:
e OHKOJIOT - MpHU MOJ03peHUN Ha TuMbonpoudepaTuBHbIe 3a00IeBaHUS
e KOHCyIbTaIIMU Y3KUX CHEHHUAIMCTOB — IO MOKA3aHUAM.

7) Iloxka3anusi IS MepeBoJa B OTAeJeHHMEe MHTCHCUBHOW Tepanuu U peaHMMalMu:
HapylIeHUEe BUTATBHBIX (YHKIHNA
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8) NUnaukaropsl 3P PeKTUBHOCTH JIeUEHHS.
Ennnbie 00HOBJICHHBbIC KPUTEPUH OTBETA HA JICYCHUE AJaNITUPOBaHHbIE 6i1 padoyei
rpynnoii mo MaxkporJsod0yaiunemuu Baabaencrpemal6].

IMosHbIii oTBET o e OrcyrcTBHE MOHOKJIOHAJIBHOTO Oenka [gM B CBIBOpPOTKE 1O
JAaHHBIM UMMYHO(UKCalun

e Hopmansnslii ypoBeHns IgM

e OrtcyrcTBue IMM(OaIEHONIATUH U CITICHOMETJInu (eciu
HMMEJTUCh UCXOJIHO)

e OtcyrcTBHE HHPWIBTPAILIMK KOCTHOTO MO3Tra IO JaHHBIM
LUTOJIOTUYECKOTO U TUCTOJIOIMYECKOI0 UCCIIEJOBAHMUS.

Ouenb xopomi OXYO | e Hannuue MOHOKIOHATBHOTO Oeika IgM B CHIBOPOTKE 110
YaCTUYHBIN OTBET JAHHBIM UMMYHO(UKCalun
e CHuxeHHue ypoBHs ChIBOPOTOYHOro IgM OT ucxoaHoro Ha
>90%

e VYMeHbIIICHHE pa3MepoB JTUM(]aIeHONATHH/CTUIEHOMET JTUH
(ecym onpeAeIIsITUCH UCXO/IHO )
e OTCyTCTBHE HOBBIX CUMIITOMOB aKTHBHOCTH MB

YacTu4yHbIi OTBET 0 e Hanuune MoHOKIIOHATBEHOTO Oenika IgM B ChIBOpOTKE 110
JTAHHBIM UMMYHO(HUKCAIIUN

e CHuxeHue ypoBHs ChIBOPOTOYHOro IgM OT ncxoaHoro Ha
>50% (uo =He BhIme 90%)

e VYMeHbIIIEHHE pa3MepoB JTuM(]aIeHONaTHH/ CTUIEHOMET JTUH
(ecym onpeAeIIsITNCH UCXO/THO )

e OTCyTCTBHE HOBBIX CHMIITOMOB aKTHBHOCTH MB

Munumaibnsbliii otBer | H30 e Hannune MoHOKIOHaIbHOTO Oesika IgM B chIBOpOTKE 110
JAaHHBIM UMMYHO(UKCalun

e CHuxeHue ypoBHs CBIBOPOTOYHOro IgM OT ncxoaHoro Ha
>25% (1o =He Bhime 50%)

e OTCyTCTBHE HOBBIX CHMIITOMOB aKTHBHOCTH MB

Cradtnausanus C3 e Hannune MoHOKIOHaIbHOTO Oesika IgM B chIBOpoOTKE 110

3a0o0/1eBaHuSA JAaHHBIM UMMYHO(UKCalun

e Cumwxkenue Ha 25% 1 MeHee WM yBelInueHue He 0oJiee yem
Ha 25% ceiBopoTouHOTrO IgM OT CXOAHOTO MOKa3aTeNs

e be3 Ipu3HAKOB HAPACTAHMS
nuMQaeHOTaTHH/CTUICHOMET A TUHI

e OTCyTCTBHE HOBBIX CHMIITOMOB aKTHBHOCTH MB

IIporpeccupoBanue 113 e VYBenuuenue Ha 25% u Oosiee ceiBOpoTOYHOTO IgM TIpH
3a00JIeBaHHA MTOBTOPHOM HCCJICIOBAaHUHT
e [IporpeccupoBaHue KIMHUYECKN 3HAUMMBIX CUMIITOMOB
00JIe3HM.

9) laabHeiiee Beaenue[12]:
PexomenayeTcss mpoBeleHME MHUHHMAJIbHBIX COOTBETCTBYIOIIMX PAaJHOJOTHUYECKUX M
yIBTPa3BYKOBBIX MCCJICIOBAHUIN KaKJble 6 MECSIEB B TEUEHHUE 2 JIET, U 3aTEM €XKETr0THO
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TOJBKO B CiIy4asX CIUICHOMETaluu B [Je0roTe 3a00yeBaHMsA WIH YBEIMYCHHUS
TUM(paTUYECKUX Y3II0B.
OAK, pyTuHHOE uccieioBaHne OMOXUMHUYECKUX MTOKa3aTeNel, a TaKkKe KOJIMYeCTBEHHOE
onpenenenue IgM npoBoasTCs Kaxable 3 Mecsla B TEUCHHE 2 JIET, Kaxable 4-6 MecAleB
B MOCIENYyIOIKE 3 roja, U 3aTeM — €XKETOAHO ¢ OCOOBIM BHHMAHHEM B OTHOIIEHHUHU
TpaHchopmanu 3a001€BaHus U 00pa30BaHMsI BTOPUUHBIX 3JI0KAUECTBEHHBIX OITYXOJIEH,
BKJIIOYasi BTOPUYHBIN OCTPBIN JIEUKO3.

13. MEAULINHCKAS PEABUJINTAIIUSA: Her.

14.ITAJVIMATUBHASA ITOMOIb: Her.

14. COKPAILEHMH S, UCITOJBb3YEMBIE B IPOTOKOJIE:

BO3 BCEMHpHAsl OpraHu3alys 3paBOOXPaHECHHUS

3HO 3JI0KaYECTBEHHOE HOBOOOpa30BaHUE

JIAT JIAKTaTAECTUAPOreHas3a

JITT3 auMdonponudepaTuBHOE 3a00JI€BaHNE

MB MakporyooyiauHemusi Banpaencrpema

MKb MeXAyHapoJiHas Kiaccuukanus 0one3Hen

H30 MHWHHUMAJIbHBI OTBET

OAK o0l aHAIKU3 KPOBH

OAM 001K aHAJTN3 MOYH

0OX40 OYE€Hb XOPOILIWMN YACTUYHBIA OTBET

113 porpeccupoBaHue 3a00aeBaHus

110 TIOJIHBIM OTBET

PKI paHAOMHM3UPOBAHHBIEC KIIMHUYECKHUE UCCIIEOBAHUS

C3 cTabunnzanys 3a00JIeBaHUs

CPb C-peaKTUBHBIN O€I0K

TKM TpaHcIuTaHTalKst KOCTHOTO MO3ra

Y] YPOBEHbB JI0KA3aTEIIbHOCTU

Y31 yJIbTPa3BYKOBOE UCCIIEAOBAHHE

XT XUMHUOTEpanus

2 (0) YaCTUYHBI OTBET

CD cluster of differentiation

EBMT European Group for Blood and Marrow Transplantation

FISH fluorescence in situ hybridization

Ig NmMmyHOrnoOynux

ISSWM International ~ Prognostic ~ Scoring  System  for = Waldenstrom
macroglobulinemia

MGUS Monoclonal gammopathy of undetermined significance

NCCN National Comprehensive Cancer Network
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15. Chnmcox pa3padoTYHKOB TMPOTOKOJA € YKa3aHHMEM KBAJIH(PUKANMOHHBIX
JAHHBIX:

1) Kemaiikun Baaum MatseeBuu - AO "HarmoHanbHbINM HaAy4YHBIA LIEHTP OHKOJIOTHH U
TpaHciuiantoiorun", JIMpekrop aenapTaTMEHTa OHKOJIOTMH, [JIaBHBIM BHEIITATHBIN
remarosior M3uCP PK, kanauaaT MeIMIMHCKUX HAYK

2)TaitnytnunoBa Onbra BnagumupoBna -Bpau rematosior, AO "HaumonanbHbIi
Hay4YHbIW IEHTP OHKOJIOTMU U TPAHCILJIAHTOJIOTUHU".

3) Knong3unckuit  AHTOH AHatonbeBUY — K.M.H., Bpau rematosor, TOO «llentp
reMaToJIOTUN»

4) PamazanoBaPaiirynoMyxamOeTOoBHa —/1.M.H., 3aBeJyIolas KypcoM remaronoruu, AO
«Kazaxckuiif MEIUITMHCKUN YHUBEPCUTET HEMPEPHIBHOTO 00pa30BaHUS.
5)l'a66acoBaCayneTenembaeBHa -3aBenyroias oTAeiaeHueM remobiactozos, PITI Ha
ITXB «Ka3zaxckuii Hay4HO-UCCIEA0BATEIbCKIUH NHCTUTYT OHKOJIOTUU U PAJUOJIOTUN.

6) KapakynosPomanKapakynoBuu —1n.M.H., Akagemuk MAU, riaBHbI Hay4dHBIN
COTPYIHUK OTAeNeHUs remMobsiacto3oB «Kazaxckuil Hay4dHO-HCCIIEIOBATEIbCKUM
MHCTUTYT OHKOJIOTUU U PAIMOJIOTUI.

7) KamueBa Mupa MapatoBHa - K.M.H, JOLEHT Kadeapbl KINHAYECKOU
dhapmaxosioruu u papmakorepanuu KazHMY um. C. Achennusipona.

16. Yka3aHue Ha OTCYTCTBHE KOH()INKTA HHTEPECOB: HET.

17. CiuCcOK peneH3eHTOoB:

1) Typrynosa Jlrogmuna ['eHHaueBHA — TOKTOP MEAUIIMHCKUX Hayk, npodeccop, PITI
Ha [IXB «KaparanguHCKMil TrOCyIapCTBEHHbI MEIHULMHCKHI  YHUBEPCHUTET,
3aBeayromas kapeapoi TepaneBTUUECKUX AUCIMIUIMH (HaKyIbTeTa HEMPEPHIBHOTO
npoeccuOoHaIbHOTO Pa3BUTHS, BpAY-reMaToIor.

18. IlepecmoTp mpoTokoJia: yepe3 3 roja mociie ero onyOJUKOBAaHUS M C JAThl €ro
BCTYIUICHUSI B JEWCTBHE WJIM TIPU HAJUYUU HOBBIX METOJOB C YPOBHEM
J0Ka3aTeJIbHOCTH. .

19. Cnmcok ucnoJIb30BAHHOM JTUTEPATYPbI:
1) Scottish Intercollegiate Guidelines Network (SIGN). SIGN 50: a guideline

developer’s handbook. Edinburgh: SIGN; 2014. (SIGN publication no. 50). [October
2014]. Available from URL: http://www.sign.ac.uk.

2) Gertz MA. Waldenstrom macroglobulinemia: 2011 update on diagnosis, risk
stratification, and management. Am J Hematol. 2011;86:411-16.

3) Stephen M. Ansell, MD, PhD; Robert A. Kyle, MD; Craig B. Reeder, MD. Diagnosis
and Management of Waldenstrim Macroglobulinemia: Mayo Stratification of
Macroglobulinemia and Risk-Adapted Therapy (mSMART) Guidelines. Mayo Clin Proc.
September 2010;85(9):824-833
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HNupexe Kapuoscekoro/Illkana ECOG-BO3
OO011ee COCTOSTHUE OHKOJIOTHYECKOTO OOJILHOTO PEKOMEH0BAHO OIICHUBATH 110 MHICKCY
Kapnosckoro (0-100%) unu llIkane ECOG-BO3 (0-4 6ana).

Nupexe KapHnoBckoro AKTHBHOCTB, % | lllkana ECOG-BO3 | baaa
CocTostHue HOpMaIbHOE ka0l 100 Hopmanbhnas 0
HET aKTUBHOCTb

Cnoco6eH K HopMaJIbHOM 90 Ectb cumnromel 1
NEeSTENbHOCTH, HE3HAYUTEIbHbIE 3a0oseBaHus, HO

CUMIITOMBI WM MPU3HAKU 0JIMKe K HOPMAJIbHOMY
3a00seBaHus COCTOSIHUIO

HopmanbHast akTUBHOCTB C 80

yCUIIEM

OO6cayxuBaet cebs 70 bonwime 50% gueBHoro | 2
CaMOCTOSATEIBHO, HE CTIOCOOEH K BPEMEHU MIPOBOJUT HE
HOPMAJIbHOM JI€SITEIbBHOCTH WM B [IOCTEJIU, HO HHOT/1a
aKTUBHOMU paboTe HYKJIA€TCS B OT/IbIXE
Hyxnaercs nopoit B noMoIu, HO 60

croco0€H caM y/I0BJIETBOPATH

OOJIBIITYIO YACTh CBOMX

OTpeOHOCTEH

Hy>naercs B 3HaUMTENBHON 50 Hyxnaercs B 3
MOMOIIY U MEIUIITHCKOM npeObIBaHUU B
00CITy>KUBaHUU noctenu 6oisee 50%
NuBanmup, Hykaaercs B 40 JTHEBHOTO BPEMEHU
CHeUaIbHON MOMOIIH, B T.4.

MEIULIMHCKOU

Tspxenas ”HBaJIUAHOCTD, ITOKa3aHa 30 He criocoben 4
rOCMUTAIN3aLUs, XOTSI CMEPTh HE oOcnyKuBath cels,
PEICTOUT MPUKOBAH K IMOCTENH
Tsoxensiit 6os1bHON. Heo0X01MBI 20

aKTUBHOE JICUCHUE U

roCrnuTaIn3anus

YMuparomuin 10

Ipunoxenue 2
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Kaaccnpuxanus mumdom. BO3 2016 roxa.

B- ki1eTo4HbIe OMyXO0JIH:
e XpoHuueckuil tuMdoneikos/ mumdoma U3 MasbIx TUMGOIUTOB;
e MoHOKJIOHATBHBIN B-Kki1eTounbl TUMQOINTO3;
¢ B-nponumdouuTtapHsiil 1eHlKo3;
e Jlumdoma ceneseHKH U3 KIETOK MapruHaIbHOMN 30HbI;
e Boy10CcaTOKIE€TOYHBIN JIEHKO3;
o Jlumdoma/ neitko3 cene3eHku, HeKJ1acCUPUIIUPYEMbIi:
- Iuddy3nas menkokietounas B- kinerounas aumdpoma KpacHoi
MYJIBITBI
CEJIE3EHKU;
- BonocaTokiieTouHbIN J€HK03- MO0OHBIN BapUaH.
e JlumdomnnazmonuTtapHas asumdpoma
- Makpornobynunemus Banbnencrpema
e MoOHOKJIOHAJIbHBIE TaMManaTiu HesicHoro reHeza (MGUS), [gM:
- bonesnb o~ TSKENbIX LETeH;
- bone3np y- TAxKENbIX 1eTeH;
- boJie3Hb |- TSKEIBIX HETEH.
e MoHoKIIOHaIbHBIE TaMManaTiu HesicHoro rede3za (MGUS), IgG/A:
- [Ina3zmMokIieTOYHasT MUEIOMA;
- ConurapHas T1a3MOIIMTOMA KOCTH;
- DKcTpamMeayJuIsipHas MUEJIOMa;
- bone3nb HaKOMIEHUSI MOHOKJIOHAJIBHBIX UMMYHOTJIOO0YJIUHOB.
e DKCTpaHOJalbHas TUMQpoMa U3 KIETOK MaprUHAIBLHOMN 30HbI TUM(OUIHON TKaHHU,
aCCOIMUPOBAHHOM cO ciau3nucTon oo6osoukoir (MALT- numdom);
e HonanbHasg numdoma 13 KIeTOK MapruHaibHON 30HBI;
e HopanbHas numdomMa U3 KIeTOK MapruHaIbHOM 30HbI, IEANATPUUECKUI BAPUAHT;
o OoyukynsipHas TuMmdoma:
- In situ ponmmukynspHas Heoria3us;;
- GomnukynspHas TMMQpomMa 1yoIeHaIbHOTO TUIIA.
o QoyukynsipHas TuMdoma, eguaTpuuecKuii BapuaHT;
o KpynHoknerouynas B- knerounas numpoma ¢ IRF4;
o [lepBuyHas koxHas HEHTPODOIUKYIIApHAA TuMpOoMa;
e Jlumdoma u3 KJIETOK MaHTUU:
- In situ Heomnaz3us U3 KJIETOK MaHTUU;
e Jlubdysnas kpynHokieTrouHnas B- kinerounas numgpoma, NOS:
- GCB-tun(anr. germinal center B-cell-like);
- ABC-tun (anri. activated B-cell-like).
e B-xnerounas numdoma, 6oratas T-kiIeTKaMU/TUCTHOLIUTAMU;
o [lepsuunas JIBKKJI nenrpansnoii HepBHOI cucuremsl (LIHC);
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o [lepBuunas koxHas aAuddy3Has KpynHokieTouHas B- kinetounas aumdoma c

MMOPAXKCHUCM HHIKHUX KOHC‘IHOCTCﬁ;

L4 HepBI/I‘IHaH MCIHUaCTHHAJIbHAA (TI/IMI/I‘IeCKaH) KPYIIHOKJICTOYHAA B- xnerounas

EBV1+ DLBCL, NOS;

EBV1+, K0XHO-CIU3UCTas S3Ba;

JABKKIIL, cBsizaHHas ¢ XpOHUYECKUM BOCIIAJICHHUEM;
JlumdomaTonaHBIN rpaHyIeMaTo3;

auMdoma;

e B- knerounas numdoma, Hekitaccuuipyemas, ¢ Ipu3HakamMmu, IPOMEKYTOUHBIMU
Mexay nuddy3Hol KpynHokiIeTouHOM B- kineTtounoit tum@omoit n mumdomoit

BuyTtpucocyaucTas kpynHokiietouHas B- kierounas numpoma;
ALK + kpynHokieTtouyHasi B- kierounast numdoma;
[1nazmobactHas numdoma;

[lepBuyHas sxccyaaTuBHas AMMpoMa;

HHV81 DLBCL, NOS*;

Jlumdpoma bepkurra;

bepkutonono6uas numdoma ¢ aboeparmeit 11q;

B-knetounas numdomMa BBICOKOM CTETIEHHU 3JI0Ka4€CTBEHHOCTH, ¢ MyTanusiMu MYC u
BCL2 u /unu BCL6;

B-knerounas numdpomMa BBICOKOM cTeneHH 3i10kauecTBeHHOCTH, NOS;

XOJIKKUHA;
T/ NK- kj1eToYHbI€ OIIyX0JIH:

T- kierounbIii mpoauM@OUTAPHBIN JEHKO3;

T- kJeTOUHBIN IpaHyISPHBIN TUMQPOLMTAPHBIN JIEHKO3;

Xponuueckoe aumbonponudepatuHoe NK- kinetouHoe 3a60eBaHuE;
ArpeccuBHblid NK- KIETOUHBIN JIEUKO3;

Cuctemnuas EBV T-kierounas numdoma y nereu;
['unpoaocneHHOBUIHO- TOAOOHasIUMpoMa;

T- knerounas numdoma/ JIeHKO3 B3pOCIIbIX;

OkcrpanoaanbHas NK/ T- kierounas numdoma, Ha3aabHBIA TUI;
AcconuupoBanHas ¢ suTeponarueit T- kinertounas numpoma;
MonomopdHas snuTenroTponHas kumednas T-numpoma;
Nunponetnue T-knerounsie numponponudeparuBubie 3a0oneBanus XXKT;
['enarocrennydeckas T- kinetouHas aumdpoma;

[lonkosxHasi MAHHUKYJIUT- Tofo0Has T- kieroyHas tuMdoma;
['puboBUAHBINA MUKO3;

Cungpom Cezapu;

[lepBuunsie koxxkubie CD30- no3utuBHbie T- KIETOYHBIE TUM(POMBI;
JlumpomaTonIHBIN NAMYIIE3;

[lepBuyHas KoXxHas aHAIUIACTHUYECKash KPYMHOKIIETOYHAS JIUMQOMa;
[lepBuunas koxHas yd T- kineroyHas aumdoma;
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e [lepBuunas koxHass CD8+ arpeccuBHas 3nuAepMOTPONIHAS HIUTOTOKCHYecKast T-
KJIeTouHas TuMpoma;

o [lepBuynas koxHas CD8+ T- knerounas numpoma

[lepBuunas koxHas nepudepuueckas CD8+ T- kineTounas numpoma
[lepBuunas koxHas CD4+ menko/ cpeanexseTounas T- kiaetouHas aumdpoma;
[lepudepuueckas T- kieroyHas 1uMdpoma, HEYTOUHEHHAS;
AnrnounmmyHo6sactHas T- kinetounas numdoma;

domnukynapHas T-kiaeTtouHnas auMdoma;

Hopanwsnas nepudepudeckas T-knetounas iumdpoma ¢ penorunom TFH;
Amnannactuueckas KpynHokietouHas aumpoma, ALK- nozutuBHas;

e Amnanyactuueckas KpynHokietoyHas aumboma, ALK- HeraTuBHas;

e ['pyaHON MMILTIAHTAT-aCCOLMUPOBAHHON aHAIJIACTUYECKAsk KPYITHO-KJIETOYHAs
mumboma;

Jlumpoma XoaKKHHA:

e Honynspuas ¢ numdouabimM npeobdnananueM auMdoma XomKKUHa;
Knaccuueckast mumdoma X0 KKUHA;

Jlumpoma XomKkkruHa, BApUaHT HOMYIISPHBIN CKIIEPO3;

Jlumpoma XomkkruHa, BapuaHT, O0raThiil TMMEGOIUTAMH;

Jlumpoma XomKKrHA, CMEIIAHHOKIECTOUHBIA BapHaHT;

o Jlumdpoma XoIKKHHA, BAPUAHT C TUMGPOUTHBIM UCTOIICHUEM.
IHocTpancnantannonubie JuMponpoaudeparusubie 3adoaesanus (PTLD):
e [Inazmaruueckas runepruiazusi (PTLD);

e Uudexnuonnsiii MoHoHykI€03 (PTLD);

barpoBas ¢onnukynspHas runepruiazus;

[Honumopdnas PTLD;

Monomopdnas PTLD (B- u T-/NK-kieTouHbIe THIIHI)

Knaccuueckas numdoma Xomxkuaa (PTLD).

HoBoo0Opa3oBaHusl THCTHONMTAPHBIX U ACHAPUTHBIX KJIECTOK:

e ['mctuonurapHas capkoma;

e ['mctuonuro3s U3 kietok Jlanrepraca;

e Capkoma u3 kietok Jlanrepraca;

HeonpenenenHplil onyXoib JEHAPUTHBIX KIIETOK;

Capkoma u3 IEHIPUTHBIX KJIETOK;

Capkoma (HoTUKYISIPHBIX AEHAPUTHBIX KIIETOK;

Onyxosb U3 PEeTUKYIAPHBIX (HUOPOOTACTUUECKUX KIIETOK;

PaccesiHHas roHOIIECKAs] KCAHTOTPaHyJIOMa

bonesnp Dparerima-Yectep
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IIpunoxenue 3

DaKkTOpPbI PUCKA M POPHUIAKTUKA TPOMOOTHUYECKHX M TPOMO0IMOOJINIECKUX
OCJI0KHEHHM H
dakTophl prcKa U MPOPUIAKTHKA TPOMOOTHUECKUX U TPOMOOIMOOTNIECKHIX
OCJIO)KHEHUW Y MAIMEHTOB, KOTOPHIE MOTYYal0T TATUAOMUJT WIH JICHATUIOMU/T

DakTOpbI pUCKA

PexomeHayemble 1eiiCTBUS

NunuBuayanbHbie PakToOphl pucka

o Oxupenne (MMT Gomnee 30 kr/m);

¢ [IpenmectByromnue TPOMOOTHYECKHUE
COOBITHS;

e lleHTpasbHbIi BEHO3HBIM KAaTETEp WU
HCKYCCTBEHHBIN BOJUTENb PUTMA;

e AccomuupoBaHHble  3a0o0JieBaHUS U
COCTOSIHHS: 3a00JIeBaHUS CCC,
XpoHHUUYeckass OoJie3Hb TIOYeK, Juader,
OCTpbie HH(PEKINHU, UMMOOUITN3AIIHS;

e Xupyprudeckue BMeIIaTeIbCTBa: 0O0IIas
XUPYPrusi, TpaBMa, Jt00ast aHeCcTe3us;

e licnonb30oBaHME IPUTPONIOITHUHA;

e Tpombodunuu.

dakTophI pucka CBSI3aHHBIE C
mumponpoardepaTUBHBIM 3200JI€BAHUEM

e Camo Hamuuue JTUM(OMBI, MHEJIOMBI B
OCOOCHHOCTU TIPU OOJBIION WHHUIIUATBHOM
OITyXOJIEBOM Macce;

o [loBbIlIeHHAs! BSI3KOCTh KPOBH.

e Het hakTopoB pricka uinu oguH HaxTop
pucka (MHAUBUYaJTbHBIN WM CBSI3aHHBIN
¢ mumdornposnudepaTUBHBIM
3a00JIeBaHUEM ): alleTHIICATULIMIOBAs
kuciora 80-325 mr 1 pa3 B CyTKu;
e 2 1 6oJee UHIUBUAYATbHBIX WU
CBSI3aHHBIX C UM oTpoudepaTUBHBIM
3a00seBaHrEM (DAKTOPOB PUCKA:

- HuzkomouekysipHbie rernapruHbl
(axBUBasIeHT SHOKcanapuHa 40 mr 1 pa3 B
CYTKH);

NIJIn

- [lonHas no3a BapdapuHa (1eneBoe
sHauenne MHO 2-3)

dakTopkI, CBI3aHHBIC C JICUCHUEM
Coueranue TanuaoMuaa Uiu
JICHAJTUIOMU/IA C:

¢ BricokuMU J103aMU JIEKCaMeTa30Ha
(6onee 480 Mr B Mecs);

e J[okCOpyOUIIMHOM;

o [lomuxumuoTepanuei.

¢ HuzkoMonekyJspHbIe TenapuHbI
(oxBUBasIeHT SHOKcanapuHa 40 mr 1 pa3 B
CYTKH);

NIJIn

e [lomnas no3a Bapdapuna (1ieaeBoe
sHauenue MHO 2-3).

IIpornocTuyeckasi MojJeJib aCCOIMUPOBAHHBIX C XUMHOTEepanuei
TPOMO03IMOOInYecKuX ocin0kHeHui KhoranaA.A. u coaBT.

XapaKTepUCTUKH NANUEHTA

Bbanabl

BepudunnpoBannas numdoma

KonudectBo TpoMOLIUTOB 710 Havana xumorepanuu 350 Thic/MKI

M BBIIIC

VYposenb remorniodrna ke 100 1/ uau ucroiab30BaHUE 1

SPUTPONIOAITUHOB
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VYpoBEHB JEUKOLMTOB A0 HaYajla XUMUOTEpanuu Boiie 11
TBIC/MKJI

VMT Bbime 35 kr/m°

1

O6m1ee konuyecTBo O6awioB | Kareropus pucka

Puck cumnromMmHOU

TpoMO0IMOOTUN
0 Huzkui 0,8-3%
1,2 ITpomexyTOUHBIN 1,8-8,4%
3 u Ooitee Bricoknii 7,1-41%
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Ipunoxenue 4

Pexomennanun American Society of Clinical Oncology nmo npodunaktuke u
JIEYEHHI0 TPOMOO30B BEH M TPOMO0IMOOJIHIT Y OHKOJIOTHYE€CKUX 00JIbHBIX*

Llenp

‘ IIpenapar

T
Cxema

IIpoghunaxmuxa

['ocniuranu3upoBaHHbIE
OHKOJIOTH- YECKUE
OOJIbHBIE XUPYPIHUUECKOTO
WM TepaneBTUYECKOTO
npous

HedpakuronnpoBaHHbIi
renapus

5000 E/T xaxxawie 8 q°

Jlantenapun 5000 ME/cyt
DHOKcanapuH 40 mr/cyt
CDOHIIaHapI/IHYKC4 2,5 mr/cyt
Jleuenue TB u TOJIA
HauasnpbHoe’ I[aJITenapI/IH4 100 ME/kr kaxabie 12 9
200 ME/kr/cyt’
DHoKcanapuH’ 1 mr/kr kaxjple 12 4
1,5 mMr/kr/cyT’
I'enapun 80 EJl/xr B/B cTpyiiHO, 3aTeM 18
EJl/xr/4 B/B (ckOpOCTb
BBEJICHUS KOPPEKTUPYIOT C
yuetom AUTB**)
CDOHIIaHapI/IHYKC6 <50 kr — 5 Mr/cyr
50-100 kr — 7,5 mr/cyT
> 100 kr —10 mr/cyT
Tun3zanapun 175 ME/kr/cyt
Jlonrocpodsoe’ Jantenapun 200 ME/kr/cyT B Teuenue 1
Mmec., 3areM 150 ME/kr/cyT
Bapdapun 5-10 Mr/cyT BHYTpb, 103y

KOPPEKTUPYIOT TaK, YTOOBI
MHO cocraisiio 2—3

*TIPUMEYAHUA. O6mmas 1auTebHOCTh aHTUKOATYJITHTHOM Teparuu 3aBUCHUT OT
0COOCHHOCTEM citydasi. BOJTbHBIM ¢ aKTUBHBIM 3JI0KAYECTBEHHBIM MPOILIECCOM OOBIYHO
TpeOyeTcs Tepamnus NpoAoKUTEILHOCThIO HE MeHee 6 Mec.

OTHOCHUTENBHBIE MPOTUBOMOKA3aHUS K HA3HAUYCHUIO AHTUKOATyJITHTOB BKJIFOYAIOT

ciacayromicee:

" HEKYNHUPYEMOE KPOBOTECUEHHUE;

" OcTpas CTaMsl BHYTPUUYEPETHOTO KPOBOUBIIHUSHUS;
" pacciauBarollas aHeBpU3Ma aOpThl UM AHEBPU3MA COCYIOB F'OJIOBHOTO MO3ra;
* QaKTepuaJbHbII YHIOKAPIUT;

" [IEPUKAPIUT;

* o0ocTpeHue sA3BbI Kenyaka uinu aApyrux oraenon XKKT;
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" TspKeNasi, 3I0KaueCTBEHHAs apTepuaibHasi TUIIEPTEH3USI WIIM TUIIEPTEeH3Us 0€3
HAJIJIC)KAIIETO JICUCHUS;

" TsKeJIasi TpaBMa Tr'oJIOBbI;

= OepeMeHHOCTH (BapdapuH);

" remapuHoBas TPOMOOUUTOINCHUS (TenapuH, HepaKIMOHUPOBAHHBIN U
HU3KOMOJICKYJISIPHBIN);

" BBEACHUE UAYPATBHOIO KaTeTepa.

Cokpamenusi: AUTB — akTuBUpOBaHHOE YaCTUYHOE TPOMOOIIJIACTUHOBOE BPEMSI;
MHO — MexayHapoIHOE€ HOPMaJIU30BaHHOE OTHOLLICHHE.

'Eciut HeT 0coOBIX IOKA3aHHil, BCe J03bI BBOIITCS OIKOKHO.

2I/ICHOJH>3yeTCH taxke BBeneHue 5000 ME kaxasie 12 4, HO 3TOT pexuM, Mo-
BUJIUMOMY, MeHee 2 PeKTUBEH.

3 IIHTeIBHOCTD paBHa CPOKY rOCMHUTAIU3AIUMA WM BPEMEHU JI0 TIepexoa Ha
aMOyJIaTOpHOE JICUCHHE.

*FDA CIIIA He 0106pHIO MPUMEHEHHE IS STOH LIETH.

*MHUHHAMATbHBIH cpok 5—7 mHel; nmepexoa Ha BaphapuH BO3MOXKEH, ToJIbko eciii MHO
HaXOAUTCS B JOMYCTUMBIX TPaHUIIAX 2 THS MOAPS/I.

6BOJIBH_IYIO poJib UrpaeT BoIBeAcHUE ToukaMu. [Ipu knupence kpeatunuHa Mmenee 30
MJI/MHH TIpenapaT Ha3HauaTh HEXKEJIaTeNIbHO; €CJIM MPUMEHEHNE BCE-TaKU HEOOXOIUMO,
CJIEyET OPUEHTUPOBATHCS HA aHTU-Xa-aKTUBHOCTb.

"Kak npaswio, ucnonbdyercss AUTB, B 1,5-2,5 pa3a npessiiiaroiiee KOHTPOIbHOE
3HayeHue. Jlyummii MeTos onpeaeseHus TepaneBTuueckoro auanazona AUTB,
COOTBETCTBYIOMIETO ypoBHIO renapuna 0,3—0,7 ME/mi, — 3To XpoMoreHHoe
onpeJiesieHne ypoBHs pakTtopa Xa.
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Hpuioxenue 5
CuHapoM J1u3uca OmyXxoJu

[Ipu pa3pymieHNM OIMyXOJEBBIX KIETOK 00Opa3yercs IsATh OCHOBHBIX CYOCTaHIIMH,  KOTOpPBIC
BBIBOJSITCS MCKIIFOUUTENIBHO TOYKaMU: NMPOAYKTHl pacmaja IypuHa —> KCAaHTHH, T'HIIOKCAHTUH U
MoueBasg KHCIOTa; Kanuit; ¢pocdar.

ANnonypuHOJ TOPMO3HUT pacrajJy KCaHTHMHA M  TUIOKCAaHTHMHA JIO  MOYEBOM KHCIOTHI IyTEM
MHIUOUPOBaHMSI KCAHTMHOKCHIa3bl, CHUXKasi 00pa30BaHKE ypaTOB B CHIBOPOTKE KPOBH.

[Ipy mpeBpIlIEHMH NOpOra PacTBOPUMOCTU KCAHTHH, THIIOKCAHTUH M MOYEBas KHUCIOTa MOTYT
KpUCTAJIJIM30BaThCSl B MOYEUHBIX KaHaJbllax U cobupatenbHbiXx TpyOoukax. docdar, coenunssacs c
KajmplueM, oOpasyer ¢ocdar KanblMs U BBIIAAAET KaK B MOUYEYHBIX KAHAIbLAX, TaK U B KOHILIEBBIX
Kamuuisipax TKaHeH, CIeACTBHEM YEro SIBJISIIOTCS TUIOKAIbIUEMHUs, OJIMIO/aHypus U TKAHEBBIE
HEKpo3bl. PaCTBOPUMOCTh KCAHTHHA M MOYEBOM KHUCJIOTHI B IIEJOYHOM Cpelle HAMHOIO BBILIE, YEM B
KHCJIOW, HO IIEJOYHasl Cpe/la HAIpPOTHB OJIArOMPUATCTBYET BBHIMIAJCHUIO B 0CaoK (ocdara KaabIlus.
Kpome Toro mpu ph>7,5 MoXkeT  KpUCTAJUIM30BaTbCs  T'MNOKCaHTUH.  ClenoBaTenbHO
nepesallesauuBaHie MOYHU TOKE MOXET OJIaronpHsITCTBOBATH BBINAJCHUIO MPOIYKTOB KJIETOYHOI'O
pacrnaza.

Ecnu mepex HauanoM UUTOPEAYKTUBHOM Tepanuu HaOJIIOAAETCS IMOBBIIIEHHE YPOBHS MOYEBOM
KHUCIIOTBI W/WIN Kaius, W/ ¢pocaTtoB W/ MM KpeaTUHUHA, TO MEPOIPUSITHS MO0 HOPMaIU3alUN dTHUX
MoKasareseil JT0KHbBI ObITh MPOBEACHHI A0 Hayajla UTOPEAYKTUBHOM Tepanuu. OJHaKO HAayauo 3TOH
Tepanuu He JOJDKHO OTKIIaAbIBaThCs Oojiee ueM Ha 24 yaca.

['1aBHBIM MEpONPHUATHEM SIBISETCS MHUIMUPOBAHHME W MOJJEPKaHME BBICOKOTrO auypesa - 100-250
Mi/M>/ gac. Eciu 3T0T0 ymaercst T06UTHCS, TO METabOTHYeCKie HAPYIICHHS OBIBAIOT PEJIKO.

Ecnu agexBaTHOro nuype3a HECMOTPS Ha JOCTAaTOYHBbIA O00BEM MH(Y3UH, MPUMEHEHUE Pa3IUYHbIX

MOYErOHHBIX CpEACTB (JIa3MKC, MaHHMUTOJ, albOyMUH) JOOUTHCS HE YyAaercs, IOJKHBI ObITh
CBOEBPEMEHHO CJIeJaHbl BCe HEOOXOAMMbIE MPUTOTOBIECHUS K reMoauanusy. [IpuunHoil onuro/anypuun
B 3TOM Cllydae SBJISIETCSl PAaclpOCTPAHEHHOE OIyXO0JIEBOE IOPAKEHUE IMOYEK H/WIM OOCTPYKLUs
OomyxoJibl0 (MUM(GOMOI) HHUCXOISAIIMX MOYEBBIX IyTeW, W00 pa3BUTHE THKEIOW ypaTHOW WU
KaJbIHeBO-pocdaTHOM HeGporaTun, MO0 KOMOMHAIIHS TUX MATOJIOTHUYECKIX COCTOSHUM.
['unepkanuemus siBisieTcsi HauboJiee OMACHBIM OCJIOKHEHHWEM CHHJAPOMA OCTPOTO JIM3UCA OIYXOJIH.
Ecnu mnocne mnpoBeneHuss NpouiIakKTUYECKUX/TEPANeBTUUECKHMX MEPONPUATUN YpOBEHb Kallud
MOBBIIIACTCS WJIM IPU MPEAIECTBYIONIEH TUIIEpKaTUEeMUH HE IPOUCXOIUT €ro OBICTPOrO CHHXKEHUS, TO
YTPOKAIOIEE COCTOSTHUE MOXKET Pa3BUTHCS B TE€UEHHE HECKOJIBKUX OJMKaMIINX YacoB.
TsKenblii CUHAPOM OCTPOTrO JIM3MCAa OMYXOJU YacTO OCIOXKHSAETCS Pa3BUTHUEM T'MIIOKOATyJsSLHOHHOM
¢a3pl cUHApPOMa JMCCEMUHUpPOBAHHOro BHYyTpHcocyaucToro cseptbiBanus ([IBC), tpebytromero
MacCCUBHOI 3aMECTUTENIbHOM Tepanuu CBexe3aMoposkeHHOM ma3moil (He Mene 1000 mut 2 pasa B 1€Hb),
KOHLIEHTpaTaMu TPOMOOILIMTOB U HEPENIKO — IIPOBEJICHUS u1a3madepesa.

IIpodunakruka cuMHAPOMA JIM3HCA OIYXO0JIH
1. Annonypunoin - 10 mr/kr B cytku B 2-3 npuema (max — 600 mr/cyTku) B TeueHue 3 - 8 nHei.
2. Wudy3nonnas tepamnmus:
e 0O6beM = 3000-5000 Mi1/M>/CyTKHL.
e 5% pactBop 0K03bI <> 0,9% pactBop NaCl=1: 1.
e VYaenpHas ioTHOCTh Moun < 1010.
e KoHnrtposp OanaHca >xuakocte. bamaHc: KOJWYECTBO  BBIIEICHHOM MOYHM = KOJHMYECTBO
BBEJICHHOM KUJKOCTH — MOTEPU KUJKOCTH C JbIXaHHEM.
e KoHTtposibHOE B3BemIMBaHKE 1-2 pa3a B CyTKH.
e JIHTEeHCUBHOCTh KOHTpOJII 3a JAUYPE30M JIOJDKHA COOTBETCTBOBATh CUTYallMd M BO3pacCTy
ManueHTa.
® [pU HEJOCTATOYHOM MOYEBBIBEIEHUHU - Ja3uKC 1-10 MI/Kr B CYTKM BHYTPUBEHHO WJIU
uH(py3uel, Npu COMYTCTBYIOLIEH THUIONPOTEMHEMHHM [aX€ YMEpPEHHOH - anbOyMHH, MpHU
HEO0OXO0IMMOCTH - I0NaMHH 3-5 MKI/KI/MUH.
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e uunuaneHas uMHQY3Us - 6€3 Kanus. YMepeHHasi THIOKAIMEeMUs - KelaTesbHa.

e 3amenaynBanue moun: - NaHCO340 - 80 mmouib/11 106aBUTH K mtocTosiTHHOW MHMy3un (v 100-
200 MMOJIB/M?/CYTKH TIapaiuIeIbHOl nHYy3Hei).

e PerynupoBanue Heooxoaumoro o0reéma NaHCO; cootBeTcTBeHHO pH MOun

e 3xayeHue pH moun=7,0 sBisercsa uneanbHbIM! - COXpaHsIeTCs A0CTaTOYHAsI paCTBOPUMOCTD JJISt

MOYEBOM KHMCIIOTHI U KCAHTHUHA U OTCYTCTBYET ONACHOCTh 00pa3oBaHUs (ochHOPHOKAIBIIMEBBIX
KOHKPEMEHTOB.

JlaGopaTopHblii KOHTPOJIb Kaxapie 12-24 yaca: OMOXUMUYECKU aHaIu3 KPOBU - Na', K', CI', Ca"™",
(docdarel, MOUEBas KUCIOTA, KPEATUHUH, MOYEBHHA, OCJIOK, alTbOyMHUH.
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IIpunoxenue 6

Koppekuusi BOIHO-3/1eKTPOJIUTHBIX HAPYLIEHHIi

I'unepypexnmus

e yBemmuHTH 00BeM HE(Y3HH 10 5000 MI/M/CYTKH.

e crabwmmsupoBate pH Moun Ha ypoBHe = 7,5 HmpU HOPMAILHOM
coaepxanuu ¢ocdaToB B KpoBU U Ha ypoBHE = 7,0 TIpH MOBBIIICHHON
KoHImeHTpammu (pocdaroB B kpoBu. OgHAKO TOCTOSHHO AepxaTh pH
MOYM Ha YpPOBHE 7,5 HENb3s B CBSI3U C OMACHOCTBHIO KPHUCTAIIU3ALNU
TUTIOKCAHTHHA.

T'unexanuemusa

pu K >6 MMoutw/it:
L] IIOATOTOBUTH ITarrcHTa K reMOﬂHaﬂHSy n HepeBeCTI/I B
COOTB eTCTByIOHH/Iﬁ HeHTp C BO3MOXHOCTBIO HpOBeI[eHI/ISI
reMO/MalIN3a,;

® KaK HEOTJIOKHOE MEepOoIpusiTue: rimoko3a — Ir/kr + uacynus 0,3 Ex/kr,
B KkauecTBe 30-MuHYTHOH uUHOQY3UH (3TO MPHUBOJUT TOJBKO K
nepepacnpenenennio K BHyTpH KieTku, a depes 2 - 4 dgaca
pacnpenenenne K Bo3spamaercs k ucxomsomy. ClenoBaTenbHO, 3TO
TOJIBKO BBIUTPBILI BO BPEMEHU JJIsl HOJATOTOBKU K FE€MOIUAIN3Y).

e npu OKI'-uzmenenusix: rirokoHar kanpuus 10% - 0,5 - 1(-2) ma/kr
BHYTPUBEHHO MeEJUIEHHO (omacHocTh Opaaukapauu) + NaHCO; - 2
MMOJIb/KI' BHYTPUBEHHO MEIJIEHHO CTPYHHO.

npu K>7 MMoab/i1: cpoyHO - reMoinanu3! v eciau ecTh TeXHUYecKast
BO3MO>KHOCTB - TPAHCBEHO3HBIH CEPJICUHBINA PETYISITOP PUTMA.

l'unepdocdaremus

(P >1,5 pmol/l unm 3 mr/100 m)
e yBenmuuTH 00BeM HE(Y3HH 10 5000 MI/M/CYTKH.

e pH Mouu He nomkeH ObITH Oosee 7,0

e HaszHauuTh aluminiumhydroxid - 0,1 r/kr p.o. (Ui CBSI3bIBaHUS
¢dbocdaroB nuin).

® TIIpU THUIOKAJIBIIMEMHH - BBEJICHUC KaIbIUSA ITOKA3aHO TOJBKO IPHU
Pa3BUTHH CUMITOMOB THITOKAIBIIEMHH (M3-32 BBIMAJCHUS B OCAI0K
¢docdara kanprus). 'mokonar kameius 10% - 0,5 - 1 (- 2) mu/kr
BHYTPUBEHHO, MEUICHHO (MOHHUTOP, OTIACHOCTh OpaJuKapIuu).

o ecimu ochar > 10 mr/100 mut (5 umosns/in) unu docdat kanpus > 6,0
MMOJTB/JT — CPOYHO T€MOTHAITN3

T'unokanprmeMus

Koppekuust mpoBoIuTCs TOJABKO NMPU MOSABJIEHUU KIMHUYECKUX CUMIITOMOB
TUIOKaJIbLIUEMUU:
e rmokoHar kKampuus 10% - 0,5 - 1 MII/Kr BHYTPUBEHHO, MEIJIEHHO
(MOHHUTOD, ONACHOCTH OpaJuKapAUN);

e KOHTPOIb KOHIEHTpamud Mg =~ IIpH THIOMArHe3sueMmu: KOPPEKIHs
marausg - 0,2 - 0,8 MPKB/KI B CYTKH JUIMTECIBHOW BHYTPUBEHHOM
undysueit (25% pactBop cepHokucioi maruesuu 0,1-0,4 mu/kr B

CYTKH).

Onuro-/anypus

y)

Otnenenune moun meree 50 MiI/M~ B 4ac, HECMOTpSI Ha BBEICHUE
¢dbypocemusia 10 MI/Kr B CyTKU U MTHPY3UOHHYI0 Tepanuio B oobeme 130-
200 m/m” B yac
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«OBBITHOEY Ompe/enenne < 5 MI/M” B 9ac K JaHHOM CHTYaInn He
pUMEHUMO. J{nype3 JOJIKEH OLEHUBATHCS TOJIbKO BMECTE ¢ 00BEMOM
peaibHO BBOAUMOM JKUJIKOCTH.

Bo3MoxHBIE TPUYMHBL:

VY3U: OOcTpyKLKs MOYEBBIBOIAIUX IyTel; MHQMIbTpaius noyex.
+ ++

naboparopusi: K', Ca’ ', moueBas kuciora, pocdar.

MOYa: KPUCTAJUIBI ypaToB, KpUCTALIbI hochaTa KaabIiHs.

. +.
Tepanus: reMoJualIn3, caMoe mo3aHee npu noabéme K > 6 mmol/L.

Tlokazauus x
reMOIHAIIU3Y

K™ 7 mmol/L wnmu moaséM > 6 mmol/L HecMOTps Ha JIOCTATOUHYIO
MH()Y3UOHHYIO TEPAIUIO U JUYPETUKH;

docdar > 10 mr/100 mut (5 mmons/n) wiu poaykt CaxP> 6,0 mMos/n
oTaeneHne Modn MeHee 50 MU/MC B 4ac, HECMOTpPSI HA BBEICHHE
¢bypocemusia 10 MI/Kr B CyTKU U MHQY3UOHHYIO TEpanui0 B 0ObeMe
130-200 mur/m B gac

JBYCTOPOHHSAS BBICOKAsh WJIM TOJIHAsE OOCTPYKIMS MOYEBBIBOISIIMX
nyren
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