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OBb ABTOPE

NMACKYHOBA
UHra
CameenoBHA

ABTOpP -

MuckyHoBa UHra CameenosHa,
KAHAMAAT MEOULIMHCKUX HAYK,
BPAY-remaTosior
KOHCYBTATUBHOIO
reMaToNorM4eckoro
OTLENEeHMS NO NPOBEAEHUIO
BbICOKOLO3HOM XMMMOTEPANUM
CO CTALMOHAPOM AHEBHOTO
npeébiBaHus, Pryb "HMUL
lemaTonorun" MuHagpasa

Poccun.




XPOHUYECKN NIUMOOUNTAPHBIV NENKO3 /

AOPOIrOM YATATEJb!

Jannas Oporrropa sBIseTcst KpaTKUM PYKOBOJICTBOM JUTS TTAITUEH-
ToB ¢ auarHo3om XJIJI/JIMJL. B Heil mpencraBieHbl COBPEMEHHBIE
JAaHHBIC O TEYCHHUU 3a00JIeBaHus U ero JieueHuu. [longpoOHO u3nara-
FOTCSI METOJIbI 00CIICIOBaHMSI, B TOM YHCJIC Ta00PaTOPHO-UHCTPYMEH-
TaJbHbIE, a TaK)K€ COBpPEMEHHbIE cXeMbl Tepanuu. Hameill uemnsto
SIBIISIETCS TIOBBIIIEHUE YPOBHS MH(POPMHUPOBAHHOCTH MAITUEHTOB M UX
poncreennnkoB o XJIJI/JIMIJL
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PEKOMEH,IYEMbIE OBCJIEJJOBAHHSI
KJIMHAYECKASI KAPTUHA 3ABOJIEBAHMS
ITPOTHOCTUYECKUE ®AKTOPbI

POJIb IDT/KT

MTOKA3AHMS K TEPATTUM

BU/Ibl TEPATTUU TTPYU XJUT/JIMJT

IIPEMMVYIIECTBA U HEJIOCTATKHW BU/I0B TEPAIIUU
JIMHAMUYECKOE HABJIIOJIEHUE

WH®EKIMS COVID-19 U BAKIIUHALMS
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XPOHUYECKN NIUMOOUNTAPHBIV NENKO3 /
JIMM®OMA 3 MATBIX JIMMOOLNTOB

BBEAEHUE

Xponnueckuit muMponmTapHsiii neiko3 (XJUJI)/mumdoma n3 maibix
nmumdonutos (JIMJI) - Hanboee yacTo BCTpeyaromieecsi OHKOreMaToJI0T -
yeckoe 3a0osneBaHue BO BceM Mupe. CpeqHHid Bo3pacT Ha MOMEHT yCTa-
HOBJeHU Auarno3a B Poccuiickoit denepanuu cocrasinset 68 net, B CIIA
- 72 Toma. My>kquHBI OOJICIOT "alle, 9eM >KCHIIUHEL. braromaps mupokoi
JOCTYITHOCTH JIaOOpaTOpHOH IMAarHOCTHKM JIUAarHOCTHKA 3a00JeBaHMUS
C KaXAbIM I'OJJOM YBEJIMYUBAETCS, MOBBIIIAETCS O BIEPBbIC BBISBIICH-
HBIX CIIy4aeB HA paHHUX CTAJUsIX, & TAKXKe y JML MOJIOZOTO BO3pacTa.

Bce xietku kpoBu 00pasy-
IOTCSl U3 CTBOJIOBBIX KJIETOK-
MIPEALIECTBEHHUKOB B KOCT-
HOM MO3T€ U IIOCJIe CO3peBa-
HUA BBIXOIAT B KPOBbB. JInm-
(I)OIII/ITLI SABJIAIOTCS Pa3HOBU-
HOCTBIO JICHKOIIUTOB M OTBE-
YalT 32 UMMyHHUTET. YacTh
TUM(OLUTOB  3aKaHYMBAeT
CBOE CO3pEBAaHUE B CEIIE3EHKE
u muMparndeckux yznax. [Ipu XJUJI auMpounTs! SBISIOTCS MaTONOTHYE-
CKUMH (MOHOKJIOHAJIBHBIMH), T.€. TIPOUCXOMAT OT OJHOM KIETKU-TIPEIIe-
CTBEHHHIIBI, KOTOpasi MyTHpoBaia (IpHoOpeta TeHeTHIeCKUE MOBPEKIe-
Husl). B HOpMe MUMQOLMTE ABJIAIOTCS MOJUKIOHAIBHBIMHU, T.€. UMEIOT
pa3in4Hble aHTUTEHBI.
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XJUI n JIMJI mpencras-
JISIIOT COOOM OJTHO U TO K€ 3a-
OosieBaHMEe, IIpU  KOTOPOM
MIPOMCXOIUT HaKOIJICHHUE
ormyxosieBbIX B-nmumdonuros,
OTJIMYUE 3AKIIOUAECTCSA B KIIM-
HUYECKUX INposBieHusax. Ila-
TOJIOTHYECKHE  JTUMQOIUTEHI
npu XJIJI HakannmBaroTcs
B KPOBH, BCIIEICTBHE YETO Ha-
OmromaeTcs 3HAUUTENBHOE TI0-
BBIIIICHNE X KOJMYeCcTBa (JIMM(OIKUTO3) B IPOLIEHTHOM U B a0COIOTHOM
3HadeHmsx. [Ipu JIMJI maronormueckue THMQOIUTH HAKAIUIUBAIOTCS B
TM(paTHYeCKUX y3JlIax, CENe3eHKe M JPYTHX OpraHax, TakKUM 00pa3oM
IIPOMCXOIUT YBEJINUEHHE UX Pa3MEPOB U HapyLICHHE (yHKLIHH.

MNokasarens PedepeHcHble 3HaueHne EAvHUUBI
M3mepenns
remorno6uH (HGB) 130,0-160,0 t/n
putpoumTsl (RBC) 4,0-5,0 10%/n
Tematokpw (HCT) 0,40-0,48
Cpeanmit 06bem apnTpoumTa (MCV) 80,0-100,0 fl
CpeaHee copepiaHue ] (MCH) 27,0-34,0 Pg
CpeaHAn KOHL, remornobuHa 8 aputpouute (MCHC) 300,0-380,0 t/n
CTeneHb aHU30LUTO3a IPUTPOLMTOB 11,5-14,5 %
TpomBouwTs! (PLT) 180,0-320,0 ¥10%/n
®paKuyA KpyNHbIX TPOMBOLWTOB (P-LCR) 13,0-43,0
CpeaHuit obvem (MPV) 7,4-10,4 fl
Tpombokput (PCT) 0,15-0,40 %
Neiikouutol (WBC) 4,0-10,0 x10%/n
CKOPOCTb OCeAaHHA 3pUTPOLMTOB (CO3) 0-20 mm/d
TNoacver Gopmynbi
Nokasarens PedepeHcHble 3HaueHne EanHUUbI
3mepenns
2,0-55 x10°/n
Numoouuto! 1,2-3,0 x10°/n
MoHouuTs! 0,09-0,60 x10°/n
J03uHOGUNbLI 0,02-0,30 x10°/n
Basodunbl 0,000-0,065 ¥10%/n
Noacuer dopmynbi
MNokasarens PedepeHcHble 3HaueHne EanHMYbI
3mepenns
Hevirpodunb! 47,0720 %
19,0-37,0 %
MoHounTsl 3,0-11,0
303uHOGUNbI 0,5-5,0 %
Basodunbl 0,0-1,0 %
ManoukonaepHble, (H) 1,0-6,0
C epHble, (3) 0,5:5,0 %
CermeHToAAepHble, (H) 47,0-72,0 %
NponumdouuTsl %
TumoumTel 19,0-37,0 %
M 3,0-11,0 %
Hopmob6nacTbl Ha:100 WBC %
AHU30UMTO3 %




XPOHUYECKN NIUMOOUNTAPHBIV NENKO3 /
JIMMOOMA 13 MAJTBIX TMMPOLINTOB

Cnpagxa: cocmosiHue Kpo8emgopHOU CUCMEMbl OYeHUBAECS
fi € noMowwio 0bwe2o (KAuHUYecKo2o) ananuza kposu. Ananus
sKaIOUAen 6 ceOsl OYeHKY MaKux napamempos, Kak KOHyeHmpa-
Yusi 2eMo2nobuUna, KOMUYEeCmeo IPUmpoyumos, Jetkoyumos,
mpomoOOYUMos u 1etKkoyumapHyio gpopmyry. B neiikoyumapmnoui
Gopmyne oyenugaemes cocmas AeUKOYUMO8 6 NPOYEHMHOM
u abcomomnom 3uavenuu. Cpeou netikoyumos ebl0esiom Hell-
mpogunvl, 6azo@uavl, 03UHODUALL, MOHOYUMBL U TUMPOYLU-
mol. Takum 0bpazom, nogvliieHue IUMMPOYUmMos (8 nenkoyu-
mapuot gopmyne) npusooOUm K NOSbIUEHUIO U 00Ue20 Yucid
1 JNeUKOYUMO8.

Jlumpoyumsl omseuarom 3a 6opvoy ¢ ungexyuei (hopmuposa-
Hue uMMyHumema). B nopme nogviwenue aumgpoyumos (u kax
crneocmsue, 1eUKoyumos) 6cmpeuaemcst npu 6UPYCHuIX U 80C-
NAIUMenbHbIX 3a001e8AHUSAX, U MAKOE NOGbIUEHUE HOCUM 8pe-
MmeHuwltl xapaxkmep. I[locne 6bl300posiienust Oannvle noKazame-
U 8038pAWAIOMCSL K HOpMaTbHbIM 3Havenusam. [pu XIIJI num-
hoyumos u neiKkoyumos HoCsIm CIMOUKUIL Xapakmep.

[IprunHa BO3HUKHOBEHUS 3a00s1eBaHus He ycraHoBleHa. CyriecTByer
KOMILIEKC (DaKTOPOB, KOTOPBIE MOTYT IIPUBECTH K PA3BUTHIO 3a00JICBAHUS,
HaAIlpUMeEP: paaualus, MPUEM JIEKapCTBEHHBIX IMpEraparoB, ayTOMMMYH-
HBIE OOJIC3HH, YaCThIe BUPYCHBIC HH(EKIINH, HACIIEICTBEHHOCTh. BeTpeua-
1orcst cryvau 3aboneBanus XJ1JI y poacTBeHHUKOB (Hampumep, 3a00seBa-
HHE OBLIO Yy poauTeiid U BIOCICACTBHU Pa3BUIIOCH Y z[eTeﬁ), TakuM 00-
pa3oM, MperpacrioioKEHHOCTh K 3a00JIEBAHUIO MOXKET TepeIaBaThCsl 10
HACJIE/ICTBY.

[ox Bo3neiicTBUEM (HaKTOPOB PUCKA MPOUCXOAAT MYTALlUH B KJIETKAX,
KOTOPBIE IPUBOAST K COOFO B TIPOIIecCe BEIPAOOTKH M CO3peBaHUU JTHM)O-
uuToB. KiteTkn HauMHAroT OBICTPO JENUTHCS U HE YMUPAIOT. JInMQouTs
B TaKOM CJIy4ae SIBJISIOTCS] HEIOIHOLEHHBIMU U HE MOTYT BBIIOJIHATD 3a-
mTHY0 QyHkiuo. B nepByto ouepens npu XJIJI ctpagaer uMMyHHas cu-
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Pakropsl pucka XJLJI

Bo3eiicTue pajmamun || [eHeTHecKas TokcHaeckHit YacTele

TIpeJIpacIIoNoKEHHOCTD sddexr BHPYCHEIE I
IeKApCTBEHHBIX | | OaKTepHATbHEIE
TIpenapaToB 3a001eBaHNST

CTéMa OpraHnsMa, MO3TOMY NAUCHTHI HAXOAATCS B IPYIIIIC BBICOKOTO pHUC-
Ka 110 pa3BUTHIO MH(DEKIIMOHHBIX 3a00JICBaHUIA.

Ente oqHOM HeraTuBHOM CTOPOHOMN pa3BUTHS 3a00JIEBAHMUSI SIBISIETCS TO,
YTO, Pa3MHOXKASICh B OOJIBIIOM KOJIMYECTBE B KOCTHOM MO3Te, JIUM(OIUTHI
BBITECHSIOT JIPYTUE POCTKH KPOBETBOPEHHS. DTO MPHUBOIUT K CHHUKEHHIO
BBIPAOOTKH APUTPOLUTOB, TPOMOOIUTOB. CHIDKEHHE 3PHUTPOIUTOB,
B CBOIO OUYEpeIb, COMPOBOXKAACTCS CHIDKEHHEM TI'eMOINIOOWHa (aHEeMHs),
pa3BUTHEM aHEMHMYECKOro cuHapoma (00mas ci1abocTh, yTOMISEMOCTD,
TOJIOBOKpYXKeHHe, cepanedrenne). CHKeHne TpoMOonuToB (TpomMOoIHn-
TOTIEHHS) MOXET OCIIOKHUTHCS TeMOPParuniecKuM CHHIPOMOM (KpPOBOTO-
YHBOCTBIO JE€CEH, HOCOBBIM KpPOBOTCUCHHEM, MOSBICHHEM CHHSKOB Ha
KOXe). B

Anemna
TpombBouyuroneHun
CHumenwe
MMMYHHTETa

YaenuueHue
umbaTHIECKNX
Y3NOB W ceneseHKu

A numboLuTEl Ten B 6 B
A HapyweHue
KOCTHOM MO3Te, ¢ KMX y3NaX, C
byHKLMK opraHos

W TKaHeit




XPOHUYECKN NIUMOOUNTAPHBIV NENKO3 /
JIMMOOMA 13 MAJTBIX TMMPOLINTOB

Ionozpenue na XJIJI (mpenBapu-
TEJBHBIN IUATHO3) YCTaHABIMBACT-
CsI TIPH BBISIBIICHUH B KPOBH TIOBHI-
IICHHS JISHKOIIUTOB U JINM(OIIUTOB,
P YCIIOBHH, YTO TaHHBIC U3MEHE-
HUSl COXPAHSIOTCA B HECKOJBKHX
aHaJM3ax KPOBH, B3STHIX C HHTEp-
BasioM. [loaTBepauTh marojoruye-
CKHI1 XapaKTep IMOBBIICHUS TUM(O-
IIITOB BO3MOYKHO C MTOMOIIBIO UM-
MYHO(QECHOTHITHUECKOTO  aHaIn3a
knetok kposu (MOT).

UDT — m1abopaTopHBIf METO MCCIECIOBAHUS, KOTOPBIH MO3BOJSIET OT-
JIMYUTB U BBISIBUTH OITyXOJIEBbIe B-TMM(ONNTEI Ha OCHOBE COTIOCTABICHNS
Mopdonorudeckux 1 GyHKIMOHAIBHBIX XapaKTePUCTHK HOPMAIIbHBIX U Ta-
ToNOrn4ecKux TuMdoruToB. McenenoBanue mpoBOAUTCS METOIOM NPOTOU-
HOU HUTOMETPUU C IPUMEHEHNEM MOHOKIOHAJIbHBIX AHTUTEN K Pa3IMYHbIM
CD anTureHam Ha MOBEPXHOCTH KIIETOK. J[yist MccrienoBanust B 1aOOpaTopHio
HaIpaBIsieTcs MpoOHpKa ¢ OMOMaTepHaIoM (KpOBb, KOCTHBII MO3T).

Juarno3 XJIJI noaTBep:xaaeTcs npu co0/II01eHUH IBYX KPUTEPHEB:

o [losviueHue abCOMOMHO20 KOAUHeCmead IUMPOYUMos 8 Kposu
yu>5x1 0°/n

o Pezynomam UDT, noomeepoicoarowuil Haruuue onyxoneevlx auM-
Goyumos (numgpoyumor npu XJ1JI sipko sxcnpeccupyiom Ha ceoeli
nosepxnocmu mapxepvt CD5+, CD23+, umo ne 6cmpeuaemcs Ha
300p0BbIX KIIEMKAX).
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Cnpaexa: ouaenosz XJJI donocen Ovimv ycmanosnien u noo-
meepaicoen na ochosanuu UDT. Camo no cebe nogviuierue ieti-
KOYUMO8 U IUMPOYUMo8 8 Kposu He S1GJISLemcst OUAZHO30M, MAK
KaK maxoe nosvluleHue moxcem Oblms 6 Hopme Npu UH@eKyu-
OHHO-80CRANUMENLHBIX 3A00/Ie6AHUAX, 4 MAKJICe NPU Poe Opy-
2UX OHKO2EMAMONO2UYECKUX 3a00/1e6aHUsX (Hanpumep, Tumpo-
Ma U3 KIEemoK Manmui).

Jlnmdoma n3 manbeix mumdoruTos (JIMJI) muarnocTupyercst Ha OCHOBa-
HUU OWOTICHH (XUPYpPrUYECKOe yIajJeHne, YaCTHYHOE WIIH TTOJTHOE) YBEIH-
YEHHOTO JIMM(ATHYECKOTO y3J1a, OMONICHH KOCTHOTO MO3Ta HJIM WHOTO T10-
paskeHHOTO0 ovara. [Ipu rucTonornIeckoM 1 IMMYHOTHCTOXUMUYECKOM HC-
CJICIOBAHUSX MOJYYCHHOTO MaTepHala BBISBISICTCS HHOWIBTPALIUS [aTo-
noruveckumu B-mumdoruramu, sipko sxcnpeccupytomumu CDS, CD23.

Kpurepuu nnarnosa JIMJI:

e abconomuoe uucio 1umpoyumos 6 Kposu meree 5x10%/1

® Hanuyue 6 Ouonmame ORYXOAU NAMOLOSUHECKUX TUMPOYUMOS,
axcnpeccupyrowux CD5, CD23.

Jlumdaruveckue y3ibl — 3TO CKOII-
JeHus TMMQONIHOH TKaH! MO BCEMY
OpraHHU3My, KOTOPbIE OTBEYAIOT 3a €T0
3amuTy. Beiensror nepudepudeckue  WEH
nuMdaTHyeckue y3isl (IIeHHbIe, TT0/-
MBIIICYHbIE, TIaXOBbIE) U BHCLEpallb-
Hble TUMdaTHYecKue y3IIbl, PacIioyo-
JKEHHBIE BOKDPYT BHYTPEHHHX Opra-
HoB. Ha Ouorncuto yaie Bcero 6epyt
YBEITHICHHEIE NepH(epuIecKie THM-
(aruueckue y3isl. Kak npasuio, ome-
paII0O MOXKHO BBITIONHHUTH aMOyma-
TOPHO, IIOJ, MECTHOM aHEeCTe3Hueil.
Ecnm yBenmmueHs! TOIBKO BHCIEPATIb-
HBIC JTUM(ATHICCKUE Y37bI, B TaKOM

OKONOYWHbIe
nogyeniocTHolie

HagknioYyuyHbie
nogMmblWeyHble

BHYTPUIPY AHbIE
BHYTPHOPIOWHbIE

naxoesie

NOAKONEHHBIA

nepudepuieckve

[ X
0_

BHCLIEpaNbHbIe



XPOHUYECKN NIUMOOUNTAPHBIV NENKO3 /
JIMMOOMA 13 MAJTBIX TMMPOLINTOB

cllydae JMarHOCTHKa OoJiee CIOXKHAs, HEOOXOauMa TrOCHUTAIN3alus U
oreparus moji 00IUM HAPKO30M.

Cere3eHKa — 9TO HETIApHEIH OpraH B OpraHu3Me, PaCcIIONIOKCHHBIH B Jie-
Bol noapebepHoit obnactu. OHa oTBeyaeT 3a (PUIIBTPALIMIO KIIETOK KPOBU
U Y4acTByeT B pab0oTe IMMYHHOH CHCTEMBI.

Cnpasxa: paznuyue medxncoy XJLJ1 u JIMJI saxnrouaemes 6 noka-
AUAYUU NAMONOSUYECKUX TUMPOYUMO8 HA MOMEHM OUAZHO-
cmuxu. Ilpu XJIJI ocnosnou pesepgyap — kpogw, npu JIMJI —
{ : AUMPOY3TbL, ceneseHKa U opyaue opeaHvl YOaaiums PUCYHOK.
Baoswcno noouepxnymo, JIMJI co epemenem moocem nepetimu
6 XJIJI, kax monbko abconomHuoe Yucio aumpoyumos 6 nepu-
¢epuueckoii  kposu cocmasum 6Gonee 5x10°/1. Oomaxo,
mepanegmuyeckas cmpame2usi npu SMom He MeHAemcsi. m
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MAPLWPYTU3ALUA
(KOrgA? K KOMy? KyaA?)

Croiikoe UOBLIU.[EHHCJl[vIMqJDIl[rI'D(IB, J]EﬁKDIlH'lUB B
KPOBH H/IIIH yBelnYenie THM(aTHIecKHX y3Ion
(>2cMm)/yBennyenne celesenkn /

$

TaxecTh COCTOARNA NAINCHTA

\ 4

Koncyasranus
reMaToNora/0HKOI0ra

IUIAHOBAA HITH 3KCTPCHHAA /

[MepBuunbiM 3BeHOM B auarHoctuke XJIJI/JIMJI gamie Bcero siBisitoTCst
Bpa4U-TEPAIICBTHI.

B penxux cinyyasx manueHT nonagaet cpasy K reMaToiory WM OHKOJIO-
ry. Eciu TepaneBT 0OHapy’KUT y NaleHTa H3MEHEHUs B aHaJIU3aX KPOBH,
yBeJIMUYeHHE TUM(PATHUECKUX Y3JI0B, HATMUUe crieluduyeckux xanoo, na-
LUEHT JA0JDKEH OBITh HaIPaBJIeH Ha KOHCYJBTALNIO K TeMaToI0Ty/OHKOJIOTY.

Cnpaegxa: ouaznocmuposamo XJIJI/JIMJI okonuamenvho ume-
em npaso MoibKo 8pay-eemanonoe (onkonoe). [Apyeumu cneyu-
anucmamu modicen Ovims YCMAHOBLEH MONLKO NPeosapumensb-
Houlll duaznos. Obvbiuno mepanegmol (6pauu oOwjell NPaKmuKiL)
camu HanpasIAIom NAYUEHMO8 HA KOHCYIbMAYUIO K 2eMAmono-
2y/ouxonoey no mecmy dxcumenscmea. Eciu makux cneyuanu-
CMOG Hem UMY Y HUX OMCYMCMBYen 803MOACHOCMb 1abopa-
MOPHOU OUACHOCMUKY, NAYUEHM HANPAGIAEMCs 8 PeCUOHANb-
Hble U (hedepanbHble NPOpUIbHbIE MEOUYUHCKUE YUPEHCOEHUSL.
THayuenmul mozym obpamumscs Ha KOHCYIbMAYUI0 8 NPOPULL-
Hble KIUHUKU CAMOCIOSIMENbHO. B

12
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JIMMOOMA 13 MAJTBIX TMMPOLINTOB

PEKOMEHAYEMDIE
OBCJIEAOBAHUSA
MPU XN/ nNMN

® Pa3BepHyThIN 0ONIMH (KITMHUYECKHUIT) aHAIIN3 KPOBH C OTIpe-
JETICHUEM KOHIICHTPAllMM T'eMONIOOHWHA, KOJIMYEeCTBa
SPUTPOLUTOB, TPOMOOLUTOB, JEHKOLUTOB, IIOACUETOM
JEHKOIUTAPHOU (hOPMYIIBL.

e broxuMHuYecKuii aHaIu3 KpOBHU, KOArylorpaMma.
e Bupyconorndyeckoe rccienoBanne Kposu (rematut B, C).

e VY3U numdarnyeckux y3ioB (nepudepryueckux, BHUCIE-
palbHBIX).

® Y31 opraHoB OPIONTHON TOJIOCTH C OI[EHKOH Pa3MepoB IIe-
YCHH, CCTIC3CHKH.
e KT opraHoB rpy/HOH KIETKH (UM pEHTTeHOTpadusi).

o UIOT

e ['ucronormueckoe u UI'X uccnenoBanue JIMMQpaTHIeCKOTO
y371a, TPEaHOONOTICHS KOCTHOTO MO3Ta MPH MTOI03PEHUH
Ha JIMJL.

[ocne oOcnenoBaHus U yCTAaHOBIICHHS AUATHO3a Bpad OIpeAessieT cTa-
Jmto 3a0oneBanust. CTafupOBaHNE CITYKUT OPHEHTHUPOM IS OTIPEICIICHIUS
TTOKa3aHUH K Teparuu.
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Ipu XJIJI BeimenstoT TpU cTaauu 3a0ojeBaHUs MO Kiaccu(puKanum
Binet:

Crapgus A. Jleuenune

remorno6éuH >100 r/n,
TpoMéoumnTsl >100 x 10%/n, we Tpedyerca
NOPAXEHO <3 MMMPATUYECKMX OBNACTEN

Crapgus B.

remorno6uH >100 r/n,
TpoMéoumTsl >100 x 10%/n, ?
NOPAXEHO >3 MMMPATUYECKMX OBNACTEN.

Crapusa C.

remorno6uH <100 r/n
nnn Aa
kon-Bo TpoméoumTos <100 x 10°/n

Cragust A HEe TpeOyeT JIeueHusl.
IIpu cranuu B pemenuun o Hayane
Tepanuu MPUHUMAETCA B 3aBUCH-
MOCTH OT COCTOSHHUS TAalWCHTA.
[pu craguu C neueHue Tpedyercs
BCeTTA.

Cranuposanue npu JIMJI mpo-
BOJIUTCSI TIO pE3yJbTaraM 00Cie/10-
BaHMs B 3aBHCHMOCTH OT 0Obema
MOPaXKEHHU1/KOJTMUECTBA BOBJICUCH-
HBIX B OO0JIe3Hb JTHUM(ATHICCKUX
y3JI0B U OpraHoB (10 KiacCu(uKa-
My 18 craaupoBanus tuMpom Ann -Arbor). m
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-0, 5 KIIMHWUYECKAS
o9 18 apTHA 3aBONEBANUS

[Ipu HauanbHOU cTaANK 3a00I€BaHUE MOXKET MPOTEKAaTh OECCUMIITOMHO
U BBISABUTHCA CIIyYailHO MPH CKPHHUHIOBOM aHAJHM3€ KPOBHU, 00CIeI0Ba-
HUH T10 TTOBOJY MPECTOSIIETO ONMEPATHBHOTO BMEIIATEIbCTBA HIIH JAPYTO-
ro 3aboneBanus. [logo3penne va XJIJI/JIMJI Bo3HHKAET TP MOBBIICHUH
JIEMKOLUTOB U JIMM(OLUTOB B KPOBH M/UJIM YBEIUUCHUU JTUM(paTHUIECKUX
y3710B. Baxkno ormeTuth, uto npu XJIJI nmumdonmarapHsii JeHKOIIMTO3
(TOBBIIIIEHHE JIEHKOIUTOB 32 CUET JIMM(OIIUTOB) HOCUT CTOWKUI XapakTep.
CTOHKOCTPh TIOATBEPIKIACTCS B CEPHH aHAIH30B, B3ATHIX C BDEMEHHBIM MH-
TepBajoM (Yepe3 HEeIEI0, MECSIT).

Korna Gosie3Hp nporpeccupyer, y HallMeHTOB MOTYT MOSBUTbCS TaKhe
CHMIITOMBI, KaK 0011as cnabocTb, yTOMISIEMOCTh, HEIOMOT'aHUE, TIOBBILIE-
HHUe Temneparypbl Tena >38°C B TeyeHnH Oonee 2 Heaenb 0e3 MPU3HAKOB
uH(EKINY, MOBBIIICHHOE MOTOOTACICHHE B HOUYHOE BpeMs, MOXyHaHHE.
Hapsity ¢ 3THM MOTYT HOSIBUTBCSI TAKHE CUMIITOMBI, KaK YBEIHICHHE JIFM-
(atmyecKnX y3II0B, THKECTh U 0OIb B JICBOI moapedepHOi obnacTu (TIpH
YBEJIMUYCHHUN CEJIE3CHKH).

Juis nyumiero nonuManusi tedenue XJIJI/JIMJL MoxkHO pas3nenuth Ha
nBa mepuoxaa. IlepBblil mepuox — Korma ects 3a0ojeBaHUE, HO HET ero
CHMIITOMOB, U3MECHEHHS MHHUMaJbHbIE (cTabwmim3ams). Bropoit nepron
Mporpeccuy 3a00JICBaHMS, KOTJIA MOSBIISIOTCS] CAMITTOMBI, H KX U3MCHEHHS
HOCAT BBIpaXEHHBII Xapakrep. Bpems nepuona crabuiu3anuu WiM Ipo-
IPECCHUHU 3aBHCUT OT MOJIEKYJIIPHO-TEHETUYECKHX 0COOEHHOCTeH 3aboe-
BaHMs, KOTOPHIE JIETJIM B OCHOBY IPOTHOCTUYECKHUX (PAKTOPOB. Y KaKAOTo
MalMeHTa OHU MOTYT pa3inuyarbcs. [Ipu OIaronmpUsATHBIX MPOTHOCTHYE-
CKHUX (haKkTOpax MalUeHThl MOTYT HAXOIUTHCS B CTAOMIBHOM COCTOSIHUH Ha
MPOTSDKEHUHM MHOTHX JIeT (necsaruiernit). [Ipu HeOmaronpusTHeIX — ObI-
CTpee MOXKEeT HAaCTyNUTh IMKOBBIM Mepuo, MporpeccupoBaHue 3abonena-
HUS. W
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[IporHocTuueckue GakTOpbl MOMOTAIOT MPEACKA3aTh BEPOATHBIN HCXO/
3a00JIeBaHMs, B TOM YHUCIIE U TIOJICKa3aTh OTBET Ha Tepanuto. [Ipu psiie Mo-
JIEKYJSIPHO-TEHETUIECKUAX HAPYIICHUH CTaHIAPTHBIC MOAXO/BI K JICUCHHEO
MOTYT OBITh Hed(hPeKTHBHBI. [109TOMY Ba)KHO TIPOBECHUE AUATHOCTUKH
Takux aKTOpoOB.

MyTaumonnblii craryc redios IGHV. Ananus npoBoautcs B MOJIEKy-
JsIpHOM maboparopuu. [I7ist MccitetoBaHMS Jallle BCETo 3a0UpatoT nepude-
PHUYECKYIO KPOBB MaIMeHTa (Y YCIIOBUH, YTO B KPOBHU TTOBBIIIICHBI JIEHKO-
LUTHI ¥ TUM(OLUTEI), peke MaTepuaaoM AJIs UCCIEIOBaHUS MOXKET ObITh
KOCTHBIM MO3r (Harpumep, ripu JIMJT).

BrigensroT nBa THIa MyTaIiH:

o Hemymupoeannwviii mun — xinerkn XJIJI pazBuBatorcs u3
MOJIOZIBIX NPEIIEeCTBEHHUKOB B-1uMpounToB, KoTopble
ABJISIFOTCS. HEAKTUBUPOBAHHBIMHU, TO €CTh HE MMENH KOH-
TaKT C aHTUTEHOM (BHPYCHI, OaKTEpUH U TIP.)

o  Mymuposannwii mun — knetku XJIJI pasBuBarorcs u3
3peINbIX, AKTHBHPOBAHHBIX B-muMdonuToB (KOTOpHIC
HMMEIU KOHTaKT C aHTUTCHOM).

MHoro4HcIIeHHbIE MEXIYHAPOIHbIE U POCCUIICKHE MCCIEeIOBaHUs TI0-
KazaJH BAXKHYIO IPOTHOCTHYECKYIO POJIb MyTallMOHHOTO cTaryca. [1pu He-
MYTHPOBaHHOM THUIIC TeUCHHE 3a00JICBaHUS MEHee ONaronpusTHOE, MpPo-
rpeccus 3abosieBaHHS IPOUCXOAUT ObicTpee. MyTHpPOBaHHBIM BapuaHT
XJUI xapaktepusyercs 0osnee OlaronpuaTHBIM TEUSHHEM.
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Crartyc resos IGHV

HemytupoBanapiii  MyTHpoBaHHBINH
HebnazonpusmHulil brazonpusmHutii

gaxmop paxmop

IuTorenernyeckoe ucciaenopanne. OQUH U3 COBPEMEHHBIX METOJOB
HCCIIEZIOBAHUS, KOTOPBIH [TO3BOJISIET BBIIBUTH TEHETUUECKUE TIEPECTPONKI
B KiIeTkax. [y mpoBeneHus UCcCIeOBaHus B 1a00PaTOPUIO HAIIPABIISETCS
nepudepuydeckas KpoBb NanueHTa (Ipu YCIOBHH, YTO B aHAJIHM3E KPOBH
€CTh MOBBIIICHUE JICHKOIUTOB ¥ TUM(OIUTOB), KOCTHBIH MO3T, OTIIEYaTKN
IUM(aTUYECcKOTo y3J1a WK IPYyroro oyara Oy XoiH.

[pu XJIJI BBIABASIOTCS CIEAYyIONIUE HANOOJIee XapaKTepPHbIE TeHeTHYe-
CKHE HapyLICHUS:

o Jleneyus del (17p13) (Oeneyus 17 xpomocomuy). Jlenenns
- TOTepsl y4YacTKa XpPOMOCOMEL Y marmeHtoB c del
(17p13) orMeuaeTcst ObICTpOE MpOrpeccupoBanue 3abdole-
BaHUs, HEYIOBICTBOPUTEIBHBIA M HENPOAOKUTEIbHBIN
OTBET Ha UMMYHOXHMMHOTEpAIeBTHUECKOe JieueHue. [Ipu
BBISIBJICHUM JITAHHOW TATOJIOTUH TMAIlMEHTaM MPEINOYTH-
TEJILHO TIPOBOJIUTH JICUEHHE C MPUMEHEHUEM HOBBIX MO-
JICKYJISPHBIX TPETIaparoB.
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o Jleneyus del (11q23) (0eneyus 11 xpomocomsr). Y nanueH-
TOB, SIBJISFOIINXCS HOCUTEIISIMU JIAHHOM TTATOJIOTHH, Yalle
BBIABIIICTCS MHOKECTBCHHOE M BBIPQKCHHOE YBEJIHICHHE
BCeX NMM(pATHYECKHX Y3JIOB, OBICTPOE IPOrPeCcCHpOBa-
HUe 3a00JIeBaHHUS.

o Tpucomua 12 xpomocomel (Hanuuue IOIOJHUTEIbHON
xpomocombl 12). IIporHoctuueckasi 3Ha4MMOCTh TPHCO-
Muu 12 ocraercst mpeaAMeToM IHUcKyccuil. [lokasano 6o-
Jiee YacThle ayTOMMMYHHBIC OCJIO)KHEHHS Y TAI[MEHTOB.

o Jleneyus del (13q14) (Oeneyus 13 xpomocomwt). Hanbonee
4acTO BCTPEUAIONIascs nepectpoiika y nanueHTos ¢ XJII,
IIpUMEPHO B 55% Bcex citydaeB. XapakrepusyeTcs 100po-
KaueCTBEHHBIM TEUCHHEM 3a00J1€BaHMU.

MyTtanus rena TP53. B HOpMe reH BBIONMHSICT (QYHKIUIO OiloKaTtopa
00pa30BaHUs 37I0KAYECTBEHHBIX KIETOK B OopranusMe. [Ipn myranuu reHa
MIPOMCXOJUT OBICTPHIA, HEKOHTPOJIMPYEMBIH pocT omyxonu. Mcciemnosa-

‘ IIporaocTHdeckne daxktops npu XJIJI/JIMII ‘

MyTanuoHHETH ITuToreEeHeTHIECKOE Monekymnsipaoe
craytc reoB IGHV HCCIIEOBAHHE HCCIIeOBAHNE

* HemyTupoBaHHBIIT o Jlenermusa 17pl3 wem ¢ MYTALHA
cTaryc "= o Jlenenus 11q wm » reHa TP53

* MyTHpOBaHHBIH * Tenenus del a4
CTaTyC piin (13q14)

* Tpucomus 12 5
XPOMOCOMEI

Heb6maronpHaTHei GpakTop ‘

—
+ BraronpuaTHEIT GakTop ‘
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HIHE TIPOBOANTCS B MOJIEKYIISIPHOH JTa00paTOPHUH, MaTepHAIOM CIyKHUT TIe-
pudepuaeckas KpoBb, KOCTHBIN MO3T, OMONTAT TNM(ATHIESCKOTO y371a HIH
Jpyroro oyara onyxoiu. Ilpu BbIABIEHMM JaHHOW IATONOTMM CTaHIApT-
HbIE KypChl UMMYHOXUMHOTEPAHU He 3P PEKTUBHBI, I03TOMY HEOOXOIH-
MO JIEYeHHE C MPUMEHEHNEM HOBBIX MOJIEKYIISIPHBIX MIPENapaToB.

Cnpagka: mymayuonnuviii cmamyc 2enos IGHV moocem ovims
uccnedosan Ha nobom smane 3a601e6aHUs, NOCKOALKY CINAMYC
He meHsiemcs. L{umoeenemuueckoe u MONEKyIsApHOE UCCIe006a-
HUsL HEOOXOOUMO NPOBOOUMb KAJHCObLIL pa3 nepeo Heobxo0uUMo-
CMbio eueHusl, MaK KaK XpOMOCOMHbIE HAPYUWEHUS MO2Ym NO-
ABUMBCS NO Mepe Npopeccuposanus 3a001e6anus. u
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POJIb N3T/KT
MPU X1/ NMN

[MOT/KT — 3T0 COBpEMEHHBI METOJ| IUATHOCTHKH, TIO3BOJISIOIIUI BbI-
SIBUTh HAJIMYHE 3JI0KaYECTBCHHON OMyXOJIH B opranusme. B ocHoBe uccie-
JIOBaHHMS JIGKHUT MPUMEHEHNE CIIeIHAIBHOTO paanodapMnpenapara (damie
Bcero Ucmonb3yroT 18F-(ropne3okcumiitokosy), KOTOPBIA BBOISAT uepes
BeHy. Ilpenapar noromaercs BceMu KIeTKaMM OpraHu3Ma, HO Oojee ak-
TUBHOE HAKOIUIEHHE Ipernapara NPOHUCXOAUT B OIYXOJEBBIX KIETKaXx,
MO3TOMY HX OyJeT XOPOIIO BUAHO MIPU CKAHUPOBAHUH.

Jannbiit MeTon uccienoBanus npumensTes npu XJUJI/JIMIL, eciu ectb
rofio3penue Ha cuuapom Puxrepa. Cunapom Puxrepa — ato nepexon XJI-
JI/JIMIL B npyroii tun nmuMdomsl (kak mpaBwmiio, B auddy3Hyo Kpym-
HOKJIETOUHYI0 TUM(poMy). 3arog03puTh CHHIPOM PuxTepa MOXKHO Toraa,
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KOTJla y TMAalMeHTa BBISBISIETCS OBICTPBIA POCT JTMM(pATHYECKUX Y3JIOB
(gamie He CHMMETPUYHBIH), CTPEMUTENbHAs TIOTEPs Beca, TOCTOsTHHAS JIU-
xopajka 0e3 MPU3HAKOB HH(EKIIHH.

[Ipu mono3penun Ha pazButHe cuHapoma Puxrepa pesynsrar [I9T/KT
JlaeT 1eHHyto uHpopmanuto. Y namuentos ¢ XJLUJI/JIMJI npu npoBeaeHun
[I3T/KT mouTt: Bcerja MOXHO YBUJACTh HAKOIUICHUE paarodapmIiperna-
para B TUM(ATHIECKHUX Y37aX, IPU 3TOM OHO OyneT MHUHUMAaJIbHBIM. [Ipn
cuHApoMe Puxrtepa 3Ta creneHp HakomjieHus Oyner Oosiee HHTEHCHBHA.
Taxum 00pa3oM, JaHHBIE NPOBEICHHOIO UCCIEIOBAHUS CIIy>KaT OPUEHTH-
poM 7Sl Bpaya B BO3MOXKHOCTH Pa3BUTHs cHMHApoma Puxrtepa. OxoHua-
TEJBHO YCTaHOBUTH IMArHO3 MO3BOJIUT TOJIBKO OHOTICHS HanOoJiee aKTHB-
HO HAaKaIUTMBAIOIIETO pagrodapMIipenapar JuMEPaTuaecKoro ysia.

Cnpasgxa: [IDT/KT sensemcs auuis opueHmupom npu nooospe-
4§ nuu Ha mpancpopmayuro. Cundpom Puxmepa neobxooumo 0o-
Kazamo 2UCmonocuieckum uccieoosanuem. Ipu noomeepoicoe-
Huu mpancgopmayuu 8 cunopom Puxmepa neuenue npusooum-
€51 N0 Opy2um npomoKoNam. m
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NOKA3AHUA K TEPANUU

BaxHO OTMETHUTH, YTO HA3HAYCHUE CIICHUATBHBIX TUATHOCTHYECKHX
WCCIEAOBAaHUN ISl YCTAHOBJICHUSI AMArHo3a M CTaJHUpOBaHHUS 3a00JeBa-
HUSL, OIPeJIeNICHNE TTOKAa3aHNi U BEIOOP TEPaIny OCYIIECTBISICTCS TOIHKO
BPavOM-I'€MaToI0rOM/OHKOJIOTOM.

Tonoexan Gonk BeccoHHmua

800800

OabiwEka VeranocTs  Fonosokpysenue  CROKHOCTH Enennan koma
C KOHU@HTRAUMER

Jleuenne XJUJI/JIMJI HeoOXomumo HauMHATH NPH MOSIBICHUU NPH3HA-
KOB IIPOrPECCUPOBaHUs 3a00JIeBaHUs, K KOTOPBIM OTHOCST:

e Anemus (remornoOuH <100 1/7) u/miu TpOMOOIUTONICHHUS (TPOMOOIIH-
Tl <100x10%/11), 06ycioBIeHHbIE HHUIBTPALNEH KOCTHOTO MO3ra
(pu GOJBIIOM MOBBINICHUH JUM(POIMTOB B KOCTHOM MO3Te TO/aB-
JSIOTCS APYTHE POCTKH KPOBETBOPEHHS, YTO MPUBOIAMUT K CHHKCHHON
BBIPA0OTKE TPOMOOIIMTOB U 3PUTPOIIUTOB).

Cnpaska: crudicenue 2eMoI00UHA XapaKkmepusyem anemuue-
CKULl CUHOpOM — 00wjas ciabocms, 2071080KpYICEHUE, UYM 6

‘d yuiax. CHusxcenue eemoenobuna nudxce 70 2/1 nomeHyuaibHo
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ONACHO OJ18 HCU3HU, 8 OCOOCHHOCTH Y NAYUEHMO8 C CePOEUHO-

% cocyoucmoti namonoeueu. CHudicenue mpomooyumos moglcem
d 6bI36AMb 2EMOPPASULECKUL CUHOPOM — HOCO80€ U O0eCHe8oe

‘ Kposomeuenue, CNOHMAHHbIE CUHAKU, MEIKYIO 2emoppazuye-
,\ cKy10 coinb Ha kodice. Kpatine onacno cHudicenue mpomooyumos
nudice 20x109/n: npu maxux nokazamesnsix Modcem pa3eumbCsi

KpPOBOU3IUAHUE 60 6HYMPEHHUE Op2AHbl.

® VYBelueHHe CeJIe3eHKH (=6 cM HHKe peOepHOit [yTrH), Iporpeccupylo-
I1ee WIN BbI3bIBAIOIEEe KIMHUYECKHE CUMITOMBI (00IE€BOMH CHHAPOM,
C/IaBJICHUE OPTaHOB). YBEIMYCHHUE CEJIC3EHKH MOXET ONPEIeTIUTh Bpad
TIPH OCMOTpE U MaJIbNaluHy, a Taxke Y3U nuarnocTtuka.

e CylIecTBeHHOE yBEJIHYCHUE IUMpaTHye-
cKuX y3710B (=10 cM B HaubosblIeM AUaMeET-
pe), mporpeccupyioliee yBeanueHue ammMpa-
TUYECKUX Y3JIOB MJIM TaKO€ HX YBEJIUYCHHE,
KOTOPOE MOXET CIIaBIUBATh OPTaHbI U TKAHH,
BBI3BIBATH OOJICBOM CHHIPOM.

_MBenmqume

-l

e Jlporpeccupyronuii TUMQOIUTO3 (BpeMs HOpMa
yaBoeHus: TuM¢ponuToB (a0COMIOTHOE 3HAYE-
HUE) B TeueHUe <6 MeCsIIIeB).

e AyTOMMMYHHasi aHEeMUs W/WIIM TPOMOOLMTONICHHUS (BhIpaOaThIBAIOTCS
aHTUTENIa K COOCTBEHHBIM YPUTPOIIMTAM B TPOMOOLIUTAaM), KOTOpBIC HE
MO JIAI0TCA Teparuy FTOpPMOHAMH.

® B-CHMIITOMBI HJIM CUMIITOMBI OITyXOJI€BOW MHTOKCUKaIu (>1 u3 cie-
JYIOIUX CUMIITOMOB WJIM IIPU3HAKOB):

e HenpennamepeHHoe CHIDKeHHE Macchl Tena Ha >10% B TeueHue
6 Mecs1eB

e 3HaunTeNbHAs YTOMIISIEMOCTD
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o [loBrimenue Temneparypsl Tena 6onee 38 C B Teuenue >2 He-
Jenb 0e3 NPU3HAKOB UH(EKIUU

e Hounast moTmmBOCTh B TeueHne >1 mecsmna 6e3 MPHU3HAKOB HH-
(hekuun

Cnpagka: eciu ecmv 00un uny 6ojiee u3 BbIUEONUCAHHbIX NPU-
3HAKO8 AKMUBHOCMU 3000]1e6aHUs, HEeOOXOOUMO HAYAMb Neye-
nue. Ipu XJII/JIMJII o6biuno ne mpebyemcsi hemeonenHo2o Ha-
uana nevenus. Kax npaeuno, ecmo épems npotimu 0000ciedo-
M 8aHUe U NOOZOMOBKY K Mepantil.

IIpu BIABIEHUM IOKA3aHUI U1 IPOBEACHUS TEPAIIUH JISYalMM BpauoM
MOTYT OBITh HA3HAYCHBI JOMOIHUTEIBHBIC 00CICAOBAHIS, KOTOPBIC TI03BO-
JISIT TT0A00PaTh ONTUMATEHBIN BAPHAHT TEPAIUH IS KaXKI0TO MaIleHTa.
YHUBepcabHBIX II0IX0/0B K BEIOOpY Tepanuu He cymecTByeT. OH 3aBUCUT
OT MOJIEKYJISIPHO-TE€HETHUECKUX 0COOEHHOCTEH (IT0ITOMY pEKOMEHAYETCs
nepe]| JIeUeHUEM BBINOIHUTh LIUTOTEHETHUECKOE MCCIEJOBAHUE), OT Ha-
JIMYHS COITyTCTBYIOMNX 3a001€BaHUI, COCTOSHUS MAIUEHTA. W
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"'# ~ BUAbI TEPANUM
£1° npvxnn/nmn

Xumuorepanus. Merox JeyeHus, IpA KOTOPOM BBOISATCS CIELUAIIb-
HbIC XMMHUYECKHE BEIECTBA, O0Jaatone TOKCHueckuM 3(pdekroM Ha
OITyXOJIeBBIE KJIETKH. B 3aBHCHMOCTH OT CHTYaI[ll MO’KHO TTPOBOJIUTH JIe-
YeHHWEe OJHUM IIPETapaToM WM HCIOJIh30BATh KOMOWHAIMIO M3 HECKOJb-
KHX JIEKapCTBEHHBIX CPeACTB. B HacTosee BpeMs JaHHBINH METO[ JIeUEHHS
nipu XJIJI/JIMJI npumensieTcst pefiko, Jaiie UCIoib3yoT KOMOMHUPOBAH-
HYIO Tepamnuio (XMMHUOIIpenapaTbl + UMMYHHBIH npenapar). s HekoTo-
PBIX MAIMEHTOB, HAIPUMEP, OXKUIIBIX, C MHO)KECTBEHHBIMH COITYTCTBYIO-
IIMMU 3200JICBAHUSIMH, TIPUMEHUMO JICUCHHE XUMHUOTIPEapaToM XJIopaM-
OymmI.

Ummynorepanus. [Ipy 1aHHOM BHIE JICUCHUS] UCTIOIB3YIOT CUHTETH-
yeckue (TeHHO-UHXEHEPHBIE) MOHOKJIOHAIBHBIC aHTUTENIa MBIIIN/9eJI0Be-
Ka, obnanatomue creiupuanocTpio kK CD20 anTureny (MuilieHb Ha TO-
BEPXHOCTH HOPMAJIBHBIX U OIyX0JeBbIX B-muMdonnToB). Yame Beero mc-
[I0JIb3YIOT TaKue Ipernaparsl Kak puTykcumad, oOuHyTy3yma0. JlekapcTsa
BBOJATCSI BHYTPHBEHHO, JUTUTEIIFHO, HA MPOTSDKCHUH 4-6 acoB. Taxoii pe-
JKMM BBEACHHs O0YCIIOBJICH TE€M, UTO IPH OBICTPOM BBEICHUH MOXKET BO3-
HUKHYTh QJUIEPrHYecKasl peakiusi, TaKk KaK Mpermaparbl cOoIAepiKar dyiKe-
POAHBIN OENOK. AJiepruieckasi peakusi MOKET ObITh BBIPa)KCHA B BUIC
TIOBBIIICHHS] TEMIIEPATYPHI TEJla, IOSBICHHS ChITTH, 03H00A, TIOTePH CO3HAa-
HUSI, TIOATOMY JI0 BBEICHUSI IPOBOIUTCS MPODUITAKTHKA OCIOKHEHUH MTPO-
THBOAJUICPTUUCCKIMH U TOPMOHAIBHBIMH TIperiapaTaMy.

Uvmynoxumurepanus (MXT) Haubonee nocTynHblil U 4acTo BCTpe-
varomuiics Bua jeueHus npu XJIJI/JIMJI. Metox ocHOBaH Ha mpuMeHe-
HUM KOMOMHAIMH XHMHOIIPETIApaTOB M UIMMYHHBIX TpernapatoB. CaMbIMu
pacipoCTpaHEHHBIMH CXEMaMH JICUSHHSI SIBJISIFOTCS IBa OCHOBHBIX TIPOTO-
KoJIa:
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e FCR (paynapadun-+umkinopochamua+purykcumad)
e RB (purykcumad + OeHIaMycTHH).

FCR
-paynapabun
-mukIogochamu

-pATYKCHMA0

RB

-puTyKCHMab

-OeH1aMyCTHH

Pesxum BBeZICHUS MpeTiapaToB TPEXTHEBHBIA WM JIBYXAHEBHBIN (1,2,3
JHU BBEJICHHUS, CIEAYIOIUI Kypc uepe3 21 neHb Ipyu BOCCTAaHOBIICHUN T10-
Kazarenelt KpoBr). OOBIYHO TPOBOAUTCS OT 4 10 6 KypCOB JICUCHHSI.

Taprernas Tepanus. MeToq JieueHus, IpU KOTOPOM MPUMEHSIOT Tpe-
maparsl, OJIOKHPYIOIIUE CHEHI(UICCKIe MOJICKYIBl B PELENTOpPHI, KOTO-
pBIE YIaCTBYIOT B POCTE M paclpOCTPaHEHUH OITyXOJIEBBIX KIETOK. JlaH-
Hasl Tepamnus JeHCTBYeT M30MpaTeIbHO, YHHUTOXKAET TOJIBKO OITyXOJIEBBIC
KIeTku. B HacTosmiee BpeMs pa3paboTaHbl JEKapCTBEHHbIE CPEICTBA, KO-
TOpBIE OIOKUPYIOT OIYXOJIb C Pa3HBIMU TOYKAMHU TIPUIIOKEHUSL.

BhIaensioT cineayronye rpymsL:

® IHrubutopsl THpO3UMHKKWHA3B! bpyToHa (akanabpyTuHuO, HOpyTH-
HUO);
e Uuruburop 6enka BCL2 (BeHeroknakce).

26



XPOHUYECKN NIUMOOUNTAPHBIV NENKO3 /
JIMMOOMA 13 MAJTBIX TMMPOLINTOB

JaHHBIe TIpemaparhl BBIMYCKAIOTCS B BUAE KarcCyl, MPUHUMAIOTCS
BHYTPb M MOTYT OBITh UCITOJIb30BaHbI B BUJIC MOHOTEPAITHU UK B KOMOU-
HaIlMH C PUTYKCHMaOOM, OOMHYTY3yMa0OM Wi XuMuorpenaparamu. Ogu-
HHM W3 OTPaHHYHMBAIOLINX (PAKTOPOM IOBCEMECTHOTO HA3HAYCHHUS JaHHBIX
[PEMapaToB SBISICTCS X BHICOKAs CTOUMOCTb.

MHTHOUTOpHI THPO3UHKHHA3EI BpyTOHA OIOKUPYIOT THPO3HMHKHUHA3HBIH
MyTh NIepeladyl CUTHAJIA B KIIETKE, TAKHUM 00pa30M MPUOCTaHABIIHBAS JeJie-
HHE OITyXOJIEBBIX KJIETOK. MccenoBaHys oKa3ain yBeJIMUeHHE IPOIOIIKHU-
TEIBHOCTH U KaYeCTBA )KU3HU NAILIMEHTOB. Tepanus JaHHBIMU IIperaparamMu
HE OTpaHUYeHa [0 BPEeMEHH, Ha3HAYaeTCs Ha IIOCTOSTHHOW OCHOBE JI0 MPO-
rpeccuu 3a00JIeBaHMsI WK TOSIBJICHUS HeXKeNaTeIbHbIX aBIeHui. Cienyer
OTMETHTB, YTO NIPEapaThl He MPUBOIAT K U3JICUSHHUIO OT 3a00JIeBaHUs, Pedb
naeT 00 KOHTpoIIe Hajl 3a00JIEBAaHUEM U PETPECCEe CUMITTOMOB 3a00JIeBaHNSI.
JnutesnbHble TEepepbIBbl B NPUEME IIPEnaparoB HE JOMYCTHMBI B CBS3U
¢ OBICTPBIM BO3BPaTOM CHUMIITOMOB 3aboneBaHusi. Haubonee n3yyeHHbIM
siBIsieTcsl mpenapar | nokoneHus nOpyTUHUO (Cpok HaOmroneHus Ooree
8 ner). Hapsany ¢ BeIcokoii 3¢ (eKTHBHOCTBIO TIpenapara, ObLIH HAKOTICHBI
JaHHBIE 00 ocnoxkHeHHsAX. Hanbosee 3HaUMMBIE M3 HUX - STIH30/IbI ITOBHI-
[ICHUS JaBJICHUsI, CIIy4an HapylUICHHs pUTMa CepJIlla, a TAKIKE JacTas ro-
JIOBHAs1 OOJIb U MOSIBJIEHUE CUHAKOB Ha Koxke. [109ToMy Ba)KHO HaXOAUTHCA
oj1 HaOJIIOJeHHEM He TOJIbKO Bpaya reMarosora, Ho u kapauosora. [Ipemna-
par Il nokoneHus akanaOpyTUHUO SIBIIIETCSl OONee MOJIEPHU3UPOBAHHOM
MOJIEKYJION M BBI3BIBACT MEHBIIIC MOOOUYHBIX siBlieHUH. O0a npemnapara 00-
JIAJIAI0T CXOXKeH MPOTUBOOIYX0JeBoi 3 hexrrBHOCTHIO MpH XJIJI. OcobeH-
HOCTBIO TePAITMK HHTHOUTOpaMH THPO3WHKHHA3KI BpyTOHA SBISETCS TOBBI-
LIEHHUE JIEHKOIIUTOB U TUM(OLUTOB OT UCXOAHOTO 3HAYEHHUS, UTO YacTO ITy-
raeT MalMeHTOB U BBOAUT UX B 3a0y)KIEHHUE M0 MOBOLY dPPEKTUBHOCTH.
Hannblit apdekr sBisieTcss 0KUAaeMbIM U JJOCTUTAET CBOETO MUKa K 4-i
Henene Tepanuu. Y OONBIIMHCTBA MAIIMEHTOB JICHKOUUTHI U JIUM(OIUTHI
CHIDKAIOTCS 10 HOPMaJIbHBIX 3HAaUeHUH K 8—12 mecsieB Tepanun.
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Taxxe 1eecoo0pa3Ho BO BpeMs IIpreMa Ipernapara BeIcHHEe THCBHUKA
CaMOHAOIIONCHNS, 3aITUCH MH(OPMAITUH O CBOEM COCTOSHHH W TINATEIb-
HOE B3aMMOJCHCTBHE CO CBOMM JICHUALUM BPayOM.

Wuruburtop 6enka BCL-2 (yuyacTByeT B mepenaye CHrHaja B KIIETKE)
BEHETOKIIAKC Ha3HA4aeTcss B KOMOMHALIMY C MOHOKIIOHAIBHBIMU aHTHTENa-
Mu B TeueHue 12 wimu 24 mecsies. [Ipenapar mokasan BICOKYIO S dek-
THBHOCTH B Tepanuu XJ1JI u xopomryio nepeHocumocts. Hanbomee uactsie
OCIIO)KHEHM Ha (pOoHe IpueMa IpernapaTa CBsI3aHbl CO CHI)KEHHEM IT0Ka3a-
Teneil KpOBHU, YaCTBIMU UH(EKIUAMHU.

TapreTHas Tepamnusi MOKa3aHa, MPEX/E BCETO, MAI[MEHTaM C HeOIaro-
MPUATHBIMH (PAaKTOpaAMH PUCKA, B TEX CIy4YasX, KOrna oOHapy»KeHa Jelie-
1us 17 xpomocomsl /Uiy MyTanus resa TPS53.

TpancniianTanus KocTHOro mo3ra. [lepecasika KOCTHOro Mo3ra — BBe-
JICHUE B YEJIOBEUECKUI OpraHNU3M 370POBBIX KPOBETBOPHBIX KJIETOK, YTO-
OBl 3aMEHUTD MOBPEIKJACHHBIE CTBOJIOBBIC KICTKH. Yalie CTBOIIOBBIC KIIET-
K1 OepyT He U3 KOCTHOTO MO3T4a, a U3 KpoBH. [losToOMy nponenypy Ha3bIBa-
0T TpaHCIUTAHTAIMEeH CTBOJOBBIX KieTok kpoBu. [1pu XJIJI/JIMJI mpume-
HSIOT AJUIOTEHHYIO TPAHCIUIAHTALMIO, TO €CTh [UIS IEPECaIKU UCIOIb3YIOT
JOHOPCKHMH KOCTHBIH MO3T (CTBOJIOBBIE KJIETKH). BBHy MHOrOYHCIEHHBIX
OCJIOKHEHUH, HEKOTOPBIE U3 KOTOPBIX SIBJISIIOTCS JETadbHBIMU, ITPUMEHE-
HHUE JAHHOTO METOoZA JieueHus1 orpaHudyeHo. B PO tpancrantanus aiis
narueHToB ¢ XJIJI/JIMJI npumeHseTcst y MOJIO/IBIX IMAIllHeHTOB C Hedmaro-
TIPUSITHBIMA (PaKTOPaMHU PUCKA, KOT/Ia IOTEHIINAIbHAS T10JIb3a BBIIIE PUCKa
OCJIOKHEHH.

CAR-T Tepanus

CAR-T-xietku — 310 T-KJI€TKH, KOTOpBIe OBLIH TeHETHUYESCKH MOAN(DU-
MPOBaHBI B TAOOPATOPHBIX YCIOBUAX JUISI TOTO, YTOOBI CBS3BIBATHCS C aH-
TUT€HAMH Ha PAKOBBIX KJIETKaX M YHUUTOXaTb ux. T-kietku oepyres (u3-

BJ'IeKaIOTCH) M3 KpOBHU MalHCHTa, AaJIe€ OHW HAMpPaBJIAIOTCA B na6opaT0-
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pHto, TIE K HUM J00aBIISICTCS] HOBBIA T€H. DTOT MPOIIECC HA3bIBAIOT T'CHE-
Tryeckoi Mmoaudukanreii. HoBBIM reH moMoraeT UM HaxOIUTh U YHUUTO-
xarb kietkn XJIJI. B nacrosimee Bpemst CAR-T npoxomuT KIMHHYECKHE
HCTIBITAaHUSI BO MHOTHMX CTpaHaX, pe3ylbTaTbl BIOJHE ONTUMHUCTUYHBIC.
B xone uccnenoBanuii y 95% nanuentos ¢ XJIJI Obut osydeH oTBeT Ha
tepanuo CAR-T. ¥V 86% ymanock JOCTHTHYTH PeMHUCCHIO 3a00JICBaHUSI.
Hawubonee aktuBHO qaHHBIN B Tepanun pu XJIJI npumensitor B Kurae,
CIIA, ctpanax Espomnsl.

g Cnpagxa: 6blUeONUCAHHble GAPUAHMbL JIeYeHUs. OOUHAKOBO
npumensromes npu XJLT u JIMJ1. m

CAR-T kneTtka u Onyxonesas KneTka
A

AHTUreH onyxonu

T-KNeTKN aTAKYIOT U YHUUTOXAIOT KIIETKU OMyXonu
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NMPEMMYLLECTBA
M HEOOCTATKH
BUOOB TEPANUU

OcHOBHBIE TOCTYMHBIE MeTO/bI JieueHust XJIJI HarpaBieHbI Ha Mo/1aBe-
HUE CUMIITOMOB 3200JIeBaHUs (HOpMaIH3alus napaMeTpoB KPOBU, YMECHb-
[ICHUE Pa3MEPOB JTMM(ATHUECKHUX Y3JI0B U CEJIE3€HKH), TO €CTh PEYb UIET
0 JOCTM)KEHUH YITy4YIlIeHHsI, CTa0MIM3annu 3a0oneBannd. B To ke Bpemst
aJJTOTeHHAs TpaHCIUIaHTanus cTBOJIOBBIX KieTok 1 CAR-T tepanus MoryT
MpuBeCTU K n3nedenuto ot XJUJI.

.HIO6OI>1 METO[ JICUCHUSA, TIOMHUMO OKHUIAAEMOT'O IMOJIOKUTEIbHOTO IPOTH-
BOOMyX0JeBoro 3 dhekTa, 00Ia1aeT U PAIOM TOOOUHBIX (HEKEIIATEITBHBIX )
SIBJICHUH.

Ilepen HavyamoM Tepanmuy KaXkIbli MAIMEHT JOJKEH MPONTH BCECTO-
poHHee 00cienoBaHNe M KOHCYIBTALUIO y CIIEIUATUCTOB (KapAnOiIorT, TU-
HEKOJIOT, HJOKPHHOJIOT) JUIs OLIEHKHM BCEX PHCKOB BO BPEMs JICUEHUS
Y IPOMUITAKTHKH OCIIOKHECHHH.

IIpy ”MMyHOXMMHOTEpANINU OCHOBHBIE HEXKEIATEIbHBIC MOCIEACTBUSA
CBsI3aHbI C JIEKAPCTBEHHOM TOKCHYHOCTBIO (TOLIHOTA, PBOTA, TEMIIEPATyp-
Has peakLus, BIUSHAE Ha CEpACYHO-COCYIUCTYIO CUCTEMY), C Pa3BUTHEM
UMMyHozAe(UIHTa, aJUIePTHYecKOi peaknuedl. BenenctBue monaBieHHs
MMMYHHUTETa BO3HHKACT BEICOKUI PHCK Pa3BUTHUS HHPEKIIMOHHBIX OCIIOXK-
HeHHH (BOCHaJIeHHE JIETKUX, OPOHXHUT, IIUCTHT U APYTHE WHPEKINU). Xu-
MHUOTepanus sBigercss (akTopoM pPHUCKA Pa3BUTUSL BTOPBIX OITyXOJEH.
K npeumyniectBaM 1aHHOTO BUa TEPATMHA MOKHO OTHECTH: TIOCTYITHOCTb,
BBICOKYIO 3()(h)eKTHBHOCTH, BOZMOKHOCTD JICYEHHUS B YCIOBHUSX THEBHOTO
CTaluoHapa.

,21_]'[5[ HpO(bI/IJ'IaKTI/IKI/I OCJIOKHEHUH MIPUMEHAIOT IMPOTUBOPBOTHBIC, PAL
MMPOTUBOBUPYCHBIX U aHTI/I6aKTepI/IaJ'H>HLIX nperaparos, IPpOTUBOAJICPTU-

yeckue cpexactBa. [lanmeHtsl Ha (oHe mpoBomuMoON crenuduueckon
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TepaHI/II/I MOFyT HpOI[OJ'DKaTI) JICUCHUC I[pyFI/IX NMCHOIIUXCA XpOHI/I‘leCKI/IX
3a00JIEBAHUIA.

TapretHas Tepanus o0aaeT psAAOM NPEUMYLIECTB: IPUEM IPerapaToB
B BUJE Karcyil, aMOynaTOpHBIM PEeXHUM JIEUEeHUs, COXpaHEHHE KauecTBa
W MIPUBBIYHOTO OOpa3a u3HU. TapreTHble mpenaparsl Takxke 0071aJaroT
TOKCHYECKUMH 3P PEeKTaMi, KOTOpPBIC Yallle BCEro MPOSBISIOTCS B BUIC
CHIXKEHUS IT0Ka3arelieil KpoBU (MOTYT IPUBECTH K BBIPAXKEHHOMY YMEHb-
LIEHUIO YPOBHS JIEHKOLIUTOB, TPOMOOILIMTOB, FeMOIVIOONHA), PAIOM APYTUX
HEXKEJIATEJIbHBIX SABJIEHUH CO CTOPOHBI CEPIEYHO-COCYIUCTONH CHCTEMBI
(1 HexoTOpBIX NpenaparoB). OTHOCUTEIBHBIM HEJOCTAaTKOM SIBIISIETCS
BBICOKAsi CTOMMOCTb JIEKAPCTBCHHBIX CPEJCTB, OTPaHHYUBAIONIAS HX JIO-
CTYITHOCTb. W
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iy

ANHAMUYECKOE
HABJIIOAEHUE

Ecmu nanuenty ¢ XJIJI cnenngudeckas Tepanusi He IOKa3aHa HITH JKe
MalAEHT NPOLIE KypC JICUEHMs], EMy PEKOMEHYeTCs TUHAMHUYECKOe Ha-
OJIONIeHNE y TeMaToyora/oOHKOJIOTa, KOTOPOE BKIIFOYAST PETyIsipHBIC 00-
CJIEZIOBAHMUS:

® 00T aHAITN3 KPOBU C UCCIICAOBAHUEM JICHKOIUTAPHOU POopMy-
abl | pa3 B 3 MecsiIia WM Jaiie 1o yCMOTPEHHIO Bpaya,

e V31 mepudepndeckux IUMPATHICCKAX Yy3JI0B U OPraHOB
OpromHoi mosoctu 1 pa3 B 6 MecsAleB WK Yalle 10 yCMOTpe-
HUIO Bpaya;

e [locemenue Bpaua 1 pa3 B 3-6 mecsiieB, HO He MeHee | pasa B rof
B 3aBHCHMOCTH OT OOIIETO COCTOSHUS U CaMOUYYBCTBHSA
MMaIAeHTa. |
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MHOEKLHNA COVID-19
M BAKUUHALNA NMPU XTI

WH(peKINOHHbBIC OCIIOKHEHUS SIBIISIIOTCS OCHOBHOW MPUYHHON CMEpTH
naruertoB ¢ XJIJI/JIMJI, kotopbie HAXOASTCS B IPYIIE PUCKA U3-3a JIe-
(hexTa IMMYHHOH CHCTEMBI U TIOJIABIICHHS HMMYHUTETa (MMMYHOCYIIpEC-
cur) Ha (oHE MPOBOAMMOTO JieueHHs. bonpmmHCcTBO MH(EKIHA y 00Ib-
ueix XJUJI/JIMJL, nonydaromux jJedeHne ¢ BKIOUEHHEM XUMHOMIpernapa-
TOB, UMeET OakTepuasibHoe poucxokaeHue. Onnako 2019 rox o3HamMeHo-
BaJicsl eile OoJiee TPO3HOM MH(EKIMel 1 BCEro ueoBeuecTBa 1 JUIsl ma-
uuenToB XJUJI. Hakomnenustit onbit 60ps0s ¢ COVID-19 nokasan 6onee
BBICOKHI PHCK JIETAILHOTO UCXOJIa Y ATOM KaTeropuu narueHToB. [1o nan-
HBIM OJIHOTO U3 HccienoBanuii, u3 941 namuenra ¢ uadexmpeir COVID-19
— 42% 3abonenu BO BpeMs AMHAMUYECKOTO HabOmroneHus, 5S8% 3abonenu
BO BpeMs IIPOXOXKAEHUS JedeHus no moBoxy XJIJI. Pe3ynbraTsl qaHHOTO
HCCIIeIOBaHMsI ITOKa3ay, 4To y 236 (25%) mauueHToB ObLIO AUATHOCTUPO-
BaHO TSXKEJIO0€ TeueHHe 3a00JIeBaHMsI, CMEPTHOCTh cocTtaBuia 27 %. Y He-
nedeHbIx manueHToB ¢ XJIJI puck cMepTn ObUT HIKE, IIAHCHI Ha BBIKHBA-
HUE BBIIIE, YeM y TeX, kTto 3abonen COVID-19 Bo Bpems Tepanuu Win
y HE/IaBHO 3aKOHUYUBIIMX JiedeHHe. Takum o0pa3oMm, B 3IOXY MaHAEMUN
CTpaTerusi AMHaAMU4eCKOTo HaOmoneHus s naruentos ¢ XJIJT sBusiercs
Oosiee TPaBUIBHONH M OE30MACHOW, JICUCHUE JOJDKHO OBITh HA3HAYCHO
CTPOTO B COOTBETCTBHH C TIOKa3aHHUSIMHU.

Pexomenpyetcs cienoBath BceM Mepam npodriaktuku COVID-19 un-
¢dexuunn. Lenecoodpa3Ho MUHUMU3UPOBATH CPOKH MPEOBIBAHMS B CTALHO-
Hape, PacCMOTPETh BO3BMOKHOCTH IPOBEICHHUS IPOTUBOOIYXOJIEBOIO Jie-
YEHUS C UCTIONIb30BAaHUEM TaOJIeTUPOBAHHBIX MPENaparoB.

Oco060 BaxxHyI0 poinb mpuobpetaer BaknuHanus or COVID-19. Oco-
OexHOCTRIO ManmeHToB XJIJI, KOTOPEIM OBUIO MPOBENCHO JICUCHHE MO-

HOKJIOHANIbHBIMU aHTU-CD20 aHTHTenamu (putykcumad, oOMHyTYy3yMao),
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SIBIISIETCS.  OTCYTCTBHME  BBIPAa0OTKM ~ aHTHTEN TOCJIE  BaKI[MHAIUH
B OONBIIMHCTBE cirydaeB. [lo3TOMy BaKIMHHPOBATHCS IIEIECO00pa3HO
Iepesl HadajoM JIeYeHHs, OCOOCHHO €ClM IUIaHUpYeTCS BBEICHHE MO-
HOKJIOHAJIbHBIX aHTHUTEI.

Jonyckarorcst BaKIIMHAIIAN OT APYTux HHpeKmmid npu XJJI:
® 0T ITHEBMOKOKKOBOH MH(EKITHH,
® OT BHpYCa rPUIIIA.
Cnpasxa: «KUBbBIEy BAKIIMUHbI [TPOTHUBOIIOKA3AHO

6600umv nayuenmam ¢ XJJI (nanpumep, om mybepxynesa, no-
m{ JuOMUenuma, ocnol u Op.). m
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PEABUJIUTALIUA,
NMPODPUNAKTUKA
M OBPA3 XXU3HU

CnenuajbHbIX METOI0B peaﬁmmTalmn HE CyIIEeCTBYET.

Peabunmtanys n mopnepKKa IMareHToB JOHKHA HOCUTH KOMITIIEKCHBIN
XapakTep, OXBAaThIBasi HE TOJNBKO MEIMIMHCKHME, HO M IICHXOJOIMYECKHE
MOMEHTHI aJaNTalluy NallueHTa K HOPMaJIbHOM YKHU3HHU C OTy4YEHHbIM J1a-
rao3oM. Kpome MeauHCcKoi IoMoIy, KOToOpasi B TOM YHCIIE 3aK/II04aeT-
Csl B [IOJJHOLIEHHOM Pa3bsICHEHUHU JIEYalllMM BpayoM MEJULIMHCKHUX acIlleK-
TOB, HEMaJOBa)KHO y4acTUE CHELMATUCTOB-IIcUX0oroB. Ilporpamma pea-
OMNUTAINK TIOCIIE TMPOBENEHHOTO JICUCHHS pa3pabaThIBaeTCsS WHIUBHIY-
QJIbHO, B 3aBUCHMMOCTH OT IOSBHUBIIMXCS OCJIOKHEHMM JIEKapCTBEHHOMN
Tepanuu.

MertoznoB npodunaktuku XJIJI B HacTosmiee BpeMs He CyLIeCTBYET, TO-
CKOJIbKY HEU3BECTEH TOYHBIN ATHONOTHYCCKHU (DakTop M (pakTopbl, Be-
Jyliye K pa3BUTUIO 3a00JI€BaHUs.

Pexomennyercs aucnancepHoe HaONIOIEHHE Y IeMarosiora/OHKOIOra,
MIPOBEJCHUE PETYSPHBIX ITIAHOBBIX 00CIEIOBAHNH, B TOM YUCIIE H3-3a I10-
BBIIIICHHOTO PUCKA Pa3BUTHsI BTOPBIX OMYXOJICH, H BEIEHHE 3I0pPOBOTO 00-
pa3a )KH3HH.

Ilcuxonornyeckas nmoaiepxrKa

XJIJI - 570, KaK mpaBUII0, MEAJICHHO Pa3BUBAIOIIASACS OIYXO0JIb, KOTOpas
BO MHOTHX CIIy4asix Jaxe He TpeOyeT ieueHust. OQHAKO JarHO3 BbI3bIBACT
CHJIBHOE YyBCTBO TPEBOTH, M HE BCE MAIMEHTHI MOTYT NPUHSTH U HAYYNUTh-
Csl JKUTh C 3TUM JTMarHO30M. Y MHOTHX OCTa€Tcs HEeIOTIOHNMAaHue, KOoTaa
JMarHo3 yCTaHOBJIEH, HO JieueHue He TpeOyeTcs. HekoTopble npuberaror k
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TIOUCKY HETPAAUIHUOHHBIX METOMOB JICHCHUSA B HAACKIC NMPUOCTAHOBUTH
pa3BUTHC 3a00JI€BaHMSL.

B nmponecce nomomy u ajantanuy K 3a0071eBaHUIO OOJBLIYIO POJIb UI-
paet undopmanusa. Heobxonnmo 3agaBaTh Bpady BCe BOJHYIOLIME BOIPO-
CBI U HE CTECHATHCS YTOUHSTD JeTanu. CyIecTBYIOT TPyl MOIIEPKKH,
OOIIECTBEHHBIC OpraHu3aly U cailThl Ui nanuentoB ¢ XJIJI. Baxnyro
POJIb UrpaeT OOLIEHUE C IPY3bsIMHU, IOJAEPHKKA CEMbU, OCOOEHHO y IOXKU-
JIBIX MALIMEHTOB, KOTOPHIM TPYIHO 3a00TUTHCA O cele.

AJIbTepHaTI/IBHaH MeauIInHa

Hu o110 U3 cpeAcTB aJIbTePHATUBHOII MeIMIIUHbBI He H3/1IeYHBAET OT
XJJI. KpaiiHe He PEKOMEHAYETCS SKCIEPUMEHTHPOBATh C Pa3IMYHBIMU
HETPAJUIHOHHBIMA METOJAMH, TaK KaK 3TO MOXKET NPHUBECTU K Mporpec-
cuu 3a0051eBaHUs.

OO01eyKpeTuIstoNIas Teparnus MOXET BO3ICHCTBOBATh MOJIOKUTEIILHO —
9TO yMepeHHasi u3uueckas Harpys3ka, MEIUTAIMs, Pa3IudHbIe TEXHUKU
paccnabienus, iora, 0310pOBUTEIHHOE TNIABAHHE.

Paznuunble KUOKOCTH, TaOJIETKH M TOMY MOJOOHOE, KOTOpBIE SIKOOBI
CTUMYJUPYIOT UIMMYHHYIO CUCTEMY WU O0JIaJal0T MPSIMBIM MPOTUBOpA-
KOBBIM Il@ﬁCTBI/IGM HE HMCIOT HAY4YHO AJOKa3aHHOTO IIOJIOXKUTEIBHOIO
rustaus Ha siedenne XJIJI. Kpome Toro, He HCKITIOYEHO UX BPEIHOE BO3-
JelicTBUe Ha 3a00JIeBaHHUE.

N3-3a MMpeaApacroIOKE€HHOCTH K PA3JIUNYHBIM I/IH(I)GKLII/IOHHLIM 3a0oJeBa-

HUSIM U OCHA0JIEHHOTO0 MMMYHHTETa, HEOOXOIMMO H30erarb KOHTAKTOB
¢ OOJIbHBIMH JIFOALMHU. W
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S o # KIMHUYECKME
0% 1 WCCNEQOBAHMS

A

Ienp Takux ucciea0BaHUi — O1leHKa A(()EKTUBHOCTU U OE30MACHOCTH
HOBOT'O JIGKAPCTBEHHOTO Mperapara Wil paclIupeHue MOKa3aHui K mpH-
MEHEHHIO YK€ U3BECTHOTO JIEKAPCTBEHHOTO CPEJICTBA, a TAKXKE PETUCTpa-
[IMs1 HOBOTO JIEKAPCTBEHHOTO Iperapara Ha TEPPUTOPHH JaHHOW CTPaHbI.
Bce knmmHMUYECKHEe HCCIeOBaHUSI CTPOTO PENIAMEHTHPYIOTCS PaBUIIaAMHU
Hannexamet kKTnHUYeCKOW MPAKTUKU M XEJIbCUHCKOHN JeKIapaluu, mo-
JIy4aroT OM0OpEHHME ATHUYECKOro KOMHTeTa. McciaenoBaHusi MpPOBOASTCS
TOJBKO C COTIACHS TTAIIMEHTA, ITOCIIe €T0 O3HAKOMIICHHS CO BCEMHM acCIIeKTa-
MH HCCIeAoBaHus. B 00sM3aHHOCTH IMalHEHTa BXOAST YacThIE BU3HMTEHI
K Bpauy UCCIIE/IOBATEIbCKOTO IIEHTPA, BEACHNE THEBHUKOB IIpreMa Ipera-
para, 3aroJHEeHUE IIEKTPOHHBIX OIIPOCHUKOB, BU3UTHI CTPOTO B PETNIaMEH-
TUPOBaHHBIE CPOKHU. J[JIsi MHOTHX MAIMEHTOB YYacTUE B UCCIICIOBAHUH SIB-
JIIETCSL XOPOIIeH BO3MOXKHOCTBIO TOJIYYHTh JAOCTYIl K WHHOBAI[MOHHBIM
rpernaparamM ¥ BbICOKOKBAIU(DUITUPOBAHHYIO METUIIMHCKYIO TTOMOIILb.

Cy1ecTBYIOT HECKOJIBKO CTaani ((Pa3) KIMHIUECKOTO UCCIIEIOBAHMS:

e  ®azal— mepBbie UCTIBITAHUS JIEKAPCTBEHHOTO CPEACTBA Ha
TOSX, 0OBIYHO Ha 310POBBIX J0OPOBOIBLAX.

e da3za Il — oneHuBaroTCs YPPEKTUBHOCTH U OS30MTACHOCTD
mperapara y MalueHTOB ¢ KOHKPETHBIM 3a00JICBaHIEM, B
TOM YHCIIC U C BKJIIOUCHHEM T'PYIIIBI AIUCHTOB, IPHHHU-
MaroIKX 11aneoo.

e @aza Il — ;mekapCTBEHHOE CPENCTBO HCIBITHIBAECTCS HA

OOJIBIIIHX rpynmax nagueHToOB (OT COTCH 10 TBICAY y4acT-
HHUKOB I/ICCJ'ICI[OBaHI/IH) Ppa3IMIHOro BO3pacTa; HcciIea0Ba-
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MNCKYHOBA N.C.

HUEC MTPOBOAUTCA B MHOTIOYHMCIICHHBIX HAYYHO-HCCIICI0BA-
TCJIBCKUX IECHTPaX OI[HOﬁ WJIN HECKOJIBKUX CTPaH.

e daza IV — npoBoauTcs yxe mocie Toro, Kak JeKapcTBEH-
HBII mpemapaT moiaydui PermcrpannoHHOE yZOCTOBEpE-
HUE W BHEAPEH B KIIMHUYECKYIO NMPAKTUKY, LETb — JIOTOJI-
HUTEJIBHOE M3y4eHHe poduist 0€30MacHOCTH, Y MalieH-
TOB 0COOBIX KaTeropui, paclIupeHue MoKa3aHHi.

B PO knmuHMueckne ueciaeI0BaHus MPOBOISATCS B TPOQUIIBHBIX TeMaTo-
JIOTUYECKIX/OHKOJIOTUYECKUX YUPESKICHUAX U OTAeNieHusX. Yarie Bcero
Bpa4d caMU WHUIIUUPYIOT TIOMCK MOIXOAIIETo nanuenTa. OqHaKo cyre-
CTBYIOT PECYPCHI, IJI€ MAIUEHTHI CAMOCTOSTEILHO MOTYT HalTH HH(pOpMa-
LIMI0 00 MCCIIEIOBAaHUH M MOTYT CBSI3aThCS C BpaYaMu TPH KeJIaHUH y4acT-
BOBATb.

Cnpasxa: 8 Hacmosujee 8pems RPOUCX0OUm 6OIbLULOU npocpecc
6 chepe monexynspuoi mepanuu XJ1/1. I[locmosinno nosnsiom-
Csl HOBble npenapamuvl, U3y4amcs ux KOMOUHAYUYU cO CMAaH-
oapmHuiMu Memoodamu nevenus. Muoaue npenapamsi nokazanu
c60€ NpeumMywecmao U 6biCOKYIo dghghexmusnocms nepeo opy-
eumu cyujecmeyrowumu. Knunuueckue uccieoosanus (ocoben-
no Il u 1V ¢haswl) sensiromes Xopowum wancom nowydums 60-
Jlee cospemeHHbll, nepedosoll 8U0 eueHys. |
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XPOHUYECKN NIUMOOUNTAPHBIV NENKO3 /
JIMMOOMA 13 MAJTBIX TMMPOLINTOB

Xnn/nMmn
y MONoAdbiX NALMUEHTOB

Yame Bcero 3aboieBaHME BBIABIACTCSA y MALEHTOB cTapmie 65 mer
u okxoi10 5% B Bo3pacte ot 30 mo 40 met. B Moeit mpakTHKe caMoMy MOJIO-
JIOMy TIAIIMEHTY, KOTOpoMy OBUI ycTaHoBieH nuarao3 XJIJI/JJIMII, 6suro
28 siet. I[Tomxonp! K Tepalyy y MOJIOABIX MAIUEHTOB HHbIC. [ TaBHAs 11eb —
n3nedeHre. JlokazaHo, 4TO y MalleHTOB MOJIOJOTO BO3pacTa TeUeHHe 3a-
OoseBaHusl Ooliee arpecCHBHOE. YUMTBHIBAs, YTO MOJIOJbIe MAalMEHTHI
COXpPaHHBIC, T.€. HC UMEIOT TSDKEIIBIX XPOHNYECKHUX 3a00IeBaHUM, IMCHHO
y HHX Yallle IpUMEHSeTCS aJUIOTeHHAs TPAHCIUIAHTAIUs CTBOJIOBBIX Kile-
TOK. [IpHHINT JIEYeHNST CBOIUTCS K JOCTIKECHHIO PEMUCCHH 3a00JICBaHHs
Hoclie KypcoB NMMYHOXHMHOTEPAITUH WIN TapreTHOH Teparny 3aTeM 00-
CYXJIEHHE BO3MOXXHOCTH HPOBEIEHMS TPAHCIUIAHTAL[MU CTBOJIOBBIX KIle-
TOK. TpaHCIUIAHTAIMS COIpPSDKEHA C BBICOKUMHU PHCKaMH, BCEIZa HY)KHO
TIIATEJIFHO OLCHUBATH CTCICHb PHCKA. B cBoe mpakTuke s1 HaOIIOMAI0
MOJIOYIO TTAI[UEHTKY, KOTOpasi HaXOAHUTCS B TIOJTHOH PEMUCCHH TIOCIIE all-
JIOTEHHOH TPpaHCIUIAaHTAlMK CTBOJIOBBIX KJIETOK Oojiee 6 JIeT.

OnHUM U3 BaXXKHBIX MEIMIUHCKUX ACIEKTOB Yy MOJIOBIX MALUEHTOB SIB-
nseTcs coxpaHeHue (QepTHILHOCTH. Y MHOTHX MAallMEHTOB €CTh JKEIaHhe
HUMETh JIeTel, a Tepanus MOXeT MPUBECTH K Oecruioanto. Bo Bpemst neue-
HUSl PEKOMEHAYETCS MpeIoXpaHeHHe OT OEPEeMEHHOCTH H3-32 BBICOKOTO
pHUCKa TEeHEeTHYECKNX HapyIIeHUH 1 MOBpexaeHul y mioaa. CyIecTByoT
PEKOMEHJAMK 110 KPUKOHCEPBUPOBAHUIO (3aMOPO3Ka) MOJIOBBIX KJIETOK
(TKaHM SIMYHMKA, CIEPMBbI, SULEKJIETOK) A0 JICYEHHs, YTO MOXKET I103BO-
JUTh MHOTHM TallMEHTaM CTaTh poAuTessiMu B OynymeM. B Poccun B Ha-
CTOSAIIEE BPEMsI CYLIECTBYET HEMAJIO MEIUIIMHCKUX LIECHTPOB C JOCTYIIHBI-
MU IIEHAMH, KOTOpPbIC 3aHUMAIOTCS 3a00POM M XpaHEHUEM OHOJIOTHYECKO-
ro Marepuraia (IIeHTpsl KPHOKOHCEPBAILK). W
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3AKJTIOMEHUE

Haneemcsi, nanHast Opoiitopa ObuTa JijIst BaC MOJIC3HOM U COMIepIKaIiascs
B Hel MH(OpPMAIHS TOMOXKET MOHSITh MHOTHE aCTIEKThI 3a00JICBAHUS.

H nomnume, umo 110601t ycnex ocHogevléaemcs
Ha compyonuyecmee eépaua u nayuenma!

MEXXPETMOHAJIbHASI OBLLECTBEHHASA OPTAHU3ALIUA NOMOLLUX NALUEHTAM
C rEMATONOINMYeCKMMHU 3ABOJIEBAHUSAMU
«MOCT MUJTOCEPAUA»

MOO nomoly nanmeHTam ¢ reMaToIorH4ecKuMu 3aboaeBanusaMu « MoctT Musocepaus» OKasbIBaeT HOpH-
JIMYECKyI0, HHPOPMALIMOHHYIO MOJICPKKY MAIHEHTaM C OHKOT€MaTOJIOTHYECKHMU 3a00JICBaHUSIMH, B TOM
YHCIIE ¢ MHOYKECTBEHHON MHUEJIOMOIA, 3aHMACTCsl 3aIUTON UX 3aKOHHBIX HHTEPECOB U MPAB, CO3IaHUEM HH-
(hopMaLOHHBIX OPTAJIOB, OPUCHTHPOBAHHBIX HA GOJBHBIX C JAHHBIM BUJIOM HO30JIOTHil, TIPOBEACHUEM JIO-
HOPCKHUX aKIHil 0 cOOPY LENBHOI KPOBH M PEKPYTHHIOM [IOTEHIIMAIIBHBIX JOHOPOB B MOIEPKKY PA3BUTHUS
Poccuiickoro HalMOHAIBHOIO PErHCTpPa JIOHOPOB KOCTHOTO MO3ra, IIPOBEICHUEM MAlMEeHTCKHX LIKOJ U BeOU-
HapoB, 3aja4a KOTOPbIX: HH(OPMHPOBAHHUE MALMEHTOB 00 MX 3a00JICBAHMH, BO3BMOKHOM BO3HHKHOBEHHH
OCJIOKHEHHH, METO[[aX UX MPEAYNPEKICHH, O MpaBax IALKEHTOB U Crocodax MX peanusauuu. Boibiioe
BHHMAaHHE YIEISETCsl BOJIOHTEPCKOI paboTe B MporaraH/e JOHOPCTBA IIeJIbHOM KPOBH, KOMIIOHEHTOB KPOBH
M KOCTHOTO MO3Ta, TIOJITOTOBKE U IPOBEICHUIO JOHOPCKUX aKLHH, AHEHTCKHX IIKOJ, O1aroTBOPUTENBHBIX
KOHLIEPTOB 15l OONBHBIX C TSHKEIBIMU 3a001eBaHuAMH KpoBd. MOO HOMOIIM MAlMeHTaM ¢ IeMaTosIoruye-
cKuMH 3a60eBaHsIMH «MOCT MIIIOCEPAHS» SBIISCTCS WICHOM BCEMHPHO# OPraHNU3aIMy MAleHTOB C JINM-
domoii “Lymphoma Coalition”, opranuzauunu, o6benunstonieit nanueHToB EBporst ¢ mumdomoit “Lymphoma
Coalition Europe”, wicHOM I106agbHON OpraHM3allid TAIKEHTOB ¢ MUEIOAMCIUIACTHYCCKHM CHHIPOMOM
“MDS-alliance”, uieHOM eBpoInelcKol OpraHN3alMy MALHEHTOB C MHOXKECTBEHHON MHenoMoii «Myeloma

Patient Europe”, 4wieHOM OpraHu3aiiuy NaieHToB ¢ XpoHHn4eckuM JumMboreiikozom «CLL Society».

WHpopmanuro o npaBax MandeHTOB BbI HalIeTe 31eCh:
https://mmpatient.ru/pacient v_svoem_prave/




