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ITnan.
1. MUEJIOIIPOJIN®EPATUBHELIE  3ABOJIEBAHUS  (sTHonorus,
raToreHe3, KJIMHWKa, IMarHOCTUKA, JieueHUe)
a. XPOHUYECKUI MUEJIOJIEMKO3,
b. UCTUHHAS IIOJINITUTEMUSA

2. JINM®OITPOJIN®EPATUBHBIE  3ABOJIEBAHUA  (3TMONOrHS,
raToreHe3, K/WHWKa, [AUArHOCTUKA, JieueHUe) a.XPOHUYECKUU
JIMM®OJIEVKO3,

b. TNTASMOLIUTOMA,
c. JINMO®OI'PYJIEMATO3



MMUEJIOITPO/INMPEPATUBHBIE 3ABOJIEBAHUSA
(XPOHUYECKUWI MUEJIOJIEVMKO3, UICTUHHAS ITO/TUIIUTEMUS)

XpoHuueckur muesonerkos (XMJI) — 3To onyxo/ib, KOTOpasi BO3HUKaeT U3
PaHHUX KJ/IeTOK-TIpe/IeCTBeHHUL] MUeJI0T033a, Ju(hepeHIUpYOLUXCS 10

3pesibiX (PopM.

Knetounsiii cybctpar XMJI:

*IIpenMyIieCTBEHHO I'DAHY/I0LIUTEI, B OCHOBHOM HEﬁTpOd)I/IIIBI.

SIMMIEMMNOJIOT A
XMIJI — pacnipocTpaHeHHbIN BUJ Jetiko3a (20%);
*  [I0 YaCTOTe PacHpOCTPaHEeHUs 3aHMMaeT 3-e MeCTO MOC/e OCTPhIX
J1etiko30B u XJ1JI,;
e 3aboseBaemocTb — 1-1,5 Ha 100 ThIC. HaceleHUs] Ha TIPOTSHKEHUH
nocaenHux 50 net;
*  JMIla MY>XCKOTO T10J1a COCTaB/sItOT 55-60% 6OMbHBIX;
e  Hauasio 3aboneBaHusi — B Bo3pacte 30-50 JieT;
e ypetel — peako (1-2%).
Cpeny BHeITHUX BO3[eHCTBHH, CIOCOOCTBYIOIMX pa3Butuio  XMJI,
OTMeYaroT:
* VMU (Hanpumep, mocTpa/iaBiiye 0T 60MOapAMPOBKU XUPOCUMBI U
Haracaku; 60/ibHBIe CTTIOH/IW/I0APTPUTOM, TIOTyYaBIIIie PeHTreHOTepariiio);

*  XUMHYeCKHe areHThI (JloKa3aHa posb OeH3071a).

ITIATOI'EHE3



*  TIPOMCXOAMT TepeHoC Ooiblliell YacTu AJIMHHOTO Tijieya XpOMOCOMBI 22
Ha JJIMHHOE TIJIeY0 XPOMOCOMBI 9, a Masiast TepMUHa/IbHAs 4acThb JJIMHHOTO Iy1eda 9

XPOMOCOMBI TIepeHOCUTCS Ha Xpomocomy 22 [t (9;22) (q34;q11)];

e XpoMmocoma U3 22 mapbl C YKOPOYEHHBbIM [IJIMHHBIM IIJIeYOM
ob6o3Hauaetcs Kak Ph-xpomocoma («dunagenshuiickas»);

* Ha JIMHHOM TIuiede XpoMocombl 9 (q34) pacrosiokeH MPOTOOHKOTeH
ABL (HopmanbHbIi TeH ABL Komupyer obpa3oBaHue 0Oeflka C MOJEKY/ISIPHOM
Maccon 145 k/la, OTHOCALLErocs K CEeMEMCTBY THUPO3UHINPOTEMHKHHA3, KOTOpbIe
Yy4acTBYIOT B riporiecce ¢Goc(OopruInpoBaHusi aMUHOKUCIIOT B KJIETOUHOM LIUKJIE);

* npu TpaHc/oKaumu (9;22) yacte reHa ABL riepeHOCHTCSI C XpPOMOCOMBI
9 Ha IMHHOEe IUIeY0 XPOMOCOMBI 22 B TOT Y4yacCTOK, I7ie IPOM30Lle/l paspbiB U
HaxoauTcs reH BCR (mpoaykt HopmanbHOTo reHa BCR — 0e/10K ¢ MOJIeKy/IIpHOM
Maccoii 160 k/la; mpu otcytctBuu reHa BCR mnosiBnsitorcsi gedektbl QyHKIMH
HeUTpohUIoB);

*  pe3y/lbTaTOM 3TOTO CUSIHUS siB/sieTcsl oOpa3oBaHUe Ha XpoMocome 22
xuMmepHoro TeHa BCR-ABL, KOTOpbli KoAuMpyeT XWUMepHbIM 0enok C
MoJIeKy/IsipHO# Maccoi 210 k/]a, KOTOpbIi uMeeT O0/ee BhIpaXKEHHYHO
TUPO3UHKHWHA3HY0 aKTUBHOCTh, UeM ero HOpMaJibHbIN MpoToTunt p145abl;

*  aKTUBAI[US Pa3/JMYHbIX yUaCTKOB XMMepHOTO TeHa 00yC/IOB/MBaeT 1ielb

CoOBITHH, BeIyIIUX K YBeJTMUEHHIO KJIeTOYHOM TIposiidepariu.

K/IMHUKA
ITo cragusam:
* HauasibHas cTagusi: XMJI TIpakTUUeCKd He BbISBASETCS (TOMBKO
cnyuariHoe wuccinegoBaHie OAK MoXeT BbISIBUTH W3MEHEHUS: JIEMKOLIUTO3,

6a30hubHO-303MHO(UIEHAS aCCOL[HAIHs), KITMHHUKA OTCYTCTBYET;



* cragua  akcenepauyy  (pa3BepHYTBIX  TMPOSIBIEHWH):  ObICTpast
YTOMJISIEMOCTh, TIOT/IMBOCTE, CyO(heOpUIUTeT, OTepsi MacChl TeJia, TSHKeCTb U 6o
B JIeBOM T10/ipebepbe MpH yBeJMUeHUU cejie3eHKU (OHa MOXKeT OBbITh JjaXke B MajioM
Ta3y), ObIBAlOT ee WH(APKTHI C OCTPBIMU OOJSIMU, IeUeHb MOXKET ObITh HEMHOTO
yBeJInueHa, J1/y TpakTUYeCKH He yBeuueHbl, TeMOopparuuecKuii CUHIPOM 0OBbIYHO
OTCyTCTBYeT, B JIETKUX — I[IHeBMOHHWH, CBSI3aHHble C JIEMKEMHYEeCKOU
WHOWIbTpalle W BTOPUUYHOM HWH(QeKIreld, cepAre: MOKeT ObITb TOsIB/IEHHE
apUTMU; TMarHOCTHKA B 3Ty CTaJUIO:

- xapakrepHble wu3MmeHeHns OAK: HOpPMOXpOMHas aHemusi CpefHeu
crenienn Tsokect (LIT = 0,9), snelikonuro3, yBenuueHue 06a30hmwioB u
903MHO(MUIOB, CHIDKeHHe TMM(OLIUTOB U HEMHOT'O — MOHOIUTOB, ycKopeHue COJ3,
TPOMOOLIUTEI CHWXXeHbI, HO 0e3 TeMOopparuueckoro CHUHApPOMa; HeWTpohubL:
MPUCYTCTBYIOT BCe (opMbl (MHeno6sacTbl, TPOMUEOLUTLI, IOHbIe, TaJOUKHY,
CerMeHTbl, HET JIeKeMUUeCKOro TIpoBasia);

- nyHkrar KM: yBenuueHue uucia MerakapyuoLMTOB, yBeTUYEH TPOLIEHT
He3pe/bIX  TPAHY/JIOLUTOB  C  TIOBBILIEHWEM  MUEJOWUJHO-3PUTPOHUJHOTO
cootHouenus o 20-25 : 1 (B Hopme — 3-4 : 1);

- cHwkenue LI1® HeliTpoduioB MeHee 25 ef;

- obHapyxeHre Ph-xpoMocombl B KDOBETBOPHBIX K/IeTKa MUEIOUIHOTO
paAa;

- Ouoxumus: yBesvdyeHWe BuTamMuHa Bi, B 10-15 pa3, yBemuueHue
MOYEBOU KUCIOThI (TMUIMepypUKeMUUYeCKUH CHHAPOM), MOXKET OBbITh 3HAUWTE/IbHOE
rioseIeHue JIAT.

* TepMuHa/bHasg cTaaus (6racTHBIM KpM3): XapaKTepu3yeTcs
MOSIB/IEHWEM B K/IeTKaX KOCTHOTO MO3ra [IOTMOJHUTEIbHBIX XPOMOCOMHBIX
HapyllleHWH; B Tiepyoj, peMUCCUM OacTHOTO Kpu3a 3T JIOTIOJHUTE/IbHbIe
XPOMOCOMHbIE HapyLIeHUsl MCYe3aloT; YXy/lleHUe CaMO4YyBCTBUS, CTOWKOE

TIOBBIIIIEHWe TeMIlepaTyphl, UCTOI[eHre OO0bHOTO0, yBeIMUeHHe cee3eHKH U



B MeHblllel CTeleHu — MeueHu, AUCTpodrUecKrue U3MeHeHHsI BHYTPEeHHHUX
OpraHoB, pe(paKkTepHOCTb K TPOBOJUMON TepanuM, MOXKET TOSIB/SATHCS
reMopparueckiii CUHAPOM, YacTble UH(EKLIMOHHbIe 0C/I0XKHeHus1, 00/1e3Hb
npurobpeTaeT uepThl OCTPOTO JieiKo3a.
JlelikeMouiHasi peaklMsi — upe3MepHbIM OTBeT Ha KakKoh-100
CTUMYJI, TIPOSIB/ISIFOLLIMICS TUIEep/IeMKOLIUTO30M U TIOsIB/ieHHMEM B U30bITKe

He3peJibIX K/IeTOK B Mepr(epryeckOd KpPOBM M MCUe3arol[ui I0cje

yCTpaHeHUs] IPUYMHBI.
Bo3HUKaeT 1py CIeYIOIIUX COCTOSHUSX:
*  Tybepkyrnes;
*  THONHO-CeNTUYeCKUU 3a00/1eBaHU;
*  BUPYCHBIU remnaTuT, 1{Uppo3 MeueHuy;
*  3/I0KaueCTBEeHHbIe OIyXOJIH;
*  JIeKapCTBeHHasi 00/e3Hb;
*  ypeMmus;
*  TsDKeJsble OKOTH;
*  OTpaB/ieHue PTyThIO.
[Tpu neliKeMOUJHBIX peaKIUsX:
*  He ObiBaeT 6a30(UTLHO-303MHOPUIEHOM aCcCOLUALINN;
*  MOBbIIIeHa aKTUBHOCTH [11® HeliTpodhuoB;

*  HUKoOr/a He BbisgBsieTcss Ph-xpoMmocoma.

JIEHEHUE XMJI
»  TARGET-Tepanus (nipuijenbHas);
* mepBbiIM B JjeueHHH XMJI mpumensisics MwuenocaH (OycymbdaH,

MUJIepaH) U3 FPYIIbl JIKWIUPYIOLINX TpernapaTos;



* B 1966 mosiBUnock coobireHre o rugpokcuMmoueBuHe (hydroxyurea,
TUIpIa, TUTAUP) — UHTUOHUTOpPe pUOOHYK/IeoTHAa3bl — (hepMeHTa, HeoOX0AUMOTO
s cuaTesa JHK;

e B 1980-x rr. Hayasacb HoBas 3pa B Tepariud XMJI c mnosiBiieHUeM
OUHTep(epoHa; OH IO3BOSET IOJyYUTh IeMaTo/I0TUYeCKYH0, LIUTOreHeTUUeCKYHO
pemuccuto, roHwkaet yposHu JIII' 1 BuTamuHa Biy;

e quro3ap (Cytozar), Cytosine-arabinoside  (Ara-C) - 3710
MUPUMHUANHOBBIA HYK/J€03WJ; €ro akKTHUBHbIA MeTabomuT yruHetaer JIHK-
royiMMepasy, uTo BefeT K HapyweHuto cuHTesa [JHK u nopaBnenuto pocra Ph-
TO3UTHBHBIX KJIETOK;

* B a3y akcesepaliy ¥ TePMUHAJ/IbHYIO (Pa3y rnpuMeHsieTcs cxema 3+7
(pybomMuLH-aHTpaIMK/IMH + 1uTo3ap (ara-C)) kaxable 1,5-2 Mecsiia;

*  HOBbIe nperaparel B Tepanuu XMJI:

-  TOMOXappUHITOHMH —  CHHTETUUYECKUM  aHajJor  KUTaWCKOro

pacTUTebHOrO asKkanoua (+ ara-C rpu pe3sucTeHTHOCTH K a-UHTep(hepoHy);

- JelMTabuH — WHTMOWUTOp TUMEPMETUTMPOBaHUSI B KJIE€TOUHBIX LIMK/IaX
(maHHBIA mMpoliecc HabMOAAeTCsi TIPU MPOTPeCcCMpOBaHUM OMyXxoJiel, B TepUOf
6racTHOTO KpH3a);

- TOJHOCTbIO TpaHC-peTHHOeBasi Kucyiota (ATRA — all-trans-retinoic acid)
+ IFNq;

- TOTOTeKaH — WHTUOUTOp depMeHTa TOTou3omepasbl I, HeobOXomUMOM
ans pervvkaiua [THK, + ara-C + uuknodocdan (B craauu akcesepalud U
G/1acTHOTO KpM3a);

-  I'M-KC® (GM-CSF) + IFNa;

- UHTUOWTOpP MyTaHTHOW THMpo3WHKWHAa3bl: STI-571 (signal transduction
inhibitor, uHrubuTop myTeii nepefaun CUTHAsIOB), rperapar — [JiMBeK (MMaTUHUO

MOBI/IJ'I&T), MeXdHHU3M ero AEﬁCTBHHZ CoeNHAACE C dKTHMBHBIMU II€HTPAMH



BCRABL-tupo3uHkrHa3el  (benka  p210), oH  Hapyllaer  TIPOLIECCHI
B3aMMO/IeHCTBUSA CyOCTpPaToB BHYTPH KI/IETKHM, UTO TIPUBOAUT K THOENIN KIIeTOK,
copepykaiux 0eymok p210, T.e. Ph-1mo3uTUBHEBIX; /leueHre [7IMBEKOM 3HAUUTEIbHO
MPeBOCXOAUT BCe CyIIeCTBOBaBIIME paHee TOAXOAbl MO BO3MOXXHOCTHU
BOCCTaHOB/IeHUs1 PhHeraTuBHOro reMorno33a;

*TKM — B nepuof, KTUHUKO-TeMaTo/I0rnueCcKol PeMUCCUU.

WctvHHasa monuiureMust (3putpemMus, Oone3Hb Bake3a) — 3To
XPDOHUYECKUM  JIeMK03 C  TopakeHWeM Ha  YpPOBHe  KJIeTKHU-
rpe/illleCTBeHHUIIbI ~ MHEJIoNo33a C  XapakTepHOW i OIyXoJd

HeorpaHWUeHHOW mponudepaleli 3Tol  K/IeTKHW C  COXpaHeHWeM

CrIocoOHOCTH nvddepeHIpOBaThCS 1o TpeM pPOCTKaMH,

MpeuMYILeCTBEHHO 10 KPaCHOMY.

Ha ornpejejseHHbIX 3TalldX 3a6OJ'IEBaHI/IH, HHOrJda C CaMOIro Haydd/ld, K
npoan)epaLu/IH B KOCTHOM MO3re IIpUCOeqUHSAETCA MHUEe/IOMAHdA MeTAIl/la3ud B

cejie3eHKe.

SIMMIEMMNOJ/IOT A
* yacrtora 3aboneBaemoctu — 0,6-1,6 Ha 100 TwIC. Hace/IeHYS;

* 5-6 ciiyyaeB Ha 1 MJTH. HacesieHYs B TOZ,.

K/IMHUKA
B kMHMUYeCcKor KapTuHe — 2 CUHZPOMa:
* [UIeTOpUYECKUM (TuieTopa — TIOJIHOKPOBUME): YBeIMYeHUe B KPOBU
KOJTMYeCTBa SPUTPOLIUTOB, JIEMKOLIUTOB, TPOMOOLIUTOB;
e  MmuenonponudepaTBHBINA: 00yC/IOB/IEH THIepIla3iell BCeX Tpex

POCTKOB KpoBeTBOpeHUs B KM u 3kcTpameZy/IIspHO.



Craaum 00/1e3HM:

* I cragus — HauanbHas (5 u Gosee eT):

-yMepeHHasi  IIJIeTOpa, Cejie3eHKa He  TaJblUAPYeTCs, yMepeHHbIN
sputpoiuTo3, B KM — manmueno3, A/l MoeT ObITh yBelMueHO, MOTYT OBITb
TPOMOO3BI.

oIIA cragus — ospuTpeMuueckas (pa3BepHyTas) 0e3 MHeTOUTHOU
MeTaria3uu cee3eHKU:

-TIPOCTOM BapHaHT IJIeTOPhI Oe3 yBennueHUs cejie3eHKH, rpoposkaercs 10-
15 netr u Gonee; coCTOsSTHME HApYIIEHO: TOJIOBHBIE 0O/M MO TUIY MYUYHTE/IbHBIX
MUTpeHell C HapylleHWeM 3peHusi, 6011 B cep/le MO TUIY CTeHOKapAHWaJ/bHBIX,
YacTo KOXHBIA 3y, SpUTpPOMeNairuu, (Kryuude TMpucTyroobpasHbie 6omu B
KOHYMKAX MajblieB PyK U HOT C OKpaCHEHUEeM KOXKH).

°[IB cragusi — SpUTPEMHUYECKUM TMpPOLIeCC C MUEJOUAHOM MeTaria3ueu
Cene3eHKU:

-CIJIEHOMETa/Ivsl, yMepeHHas rernatoMeraaus, Ko)Ka KpaCHO-LJMaHOTHUYHaf,
A0CTaToOyHO CTabumpbHO TIOBBIIIEHHOe AJl ¢ BbIpakeHHOW IiepeOpaibHOM
CUMITTOMAaTHUKOM, TPOMOO3bl KOPOHApHBIX U LiepeOpasibHBIX COCYNOB, COCYZOB
HIDKHUX KOHEUHOCTeHM C COOTBETCTBYIOILEM KIMHWUKOW, MOTYT TIOSIBUTHCS U
KpoBoTeueHusi (xpoHuueckuii [IBC-cuHgpom c¢ motpebieHreM) W3 JleCeH, HOCa U
[p., TIOSIBJIAIFOTCA  (BIepBble) S3BblI JKedygka W 12-MepCTHOM KUIIKUA C
COOTBETCTBYIOIIUM OO/IEBBIM CUHAPOMOM, HapyliieHre oOMeHa MOueBOUM KUCTOThI
(KTMHYKA TIoflarphbl), MouekaMeHHasi 60/ie3Hb; B KDOBH: TMaHIMTO3, 00M/Me K/IeTOK
KPOBHU 3a0MBaeT MUKPOLIUPKY/ISITOPHOE PYCJIO, HAUMHAETCSI UCTOL[eHre OO/IbHOTO,
110K, peakliu1 B OpraHax 1 TKaHsX C MoTepei uxX (PyHKLUU.

oIl craiuss  —  TepMUHaJbHas, aHeMUueCcKoe riepepoXxaeHue

,Z[O6POKa‘IECTBEHH0171 OITyXOJIN B 3/IOKAYE€CTBEHHY1O!:



-MOSIB/ISIETCSl TUMWYHasi KAMHWKa XMJI, KOTOpbIM, B CBOK Ouepe/b, [aeT

6nactHbI Kpu3 (ueptel OMJI); ecnu ucxon B Muenoduopos (T.e. prbpo3 cTpoMbI

KM) — cHW>KeHHe YPOBHSI SpUTPOLIMTOB (aHeMUsI), TPOMOOLIUTOB, JIEUKOLIUTOB.

B OAK:

ITOBBIIIIEHHE

9PUTPOI[UTOB, TremMoriobruHa, TpPOMOOIUTOB,

nerikoruToB, CO3 pe3ko 3amejeHa (1 MM uim npoyepk), reMatokpur 0,7.

TperanobuoICHss ~ TOAB3AOIIHOM  KOCTM  IIPOBOAUTCS  C  L[E/IBIO
MOP(OIOrMUeCKOTO MOTBEP)KAEHHUS JUarHo3a.
OPUTPOLUTO3bI
OcHoBHBIE (HOPMEI Kimmanueckue Gpopmer
I. A6comoTHBIE
. TIepBUYHbIE . SpHTpeMAS
. BTOPUUHBIE:
- BbI3BaHHbIE TMITOKCHeH *«BBICOTHas  6O/Me3Hb», OOCTPYKTHMBHBIe 3ab07eBaHHS  JIETKHX,
BPOXKIEHHBIE «CHHHE» TIOPOKH, CHHZIPOM TTukBrKa,

- CBSI3aHHBIE C MOBBILIEHHOMN

TIPOAYKLMel 5pUTPOINIO3THHA

KapOOKCUreMOr/IOOUHEMUsI, ~TeMOIVIOOMHOMATUM €  TOBBIIIEHHBIM

CPOJZICTBOM K KHUCJIOPOAY

runepHe(POUHBIA PaK IMOYeK, reMaHrHobsacToMa MO3KeuKa, pak
MeyeHW, MHOMa MaTK{, OIyXOIW KOPKOBOTO K MO3TOBOIO CJIOSI
Ha/INOYeYHUKOB

II. OTHOCHTENBHBIE

. TIOTepst XUJKOCTH OpPraHu3MoM (MHGeKLWH, TaHKpeaTuT 1

,ELp), SMOLIMOHA/IbHBIE CTPEMBI, aJIKOT'0J/IM3M, CUCTeMHas TUIepTeH3us

JleuebHbIe MepPOTIPUSATHS TIPY SPUTPEMUU

OCHOBHBIe Harpap/eHNs

JleueGHEIE CpeCTBa

. JIMKBUJIALUST T/IETOPBI . kpoBomyckanue (1o 300-500 M1 3a pa3 uepe3 feHb 1o Hb 150, moce
— PDeOTONUIIIOKMH W Jie3arperadTbl (TpeHTaj) B/B), [le3arperaHThl,
sputporuradepe3 (1-2 mpoueaypsl uepe3 5-7 mgHeH, 3abupaercsa 1-1,5 n
KPOBH, BO3BpalljaeTcs M1a3ma)
. 6opnba C MUEIOUTHOKM  *IIMTOCTaTHUecKasl Teparusi (TUAPOKCHMOUEBUHA, UHTephEpPOH-K, aHarpeu
ClIep>KUBAET THUMEPIPOAYKLHIO TPOMOOLIMTOR
npomidepareii (caep PHPO/YKLMIO TPOMOOLMTOR))
. JleyeHve WCXO[I0B
HonesHu:
- muenogpubpos . remoTpaHcdy3uu (spuTpoLuTHas,

Macca
TPOMOOLMTHASE ),

CIUVIEHIKTOMHSI, aHaOOIMKU



OCTpBIiA JIeHKO3 . TIOJTUXUMUOTepartus

XMJI . LIUTOCTaTUYeCKas Tepars

JIeYeHUe OC/I0)KHEeHUH:
cocypuCThIe TPOMGO3B] AHTUKOArY/ISIHTBI, /le3arperaHThbl
TUIePCIIEHN3M . yAasieHue cejie3eHKU

TUIepYyPUKeMUS . anonypuHon 300-1000 mr/cyTku




JINM®POITIPO/IN®EPATUBHDLIE 3ABO/IEBAHUSA

(XPOHUYECKUI JIMM®OJIEVKO3, IVIASMOIIUTOMA,
JINMM®OI'PYIIEMATO3)

Bce numdoriponvdeparuBHbie 3ab0/1eBaHNs UMEIOT 0011jee TPOUCXOK/IeHMe
13 KJIeTOK MMM(baTHUyeCcKol CUCTeMblI (T.e. MMMYHHOM). K HUM OTHOCSTCS:

* XpoHUueckuit tumdoreliko3 (XJ1T);

* JIa3MOLIMTOMa;

* quMmdorpanynemaros (JII'M).

XpoHuueckuii 1mM@o/ieinko3

SINJEMUOJIOTUA

e cocrannsieT 30% OT Bcex JIeHKO30B;

e  3a6oneBaeMocTs: 3-35 Ha 100000;

e  20/100000 B Bo3pacre crapuie 60 serT;

e M:)XK=2:1;

e  B-knerouHbli MMMyHOQeHOTHN oOHapyxuBaeTcsi B 96%, T-
KJIeTOYHBIN — B 2,5%.
B 100% cnyuyaeB oOHapy»KHMBatOTCsI XpOMOCOMHbBIe ab0epaliyy, B T.4.:

Jenenus JJIMHHOTO muieda 13-4 xpoMocombl (55%), 11-i1 (18%). Ilpu TknetouHnom

NieiKo3e — TPUCOMHUSI 7 TIapbl XDOMOCOM.

Cragus XJIJT Knranueckue niposiBneHus IIpofo/mKATETEHOCTD JKU3HU
0 T-mimborTo3 > 150 mec.

1 Jlumdormros u JIATI 100 mec.

2 CruieHO- WM reraToMeranms 71 mec.

3 Anemus, Hb < 110 r/n, Ht < 33% 19 mec.

4 TpoMOOoLUTOTIEHUST 19 mec.




Jlumpoysnel  pa3MepaMM € TpelKMM  OpeX, MsrKdhe, TeCTOBAaToOU

KOHCHUCTEHIIVH, He CTasHbl MeXAy co00M, 1m1es cryiakeHa.

OAK: netikoruTo3, mMumdo1uTOo3, eCcTh npoaumdoiuThl, yckopeHHas COJ3,

TeHU ['ymrpexTa, CH)KeHHe YPOBHSI 3PUTPOLIMTOB U reMor/iobrHa, HeUTpohuibl —

b 1-2%.
Tenu I'ymnpexra:
e  XxapakTepHbIi 1abopaTopHbiii pu3Hak XJ1JI;
*  MpeACTaB/sOT cOO0M pa3pylleHHbIe siipa TMMQOLUTOB;
*  UX KOJIMUeCTBO He SIB/IeTCs [10Ka3areseM TsDKeCTH rpotiecca (T.e.
apredakxr);

°* B XXHUJAKOM KDOBH MX HET, HO eCTb Ha CTekJe (MOSIBJISIOTCSA MpHU
MpPOBeJleHMH TI0 3TOMYy CTeKIy JAPYTUM CTeK/JIOM, B pe3y/bTaTe 4Yero

MUMQOLIUTEI pa3pyLIatoTCs);

* HMEIOT JWUdHOCTHNUYECKOE 3HdY€HHME Hd PAaHHHUX 3TdlldX.

JuddepenipanbHas AMarHoCTHKA:
*  TPOBOAUTCA C ApPyrMMHU 3aboreBaHusiM uMdornponidepaTiBHOM
rpymnmbl, TakumMd Kak JIC'M, wmakporioOynuHemusi BasnbaeHcTpeMa
(MakporIo0yuH — 3T0 eHTamep IgM), T1a3mMorToMa;

*  pelIuTh: 3TO MMMdbOoMa C JeliKeMU3alie Win Jieliko3 C OTCEBOM.

Oc10xHeHUA:

* TIOBBILLIEHHWE BOCIOPUMMUYMBOCTU K  MHOeKqusM:  AedekT
MMMYHHOTO OTBeTa

— HapyleHue B3aumogpeictBusi T- u B-numdouuros;



*  [pu TUrepruia3uu JuMdaruyeckux QosuiiKya0B OpOHXHATBHOTO
JiepeBa ¥ UH(PUIbTPAL[MU OIMyX0JIeBbIMU K/IeTKaMU CaMOM JIeTOYHOW TKaHU —
aresieKTasbl, HapyllleHWe BeHTWISLUW, a MPU MPUCOeUHEeHUN aHa’poOHOM
(bopbl — raHrpeHa;

* yacTele (uierMOHbI (B T.U. OT WHBEKLUM), TIPUCOEAUHEHHE
BHYTPUOO/TEHUUHBIX UH(DEKLINH;

e  TIeBpUT (TTapartHEBMOHHWYECKUM, TYOepKY/Ie3HbIN);

e  TyOepkyne3 (BCaeACTBHE UMMYHOAeHIHTA);

e umdaTtuueckass UHGUABTpALMs  TUIEBPbl; TIPU  pa3pbiBe
M (paTUYecKoro rMpoToKa — XUI0TOPAaKC;

*  reHepa/M30BaHHBIN reprec (BMUIOTh A0 JeTaJlbHOIO UCXO0/a);

* B TepMUHA/TIbLHOW  CTaJuu — CapKOMHBIA POCT
(runeprepmus,

orauddepenposars ot Th u f1p.);
*  IIpU UHQWIbBTpPALMU NapeHXrUMbl nouek — XI1TH;
*  CUH[pPOM LIMTO/IM3A: TeMOJIU3 U aHeMUs], peTUKYJIOLIUTEl B KPOBY,

TPOMOOILIUTOIIeHHS BIIOTh 10 TeMOpparuyeckoro CHHAPOMa.

JIEUEHUE XJIJT

eriepBOHAaYa/IbHas LIUTOCTaTUUYeCKast Tepanusi:

- TIpU JeMiKoLuTOo3e U ymepeHHoM JIATIL: neiikepaH (x/op6yTtun) 4-10 mr 1
pa3 B JleHb; KOHTPOJIb JIEMKOLIMTO3a, Pa3MepoB J1/y; Tepanus rnoajaepxanus: 4-8 mr
yepes JIeHb — MHAYKLUS KJIMHUUeCKOU KOMITeHCal1u;

- TIpU YMepeHHOM JieHMKo1[MTo3e U BeipaykeHHOM JIATT: nuknodochan
(anp0KCcaH) 200-400 mr BHYTpb 1 pa3 B cyTKH; ripepeiBUCTas Tepanus 200-300-400
mr 1 pa3 B geHb 10 gHel BHYTpS (5 MPHUEMOB), MOCJIe JByXHeIe/IbHOTO MepepbiBa —

TTOBTOPUTH KYPC.



eriporpammsl [IXT XJIJT:

-  CHOP - guknodochamus, BUHKPUCTHH, aJpUaMULIVH,
TIpeJHU30JI0H;

- COP - nuknodochamusi, BAHKPUCTUH, MPeHU30JI0H;

- CAP - nuknodochamuj, aapruamMulivH, IpeJHU30/I0H;

- M, — uuknodochamu], KapMyCTUH, BUHKPHUCTUH, MeJsdasaH,
TIpeJHU30JI0H.
* pnymapabun (FAMP);
* HOBbIe Tperaparhl:

- remrutabuH;

- knaapubuH (2-chlorodesoxyadenosine);

- MabOtepa (puTykcMMab — XUMepHble aHTHUTeNa  TIPOTHB

noBepxHOCTHOrO Bknetounoro CD20);

- anrturtena Campath-1H (antu-CD52).
[MTaparipoTenHeMUUeCcKUe JIeHKO3bl — 3TO OMYXO0JH, CeKpeTUpYHoIlye
MOHOKJ/IOHa/IbHbIe Ig WM Mx (parMeHThbI, XOPOIIO BBISBISIOIIAECS TIPU

sneKTpodopese.

Kinuanueckue 0CO0eHHOCTM:

*CUH/IpOM Oe/TKOBO# MaTo/IOTHH:

Hedporartys (BTOPUYHbBIN aMUIONU/103);

- TIOJIMHEWPOIIaTHsS;

- TUIEePBHUCKO3HOCTb KPOBU 10 KOMBI;

- HapyllleH!s reMoCTa3a;

- HapyllleHUs TyMOpabHOTO UMMYHUTETA;

- TUNepypUKeMUYeCKUU CUHAPOM (THUIa BTOPUYHOU MOZAATPHI).



VIMMyHOT/100y/THH-CeKpeTHPYIoIHe TUM(OMBI:
* MHO)XeCTBEHHAasi MUeJIOMa;

¢ COJ/IMTAapPpHA4A IJIa3MOLIUTOMAd,

MakporiobyniHemus BanbaeHcTpeMa;

* mMGbOMBI C MOHOK/IOHA/IbHOU ceKpelyei Ig;

* 0oJe3HU TSDKeNbIX 1g;

* TpyAHOK/IaCCUPULUpPyeMble [g-ceKpeTupyrolye OmyXou.

I1na3monuToma

SIINJEMMUOJIOT A

e camasl  pacrpoCTpaHeHHass W3  BBIMIENIEPEUMC/IEHHBIX — —
MHOKeCTBeHHasi MuesioMa (TutasMoruToma, Oosie3Hb Pycruiikoro-Kanepa)
(10-15%); enetanbHOCTDL = 18%;

e M:)XK=1:1.
CriocoOCTBYyHOT:

*  TeHeTHUeCKas MpeapacrioIoKeHHOCTh;

*  nedekTbl T-KI€TOUHON CyTIpecCuu;

*  BAUSTHUME XPOHUYECKOW aHTUT'eHHOW CTUMYJISLIUY;

*  TIOBpeXK/eHWe reHoma: paguaius, xumus (B T.4. JIC), BUpyChI.

K/IMHUKA
KnvHnyeckasi XxapakTepuCTHKaA T1/1a3MOLIUTOMBI:
*1) MoHOK/IOHaMBHBIM Ig:

- B /0% cnyyaeB — 3TO
IgG;

- B 20% cnyuaeB — IgA;
-B 5% — L-uenu.



*2) [1oBpexxeHnst KOCTeN U TUMepKaabLeMUs:

- OCTeomnopo3 W JIMTHUYECKHe TIOBPEXIEeHUS KOCTHM W3-3a YCUJIEHUS
pe3opbiu;

- yacTble MaToJI0ThuYecKyre repeioMbl, 0COOeHHO MTO3BOHOUHUKA;

- TIpu ypoBHe KaniblLus 2,6-3,5 MMosb — jierkast popma, 6osee 3,5 MMosib
— ToKcuueckasi popma (HeoOXoauM MpueM BHYTPb Oosee 3 1 MUHePaTbHON BOJbI +
NaCl + dopcupoBaHHbIN 1Uype3).

*3) IloueuHble HapylIEeHUS:

- MMe/IOMHBIM Oenok (JIerkve TIienM) HAaKalUIMBAeTCsI B IMOYEUHBIX
KaHasbllax U peabcopOMpyeTcss K/eTKaMH TTOUeYHbIX KaHajblleB, BbI3bIBas WX
TIOBPEeXX/eHHE;

- TUnepkKaabLeMUsi MOXKeT BbI3BaThb [TOBPEK/EeHKe IT0YEK;

- TpU TUIa3MOLIMTOME MOXKeT MPUCYTCTBOBaTb aMWJIOWJ, BbI3bIBAIOLMM
MoBpeXKeHre K1yOouKoB.

*4) Undekius:

-  NayyMeHTbl C MHUEeJOMOW IUIOXO TMPOAYLMPYHOT aHTWTeNa IIpU

CTUMY/IIHUM dHTUT'€HOM, 4YTO Be€JAeT K IIOBBIIIEHWIO PHCKd Pd3BUTHA I/IH(l)EKL[HfI,

0CcoOeHHO MHKAICy/TMPOBaHHBIMU OaKTepUsMU;

- 3ario/THeHue KM wMuenoMHBIMU K/JIeTKaMU  MOXKeT
TIPUBOJUTH K

HEUTPOIIEeHNY;

- XMMHOTeparus, UCIoJyib3yeMas Jijisl JeueHUs MUeJIOMbl MOXKeT BbI3bIBaTh
HEUTPOTEHUIO.

* 5) BropuuHas noparpa.

* 6) [TonmHerponarys.

da3sbl:

* OeccuMnTOMHasI (BSZIOTEKYIIas);

¢ CUMIITOMATHUeCKad:



- aKTUBHaf,
- pemuccuu (1-3 rozga),
- peLuJuBbI;

*  pedpakTepHbIli pelUUB.

JIaGopaTopHbIe MOKa3aTe/ M MPH M/Ia3MOI[UTOMe:
e 00muii GenoK: yBesudeH 3a cueT Y-yioOynuHOBOU ¢pakijuu (He
CTOJIb YBEJIMUEH MPH MPOTEUHYPHH);
e M-rpaguenT Bo  (pakiuu  y-71oOynMHOB  (MMeE/IOMHBIN
MOHOKJ/IOHAJTbHBIN 6e/10K);
e oueHb BbICOKasg CO3;

¢ rruriepkKa/jablivieMHMs, IOBbIIIeHHe MOUE€BHMHELI U KDedTHMHHKHA.

JIEHEHUE
*OCHOBHOW MeTO[| — XUMHOTeparivs:

- QJIKWIMpYIOIWMe TIperaparhbl: ankepaH, MejdanaH, CapKOJIU3MH,

L[I/IKJ'IO(bOC(i)aH, IMperiaparbl HUTPO30MOYE€BWHBI + 1X coueTaHue C IMpeAHN30/I0HOM;

- mendasnaH + npeAHU30/0H (pexxuM M + P) — cTaHapT Tepanvy MepBou

UHUY, 6-12 KypCOB — peMMCCHs — TIOAJep KUBarolijas Teparnusi UHTep(epoHoMX

B mo3e 3 muH. EJI/M° 3 pasa B HeZe/l0, HO PeLMIVBLI HEeU30eKHBI; MOXKHO

HCII0/Ib30BATH ME]Iq)aJIaH B BBICOKHX [103dX,;

*CUMIITOMaTHU4eCcKoe JieueHue:
- TepesioMbl — JieueHHe Y TPaBMaToJiora;
- HIIBCG;
- bucdocdoHaTeI TIPH OCTEOTIOPO3E;
- TUApaTalys MpH ryurepKaabliieMuy;

-  neueHue XIIH;



- miasMadepe3 (cH)KeHWe TUIIEePBSI3KOCTH U
Tipe/IoTBpallleHye raparnpoTernHeMuyeCKOM KOMBI);
- JleueHHe aHeMHHM (3PUTPOLIUTApHAsi Macca, eCc/ii MpUYMHA aHEMUU
— XITH, TO 5pUTpPOIIO3THH);
- aHTubakTepuasbHas Tepanus;
- Q/IJIONypPHHOJ (Teparnusi rurepypruKeMHUYecKoro CUHIpoMa).

JIumdorpanysiemaros

Cy6ctpar omyxonu: kimetkd LltepHbepra-Pug (CD23) (peTpakuys

L[ATOT/Ia3Mbl, MeJIKHe si/ipa).

ITNOJIOI'UA
@DaKkTOpHI:
* VOHU3UDYIOLLlee U31yyeHue;
* XUMUUeckue BeriecTa: 0en3osn, THT, MHCeKTUIMABI U Ap.;
* JIeKapCTBeHHbIe rpernaparbl: LIMTOCTAaTUKH, cynb(haHUIaMUbI,
aMUZIOTIMPUH, MePKa30JI1/, IeBOMULIETHUH U JP.;
*ayTOUMMYHHbIe (DaKTOPHI;

* BUPYCHI.

K/IIMHUKA
*  LMPKY/JSATOPHO-TUIOKCUYECKUM  CHHAPOM  (OfbIMIKA, TaxWKapAus,
c/1aboCTb, CUCTONMUUECKUM IITYM Haf, cep/ieM, 671eJHOCTh KOXKHBIX TIOKPOBOB);
*  UH(MEKIHOHHO-TOKCUYEeCKUMN CUHIPOM (Tuxopajxka, aHTUHBI,
MTHeBMOHUY, WH(MEKI[MM MOUEeBbIX IyTel, BIUVIOTb [0 pa3BUTUSI CENTHYeCKOTO

COCTOSIHUS);



*  remMopparvuueckuii CUHAPOM (TIeTeXyu, IKXMMO3bl, FTeMaTOMbl, HOCOBbIE
Y MaTOUHble KDOBOTEeUeHUs1);

* ucaienoBaHve KM: yrHeTeHue BCeX POCTKOB KPOBETBOPEHUS.

JIEUEHUE
*  STUOTpPOITHAsl Teparus: TpeKpalljleHhe KOHTaKTa C 3TUOJ0rvuYeCKUMU
dakTopamu;
*  TIaTOTeHeTHYecKoe U CUMIITOMaThuyeckoe JjiedeHUe: TeMOTpaHC(hy3uw,

TKM, I'KC, aHabonmueckrie TOPMOHBI, CTUIEHIKTOMUSI, aHTUOMOTHKH.
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