Ananusupyss UMT B nanHO# rpyrmnme naiiueHToB OTMEYEHO, 4To y 32% manueHToB He ObLIOo
n30bITKA Beca, y 31% manueHToB H30BITOYHBIN Bec. Tak, C y4eTOM CTEIIEHHU OKUPEHUS TMalr-
€HTHI OBUTH pacmpeieNieHbl CIenyomuM oopazom: oxxkupenne 1 ct. — 31% manueHToB, 0Xu-
penue 2 cT. — 3% nanueHToB u oxupenue 3 ct. — 3% nanuentoB. Xapakrepusys OT y skeHIIUH
TosbkO 40% MaIMeHTOB, NOCTUTIHN IeNeBbIX 3HaueHUd u y 60% manuentoB OT mpesbiman
80 cm. (p<0,05). YV manmeHTOB My)CKOTO T10o71a B 56% ciiyqaeB OT mpeBbIiia mejieBbie 3Ha4e-
Hus (6onee 94 cm). [Tokazarenu IUMUIHOTO CIIEKTPA HE COOTBETCTBOBAIM 11€JIEBBIM MTOKA3aTe-
asim xosnectepud He-JITIBII ¢ yuetom mixan SCORE2 u SCORE2-OP.

Buoieoown

VY 73% nanuentoB ¢ MAKII 3a¢ukcupoBan ouens Beicokuid KBP no pesynbraram mikan
SCORE2 u SCORE2-OP B Bo3pacTHOI rpynie, COOTBETCTBYIOIIEH OXKUIOMY BO3pacTy C U3-
OBITOYHOM Maccoii Tejla, HE3aBUCHUMO OT I10JI1a MAIlEHTOB.

Bricokas crenens KBP ormeuena y 27% nauuentoB ¢ MAKII u Taxk:xe 3aBUCUT OT BO3-
pacTa MayeHToB U CTENeHN 30bITKA BECa HE3aBUCUMO OT T'€HJIEPHOTO (haKTopa.

Hesasucumo ot crenenn KBP nanuentsr ¢ MAKII He qocTumm neneBbIX 3HaYEHUM -
nuaHoro crnekrpa ¢ yuetom mkain SCORE2 u SCORE2-OP.
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OCOBEHHOCTH IMPOTPECCHPOBAHUS XPOHUYECKOT O IMM®OJEAKO3A

Beeoenue

Xpouudeckuit muMoruTapHsbii jeiko3 (XJIJI) — kmoHanpHOE MuMbonpoarudepaTHBHOE
3a00eBaHue, XapaKTepU3yIoleecss HaKOIJIEHHeM aTUUYIHBIX 3peiabix CDS/CD19/CD23-no-
3UTUBHBIX B-TMMQOUNUTOB MpeuMyIIEeCTBEHHO B KpOBH, KOCTHOM Mo3re (KM), numdaruue-
CKHUX y3JlaX, MeueHH u cene3enke. Yactora 3ab6oneBaemoctu XJUJI yBenuunBaeTcst ¢ BO3pacToM
(6omee 20 cmyqaes Ha 100000 HaceneHwus B roj cpeau jroaei crapiie 60 ser). Dtuonorus XJIJI
JI0 KOHLIA HE BBICHEHA, OTHAKO OTMEYAETCs 3HAUUTENIbHOE YBEeJIMUYeHUE 3a00JIeBaEMOCTH CpeIin
JIMII, UMEIOIIMX POJICTBEHHBIE CBSI3U C JIOIbMH, C AUAarHOCTHpoBaHHBIM paHee XJIJI, uto yka-
3bIBAET Ha BIMSHUE T€HETUUYECKUX (aKTOPOB B PA3BUTUHU JAHHOTO 3aboneBaHus. Monekymsp-
HbIi natorene3 XJIJI — kommiecHbIl npouece, MPOTEKaroMi B HECKOJIBKO 3TaIloB, Pe3yJibTa-
TOM KOTOPOTO SIBIISIETCS OECKOHTPOJIbHAS perutukanus suMdonutos. Y 5-15% mroneii crapie
40 net no nebrorupoBanus XJIJI B KpoBH 0OHApYKUBAETCS MOHOKJIOHAIBHBIA B-KiIeTOUHBIN
mumporuro3 (MBKII). MBKJI Bo3HuKaeT B pe3ynbrare MyTalluu OMPEISICHHBIX TCHOB, aH-
TUT€HHOHN CTUMYISALIMY, HUTOTCHETUYECKUX HAPYIICHUNH U SMUTCHETUYeCKOW MOoAu(UKAIINU.
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[To mpomiecTBUM HEKOTOPOTO BPEMEHHU, U MPUCOEAUHEHUHU JTOMOIHUTEIbHBIX T€HETHYECKUX
HapyIIeHWA, BOSHUKAET KJIOH JuMporuToB ¢ (heronoTunom kietok XJIJI. Knerku XJIJI moryt
BBI3bIBaTh BOZHUKHOBEHHUE clieuanu3nupoBaHHbIx KieTok (Nurse-like cells), onpenemnstonmx
HX KJIOHAJIBHYIO KCIAHCHIO U 3alIMIIAIONIMX OT T€HOTOKCHYeCcKnX Bo3aeicTeuil. XJIJI B cBo-
eM TedeHuH rnpoxonut Tpu ctaauu (A, B, C), omnpenenstonuxcs pesyapraraMu (pU3HKallb-
HOTO U JIA0OPATOPHOTO OOCIIEeNOBAaHUA. «A» CTalUd COOTBETCTBYIOT: reMorioouH >100 r/m;
tpomOoITel >100%10%11; mopaxenue <3 numdarnueckux odnacteit. «B» cragum coorBet-
ctBytoT: remorooun >100 1/1; TpomOorutel >100%10%/71; mopakenne >3 muMdaTHISCKIX
obmacreit. «C» cTaguu cOOTBETCTBYIOT: reMornsioonH <100 r/m uiam ypoBeHb TPOMOOLIMTOB
<100x10%/m [1, 2, 3].

Ilenw

OnpenenuTb OCHOBHbIE KJIMHUYECKUE U F€MaTOJIOTUYECKUE NT0Ka3aJId Yy MAleHTOB C Xpo-
HUYECKUM JIMM(OLUTAPHBIM JIEKKO30M B 3aBUCUMOCTH OT CTaIUU U HAJIMYUS WJIK OTCYTCTBHS
IporpeccupoBaHus 3a00J1eBaHUS.

Mamepuan u memoowt ucciedosanus

Marepuanaom A UCCIENOBaHUS MOCTYKIIN 94 ucTopun 00JNIE3HH MALMEHTOB, HAXOIUB-
IMXcs Ha JIedeHuu B [ocynapcTBeHHOM yupexxaeHnn «PecnmyOinuKaHCKUi HaydHO-TIpaKTHYe-
CKHUH LIEHTP paAuallMOHHOW MEIULIUHBI U DKOJIOTUU yesoBekay. Jluarno3 XJIJI ycranasnuBaics
npu muMdornmTose nepudepudeckoi kpou donee 5*10°/n, mumdonurapHoit HHGUIBTpAN
KOCTHOTO Mo3ra >30% co0si3aTeNbHBIM HATMYMEM UMMYHO(DEHOTUITHYECKUX MapKepoB. AHa-
JU3UPOBAIUCH NIEPBUYHAS KITMHUYECKAsi CUMIITOMATHKA, ITOKa3aTeIn nepudepudeckoil KpoBH,
10JIOBO3pACTHBIE Noka3aTenn. COOTHOIIEHHE KOJIMYECTBA KEHILUH (45 4eloBeK) K MyKUnHaM
(49 genosek) cocrasmio 1:1,08. Menuana nepBu4HOi 3a001eBaeMOCTH pUILIach Ha 64,5 jer
[55,25; 72]. Bo3pact nanmeHTOB Ha MOMEHT AuarHo3a coctaBui oT 36 1o 91 roga. Cpennuii
BO3PaCT HA MOMEHT MOCJeIHEero odpaiieHus: coctaBui 68 ser. Meton ucciieoBaHus — pe-
TPOCHEKTUBHBIN aHanu3 uctopuil 6onesnu. /s ynoOcTBa mpoBeeHUsT UCCIeOBaHUs Oblia
co3laHa >JEeKTpOHHas TalnHIla C M3y4aeMbIMH IOKa3aTeJIsIMU NAIlMEHTOB B IporpaMMme
MicrosoftOfficeExcel 2007. [ins ananu3a JaHHBIX UCHOJB30BaNach nporpamma Microsoft
OfficeExcel 2007.

Pezynomamul uccnedosanusn u ux oocyrncoenue

KonuuecTBo manueHToB B BIEpBbIE YCTAaHOBIEHHbIM nuarHo3om XJIJI B A cragum co-
ctaBuwio 86% (n=81). 3a cder mporpeccupoBaHusi, HA MOMEHT IMOCJIETHET0 OOpaIIeHUs MIPO-
LIEHT ManueHToB B A craguu 6bu1 63,8% (n=60). Cpenn Bcex oOparuBimxcs, auarao3 XJ1JI
B B craguu Obin BiepBbie BeicTaBieH 9,5% (n=9) manuentam. K 2025 romy, 3a cuet mporpec-
CUpPOBaHUS 3a00JIeBaHUS, KOJIMUYECTBO MAIMEHTOB B JJAHHOW CTaauU yBEIWYHIOCH 10 25,5%
(n=24). Yucno manuentos c Brepsbie BoisiBIeHHBIM XJIJI B C cranuu coctaBuno 4,2% (n=4),
a k 2025 rogy KOIMYECTBO 4YeNOBEK B JaHHOW ctanuu gocturio 10,6% (n=10). Ucxons
U3 3TOr0 MOXHO CJeNaTh BBIBOJI O BBICOKOM YpoBHE nuarHoctupyeMoctu XJUJI Ha paHHuX
ctaausx 3aboneBaemoctu. [Ipu 3tom y 25% manuentoB (n=24) Gone3Hb MporpeccrupoBana
(y 71% — no B craguu, y 29% — no C craguu), 4To TOBOPUT O TOM, YTO TOCTATOYHO OOJbIIIas
yacTh Bcex ciayuyaeB XJIJI sBnsercs pe3ucTeHTHON K mpoBoguMoii Tepanuu. He Oblio BbIsAB-
JICHO BJIMSIHUS TOJIa HA BOZHMKHOBEHHUE PE3UCTEHTHOCTH K Tepanuu (50% XKeHIHUH cpenu
JUI[ ¢ TPOTPECCUPYIOIINM TeueHneM 3aboneBanus). [lepuon BpeMeHu 10 mporpeccupoBa-
uus XJIJI cocraBui — 2,48 ropa.

Cpenn nun 6e3 mporpeccupoBanus 3aboneanus (n=70), 6onee 8§85% (n=60), ObLI BHI-
crasied XJIJI B A craguu,Tonbko 8,5% (n=6) manuentam Ob11 BeicTaBieH XJIJI B B craaum,
u 5,7% (n=4) — B C craguu.Takum oO6pa3om, cpenu BCEX BIEPBBIC BBISBICHHBIX CIy4acB
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XJUI B A craguu, 74% ciiydaeB OCTalOTCsl Ha TAaHHOW cTaaunH, a 26% B MOCIEACTBUU MPO-
rpeccupyror. 13 Bcex BrepBble quarHoctupoBaHHbIX ciaydaeB XJIJI B B cragum 66,6% ocra-
JUCh Ha TaHHOU cTajuy, a B 33,3% cinydaeB HabOmromanack nmporpeccus 3aboneBanus. B kin-
HUYECKOU KapTuHe nanueHToB ¢ XJIJI, 6e3 mporpeccupyroiiero Te4eHus B A cTaIuu, CaMbIM
YaCThIM CUMIITOMOM OKazasiach ciiabocth 63% (n=38), a B 8,3% sBIsAIACh €TUHCTBEHHBIM
MposBIIeHHEM 3a0oJieBaHusl. Pexxe BcTpeyanuch: yBeanueHue nepudepudeckux tumdaruue-
ckux y3noB (ITJIY) —26,6% (n=16), BelpaxkeHHas MOTIMBOCTH B HOUHOE BpeMs — 8,3% (n=5),
renarocrieHomeranus — 18,3% (n=11), ronoBokpy:xeHue, roJoBHasi 00JIb WM CUHKOIAJb-
Hble cocTosiHug — 33,3% (n=20), Gonu B cyctaBax unu kocTax — 13,3% (n==8). Taxxe 26,6%
(n=16) mauueHToB OTMEYa N, KAK MUHUMYM OJUH U3 CIEAYIOIIMX CUMITOMOB: HU3)KOra, ya-
CTBIM KUJKUHA CTyJ, CHH)KEHHUE 3PEHUsI, MOSBICHUE CUHSKOB, 3y/, CHIDKEHUE alleTUuTa, Cy-
XOCTb BO PTY, 00JIb B ropie, TUCKOM(OPT B AMUTAaCTPUH, HEPBO3HOCTh MU ofbIIKa. Y 6,6%
(n=4) 3aboneBanue mporekano O6eccumnToMHo. KomnuecTBo muMpoOnuToB B nepudepude-
CKO¥ KPOBH Y TaKUX MAIUEHTOB cOCTaBmiIo OT 5,1*10? 1o 156*10°/nutp. Meauana npuiniack
Ha 14,3*10°/autp.

B xnmuandeckoit kaptune nun ¢ XJIJI 6e3 mporpeccupytomero tedeHuss B B craguu ca-
MBIM Y9acTBIM CHMIITOMOM TaKXe OKa3ajach obmias ciabocts, Berpeuatomascs B 100% (n=6)
cinydaeB. Pexxe Bcrpeuanucs: ysenuduenue [IJIY — 83% (n=5), ronoBokpyxenue — 33% (n=2),
crutenomeranus — 50% (n=3). OTaenbHbIE MAIMEHTHI TAK)KE YIIOMUHAIN CIIETYIOIINE CUMIITO-
MBbI: 00JIb B CyCTaBax, OCUILJIOCTb rojioca, MosiBlIeHne remaroM. Bee manMeHTsl oTMedany, Kak
MUHUMYM 3 pa3HbIX CUMITOMA, OECCUMIITOMHOTO T€YCHUs HE ObUIO OOHApPY>KEHO HU Y KOTO.
KonruecTBO MTUMQPOIUTOB y TakuxX NanueHToB coctaBmwio ot 10,3*¥10°m0 124,0%10%/muTp.
Menuana npunuiacek Ha 37,9%10°/muTp.

B knuanueckoit kaptune nanuentoB ¢ XJIJI 6e3 nporpeccupyromero teuenust B C cra-
mu, 4 u3 4 oTMeday yBelIndeHrue U 00JIe3HEHHOCTh NepudeprudecKux IMM(aTHIeCcKuX y3J0B,
CTOJIBKO JK€ MAI[MEeHTOB OTMeYalld MPU3HAKK CJIA00CTH U HEIOMOTaHUs. Y JABOUX M3 YEThIpeX
Obli1a BBISIBJIIEHA CIUIEHOMETaNMs. Y OTIEJIbHBIX HAllMEHTOB BCTPEUAIUCH KaJl00bl HA CKOBAaH-
HOCTh CYCTaBOB, TSDKECTh 3a TPYIMHOM, TMOSBICHHE remMopparuueckoil ceimu. KommuecTtBo
AUM(OLUTOB y TAKUX MAMEHTOB cocTaBmio ot 9*¥10°m0 99,0%10°/mutp. CpenHee KOIMIECTBO
aumporuros — 48,85%10°/nmutp. Meauana npurniack Ha 47,8*10%/autp.

B knuHnueckoit kaprune nuy ¢ XJIJI ¢ mporpeccupyronuMm TedeHueMm B A ctaguu
(n=21), caMbIM 4acTbIM CUMIITOMOM OKa3zajach o0mias ciaabocth u HeagoMoranue — 61,9%
(n=13), mpu 3ToM B 14% ciyuyaeB sBISSCh €IUHCTBEHHBIM MPOsBICHUEM 3a00sieBanus. Pexe
BcTpeuanuch yBenuuenue [JIY —57,1% (n=12), cnnienomeranus — 19% (n=4), notauBoctb
B HOYHOE BpeMs WM HapyuieHus cHa — 23,8% (n=5). OTaenbHble MallMEHTHl OTMEYaIu:
TSKECTh B IIPaBOM Moapedephe, CHUKEHUE MAcChl Tea, CHUKCHHUE alleTUTa, OHEMEHHE
KOHYMKOB mnaibleB. B 4,7% (n=1) nabmronanocs OeccumnromHoe teueHue. KonnuectBo
MUMGOIMTOB paHKupoBanock ot 5,6%10° 1o 89,2*10%/nmutp. CpeqHee KOTHMYECTBO COCTA-
Buiio 30,4*10° kiaeTox/muTp. Meauana npunniack Ha 23,8*%10° numdonuutos/mutp.

B knunuueckoit kaptuHe auin ¢ XJIJI ¢ mporpeccupyromum tedeHuem B B crta-
nun (n=3), 100% nanueHToB OTMEYal U clabocTh, CIUIEHOMeranuto, yBenuuenune [LJIY
H HOYHYIO MNOTIMBOCTH. KoimuectBo auMdOnuToB pamxuposaiocs ot 20,8%10° mo
109,0*10%/mutp. Cpennee xonmuecTBo auMdonutos 63,8%10°/mutp. Meauana npunuiack
Ha 61,7*10° kiteToK/ TUTP.

Buoieoown
B xnunndeckoit kaptuHe nanueHToB ¢ XJIJI 6e3 nmporpeccupyromiero TedeHus cnabocThb
U o0liee HeTOMOTaHHE SBISUIICH CAMBIMU YaCTHIMH CHMIITTOMAMH, TIPH 3TOM C YBEIHYCHHEM
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TSKECTH TEUEHMSI MPOUCXOANUT U YBEJIMUYEHUE YacTOThl BO3HUKHOBEHUs ciaboctu (86% mpu
A cranuu, 100% npu B u C crapusx). Yeenuuenue [1JIY npu A cragun BcTpedyasiocs B 26,6%,
npu B craguu — 83%, npu C craguu — 100%. CruieHoMmeranus npu A CTaJiuM BbIABISUIIACH
B 18,3% cnyuaes, npu B ctanuu B 50% ciyuaes, mpu C craguu B 50% cimygaes. [Ipu A cra-
UK manueHTsl B 33,3% cinydaeB oTMeYaln ajino0bl Ha TOJIOBOKPYKEHHE U TOJIOBHYIO OO0JIb,
YTO HE BCTPEUAJIOCh MPH OoJiee TSHKEIBIX CTAUAX TEUCHHUS.

B ximHM4YeCKON KapTHHE MallMEHTOB ¢ nporpeccupyromum redennem XJIJI B A crannn
peke OTMEYaNUCh Kajo0bl Ha caboCTh U 00IIee HeIOMOTaHHue, YeM y MAlMeHTOB C TaKoi
XKe cTaaueit, Ho 6e3 nmporpeccupyroiero TeueHus (61,9% nporus 86%), onHako yaile oTMeua-
aun yBenuuenue [IJIY u cnnenomeranuto (57,1% u 19,0% nportus 26,6% u 18,3% cooret-
BeHHO).B xnmnHnueckoi kaptune XJIJI ¢ nporpeccupyromum teuenueM B B craguu, 100%
HAIMEeHTOB OTMEYaIH cI1aboCTh, CIlIeHOMerannio, ysenudenue [1JIY u HOYHy10 MOTIMBOCTD.
Menunana konuuectBa aumdorutos mpu XJIJI B A craguu npunuiacek Ha 23,8%10°/nmutp, npu
B craguu — 61,7*10°/mutp.
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CHRONIC LYMPHOCYTIC LEUKEMIA IN PAKISTAN

Introduction

In Pakistan, CLL is considered a rare hematological malignancy, with an overall
prevalence of 0.9% and accounting for approximately 9.7% of leukemia cases. This disease
primarily affects older individuals, with the incidence rate rising after the age of 60, and
there is a slight male predominance. In the Western countries, it is the most prevalent
leukemia in adults, accounting for 25-35% of all leukemia cases. However, in Asia, the
prevalence of CLL is relatively low, comprising of only 10% of the cases observed in
the Western countries. The current understanding of CLL emphasizes the heterogeneity
of the disease, characterized by variations in clinical presentation, genetic mutations,
and treatment responses among different demographics. This is particularly relevant in
Pakistan, where factors such as socioeconomic status, access to healthcare, and genetic
predispositions can influence disease management and outcomes. In recent years, targeted
therapies, such as Bruton tyrosine kinase inhibitors (BTK inhibitors) and BCL2 inhibitors,
have transformed the treatment paradigm for CLL, offering improved survival rates and
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