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MOJIEKYIAPHO-rEHETUYECKUE OCHOBbI ®OPMUWPOBAHUA
OCTPbIX JINM®OBJIACTHbIX JIEAKO30B

Axmepgosa ®.b., Matkapumosa [1.C., bo6oes K.T.
PecnybnukaHckuin cneunanma3npoBaHHbIN HayYHO-NPAaKTUYECKUI MEAULMHCKUIA LLEHTP

remMartonorumm,
TalkeHTCKaa MeguumMHCKasa akageMmms

XULOSA

O tkir limfoblastik leykemiya (O’LL) onkogemato-
logik kasalliklarning juda heterogen guruhi bo’lib,
limfoid chizigning progenitor hujayralaridan g ayritabiiy
klon paydo bo’lishi bilan tavsiflanadi, bu esa klinik
Jihatdan rivojlanishi bilan namoyon bo’ladigan normal
gematopoezning bosqgichma- bosqich siljishiga olib
keladi. O’limning yuqori foiziga olib keladigan juda
og’ir asoratlar.

Shuni ta’kidlash kerakki, blast onkotransformatsiya-
sining genezisi to lig o rganilmagan bir qator mexanizm-
larni 0’z ichiga oladi, bunda sitokin genlari alohida
rol o’ynaydi. Shu bilan birga, ushbu sohada qarama-
qarshi fikrlarning mavjudligi O’LL shakllanishining
patogenetik mexanizmlarini yaxshiroq tushunish uchun
ushbu yo 'nalishda qo shimcha tadgiqotlarni talab giladi.

Kalit  so’zlar: otkir limfoblastik leykemiya,
tarqalishi, o’sma klonlari, patogenezi, polimorf gen
lokusu, sitokinlar.

Octprle naumbobdnactabie neiiko3sl (OJIJI) mpen-
CTaBIAIOT COOOW CaMyl pacHpOCTPAHCHHYIO TPYIITY
OHKOTEMAaTOJIOTUYCCKUX 3a00JIeBaHMiA, I KOTOPBIX
XapaKTepHBI 3JI0KAYECTBEHHAs TpaHc(opMalus U Mpo-
nmudeparysi TMMQPOUIHBIX KICTOK-TPEIIIICCTBEHHIKOB B
KOCTHOM MO3T¢, KPOBU M Ha KCTPAMEIYJUIAPHBIX y4acT-
Kax [1,4].

3aboneBaemocts OJIJI, xapakrepu3ysich BecbMa
CYIIICCTBEHHBIMHU BapUAIMSIMHU, COCTABJISICT B CPEIHEM
30-40 cnyvaeB Ha 1 MiH HaceneHus B roj [2,6]. Bmecre
C TeM, cpenu JeTel B Bo3pacTe OT 2 J0 5 JeT, a Takke
CpeaM B3pOCHbIX B Bo3pacte 45-50 et 3a001eBaeMOCTh
yBenuuuBaeTcs 10 75 miH B roa [3,8]. Haubonee Huskas
3aboneBaemocth OJIJT ormeuaercst B crpanax AQpuku u
CpenHeid A3um, MpU OTHOCUTEIBLHO 0OJice BBICOKOH ¢
peructpanuu B CIIA, EBpone, AAnonun u Kutae [7].

YCcTaHOBIICHO, YTO MAJIBYUKHU OOJICIOT Yallle, COOTHO-
IIEHUE MAJTBYUKOB U 1eBoueK — 1.6:1 nns B-nuneitHoro u
4:1 — nna T-nuHeitHOTO BapuaHTa 3a00eBaHus [5].

B cBsi3M ¢ BecbMa HIMPOKHM PaclpOCTPaHCHUEM
OJIJI B Mupe U TSKETIBIMU €T0 MPOSBICHUSIMU U HE BCET-
Jla OJIaronmpUsATHBIMU PE3yJbTaTaMU JICUCHHUS, HCCIICIO-
BaTeN Bce OOJbIIICe BHUMAHUE YICIISIOT U3YUCHUIO Me-
xanu3MoB (opmuposanus OJIJI [11].

Ha ceronns usBectHo, uto B rene3e OJIJI 3aneiicTBo-
BaH Ipoliecc aHOMabHOU nposiudepayy u audpdepeH-
IUPOBKU KJIOHAIBHOW MOMYJSAINHA TUM(POUTHBIX KICTOK

SUMMARY

Acute lymphoblastic leukemia (ALL), being a very
heterogeneous group of oncohematological diseases, is
characterized by the appearance of an abnormal clone
from progenitor cells of the lymphoid line, leading to a
gradual displacement of normal hematopoiesis, which is
clinically manifested by the development of very severe
complications leading to a high percentage of deaths.

It is important to note that the genesis of blast on-
cotransformation involves a number of mechanisms that
have not been fully explored, in which cytokine genes
play a special role. Meanwhile, the presence of conflict-
ing opinions in this area requires additional research in
this direction in order to better understand the pathoge-
netic mechanisms of the formation of ALL.

Keywords: acute lymphoblastic leukemia, preva-
lence, tumor clones, pathogenesis, polymorphic gene
loci, cytokines.

[9,12]. Kpome Toro, 3apy0Oe:KHBIMU aBTOPaMHU TOKA3aHO
passutre OJUJI npu pa3iauyuHbIX CHHAPOMAIBHBIX MATO-
JIOTHSIX, TakuX Kak cunapome JlayHa, biyma, Teneanru-
OJKTaTHUeCKas aTakcus, a Takxke cuHjapome Helimerena
[10,13].

Kpowme Toro, coo0I1atoT 0 posii HOHU3UPYIOLIETO 13-
JIy4yeHUs, XUMUUYECKUX BELIECTB (TMECTUIMJIOB, HEKOTO-
PBIX PaCTBOPHTENIEH H JIp.), BUPYCHBIX HHEKIMH (BUPYC
Omnureiina — bapp, iMMyHoznedunnTa YenoBeka, IUTO-
METajJoBUPYCOB U 1ip.) [12].

CrnenyeTr NOT4EpPKHYTh, 4TO B OOJIBIINHCTBE CIydacB
OJIJI pa3BuBaeTcs y paHee 310pOBbIX HHIUBUAYYMOB, Y
KOTODBIX BBISBISIIOTCS Pa3IMYHBIE XPOMOCOMHEBIE abep-
paunu B Buzpe t(12;21)ETV6-RUNXI;t(1;19) TCF3-
PBX1; t(9;22)BCR-ABL1 u gp. [8].

Hapsiny ¢ 3aMeTHO#H poiiblo XpOMOCOMHBIX abeppa-
mui B Mexanm3Max Hadana OJIJI mokaszaH M BKIax Mo-
JIEKYJSIPHO-TEHETHYECKUX (haKTOPOB, CPEIU KOTOPBIX
0co0oe 3HaAYeHHE UMEIOT TTOJUMOP(HBIE JOKYCHI IIUTO-
KUHOBBIX TeHOB [14]. LIUTOKMHBI SBISIOTCS MeauaTopa-
MU CJIOXHBIX B3aHMOOTHOILIEHHH MEXy KPOBETBOPHOM,
HMMYHHOH CUCTEMaMHU U pacTyliel omyxonsto [4]. Onxu
aBTOPBI NPUBOJAT JAHHBIE, NOKA3BIBAIOIIUE KIIIOUEBYIO
pOIM LUTOKMHOB B AaKTUBAIMHM HPOTHBOOIYXOJIEBOTO
MMMYHUTETA, HANpaBIEHHOI0 Ha SIMMMHAIMIO 3J0Ka-
YECTBEHHBIX KJIETOK, a JPyrHe CUUTAIOT, UTO OHM CHH-
TE3UPYIOTCS OMYXOJIEBBIMU KJIETKaMHU M Y4aCTBYIOT B HX
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MPOTPECCUH U MeTacTazupoBanuu [1].

Psn 3apyOesxHBIX HUccienoBaTesnel yTBepKIatoT, 4YTo
LIUTOKMHAM ITPUHAUIC)KUT 0c00asi pojb B JICHKOreHese,
3aKJIIOYaroNIascs B aKTUBALMU ITyTel Nepegady CUrHaia,
B3aMMOJICHCTBUU C KOCTHOMO3TOBBIM MUKPOOKPYXEHU-
€M, pEeryIMpOBaHUM MPOTUBOOIYXOJIEBOI0O UMMYHUTETA
W TOANCP)KaHWU TIEPCUCTUPOBAHUS KIJIOHA OJIACTHBIX
kierok [3,7].

Bonee Toro, nokasaHa CBsI3b OTAEIBHBIX IUTOKUHOB
¢ pe3ynbTaramu JeueHus: u mporuozom OJIJI, B Tom umc-
JIe B 3aBHCHMOCTH OT HAJIMUUS y MallMeHTa Pa3IndHbIX
aJJIeNbHBIX U TEeHOTHIIMYECKUX BAapHAaHTOB IIUTOKHHO-
BBIX T€HOB [8].

BwmecTte ¢ Tem pe3ynbprarhl HCCEI0BaHUMN IO U3yde-
HUIO BKJIaJla IUTOKUHOBBIX T'€HOB B CTAaHOBJIEHHUE, pa3-
BUTHE M 2MMMUHAIMIO OMyXoJeBbIX kineTok mpu OJIJI
JIOCTAaTOYHO MpoTUBOpeunBHl [2,6]. [To MHEHHIO APYrUX
BE/IYIHMX YUEHBIX 3TH MPOTUBOPEUUs OOBSCHSIOTCS KOH-
nenmuel MMMYHOPETYIUPOBAHUS OITyXOJIeH, COIIaCHO
KOTOpOH KJIETKM MMMYHHOM CHCTEMBI B IpoIlecce KaH-
LieporeHe3a MOTyT TPaHC(HOPMHUPOBATHCS OIYXOJbIO U
HavaTh aKTUBHO COJIEHCTBOBATH €€ pocTy [4].

ITo nanHBIM poccuiickux uccaenopareneit (ImazaHos
T.B. u ap., 2018), Bkiax reHOB IUTOKUHOB B (hopmMupo-
Banue OJIJI oOBsiCHAETCS MX COBMECTHOW aKTHBalUEH
C OHKOTEHaMH IIPH XPOMOCOMHBIX abeppauusix U INpH
peTpoBUpYCHBIX HHOeEKIHsiX. [Ipuy 3ToM omyxoseBble
KJIETKH TPOAYLUPYIOT LIUTOKUHBI, KOTOPBIE OKa3bIBAIOT
CTHMYIIUpYIOIIee BIUSHUE Ha Npoiu(eparno Heoruia-
CTHUUYECKUX UMMYHOKOMIIETEHTHBIX KIIETOK [2].

HccnenoBanue poau LUTOKMHOBBIX T'€HOB B OIIy-
XOJIEBOM Mpoliecce ObUIO HAYarTo C IOJYYEHUs JaHHBIX
O TOM, YTO OHHU SBJIFIOTCS AKTUBHBIM CTHMY/ISTOPOM
(YHKIMH pa3NUYHBIX MUTOTOKCHYECKHX KIIETOK, KOTO-
pBI€ IKCIPECCUPYIOT PELENTOPHl K COOTBETCTBYIOIIEMY
nuTokuHy [14,16]. B npyrux uccnenoBaHHsIX MOKazaHa
Takas CIIOCOOHOCTh B OTHOIIEHMHM MHOTHX KaTEerOpHii
LUTOKUHOB [16].

Cpean Bcero pa3HooOpasusi IIMTOKMHOBBIX Te-
HOB, KOTOpbl€ MOTYT NIpPUHHMAaTh y4yacTHE B OHKOTIe-
Heze OJIJI, ocoOblii HWHTEpEeC MPEACTABISAIOT MOJHU-
Mopdubie Jokycel reHoB TNF-a (rs1800629), WJI-1P
(rs1143627), NJI-6(rs1800795), NJI-10 (rs1800896) u
TGF-B1(rs1800471), obOnamaromue Mpo- U MPOTHBO-
BOCHAIUTENbHBIM JeiicTBueM [15,15]. MHTepec ¢ Hum
CBsI3aH C UX CIIOCOOHOCTBIO YCHIIMBATH MpOJHpeparuio
T-nmumdonuToB Ha HaYaIbHBIX dTanax akruBanuu CD4+
u CD8+T-xnerok, ycunenueM npoaykuuu IFN-y, cexpe-
nueil U yBeITUYEeHHEM NPOAYKLUU COOTBETCTBYIOIIMX
CBIBOPOTOYHBIX IIMTOKNHOB (TNF-0, MJI-1f3, NJI-6, UJI-
10 u TGF-B1), Tem cambiM co3naBast ycioBus st Gop-
mupoBanusg OJIJI [15].

Takum o0pazom, OJIJI, sBNsAACH BeChbMa reTEepOrcH-
HOW TpyNIoH OHKOTeMaroJOTH4ecKuX 3a0oJeBaHMH,
XapaKTepU3YIOTCS MOSBICHUEM aHOMAJIBHOTO KJIOHA W3
KJIETOK-TIPEIIIECTBEHHUKOB JIMM(OUIHON JIMHUY, B pe-
3yJAbTaTe€ 4€ro MPOUCXOAUT IOCTENEHHOE BBITECHEHUE
HOPMAaJIbHOTO KPOBETBOPEHUS], YTO KIMHUYECKH MPOSB-
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JISIeTCSl Pa3BUTHEM BEChbMa TSDKEIIBIX OCIOKHEHUH, MpH-
BOJISIIIMX K JIETAILHBIM HCXOJIaM.

BaxxHo oTmerHTh, 4TO B TeHe3e OJAaCTHOW OH-
KoTpaHcdopmaly 3a1eldCTBOBaH IEJbIH PsiJ 10 KOHIA
HE W3YYEHHBIX MEXaHU3MOB, B KOTOPBIX 0cobasi poJjb
MIPUHA/UISKUT IMTOKUHOBBIM reHaM. Mex 1ty TeM, HeoO-
XOJIMIMO TIPOBEJCHUE JIOTIOJHUTEIBHBIX HCCIIEIOBAaHHH,
YTO TO3BOJIUT ITyO)Ke MOHATH NaTOreHETHUECKUE MeXa-
Hu3MbI hpopmuposanust OJLI.
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BOIMPOCbI PACITIPOCTPAHEHHOCTHU AIJIACTUYECKOU

AHEMWUU

AxmepoBa 3.b., Matkapumosa [1.C., bo6oes K.T.
PecnybnnkaHckui cneunanmanpoBaHHbI HayYHO-MPaKTUYECKUA MEOUUNHCKUI LIEHTP

remaTtosiorum
TalukeHTCcKasa MeauLMHCKas akagemms

XULOSA

Aplastik anemiya (AA) juda murakkab patologiya
bo’lib, uning patogenezida bir qator immun
mexanizmlar ishtirok etadi, bu gematopoetik ildiz
hujayralarining immunitetini yo'q qilishga olib keladi,
bu esa pansitopeniya rivojlanishi bilan suyak iligi
gematopoezining buzilishiga olib keladi.

Adabiyot ma’lumotlariga ko’ra, kasallikning turli
hududlarda tarqalishi har xil xarakterga ega ekanligi
aniq, bu aholining dermatografik xususiyatlari bilan
bog’liq. Shu munosabat bilan, yuqoridagi tahlillarga
asoslanib, kasallikning tarqalishidagi populyatsiyalararo
farglarning asosiy sabablari hali ham etarli darajada
asoslanmagan degan xulosaga kelish mumkin, bu esa
qo shimcha tadqiqotlar asosida dalillarni talab giladi.

Kalit so’zlar: aplastik anemiya, tarqalishi, paydo
bo’lish chastotasi, kasallanish holatlari, populyatsiyalar.

Armnnactadeckas aHemus (AA) — BecbMa CIIOXKHAS
MaTOJIOTMsl, B TATOI€HE3€ KOTOPOH 3a€HICTBOBAH LIEIIBIN
PSAA IMMYHHBIX MEXaHH3MOB, TIPUBOASAIIINX K UIMMYHHO-
My Pa3pyLICHHUIO TEMOMOITHIECKUX CTBOJIOBBIX KIIETOK,
pe3ybBTaToM KOTOPOTO SIBISIETCS HAapyUICHWE KOCTHO-
MO3TOBOTO KPOBETBOPCHHUS C Pa3BUTHEM ITaHIINTOTICHUHT
[2].

Jo HacTosIero BpeMeH# TouHas mpuarHa AA ocTa-
€TCsI HEM3BECTHOM, OTHAKO pa3JIYHBIC THIIOTE3HI B Kaue-
CTBE IPUYAHHBIX (PaKTOPOB MPEIIIONIATAIOT PO TCHETH-
YECKHUX M DKOJIOTHICCKUX areHTOB [3].

SUMMARY

Aplastic anemia (AA) is a very complex pathology,
in the pathogenesis of which a number of immune mech-
anisms are involved, leading to immune destruction of
hematopoietic stem cells, which results in a violation
of bone marrow hematopoiesis with the development of
pancytopenia.

According to the literature data, it is obvious that the
spread of the disease in different regions has a different
character, which is due to population dermatographic
features. In this regard, based on the above analysis, it
can be concluded that the main causes of interpopulation
differences in the prevalence of the disease are still insuf-
ficiently substantiated, which requires evidence based on
additional studies.

Keywords: aplastic anemia, prevalence, frequency of
occurrence, cases of morbidity, populations.

OmHAM W3 BaXHBIX aCIEKTOB ATOH OOJBIION TIpo-
OJeMBI SBIISIETCS M3YYCHHE BOIIPOCOB paCIpOCTPaHEH-
HocTH AA [8,12].

Pe3ynbrarbl MHOTMX HMCCII€AOBAaHUN IO H3YyYEHUIO
aIyIaCTHICCKOM aHEeMUH, Ha CETOMHSIIHUMN IeHb ITOKA3bI-
BaIOT, YTO HECMOTPS HE TO, UTO 3a00JIeBaHNE HE OTINYA-
eTCsI IMUPOKUM PACHpPOCTPAHEHHEM BO BCEM MHpE, BCE
’K€ OHAa SIBJISETCS OJHON M3 CaMbIX HE MCCIACHOBAHHBIX
TIATOJIOTHH TPUBOAAIICH K OTTACHBIM AJIS YKU3HH OCIIOXK-
Henuit [1,4].

B mpomecce cpaBHEHHS SHHIEMHOIOTHIECKHX,
reorpaguUecKuX W COIUANBHBIX ITOKa3aTeiel Mo JuTe-
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