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Pe3tome: PaHHssT AMarHOCTUKA OHKOT€MAaTOJIOTHYECKUX 3a00JIeBaHUMN y
JieTel Ype3BbIYAtHO CJI0KHA BBUAY HECTIEIU(PUIHOCTH MEPBUYHBIX CUMIITOMOB,
KOTOpbIE YacTO CKPBIBAIOTCSA TIOJI «MacKaMu» JPyrux 3a00JIeBaHHiA.
OHKoOJIOrM4ecKasi HACTOPOKEHHOCTh U 3HAHUE BEPOATHBIX CHUMITOMOB TTO3BOJIUT
MPaKTUYECKOMY Bpady paHbllle JUAarHOCTUPOBATh JaHHYIO TaTOJOTHUIO W,
CJIEIOBATEIBHO, CYIIECTBEHHO YIYUYIIUTh MPOTHO3 JJIsi OOJIBHOTO.
HecMoTps Ha nporpecc 1a00paTOpHON TUAarHOCTHKH, BBIIBUTH JIEHKO3 Y
JIeTel Ha paHHUX 3Tanax CJIO0KHO, T.K. JIJIs MOSABJICHUS XapaKTEPHBIX U3MEHEHHUIM
reMorpamMme OMmyXxoJib JOJDKHA JOCTUYh KPUTUYECKOW Macchl, a MaHU(ecTalus
OJUJI cBsizana ¢ OnacTHOM MH(MUIABTpAIIME Pa3IMYHbIX OPraHOB C HAPYILIEHUEM
ux QyHkiuu. KiamHuYeckas CHUMIITOMaTHKAa B JAHHOM Clly4ae OIepekaeT
nabopaTopHble  WM3MEHEHUs, U  peOEHOK HE  TOCIHUTAIM3UPYETCS B
CIICLIMAJIM3UPOBAHHBIN T€MATOJIOTUYECKUIM CTAL[MOHAP.
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ASSESSMENT OF CASES OF SECONDARY
IMMUNODEFICIENCY IN PATIENTS WITH ACUTE LEUKEMIA

Resume: Early diagnosis of oncohematological diseases in children is
extremely difficult due to the non-specificity of the primary symptoms, which
are often hidden under the "masks" of other diseases. Oncological alertness and
knowledge of the likely symptoms will allow the practitioner to diagnose this
pathology earlier and, consequently, significantly improve the prognosis for the
patient.

Despite the progress of laboratory diagnostics, it is difficult to detect
leukemia in children at early stages, because for the appearance of characteristic
changes in the hemogram, the tumor must reach a critical mass, and the
manifestation of ALL is associated with blast infiltration of various organs with
a violation of their function. Clinical symptoms in this case are ahead of
laboratory changes, and the child is not hospitalized in a specialized hematology
hospital.

Key words: acute leukemia, secondary immunodeficiency, hematology.

AxkTtyaabHocTh. CornacHo kiaccudukanuu BO3, BeimensiorT 3 Buaa
octporo Jetiko3za (OJI) [2,4]: ocTpelii MwuenouaHbid  jeiko3  (OMJI)
Y POJCTBCHHBIE HEOIIA3UM W3 MHUCIOWIHBIX MPEAINICCTBEHHUKOB, OCTPHIM
mumpoomactaeiit neikos/mumpoma (OJIUI); makonen, OJI, mius ob6o3HaueHUS
KOTOPOT'0 MPEI0NKEH TEPMUH «ambiguousy (HEOTHO3HAYHBIMH,
JBYCMBICIICHHBIN),  KOTOPBIH  MOXET  OBbITh  HMHTEPIPETHPOBAH  Kak
«HEOIIPEACIICHHBIN.

B knaccudukarmuu  BO3 OJI co cMmemanabiM — penotunom  (OJI-CD)
NPEACTAaBIICH TMATBHIO MOJBapuaHTaMu. J[Ba W3 HUX  XapaKTepU3YIOTCS
HECITy4YalHBIMU XPOMOCOMHBIMH abepparusiMid, a UMEHHO TpaHCIOKaIen t
(9;22)(934;911.2)/BCR-ABLI1 wu tpancnokamueii t (v;11q23)/MLL. OcranbHble

3 moaBapwaHTa:  OCTpBId  B-KkieTOuyHBI/MUENTOWIHBIA  JelKo3,  0e3
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JIOTIOJTHUTENIBHBIX XapaKTePUCTHUK; OCTPBIM T-KIETOUHBIN/MUETOUIHBIA JIEHKO3,
0e3  JOMOJHUTEIBHBIX  XApaKTEPUCTHK W OCTphIi  B-kmetounsiid/T-
KJIETOYHBIN/MUAEIIONIHBINA JTEHKO3.

Heobxogumo oOTMETHTBH, YTO JMArHOCTHUKAa CMEIIAHHO-TUHEHHOM
npuHajiiexHoctd BK — 3aBepmiaronuit  sTan  anroputMa 00CIEAOBaHUA
6onpHbIX O.J1. [IpeaBaputenbHo HE00X0UMO UCKIIOUUTh cirydar OJIJT u OMIJI
c abeppaHTHOM  DKCIpecCHell  aHTHTECHOB, a Takke  OJacTHBIA  Kpu3
XpOHUYECKOTO Muenoieiikosza. Takum obpazoMm, nuarnoctuka npu OJI-CD, kak
M BO BCEX JIPYTMX CIy4asX, CTPOUTCA IO pe3ysibTaTaM KOMIUIEKCHOTO
oOcnenoBaHus,  OO0S3aTE€IBHBIMM  3JEMEHTAaMU  KOTOPOrO  SIBISIIOTCA
UMMYHOJIOTUYECKUE U MOJICKYIISPHO-TeHEeTHYeCKre uccienoBanusi[1,5].

JOT0 O00OCHOBaHO TEM, 4YTO TMpPU OOHAPYKEHUU HECITy4dailHBbIX
XpPOMOCOMHBIX abeppauuid, TUNUYHBIX 111 OMJI, Hampumep TpaHciIOKauuu t
(8;21) mmm inv (16)/t (16;16) WK BBIABICHUH KIMHUYECKUX U JTAOOPATOPHBIX
XapakTepUCTUK,  COOTBETCTBYIOIIMX  KpuTepusaM  auarHoctukn  OMIJI
C MIpU3HAaKaMM MUeNoaucIIa3u  wiu  BropuuyHoro OMIJI mocie panee
IPOBEJCHHONW LUTOCTaTUYECKOW W/WMIM JIy4e€BOM Tepaluu, YCTaHABIMBACTCS
COOTBETCTBYIOIIMNI JNarHo3, Jlaxe €CIu pe3yJIbTaThl
ummyHodenorunupoBanus BK coorBerctByrot napamerpam OJI-CD[3,7].

Jns BeIABIEHUS Muenonepokcuaassl Hapsay ¢ [IIIM skcnepramu BO3
PEKOMEHJIOBAaHO MAaHMUIYJIMPOBATh PE3yJIbTaTaMU WMMYHOTHCTOXUMHUUYECKOIO
Y IUTOXUMUYECKOTO METOOB.

He Menee nHpoOpMaTUBHBIMU NMPEACTABISAIOTCA U HAXOAKHU MTPU CBETOBOM
MHUKPOCKOIIMH, B YaCTHOCTH OOHApy>KE€HHE TaKoro crenupuyeckoro mapkepa
muenongHoN npupoasl bK, kak mamoukn Ayspa. B kauecTBe nmprumepa MOXKHO
NPUBECTH  ONMCAaHWs  JABYX  KIMHHYECKUX  ciay4daeB  ocTtporo  T-
KJICTOYHOTO/MHEIOUIHOTO Jiekiko3a, onyoaukoBanubie B 2014 r. [6,8].

VY 6onpHbIX 15 u 28 neT mpu MHepBUYHOM OOCIIEIOBAHWHU BbISBIICHA

ToTasbHast wHuIbTpamus koctHoro wmo3ra (KM) BK, xoropele, kak
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yCcTaHoBjieHO 10 pedyabratam  IIIIM, »skcnpeccupoBanm  T-KieToO4YHbIE
aHTureHsl. Muenonueie 1 B-knerounsie anturens! npu [1LIM He oOHapy KeHBI.
Tem He meHee y oboux Oo0abHBIX auarHoctupoBan OJI-CO. OcHoBaHueMm
MOCITYKWJIM HAaxOJKM TPU CBETOBOM MHUKPOCKONUU U HUTOXUMUYECKOM
UCCJIEIOBAHUH: NaJ0YKH Ayapa U TIOJIOKUTENbHAS OKpacka
Ha MHEJIONIEPOKCHIa3y COOTBETCTBEHHO B 6 1 3% BK.

Hear  ucciaepoBanusi. M3yuntb  OCOOEHHOCTHM  COBPEMEHHOM
JTUArHOCTUKH Y OOJIbHBIX OCTPBIM JIEHKO30M C OCIIOKHEHHSIM.

MartepuaJjbl 1 MeTO/bI HccaeT0BaHust. Mbl 0ToOpany 70 manueHToB ¢
JMAarHO30M OCTPOrO JIEHKO3a C LEIbI0 TUAarHOCTUKHU.

Pesyabratrbl ucciaenoBanus. OIJI guarHocTupyercss Ha OCHOBAaHHHU
MOP(OJIOTUYECKOr0, HUTOXUMHUYECKOTO, IUTOT€HETUYECKOTO, MOJIEKYJIIPHO-
T€HETUYECKOT0, IMMYHO(EHOTUIIUPOBA-HUS aHaIu3a o0pasla KOCTHOIO MO3ra.

[To mHUIIMATBHBIM aHAIU3aM NepudepruIecKoil KPOBU, BCEX IMAIMEHTOB
cTpaTuUIMpyIOT Mo mkaie M. Sanz:

l. I'pynma HHU3KOrO pHUCKA: JEUKOUUTHI < 10x10%/m, TPOMOOIUTHI >
40x10°/;

2. I'pynma nOpoMEXyTOYHOTO PHUCKA: JEUKOUHUTHI < 10x10%1,
TpomGommThl < 40x10%/1;

3. I'pymnima BEICOKOTO pUCKa: JEUKOIUTHI > 10x10%/1.

[To 0000IIEHHBIM JaHHBIM HAYYHO-TIPAKTUYECKUX  MOHOTpadwmii
MAIMEHTHl TPYNIbl HU3KOTO PHUCKa COCTaBistOT 26 %, cpemnero — 52% wu
BBICOKOTO — 22 % ot obmero yucna 6onbHbIx OITJI.

Panee OIIJl orHOCWIICA K  Kareropuu JIEMKO30B C  OYEHb
HeOMaronpusiTHHIM TporHo3oM. Ho coBpeMeHHble METONbl MPOrPaMMHOIO
neuennst OIJI — mpumeHeHue cnenUPUUECKUX TMPENapaTroB — MOJTHOCTHIO
TpaHcpetuHoeBoi kucinoTel (ATRA) u Tpuokcuga wbimbika (ATO) B

COYCTaHUHU C HOHHXHMHOTepaHHeﬁ, IIO3BOJIAIOT AOCTHUYb BBICOKHMX rokazartesiei
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BBDKMBAEMOCTH TMAIMEHTOB 0€3 MPUMEHEHHUs LIMTOCTATUYECKUX MPEernapaTroB B
80-95 % cmyuaes.

Bo BpeMs npuema npernapara ATRA MIPOUCXOIUT
«TeperporpaMMUpPOBaHUe» JIEUKEMUYECKUX MPOMUETOIUTOB Ha JalibHeiiee
NpEeBpallleHHEe UX B 3peible TpaHyJouuThl. OJHAKO CTOUT OTMETHTh, YTO Ha
done mpuema ATRA, naxe eciaum BBOIATCA ITUTOCTATUYECKHUE IIPEMapaThl,
BCErJla €CThb BEPOATHOCTh pa3BUTHsS peTuHouaHoro cunapoma (PC), wmm xe
cuHapoma JU(GEPEHIIMPOBKH OMYXOJEBbIX KICTOK ((eOpriibHas JIHXOpaaKa,
OJIbIIIIKA, MPU3HAKKA OCTPOM MOYEUHOW W/WIM MEYEHOYHOM HEIOCTaTOYHOCTH,
3aJIepKKa KUIKOCTH).

[Ipn manedmux mnpu3HaKax, AaXe MpU MajedlIeM NOJO03PEHUU Ha
pasutie PC GOJBHOMY HA3HAYAIOT AeKcamera3oH 10 mr/mM°2 pasa B [CHD.
OOBIYHO TPU3HAKK PETUHOUAHOTO CHUHIPOMA OYEHb OBICTPO KYNHUPYHOTCH,
IIO3TOMY JUIMTEJIbHAS TEpANMsl JeKCaMeTa30HOM He mokaszaHa. Otmensl ATRA
OObIYHO HE Tpedyercs, OJHAKO B ciyyae pa3BuTus Tsokenoro PC, mpemapar
MOKET ObITh OTMeHeH a0 KkynupoBanuss PC. Ero mnpuem wmoxer OBbITH
BO300HOBJIEH B [TOJIOBUHHBIX J1032aX.

B cnyuasax HegocTtarouHoi 3(()EKTUBHOCTH WIM HENEPEHOCUMOCTH
npenapara ATRA, penuauBa 00€3HM U KaK CaMOCTOSITENIbHBIN Mpenapar AJis
neuenust OIUUl  npumensercs ATO  (TpUOKCHZI ~ MBIIIBSKA), KOTOPHIM
XapaKTEePHU3yeTCsl BEICOKOUM 3(PPEKTUBHOCTHIO IPH YMEPEHHOUM TOKCHYHOCTH. [1o
JAHHBIM HAy4YHBIX MCTOYHMKOB YacTOTa JTOCTUXKEHHS TMOJHOW PEMUCCHUU TIPU
JICYEHUN TPUOKCHUJIOM MBIIIBIKA COCTABIAET 86%.

Cpenun BO3MOXHBIX 1OOOYHBIX JAecTBU ATO HYKHO OTMETHUTH
nu(dPepeHIUPOBOYHBI  CUHAPOM, AHAJOTMYHBIA  YIIOMSHYTOMY  BBIIIE
CUHAPOMY PETHHOEBOW KHUCIOTHI; PEKe BCTPEUaeTCs HapylIeHUE CEepACHYHOrO
putma. CiieryeT OTMETHUTD, YTO U3-3a BHICOKOH AIMOPHOTOKCUYHOCTH TPUOKCHIA
MbIIlIbsIKa, TpuMeHeHue ero mans JjedeHuss OILJl y OepeMeHHBIX KEHIIMH

KaTerOpUUYECKH 3aIpPEIIeHO Ha JIF0OOM CpoKe OEpEMEHHOCTH.
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Yactora OCIOXKHEHHH TMpU MNOJUXUMHUOTEpANlMd  T'eMo01acTO30B
coctanisieT oT 80 % u Oomee ciayyaes, a JIeTAIbHbIE UCXObI 10X0AsT 10 10%.

OIUI — cmeprenbHO omacHoe 3a00jeBaHUME M €CIUM HE MPOBOJUTH
JieYeHHe, TO OOJIbHbIE NOTH0AIOT B TEUEHHUE HECKOJIbKUX HENeNb, HHOTJA Jaxe
CUMTAHHBIX JTHEH.

Bo Bcex cnyuwasx mnomgo3penuss Ha OIJl (Hanuuwe y mammeHTta
XapakTepHOU MOP(OTOTHYECKON KapTUHBI OJACTHBIX KIIETOK, JICHKOICHUH,
TSDKEJION KOaryJonaThu, reMOpparu4eckoro CUHAPOMA) CleAyeT HEMEIJICHHO
HaunHath Tepanuio ATRA u mpomomxaTe €€ 10 MOMEHTa IMOATBEPKIACHUS
JMarHo3a WJIM €r0 OIPOBEPKEHUS Ha OCHOBE MOJEKYJSPHO-TEHETUYECKOTO
VCCIIEIOBAHUS.

BbiBoa. B pesynbraTre CHMKEHHS YyBCTBUTEIBHOCTH TPAHYJOLUTOB U
MOHOIIUTOB K XEMOTaKCHUECKUM (pakTopaM, a TakkKe B pe3yJbTaTe HapylICHUS
IPOLIECCOB AJIe€3UM U MHTETPALMU, CHUKACTCS MMMYHHBIM OTBET OpraHu3Ma.
Ot0 Benet K Ooubliel ysa3BUMOCTH nmanueHToB ¢ XMJI nepen nHpEKIMOHHBIMU
areHTamu, 110 CPABHEHHUIO CO 3I0POBBIMU JIFOJIbMU.

B xponuueckoii aze (ecnu TakoBas XapakTepHa JUIs JI€iiKo3a) JaHHas
MIaTOJIOTHs HE3aMETHA BCJEACTBHE HAIWYUS PEKPYTHPYEMOIO IIyja KIIETOK,
OCYILECTBIISIIOIIETO HOPMaJIbHBIA UMMYHHBIN OTBET. [Ipn MCTOLIEHMN TaHHOTO
nyjla W 1nepexoje 3abosieBaHus B (pa3zy akcenepauudu  HaOJOgaeTCS
IIPOIPECCUBHOE CHUXKEHNE UMMYHHOTI'O OTBETA.
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