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OCTPbIH NEWKO3 U3 MUENOUAHBIX/NK-
HNETOK-NPERWECTBEHHUKOB.
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B cmamve onucan pediuii cayuaii ocmpoeo neiikosza uz mueaouonvix/ NK-kaiemox-npedwecmeennurxos (MNKL) y acenwunvr 38 nem. Y 6oavnoil na-
01100a10Cb ONYX01€60€ NOPAdICeHUEe KOCMHO020 MO32a, AUMPAMU1ECKUX Y3108, neveHu u ceaesenku. Hucio 6aacmos é nepugepueckoii kposu docmu-
2ano 54%. Baacmol omauvanucy yumono2uuecKum noaumopgusmom. Bempeuanucs kaemku kax ¢ okpyenoii, mak u ¢ HenpaguavHoil gopmoii sopa. Ony-
Xonesvle Kaemku Oblau HeeamugHsl NpU OKPAUUBAHUU HA MUeA0nepoKcuoasy, Aunuosl, Hecneyuguueckyio scmepasy. baacmel sxcnpeccuposanu nan-
muenoudnvie mapkepot (CD13+, CD33+) u umeau ummynonoeuveckue npusnaxu NK-xaemouroii dupgpeperuuposxku (CD16+, CD56+, Perforin+).
Kaunuueckoii ocobeHHOCMbI0 Haue2o cay4as 0bi10 AeliKeMOUOH0e NOPadiceHue neueHl, COnPo8ONCAaroueecs KAUHUKOU 0CMpO20 2enamuma ¢ pa3eumu-
eM neueHouHo-KAemounol Hedocmamounocmu. B cmamve maroice obcyscoaiomes onpocsl ouggepenyuarvholl OuaeHoCmuKy U KAacCUu@uKayuu
MNKL.

Karoueente caosa: muenroudnas/NK-kremka-npeduiecmeeHHUK, OCMpblil NeUK03
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MYELOID/NATURAL KILLER CELL PRECURSOR ACUTE LEUKAEMIA. CASE REPORT AND LITERATURE REVIEW

V.R. Gorodetsky'?, N.A. Probatova’, N.N. Tupitsyn', A.M. Kovrigina', E.N. Sholokhova', M.A. Frenkel', T.T. Kondratyeva', L.Yu. Grivtsova',
E.V. Fleishman’, A.1. Pavlovskaya’
'N.N. Blokhin Cancer Research Center, Moscow, “Central Clinical Hospital Ne2, Ministry of Railway communications, Moscow

We describe a rare case of myeloid/NK cell precursor acute leukemia (MNKL) in a 3§-year-old woman. Upon diagnostic examination, a tumor invasion
of bone marrow, lymphatic nodes, liver and spleen was found. The proportion of blasts in peripheral blood reached 54%. The blasts were polymorphic,
with round or irregularly shaped nuclei. The tumor cells were negative for myeloperoxidase, non-specific esterase, and lipid staining. The blasts not only
expressed CD 13+ and CD33+ panmyeloid antigens, but also carried the markers of NK-cell differentiation (CD16+, CD56+, Perforin+). The leuke-
moid infiltration of liver, acute hepatitis and development of liver cell failure were the distinctive features of the described case. The issues pertaining to

differential diagnostics and classification of MNKL are also discussed.
Key words: myeloid/NK cell precursor, acute leukemia

Bsepenne

B 1997 1. R. Suzuki u coaBr. [1] BbLIEIMIN U OXapaKTe-
pU30BaJii OCTPBIN Jieiiko3 u3 muenouaHbix/NK-kiaeTok-
npenmecTBeHHUKOB (myeloid/NK cell precursor acute
leukemia, MNKL). OmnyxoseBbie KIETKHU MO MOpGhOJIorude-
CKHMM XapaKTepUCTUKaM COOTBETCTBOBaiu L2 Giaactam (1o
FAB-knaccudukanmm), skcrnpeccuposanu CD34, CD7,
CD56, muenountbie aHtureHsl (CD13 u/unu CD33) u 6butn
HETaTWBHBI IIPU ITUTOXUMHUUYECKOM MCCIeTOBAaHUN HAa MUEJIO-
rnepokcuaasy. KinmHuueckoit 0COOEHHOCTBIO 3TOTO JIeiiKo3a
OBbLIO YacToe BOBJIEUEHUE B OITyXOJIEBBIM IMpoliecc nepude-
pUIEeCKUX TUMOATUISCKUX Y3JI0B U/ WM HAJTMYYe MEINaCTU -
HaJIbHOW OITyXOJIEBOW MacCCHlI.

MNKL kieTok-TpeaiecTBeHHMKOB He BbIJEIEH KakK
CcaMOCTOsITe/IbHAsI Ho30J0ThYecKas envHuiia B FAB-knaccu-
¢ukannu. OmHAKO MO (POpMaTbHBIM ITPU3HAKAM OH yIOBIIC-
TBOPSIET KPUTEPUSIM OCTPOTO MUENO00JAaCTHOTO JielKo3a ¢
MUHUMaJIbHOU nuddepenumposkoit (AML-MO) [2, 3].

C npyroii CTOpPOHBI, psII WCCIIEAOBaTEICi BKITIOUMIA
MNKL B rpynmy NK-KJIeTOYHBbIX omyxosieil (cM. Tab/uiLy)
[4—7]. OcHOBaHUEM [Jis1 3TOTO MOCTY-
XKHUJIO0 UMMYHO(DEHOTUITUYECKOE CXOMI-
ctBo Mexxny MNKL 6iacramu 1 6uno-
teHTHOU T/NK-KkineTkoii-npeaiiect-
BeHHUKOM. CoOTIJIacHO COBPEMEHHBIM
npeacraBieHusiM, NK-kierka (ectect-
BEHHBII KUJUIEP) TIPOUCXOIUT U3 TEMO-
MOATUYECKON CTBOJIOBOU KjeTKu. B
npoiiecce pa3BuTHs oHa qudepeHIn-
pyetcs B ounoreHTHy0 T/NK-keTky-
MPEAIIEeCTBEHHUITY U Jajee B KOMMU-

NK-kneTok

MNKL

Onyxo.,iM U3 NpeImeCcTBEHHNKOB

BnacrtHass NK-kinerouHas
mumdoma/neiikeMus

TupoBaHHylo NK-kjeTky-npeaumecTBeHHuUIy (puc. 1)
[6, 8—12]. [Nonararot, yto MNKL mpoucxoaur B pe3yisrare
0nyxoJseBoil TpaHchopmanu ounotreHTHoU T/NK-KkieTku,
KOTOpasi 9KCMpPeCcCUpyeT MUEJIOUIHbIE aHTUreHbl. OaHaKo
MPSIMBIX J0KA3aTeJIbCTB BO3MOXHOCTU Nu(depeHIIMPOBKA
MNKL 6nacta B 3penbie NK-kieTku He noyydeHo [5].

B krnaccudukauum onyxosieii TeMOMOAITUYECKUX U
JMMOONIHBIX TKaHel rmocienHero nepecmorpa (BO3, 2001)
MNKL Ttakke He ObUT oXapakKTepu30BaH B KaueCTBE CaMO-
CTOSITEJIbHOW HO30JI0TMYeCKOl eauHuIbl. Bo3MOXHO, 4TO
caydyan MNKL mornu nornactb B KaTErOpUIo «arpecCUBHOTO
NK-knetouHoro neiiko3a» [13]. DTo npeamnonoxeHue oCHO-
BaHO Ha TOM, 4TO arpeccuBHbIi NK-KJIeTOUHBIN JeiiKo3
onucaH B kinaccudukanuu BO3 kak omyxoib ¢ IUTOIOTHYE-
CKMM CIIEKTpOM, oxBaTbiBarolIuM Kak NK-kierku 3penoro
BUIA, TaK U OyiacTbl. OTCYTCTBYIOT TakKe YKa3aHMSI Ha BO3-
MOHOCTB 3Kcnipeccn CD13 u/umu CD33 kineTkamu arpec-
cuBHoro NK-kJjeTouHoro jieiiko3a.

B Gonee mozgHux kinaccudukanusx geiikemuii [14] u
HEKOTOPBIX COBPEMEHHBIX (PYHAAMEHTAIBHBIX PYKOBOJCTBAX

Kaaccugpurkayus NK- kaemounwix onyxoneii (no R. Suzuki [8])

Omnyxosm u3 3penbix NK- ki1eTok

ArpeccuBHbIii NK- KJIETOUYHBII JI€i1K03

DKcerpaHonaibHas NK-kieTouHas
JnuMboMa Ha3aTbHOTO TUTIA

XpoHnueckuit NK-KjieToYHbII
JTMMbOLUTO3
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Dxcmpanodanvhas
NK-xnemounas aumgpoma

Xponuueckuii
NK-knremounuiii neiikoyumos

Puc. 1. Cxema dugpghepenyuposiu T/NK-inemok-npeduwecmeennuxos

no rematosnoruu [15, 16] MNKL aBTOpBI CTaiu BBIAEIATH
KaK CaMOCTOSITEJIbHYIO €AMHUILY B IPYIIIE PENKUX BADUAHTOB
OCTPBIX JIEHKEMUI.

MNKUL siBnsiercst penkoit matonorueit. HemHorouvcieH-
Hble COOOLIEHNSI B aHIJIOSI3BIYHON JIMTEPAType MPeNCTaBIISTIOT
c000i1 onurcaHus MO0 €AMHUYHBIX CITYYaeB, JIMOO HEOOIbLINX
rpy1I 60abHBIX |7, 17—25]. B oTeyecTBeHHOI TMTepaType HaMm
HEe BCTPEYAIMCh OMMCAHUS 3TOW TeMaTOJIOTMYECKON OIMyXOJIH.
BBuny penxocty JaHHOTO BapHaHTa JeWKEeMUU W TPYIHOCTEN
nrddepeHIMaTbHON TMarHOCTUKY 3TOM MaTOJOTMHU 1IeJIeCO00-
Ppa3Ho TpeacTaBuTh coocTBeHHOe HaomoaeHne MNKL.

Onucanue cny4as

Bonwnas U., 38 net, 6bl1a rocuTaIM3MpOBaHa B STHBape
1998 1. B remaTonornueckoe otnenenue LIKB No2 MIIC (Mo-

Puc. 2. Onyxosesvie knemiu cpedu 31eMeHM08 KOCMHOMO3206020
kposemeopenus. Okpacka no Pomanosckomy — ITumsze, X 1000

ckBa). V13 aHaMHe3a M3BeCcTHO, YTo ¢ ceHT0pst 1997 . cTana o1-
MeuaThb HapacTalolllylo Cl1aboCcTh, MOTIMBOCTb, YBEIUYEHUE
meiHBIX TuMbaTdecKux y3moB. B suBape 1998 . — moBbite-
HMe TeMmrepaTypbl 10 (peOpUIbHBIX 3HAaYeHHMI (MaKCUMYM J10
40°C), nosiBusach 00JE3HEHHOCTh TIPU T1oTaHuu. CTaTyc nmpu
MOCTYIJICHUU: COCTOSTHUE CPEHE TSKeCTH, nHaeKe KapHoB-
ckoro 60%. KoxHble TOKPOBbI OJICHbIC, eIMHUYHBIE TeMOP-
parnveckue BbIChITaHUS Ha CJIM3KUCTOM pTa, rydax, Koxe Hor. B
IJIOTKE — SIBJICHUSI THOMHO-HEKPOTHUUECKOM aHTUHBI. [Tabrm-
pYIOTCS LIEHHBIE, HAIKITIOYMYHBIE W TIOAMBIIICYHbIC JUMba-
TUUYECKHUE Y3JIbl ¢ 00erX cTOpoH. JInmbaTnueckue y3ibl pazme-
pamu 10 3,0—4,0 cM, 6e300J1e3HEHHBI TP MaJIbIAINN, HE CTia-
SIHBI C KOXKE, CTIMBAIOTCSI B KOHIJIOMEPAThI, TUIOTHO-3JIaCTHY-
HOI1 KoHcHucTeHIMY. [1eyeHb, cenie3eHKa He yBeJTMUEHBI.

Anamu3 nepudepuieckoit kposu: Hb — 80r/m, ap. —
2500 x 10"/a, tp. — 30 x 10°/1, 1. — 3,6 x 10°/1, GracTel —
54% , mamdormtel — 20%, 1/ — 2%, ¢/ — 24%.

Ipu KoMMbIOTEpHO# TOMOrpaduu OpraHoOB TPYIHON
KJIETKU 1 OPIOIIHOM MOJIOCTU BBISIBJICHO YBeIUUeHUe TuMda-
TUYECKMX Y3JIOB IepeaHeBepxHero cpeapocteHust (1o 2,0 cm),
TIOAMBITIIEYHBIX obmacTteii (o 3,0 cM), B BopoTax medeHu (o
2,0 cM), mo Mayioii KpuBM3HE Xeayaka (mo 3,4 cMm), B OpbI-
XKellke TOHKOM KUIIKK (1o 1,7 ¢M), 3a0pIOIIMHHBIX JTuMba-
TUYECKUX Y3JI0B (10 1,5 cM) 1 04aroBoe MArkOoTKaHHOE 06pa-
30BaHUE B 8-M CETMEHTE JIEBOTO JIETKOTO.

Mopdosornyeckoe 1 TUTOXMMUYECKOE UCCIIEI0BaHME
KOCTHOTO Mo3ra (puc. 2): 6iactsl coctapisiioT 90,6%, xapak-
TEPU3YIOTCSI HEKOTOPbIM TouMopdusMoM. Kietku pasnm-
YaloTCsl 10 pa3Mepy, BCTPEYaloTCsl KaK Makpo-, TaK U Me30-
dopmbl. OuepraHust KJIETOK HENpaBUJIbHBIC. SIIePHO-LIUTO-
r1a3MaT4Yeckoe OoTHolleHue ymeperHoe. Mopma siiep a16o
OKpyTJIast, TM00 HerpaBuiIbHast, ckinandyarasi. CTpyKTypa Xpo-
MaTHHA HEXHasi, B HEKOTOPBIX SIpax OIMpeesisTioTest 2—3 Hy-
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Puc. 3. Jlumpamuueckuii yzen. Aupgysnoe paspacmanue Heborbuiux AUM@POUOHbIX KAMOK € OKPY2A0ll U HeNnPABUAbHOU (OPMOIL 50ep, MeAK0ePaHy -
JNAPHBIM XPOMAMUHOM, MEAKUMU A0PbIUKamu, y3Kum 0000kom yumonaazmvl. OKpacka eemamokcuaurom u 303unom, x 400 (a), x 1000 (6)

kieonel. LluTormazma cBetsiasi, He CONEPKUT BKIIOYECHMIA.
LuToxumMudecku B 6J1aCTax OTCYTCTBYIOT MUEJIOTIEPOKCHIA3A,
JIMIUIBI, Hecnienupuueckas: acrepasza. PAS-nonoxureabHoe
BellecTBO B IU(MGY3HOU (opMe BBISIBISIETCS B OTACIbHBIX
kietkax (7%). Tlpu olieHKe OCTaTOYHBIX POCTKOB IreMOI033a
oOpalaeT Ha ce0s1 BHUMaHUe BbIpaxkKeHHasl TUCILIa3usl djie-
MEHTOB TPaHYJIOIIUTAPHOTO DsIa: BCTPEUAIOTCS TUTAHTCKHE
(opMBI HeITpODUIIOB, TICEBAOIETLIePOBCKIE (DOPMBI, B 4ac-
TU MUEJOLIMTOB BbhIpaXkeHa MaToJ0rMyecKasi 36pHUCTOCTb.
Tucronornyeckoe uccienoBaHWe TpermaHOOWOITaTa
KOCTHOTO MO3Ta: B MEXO0aJOYHBIX MOJOCTSIX TJIACTUHYATOMN
KOCTU TMIEPKIETOUYHbIN KOCTHBII MO3T ¢ €IMHUYHBIMU K1~
POBBIMHU KJIETKaMM, MaCCUBHBIM TG (Y3HBIM pa3pacTaHueM
KJIETOK HEOOJBIION BEIWYMHBI C TUIIEPXPOMHBIM, HeTmpa-
BUJILHOM (POPMBI SIIpOM, IIUPOKOM «ITYCTOM» LIMTOIJIa3MOM.
Cpenu 3THX KIJIETOK BCTpedaloTcsl ¢hurypbl neneHus. Hop-
MaJibHasl TeMOITO3TUYECKasl TKaHb PeaylIMpOBaHa.
Tuctonornueckoe ucciaenoBaHue TKAHU HaIKIHOUYMY-
Horo juM@arudeckoro ysnaa (puc. 3): pPUCYHOK CTPOECHUS
JMMOATUYECKOTO y3/Ia TOTAJIbHO CTEepT 3a cueT auddysHoro
paspacTaHusl HeOOIbIIMX KJIETOK, B 1,5 pa3a MpeBbIIaOIINX
10 pa3Mepy Maytblii TUMQOIIHUT. Sapa KIIeToK OKpYTJIOi 1 He-
CKOJIPKO HEeTIPaBUJILHOU (DOPMBI: ¢ HEPOBHBIMU OYEPTAHUSI-
MM, HEOOJIBILION BHIEMKOI, OBaJibHbie. XpOMaTUH OOJIbIINH-
CTBa SIIEP MEJIKOTPAHYJISIPHBIN, OMHAKO UMEIOTCS SIApa U C
0oJiee TUIOTHBIM XPOMATWHOM, TUIIEPXPOMHBIE. SApBIIIKI
MeJIKue, B KOIuyecTBe 1—2, mpocMaTpUBalOTCs HE BO BCEX
sgapax. O00I0K LIUTOIIa3Mbl HEILIMPOKUIA, C1A000KCUPUITb-
HBIIA, XOPOIIIO KOHTYpHUpYyeTcs. BcTpevatoTcst purypsl MUTO-
30B. BeHyJibl B OIyX0J1€BOI TKaHU CO CBETJbIM SHAOTEIUEM.
Hccnenosanue otneyaTkoB OMOTICUM JTUMGbATUYECKO-
ro y3ia (puc. 4): OoIyxoJeBble KJIETKH, MPEUMYIIEeCTBEHHO
CpelIHero pasMepa, ¢ OJaCTHOM CTPYKTYpoOil XpomaTHHa.
YacTh KJIETOK MMEIOT MOHOIIMTOWIHBINA BUA. Sopa KIeToK
PacIIOIoKEHBI KaK IEHTPAJIbHO, TaK U 3KCLIEHTpUYHO. Pop-
Ma sIep OKpyrjasi, HermpaBUJbHasi, 0000OBUIHASI, CKJIaaya-
tast. Llutorniasma pasHoii creneHu 6azoduanu, 6oiee Boipa-
JKEHHOI 10 epudeprn KJIeTOK. B yacTu KireTok oTMedaeTcs
BaKyoJM3alMsl HUTOIIa3Mbl. LIMTOXMMUYECKU OMyXoJieBble
KJIETKU OBbLTA UJEHTUYHBI OJ1acCTaM KOCTHOTO MO3Ta.
NMMyHOGMEHOTUITMYECKOE MCCIeIOBaHIE TKAaHW JTUM-
¢aTruecKoro yaja Ha cBexe3aMOpOxKeHHBIX cpe3ax: CD13+
(T1aCThl aHTUTEHITONOXKUTENBHBIX K1eTOK), CD33+ (rutactel
AHTUTEHTIOJNIOXUTENbHBIX KJIeToK), CD7+ (crmaboronoxu-
TeJbHas peakiusl 6osnbiiMHCTBA KieTok), HLA-DR+ (cna-
0OMOJIOXKUTEbHAS peakins OOJBLIIUHCTBA KJIEeTOK). Omyxo-
JIeBBIE KJIETKH He aKcrpeccupoBaiu CD3 (uromiazmMaruye-
ckuii u memopanHsbiit), CD4, CDS, CD8, CDI14, CDI19.
HccnenoBanre NK-aHTUTreHOB He MpoBoAWIOChk. B omyxoie-
BOIl TKaHW TIPUCYTCTBOBAJIM OTHEAbHBbIE T-TMMQOIUTHI

(CD3+, CD5+, CD4+ niu CD8+) u HeGombIMe CKOILIe-
Hus B-kierox (CD19+, CD20+).

MMMyHOMbEHOTUIIMYECKOE HcclieoBaHue OJacTHBIX
KJIETOK KOCTHOTO MO3Ta 1 neprudeprnieckoil KpOBU METOIOM
MpoToyHoit mutodaoopomerpun: sCD3-, CD4-, CD7+,
CD8-, CDI10-, CD13+, CDI19-, sCD22-, CD33+, CD34-,
CD38+, HLA-DR-.

IMpu muToreHeTmyeckoM ucciaenoBanuu 20 MHUTO30B
KJIETOK KOCTHOTro Mo3ra u kpoBu (G-band) oOHapy:keH Kapu-
otut 48XX, +10, +13, HopMaTbHBIX MeTada3 He OBLIO.

Ha ocHoBaHMM BHIIIETIPUBEACHHBIX UCCICTOBAHUI CO-
miacHo Kputepusm FAB-ximaccudukauym Obl1 yCTaHOBJIEH
NIMAarHO3 OCTPOTO MUEIOOJACTHOTO JIEK03a ¢ MUHUMAaJTbHOI
nuddepernunpoBkoit (M0-BapuaHT).

Bckope nociie rocnuTanuM3aluu y 00JbHON pa3BUIICS
OCTPBHIN TEMAaTUT C XOJIeCTaTUIECKIM KOMITOHEHTOM, UTO He
IMO3BOJIMJIO HaYaTh IMTOCTAaTUYECKYIO Tepanuto. Habmoma-
sock 20-KpaTHOE MOBBILLIEHWE YPOBHSI OMIMpyOrHa (mpeu-
MYIIECTBEHHO 3a CYeT KOHBIOTMPOBAHHOW (pakium),
10-xpaTHOE TTOBBIIIEHEe AKTUBHOCTU TpaHCAMMHAa3, Hapac-
TaHUE MEeYeHOUYHO-KJIETOYHON HeaocTaTOuHOCTU. C 1eblo
HUCKIIIOUEHWSI BUPYCHOTO TeNaTUTa OBbLIM WCCIIeTOBAHBI
HBs-anturen, antu-Hbcore IgM, antu-HAV IgM u anTI-
HCV, kortopble OblIM oTpuLaTeIbHbIMU. McciaepoBaHue
KPOBU METOJOM IMojuMepa3Hoil uenHoi peakuuu (ITLL[P)
Ha JIHK Bupyca rematuta B, PHK Bupyca rematurta C,
JHK nutomeranoBupyca TakxKe Aajlo OTpUlIaTesIbHbIE pe-
3yabrathl. HecMoTpst Ha orcytctBue antuten k EBV (IgM,
IgG k panHuM Genkam Bupyca DmnreitHa — bapp — EBY,
I1gG), B xpoBu (Metomgom [1LLP) 6bina BeisineHa JIHK EBV
B Tutpe 1:10 (2+).

Puc. 4. Omneuamok aumghamuueckoeo yzaa. Onyxonegole Kaemxu
npeumyujecmeeHHo cpedre2o pasmepa, ¢ OAACMHOL CMPYKMYpoii Xpo-
MAMUHA, 4acme U3 HUX — MOHOUUMOUOHO20 8U0A

Looz. ¢ BUIOUNOLYWIIOHHO
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Puc. 5. Jlumpamuueckuii ysea. Ixcnpeccus onyxonegvimu Kaemxamu
CD16 (membpannas peaxuus). Aguoun-6uomuH-nepokcuoasHolil
memood, x 400

BonbHast ymepina yepe3 1 Mec mocie TocruTaan3auu
OT cericuca.

[Tpu nccrenoBaHUM CEKLIMOHHOTO MaTepualia B Teue-
HM 10 XOIY TTOPTAJIbHBIX TPAKTOB M B KPACHOM ITYJIBITE CeJle-
3¢HKU 00HAPYXEeHBI MHOWIBTPATHI U3 OITyXOJIEBIX KIICTOK.

BBuIy HEOOBIYHOCTM KJIMHUYECKON KapTUHBI (TeHepa-
JIM30BaHHOE TIopaxkeHue TuMdaTndeckux y31oB) B 2006 T. ObI-
JIO TIPOBEICHO UMMYHOTUCTOXUMHUYECKOE UCCIICIOBAHIE JIMM-
daTryeckoro y3ia Ha nmapaMHOBBIX CPe3ax ¢ MTOMOLIBIO aBU-
IMH-OMOTUH-TIEPOKCUIA3HOTO MeTona (1Mo CTaHTapTHOW Me-
Tonuke). [1py peakiuu ¢ aHTUTETaAMM: K aHTUTEHAM €CTECT-
BeHHBIX KmyiepoB CD56+ (cnabass MoHOMOp(dHas peakiiys B
OOJIBIIIMHCTBE OMyX0JeBbIX KiIeToK), CD16+ (10 20% omyxo-
JIEBBIX KJIETOK; puc. 5), CD57+ (B eIMHUYHBIX KJI€TKaX); K Y-
ToNUTUYeCKUM Oenkam: Perforin (rmo3utuBHast rpaHyisipHast
peakis B OoJIbIIell yacTh KJIeTok; puc. 6), Granzyme B (110-
3UTUBEH B OTHCJBHBIX KiIeTKax). JIaTeHTHBINI MeMOpaHHBII
nporerdH EBV (LMP1 EBV) Obul BbIsIBIEH B OOJBITMHCTBE
OITYXOJIEBBIX KJIETOK (B BUJIE [IMTOIIa3MaTHIECKOM PEeaKIIMm);
MUEJIOTIEPOKCHIAa3a Oblla MIO3UTHBHA B OTIEIBHBIX OIyXOJIe-
BbIX KieTkax. OmyxoseBble KiaeTku Obutn CD3(e KJOH)-,
CD4-, CD5-, CD7+ (mo 20% ormyxoneBbix Kjietok), CD10-,
CD34-, CD43+, CD45-, CD68-, CD79a-, CDI117-,
TCR(xnoH BF1)-, TdT-, HLA-DR+. Cpeau oryxoseBoro nH-
wrsrpaTa omnpenensMch TUCKPETHO pPACIOOXEHHBIE He-
mHorouncieHHsie B(CD20+) n T(CD3+) mumdoumTr.

TakuM 00pa3oM, Ha OCHOBAHWM KPUTEPUEB, IMPEIIO-
>keHHbIX R.Suzuki ¢ coaBT.[1], 1MarHo3 peTpoCrneKTUBHO ObLT
u3meHeH Ha MINKL.

06cy:#nenue

Ipyrima 3a6oeBaHmiA, ¢ KOTOPBIMU CJIEAYeT ITPOBOIUTD
muddepeHunanbHeiii guarHo3 MNKL, BkimodaeT B cebs
onactHylo NK-kierounywo numdbomy/neiikemuto, B-kie-
TOYHYI0 TUMGbOOIACTHYIO JIeliKeMuIo/TUM(OOIaCTHYIO TUM-
domy (B-ALL/LBL), T-xietounyio 1uMpoOIacCTHYIO Jieki-
keMuo/aumMboobaactHyo tumdomy (T-ALL/LBL) u octpsiit
MMEJ00JACTHBIN JIEKO3 ¢ MUHUMaJIbHOU nuddepeHInpoB-
koit (M0-BapuanT; AML-MO0).

bnacthas NK-kinerounast iumdoma/aeiikeMus mpe-
CTaBJIIET COOOI OITyXO0JIb U3 GJIACTHBIX KJIIETOK C MMMYHOMe-
HoturoMm sCD3-, CD4+/-, CD56+, MuenonnHble aHTUTEHbI
(CD13 u CD33)-, B-knerounsie anturensl (CD19 u CD20)-.
OryxoJib TIopaXkaeT KOXY, KOCTHBIM MO3I, JUMGaTHIECKHUe
y3isl [5, 6, 8, 26, 27]. Otauune GractHoir NK-kietouHoi
numbomsl/neiikemun or MNKL ocHoBaHO, B MepBylo oye-
penb, Ha UMMYHOMEHOTUITMYECKMX Pa3TUUUSIX OITyXOJIEBBIX
KJIETOK ¥ Ha HEKOTOPBIX KIMHUYECKUX OCOOCHHOCTSIX 3TUX
HozoJioruii. [TopaxkeHue KOXH CUMTACTCS XapaKTePHbBIM LIS
onactHoit NK-xierounoii aumdbomsbl/reiikemun (64—67%

Puc. 6. Jlumgpamuueckuii yzen. Dxcnpeccus onyxonesvimu Kiemkamu
Perforin (epanyaspuas peakyus). AsuouH-6uomuH-nepoKcuoasmblil
Mmemoo, x 400

CJTydaeB) M 9acTO BBICTYIIAeT B KaueCTBE MEPBOTO IPOsIBIIC-
Hus 6ose3Hu [5, 6, 26], B To Bpems kak rmpu MNKL Bosite-
YyeHMe KOXH Habo1an0ch Tobko B 10—13% ciyyaes |5, 6].
Onyxonesble KJeTku OsactHoit NK-kierouHoil numdbo-
MBbI/JIelikeMuu, B oTiimune ot 6;1actoB MNKL, He akcnpec-
cupylot mueaouaHbie Mapkepbl CD13 u CD33. Dkcnipeccust
CD4 natmonaetcst B 62% cirydaeB 61acTHoi NK-KieTouHoit
numbombl/neiikemun u uiib B 13% ciayqaes MNKL [6].

Juddepenunanpupiit  nuario3 T-ALL/LBL u
B-ALL/LBL u MNKL ocHoBaH Ha uMMyHO(deHOTUIHYE-
CKUX Pa3IUIMSIX OITyXOJIEBBIX KIIETOK.

Onyxonesble kneTku B-ALL/LBL skcnpeccupyiot, B
ortanure ot OnactroB MNKL, B-kjeTouHble aHTUTEHBI:
CD19+, CD79a+, CD22+, CD10+/- [28, 29]. B nmurepary-
pe HaM He BCTPETUJIMCh JaHHbIe 00 skcnpeccun CD56 omy-
xoneBbIMU KieTkamu B-ALL/LBL.

Omyxonesbie kineTkn T-ALL/LBL skcnpeccupyior, B
ommyue ot 6i1actoB MNKL, memopannbiii CD3 u yacto
CDS5 nosutusHsI [30, 31]. Dkcnpeccuss CDS56 HexapakTepHa
st T-ALL/LBL. B nuteparype HaM BCTPETHIICS €IUHCTBEH -
el ciydait CD56+ T-ALL [32]. Caygait CD56+ T-LBL,
onucaHHblii R. Ichinohasama u coaBt. [23], BHOCaenCTBUM
Ha OCHOBaHWM COBOKYITHOCTH KJIMHUKO-UMMYHOMOP()OIIO-
IMYECKMX JaHHBIX ObLT oxapakTepu3oBaH kKak MNKL [6].

B omucaHHOM HaMM ciydae OIyXOJIeBble KJIETKM He
akcrnpeccupoBanu T-kinerounbie Mapkepsl (SCD3, CD5) u
B-xnetounsie mMapkepsl (CD19, CD79a, CD22) u, Takum
o0pa3oM, He MOIJIM OBbITh OTHEeCEeHbI K Osactam ¢ T- wiu B-
kjaeTouHoit nuddepeHumposkoii. Hapsny ¢ atum Hanuuue
MUEJIOUIHBIX MApPKEPOB Ha OIyXO0JIEBbIX OJlacTax, OTCYTCTBUE
akcrnpeccun CD4 M KOXHBIX MOPaKeHU MPOTHUBOPEYUIIO
nurarHo3y 6actHoit NK-kinetouHoit 1mMdoMbl/IeiikeMun.

3HauuTebHbIE TPYIHOCTY BO3HUKAIOT MPU MPOBEACHU N
nuddepeHunanpbHoro auarHoda mexay MNKL u AML-MO.
O06a neiiko3a MPOUCXOIAT U3 PAHHUX, OJIU3KUX TTO MOPQOIIO-
MU U UMMYHO(DEHOTUIY KJIeTOK. OTCYTCTBUE LIUTOXMMUYE-
CKM BBISIBIISIEMOI MUeJionepokcuaasbl, Mapkepos T- u B-kite-
TOYHOI M hepeHIMPOBKN HAPSITY C dKCTIpeccuell TaHMue-
snougHbix MapkepoB CD13 u CD33 He nosBojisiet auddepeH-
LIMPOBATh 3TH JIEUKO3bl UMMYHOJIOTMYECKUMU U IIUTOXUMUIE-
ckumMu Metomamu. Kpome Toro, ms3BecTHO, 4To MO-0671aCTHI
MoryT akcnpeccupoBate CD56 u CD7, uto enie Goblie 3a-
TPYAHSIET pa3rpaHUYeHre 3TUX marojoruii. R. Suzuki u coaBt.
|33] mpomeMoHcTpUpoOBan, 4TO y 60a6HBIX ¢ AML-MO ¢ ko-
skcrpeccreii CD56 n1 CD7 yacto HabmomaeTcs OMmyxoIeBoe
nopaxkeHue auMdarudeckux ysnoB [33]. Takum oOpaszom,
BBUIY OTCYTCTBUS UYeTKUX MU depeHnaIbHO-TMarHOCTUIe-
ckux kputepueB Mexay CD7+CD56+ AML-M0 1 MNKL
pelreHre 00 OTHECEHUY KOHKPETHOTO CITydasi K TO MJIM WHOM



PEAKWE U CNOXHBIE TEMATOJNOITMYECKWE CUHAPOMDBI m

TPYIITIe 3aBUCUT OT TOYKU 3PEHUS UCCIIeNOBATENeH.

B ommcanHOM HamMu ciydae OIyXoJieBble OJIACTBI JIe-
MOHCTPUPOBAIN YETKHE MMMYHOJOTMYECKME MPU3HAKHU
NK-knerounoit auddepenunposku (CDI16+, CD56+,
Perforin+). Hapsimy ¢ 3Tum aKcrpeccust oImyXoJIeBbIMU KJIET-
KaMmu naHMmueaouaHbix MapkepoB CD13 u CD33, npucyrct-
BHE MUEJIONEPOKCUIA3hl B OTIEIBHBIX OITyXOJIEBBIX KJIETKAX
(TT0 TaHHBIM UMMYHOTHCTOXMMHWYECKOTO MCCICIOBAaHUS) 1
BbIpaXXEHHasl AUCIIIa3Usl JIEMEHTOB TPaHYJIOILMTAPHOIO Psi-
Jla CBUIETETLCTBOBAIM B TTOJTH3Y MUEJIOMITHOTO TTPOUCXOXKIE-
Hus 6;actoB. Ham mpencraBisieTcst orpaBIaHHBIM BBEICHUE
TepPMMHA <«OCTPbIi JieliKo3 u3 muesouaHbix/NK-kieTok-
TPEIIIIECTBEHHUKOB» 1 BBIIEJIEHUE eT0 B CAMOCTOSITEJIbHYIO
HO30JIOTMYECKYIO €IUHUILY COTJIACHO KPUTEPUSIM, TPEIIo-
xeHHbIM R. Suzuki u coasr. [1].

OmyxoJieBble KJIETKM B HallleM Ciiydae, TI0-BUANMOMY,
MPOMCXOAMIIN U3 00Jiee 3pesIoi KIETKU-TTPEAIIeCTBEHHUIIHI,
yeM B ciyyasx, NMPUMBOAMMBIX B JuTepatype. OHU He 3KC-
npeccupoBanu CD34, yro xapakrepHo misa MO-jeiiko3a

[2, 33—35], Ho nipu 3TOM 3KcnpeccupoBan CD16 u Perforin,
YTO CBUIETEIBCTBOBAIO O UM dEepeHIINPOBKE B CTOPOHY
3penoit NK-kierku.

MHTepecHO KIIMHUYECKO 0COOEHHOCTbIO, HabIronae-
MOH y Halllelt MaIMeHTKY, ObIJIO Pa3BUTHE OCTPOTO TeIaTuTa C
CUHIPOMOM XoJjiecTaza. [eHe3 remaTuta ocTaBajicsi HESICHBIM.
[MpoBonunack muddepeHInaTbHass TMarHOCTUKA MEXITY CITe-
MGUYECKUM TTOpaXkeHUEM TTeYeHU 1 OCTPBIM TeTTaTUTOM, BbI-
3BaHHbIM EBV. [1prH1Masi Bo BHUMaHue JaHHbIE UCCIIeI0Ba-
HUSI CEKIIMOHHOTO MaTepuasia, a Takke TO, YTO arpecCUBHBIC
3pesokyieTouHblie NK-KeTouHbIe IeMKeMUN COTTPOBOXKIAOT-
csl TIOpaXXEHWEM TIEUeHM M XKeATyxoi [36], nelikeMuueckoe
TopaXkeHre TIeYeHN KaxkeTcsT HaM 0oJiee BEePOSITHBIM.

MNKL nmeeT arpeccCuBHOE T€U€HME U TLIOXOI TPOTHO3
[1, 7, 33]. Haubonee 3hheKTUBHBIMU SIBJISTFOTCSI CXEMbI, UC-
TTOJTb3yeMbIe [UISI JISUEHUST OCTPOTO MHUEJI00IACTHOTO JIeHK0o3a
|7, 33], omHako 00IIasT BBLKUBAEMOCTb HU3KasI M COCTABIISICT
B cpeaHeM yniib 12—21 mec [1, 6, 7], uto TpedyeT pa3paboT-
KU1 HOBBIX CXEM TePAIMK 3TOI reMaTOJIOTMIeCKOM OIyXOJIH.
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