obnacmuoll cemamonozuyeckuil yewmp, 2. Examepunoéype.
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OIIBIT IMAT'HOCTUKHU Y JIEUEHUSA MAIIMEHTA C JIMM®OMOMN BEPKUTTA.
COBMECTHAS PABOTA KJIMHUIIUCTOB U BPAUEH JIABOPATOPUU

IUTOTEHETUYECKHNUX U MOJIEKYJIIPHO-TEHETUYECKUX UCCJIEJJOBAHUN

JIumdpoma bepkurra (JIB) — omna u3 nHanbonee
arpecCUBHBIX HEXOKKUHCKUX JUM(OM, pa3BH-
Baromascs u3 B-nmumdouutoB M mMeromas crerl-
npudecKkyro MOphOIOTHIECKYI0, UMMYHOTHCTOXH-
MHYECKYI0, IMTOTEHETUYECKYI0 KapTuHy. Jleuenue
JTAHHOTO BHJAAa JUM(OMBI MPOBOAIT C IMOMOUIBIO
KOPOTKMX OJIOKOB HMHTEHCHBHOW BBICOKOIO3HOM
noauxumMuoTepanuu, +/— purykcumad. Ilpu noka-
JIM30BAaHHOM BapHaHTE JUM(OMBI, KOTIa OITyXOJb
HE pacnpocTpaHsieTcss 3a mpenenbl JuM@aruye-
CKOM CHCTEMBI, pE€3yJbTaThl JIEYEHUs YCHEIIHBI.
JlnarHocTupoBaHue y ManveHTa MOPaKeHHUsSI KOCT-

Horo mo3ra (B 20-35 % cayuaes), [THC (B 20-25%
ciydaeB) npu JIb sSBIAIOTCS HEOMarompHsATHBIMU
MPOTHOCTUYECKUMH (paKTOpamMu: Npu OBICTPOM JI0-
CTYDKCHHH KIIMHUKO-TEMAaTOJIOTHYECKOW PEeMHUCCHH
(wame mocne niepsoro O1oka I[TXT) Beicoka BeposT-
HOCTbh PEIUJMBOB. B CBS3M C 3TUM MPOJOIHKAIOTCS
nebarel MO TaKTHUKe BeleHUs nanueHToB ¢ JIb IV
CTaJuu.

[IpencraBnsieM BamieMy BHUMAHHIO TIpUMEpP
YCIIENTHOTO JICYSHHS TIAllMeHTa C IMarHOCTUPOBAH-
Hol JIb IV B cTamuu B ycIIOBHAX HAIIEro LEHTpA.
ITammment P. I, 38 ner. C urona 2008 r. ormeua-
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eT TOsBJIICHUE CIIA00CTH, OJBIIIKH, CepAllcOneHHE
MpU MHUHUMAJIBHOW (U3NUYECKONW Harpyske, IMoXy-
naHue, 00yib B pedpax, KocTsax auddy3Horo xapak-
Tepa, TOLIHOTY, pBOTY 0€3 CBSI3H C IPUEMOM ITHIIIH.
O6bexTHBHO: iepudepudeckue J1/'y He YBEIUUYCHBI,
Me4YeHb +2 CM, CeJIe3eHKa +2 CM B IOJIOKCHHH JIeKA
Ha cruHe. [lo maGopaTopHBIM W MHCTPYMEHTAIb-
HBIM 00ceq0BaHUsIM BbIsiBIEHO cienyroniee: OAK:
Hb-136 r/n, L-10,3*10%11, 611. 25 %, Muemnon. 2 %,
10. 1%, n/s1. 8 %, c/g. 26 %, s03uH. 3 %, mumd. 32 %,
MOH. 3%, Tr-51*10%1, COD-5 Mm/gac. b/xumus:
0. 6enok 66,9 1/n, anebymun 45,7 v/n, AJIT 35 E/n,
ACT 69 E/n, JIAT" 3211 E/n, III® 113 E/n, moueBH-
Ha 11 Mmmonb/n, kpeaTuHuH 207 MKMOJIB/JI, TIIFOKO3a
3,5 mmonb/i1. Muenorpamma — MuenoKII-180000/
MKJI, 671. — 93,2 %, rpanymnon — 2,0 %, apuTpoir. —
3,0%, mumdp. — 1,0%, UCH 4,0. Hutoxumus —
JTUTIAIBI He OOHAPY’KEHBI B OJTACTHBIX KJIETKAX, TJTU-
KOTeH- He OOHapyXeHbl B OnacTHbIX KjieTkax. [Ipu
MMMYHO(GEHOTHUIIUPOBAHUH BBISIBICH CJICTYIOITUI
dbenoTum omyxoneBwix kinetok: CD19, CD22, CD20,
CD10, CD79a, IgM s/cyt, Kappa s/cyt, CD38,
Ki-67 B 87,1%. Iwuroreneruka: 47,XY,t(8;14)
(924;932),dup(1)(g21g31),+1 [3]/46,XY,1(8;14)
(924:;932)[5]. Y3U OpronrHo# OTOCTH — S CEIJIe3eH-
ku-70 cM?, B ocTanbHOM Oe3 martojoruu, R-rpadust
Jerkux, pebdep — 0e3 mnaromorun. DIJIC —
MMOBEPXHOCTHBIN racTpuT, Oynsout. MPT romosaoro
MO3ra — O4YaroBOH NaTOJIOTHU HE BBISBICHO.

[Tanimenty ycranoBieH nuarao3: Octpsiid mumoo-
OnactHslil neiiko3 BIV/ numdpoma bepkurra, 47,xy,t
(8;14)(q24;q932),dup(1)(q21;q31),+1/ 46,xy,1(8;14)
(924,932).

Jleuenue. [Iporpamma JIb-M-04/I'HI] PAMH (ue-
penosanue 6;10koB A u C) ¢ mpenda3zoit mukinodoc-
(daHOM M JAeKCaMeTa30HOM, C MPOQPIIAKTUKON Hel-
ponetikumun  (Ne5). KinnHMKO-reMaronornyeckas
pemuccus nocturuyrta nocie 1 onoka [IXT (B k¥/m
MJIKII-168000/mkn, 61, — 1,6%, JIAI' — 235
E/n). Tlocne 4 6moxoB IIXT B x/Mm MJIKII-10000/
MKJI, 011. — 7,0 %, rpanynoi. — 33,4 %, sputpoi. —
36,8 %, mump. — 15,8%, UCH 4,0, coxpansercs
TpaHciokanus (8;14).
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Ilposeoeno. 5 6nox IIXT (6mok A) ¢ pUTyKcH-
Mabom u HLA-TunupoBanue 4 6parbeB U CECTPHI-
BBISIBIIEH BO3MOXHBIH JOHOp — OpaT, IMOJHOCTBIO
uaeHTu4HbIM 110 Tokycam HLA-A, B, DR, DQ.

[Tocne 5 6mokoB IIXT u 1 BBemeHUs] pUTYKCH-
maba nuToreHeTnka 46, XY [20]. Uepe3 3 Heaenu
nocne okoH4yaHus I[IXT knuHmyecku u nabopa-
TOPHO ITHATHOCTHPOBAH HEMPOJIEHKO3: B JINKBOPE
220 xn/mMkna (6-kpymnHble HesicHble, 174-mumdo-
WuJHbIe, 8-MOHOIUTHI, 2-muMdonuTel, 30-HEHUTpO-
¢dwnen), 6enok 3,3 /1. [IpoBeaeHo 5 mrOMOATBHBIX
MyHKIUHA C BBEIEHUEM ILUTOCTATUKOB, JIUKBOP ca-
HHUPOBAH MOCJE 2-0¥ MyHKIIHH.

B kadectBe nmanbHEHINIEro KOHCOJIUAUPYIOIIETO
JIeYeHHs BBIOPAHO MPOBEECHNE aJUNIOTEeHHON TpaHC-
IJIaHTalu KocTHOro mo3ra oT HLA-coBMecTumoro
POACTBEHHOTO JI0HOpa — Opara.

KonmummonnpoBaHue B MUEI0A0IAaTUBHOM PEKH-
Me(muiiepad+uukiopocdan). IpodpunakrukaPTIIX:
LUKJIOCIIOPHH, MeTOoTpekcaT. OCIIOKHEHHUS] PAHHETO
BOCCTAHOBUTEJILHOIO Mepuoja: sHTeponarus [ cr.

OueHka XuMepHu3Ma 0 aHTUI'€HaM SPUTPOLU-
TOB: +32 cyTku — +46 CyTKH — 3pUTpOLUTapHas
xumepa 25%, +54 cyTku — 3puTpoLUTapHAs XU-
Mepa 50%, +75 cyTKM — SpUTPOLUTAPHAS XHUMeE-
pa 75%, +117 cyTku — spuTpoLuTapHas XxuMmepa
100% u nanee 100 % Bo Bcex ucciaeqOBaHUSX.

Ompenenenne xumepusma mo STR mokycam me-
TOo10M (pparMeHTHOro aHanusa: ¢ +30 CyTok u ganee
omnpeaemnsuicsa 100 % nornopckwmit xumepusm. OreHKa
nposoguiiack mo 16 STR nokycam.

Ounenka MObB npoBoamiiace Clie1yrOIMMU METO-
namu: Mopgororust koctHoro mo3sra, UDT, uurore-
HETHKA, OIIEHKa JINKBOPA.

B Hacrosimee Bpemst Ha +1477 cyTKH y TaliueHTa
coxpansierca 100% ngoHOpcKui XUMepHU3M, Mapke-
poB MOBb HeT.

VYenex nedeHus JaHHOIO BapuaHTa BhICOKOArpec-
CHUBHOH, OBICTPO pAacTyIledl OIMyXojJu BO3MOKEH
TOJILKO TIPH COBMECTHOUM CBOEBPEMEHHOW padoTe C
KJIMHUKO-IMarHOCTUYECKON 1aboparopueii, B yacT-
HOCTH C Ja0OpaTropueil MUTOTEHETHIECKUX 1 MOJIe-
KYJISIPHO-T€HETHYECKHUX HCCIIeIOBAHUH.





