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13 HUX y 40 1UarHo3 yCTaHOBIJIEH TOJNBKO Ha CEKIUH. [ MCTOIOrH-
YeCKHU JMarHo3 y ocTalbHbIX: Tuddy3Has B-kpymHokIeTouHas
mmMbpoma — y 60%, mumpoma bepxurra —y 16, dhomaukymnspHas
mmpoma — y 12, MALT-mumbpoma — y 6, T-kiIeTodHBIC JIHM-
dombl — y 4, nepsuunas numdoma [THC — 2%. BonpmmHCcTBO
OOJIBHBIX CTPAJAId BUPYCHBIMH TeTIaTUTaMH, ONIIOPTYHUCTHYE-
CKUMHU UH(EKIUAMH, cTaaus Oonesnu [VB. 26 GonbHBIX aud-
¢by3Hoit B-kpynHokierounoir iaumpomoii nonyunin CHOP u
CHOP-niotoGHbie Kypcebl. 3-JIeTHss 001asi BBDKHBAGMOCTh CO-
craBuia 52%, 3-netHss Oe3peunauBHAs BbDKUBaeMOCTh 32%.
B Hacrosiiee BpeMsi CTaHIAPTOM Teparuu SBISETCS nporpaMmma
R-CHOPE (R-EPOCH). Mapkepnas asnst 3amaja JJOKaTH3aIHs —
nepsuyHas muMmdoma [THC Berpermnacs y 2 GonbHbIX, y 1 13
HUX JOCTUTHYTa IOJNHAs peMuccHs 10 4 jeT HaOmongeHus. 12
6onbHBIX JTHUM(OMOIT BepkuTTa Momydrsin OIOKOBYHO TEpPAIHIO
o nporokoiry mNHL-BFM-90, NHL-BFM-95. 3-Jletnss obmas
BBDKMBAeMOCTh coctaBmina 48% u OezpeunanBHas 40%. Ymep-
m1 9 OONBHBIX, MPHYMHAMU CMEPTH SBHIIUCH MPOIPECCHUpOBa-
HUE JTAM(OMBI, arpaHyJIOIHUTO3 U HHPEKIUOHHbIE OCIOKHEHHS
B OTCYTCTBUE peMuccuu, TyOepkyine3. Huskue moxaszarenu s¢-
(EKTHUBHOCTH JICYCHHUsI 00YCIIOBICHBI HECKOJIBKUMH (PaKTOpaAMH:

no3JHee oOpalleHue 3a MEAULMHCKON IOMOILBIO B F€HEPaIN30-
BaHHOH cTaguu JTUM(QOMBI, OTCYTCTBUE HAMEPEHUS NPUHHMATh
BAAPT, nannane npyrux 3a0oneBaHHil (T€MaTUTHI, ONMOPTYHHU-
CTUYECKUE UH(EKIHUN), HECOOIIOAEHHE CPOKOB MOTUXUMHOTEpa-
MM, BEICOKas MOTPEOHOCTh B MACCUBHOM MOJICPKUBAIOLIEH Te-
panuu. TeMm He MeHee MMOKa3aHa IPUHIUIUAIBHAS BO3MOXKHOCTh
W3JICYCHHUS STOW Kareropuu 00ibHBIX. Y 18 00onbHBIX TuMQOMOit
XOIKKMHA BBISIBIICH MPEUMYIIECTBEHHO CMEUIAHHOKJICTOYHBII
BapHaHT ¢ BhIsABIeHHEeM Bupyca EBV B omyxoneBsIx kieTkax. Y
OonprmHcTBa O0nbHBIX [II-IVB cranus 6one3nu, HO xapakTep-
HO JocrarouHoe koiaudectBo CD4-kinerok (6onee 400 B 1 MKiI)
U YMEpeHHas BUPYyCHas Harpys3ka, YTO OTJIMYAaeTCs OT COOTBET-
CTBYIOIIMX ITOKa3aTeneil y OONBHBIX arpecCUBHBIMU JIMM{oMa-
mu. Jlumpoma Xomxkkruna y BUY-undunupoBaHHbIX MAaLUEHTOB
CITy)KHT MOJEJBIO M3YyUCHHUS MAToreHe3a 3TOH (OpMBI OITyXOJH.
N3 18 6onpubix CIIN/I-accounuposannoii JIX 7 ymepnu 1o Ha-
yasia yiedeHus. Jleuenue nposoausocs 11 manmentam: ABVD +
nydeBas Tepanus (JIT) —y 8, BEACOPP-ycunenHsiii ¢ mnoce-
Jytolieil 1y4eBoit Tepanueil —y 3. Bo Bpems Tepanuu ymepiu 2
OOJIbHBIX, Y OCTAJbHBIX OOJBHBIX IOIYYEHBI OJHBIC PEMHUCCHU
1py HAOJIONICHHH JI0 § JIeT.
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Beeoenue. bonvabie nmumdpomoirt Xomxkuaa (JIX) umeror
MOBBIILIEHHBIH PUCK pa3BUTHA TPOMOO30B MpPHU NMPOBEICHUU XHU-
MuoTepanuu. Llenpio uccnenoBanus SBIIIOCh H3YUCHHUE YacTo-
TBI U XapakTepa HapylIeHHH B CHCTEME CBEPTBHIBAHHUS KPOBH y
MEPBUYHBIX OOJBHBIX JTUM(POMOH XODKKHHA, & TAKXKE BIUSHUS
Ha TeMOCTa3 IpHeMa KOHTPALIENTHBOB U TPOBEICHHS TOTHMXIMH-
OTeparnuy y JaHHbIX MAIASHTOB.

Mamepuanvt u memoowt. beinu o6cnenosansl 18 nepsud-
HBIX TTIALMEHTOB ¢ Iuar€o3oM JuMdoma XomkkuHa (3 MyX4uH
u 15 xenmun) B Bo3pacte oT 17 mo 35 mer (MeamaHa Bo3pacra
26 net), pacnpenenenue no cragusm: II cragus — 11, III cra-
nusg — 5, IV cranusa — 3 yenoseka. [lanuentam npoBoguiu mo-
muxumuorepanus (IIXT) mo mporpamme BEACOPP-14. XKen-
OIMHAM 32 3 JHS 0 JCYSHHsSI U Ha MPOTSHKEHUH BCEX KYpPCOB
[IXT mpoBoamnach OBapHUOMPOTEKIUS TOPMOHAIBHBIMU KOH-
TpauenTuBaMu (peryyioH). BonbHBIM TpoBOIMIM HCCIEqOBa-
HUE CHCTEMbI remMocra3a (aKTHBUPOBAHHOE YaCTHMYHOE TPOM-
o6unoBoe Bpemsi (AUTB), nporpomOunoBsiii unaeke (I1HM) no
Keuky, Tpomboanactorpadus (TOT'), TpomOOaHHAMUKA), TIPH
[IOCTAaHOBKE JAMAarHo3a, I[OCIE Ha3HAUCHHs KOHTPALENTUBOB
(y xeHnmuH) u nociae 1-ro kypca I[IXT. TpompOonunamuka —
HOBBII METOJI OLIEHKH T'eMOCTa3a, OCHOBAHHBIN Ha PErHCTPAIlH
MIPOCTPAHCTBEHHOr0 pocta GuOpHHOBOro cryctka. OCHOBHBI-
MH NapameTpaMH TecTa SBIAIOTCA HadanbHas (V, OuanasoH
HOPMAJIbHBIX 3HaYCHUH 36—56 MKM/MUH) U CTallHOHAPHASI CKO-
pocTh pocta crycrka (V_, JAuana3’oH HOPMAlbHbIX 3HAYEHHH
20-30 MKM/MHUH) U HAIIMUNE CTIOHTAHHBIX CTYCTKOB BJaJid OT
aKTHBATOPa CBEPTHIBAHUS (ITOKA3aTeNb TUIIEPKOATYIISILIUH).

Pesynomamur u obcyycoenue. Y TNAIUEHTOB C IEPBUYHO
BBISIBIIEHHBIM JauarHo3oMm JIX HaOmromaeTcst THUIEPKOAryJIsys
1o JAaHHbIM TpombOomuHaMuku (V, = 53 £ 4 MkM/MuH (cpenHee
+ SD), V= 24 £ 3 Mkm/MuH, B 50% Ha0JTI0/1aJ7I0Ch MOSIBIICHUE

crioHTaHHBIX crycTkoB) U TOI (R = 15,7 £ 2,8 mun, o = 43,2 £
9,7 rpan., MA = 65, 8 £ 4,2 mm, nipu HopMme 9-27 muH, 22-58
rpaj., 44—64 MM cOOTBETCTBEHHO). [Ipu mpueme KOHTpalEeNTH-
BOB IPOHUCXOANUT YCUIJIEHUE TUIIEPKOAryIIALUH 110 JaHHBIM TPOM-
Oomunamuku (V= 52 + 6 MKM/MUH \ =31+ 5 mxm/muH, B 55%
HaOJIIO/IaMCh CIOHTAHHBIC CTYCTKH), Tp0M603naCTorpa§01/m (R=
12,6 = 3,9 mun, 0. = 62 + 3 rpan., MA = 70,4 = 4,6 Mmm).

AUTB u I no KBuky ocraBaiuch B rpezaeaax HOpMbl: 36 £
2 ¢ (mopma 32-38 ¢) u 97 + 9% (nopma 70-130%) npu nepBuy-
HOM 00CIIe/IOBaHMM U Ha TOPMOHAJIBHOM Tepanuu (3a UCKIItoue-
HHEM 2 OOJIbHBIX Ha FOpMOHaNbHOI Tepanuu, AUTB =26 u 41 c)
93+ 18%u35+4c.

Ilocne IIXT coxpaHsieTcsi COCTOsSIHUE TUIEPKOATYIIALHN 110
JTAaHHBIM TPOMOOIMHAMUKHU (V = 56 + 4 MKM/MUH, V.= =29+9
MKM/MUH, B 27% HaGIIONANNCH CLIOHTAHHbIE CFyCTKI/I) u TOI'
R= 12,3 + 2.4 muH, o =51 £ 8 rpax., MA = 63 £ 7 mm). [Ipo-
ucxomut casur napamerpoB AUTB u I no KBuky B cropony
runepkoarymsinuu (24 + 1c u 140 + 7% COOTBETCTBEHHO).

3aknarouenue. bonbubie mumpomMont XOMKKUHA TIPH TIEPBUY-
HOM 00CJIeJOBAaHUH 110 JIaHHBIM TPOMOOJMHAMUKY U TPOMOOAIIa-
cTorpaduy UMEIOT HapyIICHUSI CHCTEMbl T€MOCTa3a CO CKIIOH-
HOCTBIO K THIIEPKOATyJISIIIUU, KOTOpasi yCHINBAETCS MIPU IIpUeMe
TOPMOHAJIBHBIX MPENapaToB Y KEHIIUH U 1pu npoenerun [1XT.
Crangaprasie koarynonorudeckue Tectel AYTB u [1U mo Keuky
PErUCTPUPYIOT HApyILIIEHHE FeMocTasa TobKo nocie Kypea I1XT.

Pabora wactmuno mnosyepxkana rpantamu PODU 10-01-
91055, 11-04-00303, 11-04-12080, 12-04-00652-a, 12-04-
00438-a u mporpammamu (yHIAMEHTAJIBHBIX HCCIIEA0BAHUN
IIpesumuyma PAH "dynnamenrtanbHble HayKd — MeAunuHe',
"UuterparuBHas Qusuonoruss” u "MOoJEeKyIsSIpHbIC MEXaHU3MbI
¢dusnonornyeckux QyHKui".
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Mamepuanst u memoowt. 11log HaOMIOAEHHEM HALIETO AET-
CKOTO reMoGMIBHOrO IeHTpa HaxoxuTcs 30 OOIbHBIX reMogu-
JIUCH, MPOKUBAKIIUX HA TeppuTOpun Bosrorpaiackoit odmactu
B Bo3pacte ot | roxa mo 17 net, B ToM uncie remodunms A — 24
pebenka (cpexnuii Bozpact 7,2 rona); remoduiaus B — 6 nereit
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(cpennwmii Bospacrt 4,8 roxa). OOIas YMCICHHOCTh JETCKOTO Ha-
cenenus B cpeqHeM coctasisiet 450 000.

Pezynomamot u odcyrncoenue. Tsxenas Gpopma remMobuanu
(conepxanne OVIII, ®IX menee 1%) BoIsBIeHA y 23 nereid,
cpenmHell creneHu TsbkecTH — y 4 u yerkast gopma —3 pebeHka.



