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Primary extranodal non-Hodgkin’s
lymphomas in children
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SUMMARY

Non-Hodgkin’s lymphomas (NHL) with primary extranodal
localization are a heterogeneous group of lymphoid tumours
with different morphological, immunological, clinical, and
outcome features. This group of tumours is well character-
ized in adults, in contrast to paediatric population, where

it is presented as a rare case report publications. In this
article paediatric primary extranodal NHL are characterized.
Special attention is paid to clinical features and results of
treatment by modern therapeutic protocols.
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P E®EPAT

HexomxkunHckne numdombl  (HXJ1) ¢ nepBuYHOM 3KCTpaHOLANbHON
flokanusaumern npeacTaBnstoT COO0M reTeporeHHyo rpynny onyxonen
MMOMOHON  NPUPOAbl, Pa3fMYHbIX MO UMMYHOMOPOAOrNYECKNM
npu3HakaMm, KIUHWYECKOMY TEYEHWI0 W NporHo3y. [aHHas natonorus
JOCTaTO4HO XOpOLLO OXapakTepu3oBaHa Yy B3POCAbIX MaLWEHTOB,
TOrga Kak onucaHue cily4aeB MNepBUYHbIX 3SKCTpaHodasbHbix HXJ1 y
OeTen npencTaBfeHo B nutepaTtype B BUAE €OUHUYHbIX HaOMOeHWUN.
B HacTosier cTatbe NPMBOAMTCA  XapakTepUCTUKa  MNePBUYHbIX
aKcTpaHoganbHbix HXJ1 getckoro Bodpacta. bonbLuoe BHMMaHue yaeneHo
KIIMHUYECKNM MPOSIBIIEHNAM U pe3ynbrataM JNieHeHnss N0 COBPEMEHHbBIM
nporpaMmMam MofMxXuMmnoTepanuu.

KntoyeBble cnosa:
nepBuYHbIE 9KCTpPaHoOasbHble HEXOOKKMHCKME NIMMAOMbI, AMarHOCTUKa,

neyeHue, geTu.
|

BBEJIEHUE

Hexomxxunckue — sumdomnr  (HXJT)
B JIETCKOM BO3pacTe COCTaBJSIIOT JIO
12% Bcex CJIyuaeB  3JI0KaueCTBEHHbBIX
onyxodgieti [ 1, 2]. HXJI npeumyiiuectseHHO
TnpejcTaBJeHbl JUM(POOJIACTHBIMH JIHM-
(omMaMi M3 KJIETOK-TPE/LIECTBEHHHLL,
mumpomoit  Bepkurra  (JIB),  mud-
¢ysHoil B-KpyrmHOKIETOUHOH JMHUMPOMOIt
(JIBKKJI), anannacruueckoit  Kpyn-
HokaetouHoit  sumdomoit  (AKKJT),
Xapakrep KJIHHMYECKOrO TedyeHHsi KO-
TOPbIX UPE3BbIYANHO arpecCHBHbIH ¢
ObLICTPOH JMCCeMUHALIHel, BOBJIEYEHHEM
kocTHoro wmosra u IIHC [3] Kak
npasuio, HXJI nepBuuHo mnopaxaior
JMQOY3Jibl (HOMAIbHbIE JIUM(POMBI), HO
ONnHcaHa 3HAUMTEJbHO MEHbIasi rpynmna
HXJT ¢ nepBuuHO# JoKasnu3auuel BHe
auMpoy3noB  —  3KCTpaHojasbHble
aumdombl (DJ1). B pane cayuaer IJI
6epyT cBoe Hawalo U3 JUMQOHAHON
TKaHHM, aCCOLMHPOBAHHOKN CO CJH3HUCTOH
o6osioukoit  JKKT, 6poHxoB, MoueBbIX
nyTel, B TO BPeMsi Kak MPOUCXOKIEHHE
AJI ¢ nepBuuHOil JloKasM3aUMed B
opranax, riae JuMQOHHAs TKaHb B

Hopme orcyterByer (LIHC,  sanuxn),
JI0 KOHI[A He u3dydeHo [4]. ¥ B3poc/bx
AJI  jokamusyloTcs B KeJyJKe,
Kueunuke, koxe, LUHC, wuroBuaHok
JKesleze, roHajax u ap. [5, 6]. ITo cBoeii
MMMYHOMOP(OJIOrHYECKOi npupose
cpenn  DJI  npeobmamaer  JABKKJI,
peayJsibTaThl Teparin KOTOPOH 3aBHCST
or Jokaquzauuu [7].  JlurepatypHblie
JlanHble, Kacaioupecss JI y nerei,
HEMHOTOUYHC/IEHHbIE M TPEICTABJICHBI B
BHJIE ONUCAHHUsT OT/EJbHBIX HAOIOIEHHH].
Tak, oTMedeHO MepBUUHOE MOpaKeHHE
IIMTOBUHON  2KeJjie3bl, CJIIOHHBIX JKe-
Jle3,  JKeJslylKa,  KHILIEUHHKA,  KOXKH
npu HXJI y nereit, B psme caydaes
sumonposbepaTHBHbIN Npoliece pas-
BuBajicst Ha (hoHe BUY-unpekuun [8—
10]. He6osblioit  pa3po3HeHHBIH JH-
TepatypHblil Matepuan 06 IJI nerckoro
BO3pacTa JMKTYeT HeoOXO[MMOCTb Mpo-
BEJEHUSI MCC/IEIOBaHMA B 3TOM Ha-
npaBJIeHHH.

MATEPWADBI W METOAbI

Hamu 6b110  npoananusupoBano 315
nepeuuHbIx caydaeB HXJI y nereit, cpenn
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JkcTpanonanbhbie HXI y pereii

Ta6nuua 1. PacnpegeneHvie naumMeHToB C NePBUYHBIMU SKCTPaHodabHbIMY NMMGOMamMmn No CTaguam

JIB (n=19) AKKI (n = 12) B-N61 (n = 11) OBKKI (n = 3)*
Cragus abe. % abe. % abe. % abe. %
| 0 0 0 0 0 0 0 0
I 7 37 1 8 5 45 2 —
I} 10 52 8 67 6 55 1 —
vV 2 1 3 25 0 0 0 0

* Ctatuctnyeckas 06pa6oTka jaHHbIX 0 3 60nbHbIX [BKKJT He npoBofunack B CBA3N ¢ ManbiM YUCIOM HabNOAEHWIA.

KOTOPBIX MEPBHYHO IKCTpaHOJMAMbHAS JOKAIH3AUs OTMedeHa
y 45 (14 %) naupentos. K nepuunbiM DJI ObliM OTHECEHDI
cJIydyan nopaxkeHus jo6oro opraHa(os) 6e3 BOBJEUEHHST KOCT-
HOTO M03ra U JUM(Ooy3J/10B (HCK/Iouast pertoHapusie ). [1pu nu-
CTpyMEHTaJILHOl OlleHKe pasmepa oryxosn Gosiee 75 % co-
CTaBJIslJl 00beM IKCTPAHOMAJNBHOIO ovara 10 OTHOLIEHHIO K
YBEJIMUEHHBIM PerHoHapHbIM JuMdoyaam. JlaHuHble KputTepHu
AJ1 coorBercTBYIOT MeXKIyHapoaHbIM [ 11, 12].

Jlnarno3 BO BCeX ciiydasix OCHOBBIBAJICS Ha pe3yJibTaTax
MMMYHOMOP(OJOTHIECKOr0 MCC/IEI0BAHUS OIMyXOJEBOH TKaHH.
MIMMyHOTHCTOXMMHYECKOE — HCC/eIOBAHHE HAa  KPHOCTATHBIX
cpesax s onpesesenuss  Bapuanta HXJI  corsacho
KJIaCCH(HUKALMK  OMyXoJieH KPOBETBOPHOH W JUM(OUIHOH
tkaneir BO3 (2008) Bxiiouaso cienyioiie Mapkepbl: CD45,
HLA-DR, EMA, ALK, CD3, CD4, CD8, CD5, CD2, CD7,
CDla, CD45RO, CD10, TdT, CD34, CD19, CD20, CD22,
CD79a, CD68, CD163, CD30, CD56, CD57, TIA-1, BCL-2,
BCL-6; nposicepaTHBHYI0O aKTHBHOCTb aHAJM3HPOBAJM MO
mapkepy Ki-67.

J17151 oLleHKH pacnpocTpaHeHHOCTH OTYXOJIH MCIO0J1b30BaJH
METO/Ibl MHCTPyMeHTasIbHOH BU3yasuaauuu: Y3M, peHTreHo-
gorudeckyio KT, MPT, pagnocuunrturpaduio ¢ Ga n "Te.

Cramuio  3a6oJieBaHus yCTaHaBJAMBAJIM COMVIACHO KJac-
cupukaupn S. Murphy [13], rpynmel pucka — Mo cucTeme
cTpaTH(HUKALIK, TIPEAJTOKEHHOH repmaHcKo# rpymmoii BFM
[14].

Jleuenne  GOMBHBIX  MPOBOAMUNOCH IO  COBPEMEHHBIM
nporpammam nosuxumuorepanuu (I1XT), pexomeHmOBaHHBIM
rpynnoit BEM  (B-NHL-BFM90/95, ALL IC-BFM2002).
Crartucruyeckylo o6paGoTKy J@HHBIX MPOBOIMIH C MOMOLIBIO
KOMITbIOTepHOM nporpammbl SPSS19.

PE3YNbTATbI

N3 46 Gombubix ¢ mepBuuHOi IJI, BK/IIOUEHHBIX B Halle
ucenenosanue, JIB Obia auarHoctHpoana y 19 (42 %)
nereit, AKKJT — y 12 (27 %), JIBKKJI —y 3 (7%) u
B-nmumdobnactHas  JguMdpomMa M3 KJIETOK-TPEIIIECTBEHHHIL
(B-J16J1) — y 11 (24 %). B omHom cityuae bl yCTaHOBJCH M-
arHo3 skerpanonanbHoii NK/T-KaeTouHoil JuM¢poMbl 0pGHTHI
Ha3a/IbHOTO THMa. AHAJIM3UPYSl IAHHDbIE aHAMHE3a, YCTAHOBUIIH,
UTOHAMOCTAHOBKYAMarHosanpudJItpebosanocbropasno6oblie
BpeMeHH, UeM TIpU JPYTUX BapuaHtax Jgumdom. Tak, ecsau npu
HoznasibHbiX HXJI npennosnoxenue o sumdornposudepaTiBHOM
3a60J/ieBaHNM, MOATBEPXKIECHHOE [AaHHBIMH LHTOJOTHYECKOTO
MCC/ICIOBAHNS  YBEJIMUCHHOTO JIUIMOYy3/a, BbICKA3bIBaJIOCh
yepe3 3—4 nHA mocse mepBoro oOpallleHUs K Bpady, TO MpH
JI — wuepe3 8—9 nueit. CrenyeT oTMETHTb, uTO TIpU IJI
Ha 36 % wuale NpHBJEKATMCh ISl KOHCY/JLTALUH JpyrHe
CMElHANUCTbl: XUPYPTH, (HTH3HOMYJILMOHOJIOTH, TacTPOIHTE-
poJsiord, o(TaNbLMOJIOTH, 1€PMAaTOJOTH, OTOPUHOJAPUHTOJIOTH.
Yacrota noBTOPHBIX GHONCHI B rpynrne OOJbHBIX C MEPBHY-
upiMd AJI 6bia na 32 % Bbille, yeM MpH HojaabHbX HXJI.
CiJlefioBaTesibHO, MEPUOJl YCTAHOBJIEHUS] 1uarHosa npu IJI
JOJIbLIIE, YTO, BEPOSITHO, M 0OYCJOBUJIO TOT (haKT, UTO GOJIbHBIX
¢ [ crampeil B Hauiem HccleoBaHHM He Oblio (Tabu. 1).
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[lepuunbie DJI B meTckom BospacTe HanboJjee 4acTo
JIOKAM30BaNnch B Kocetsix (33 %), markux Tkansx (22 %),
KuiieuHuke (18 %), pexe — B KOXKe, MOKEJIYI0UHOH XKeJlese,
roHaJax, ¥KeJyjKe, MeueHu, LIMTOBUIHON Keseze. Y 12 (27 %)
MalKeHTOB OTMEUEHO COUYETAHHOE I[OPaXKEHHe HECKOJbKHUX
OpraHoB.

lepBu4nan akcTpaHoganbHasa numghoma bepkutra

JIB 6bii1a inarHoctupoBaHa y 42 % neTeli ¢ npeo6JasaHiem
MaJIbuuKoB (1 = 15) Hap neBoukamu (n = 4). CpenHuii Bospact
coctaBua 7,7 rona (muanason 3—14 jer). Llutosoruueckoe
Hccse/loBaHle MyHKTaTOB TMOPayKeHHBIX OPraHoOB MJIM Ma3KOB-
OTMEYATKOB TMO3BOJIMIO BBIIBUTH MOHOMOP(HYIO MOMYJSIHMIO
JUMMOUIHBIX KJETOK CpEIHEro pasMepa C MHTEHCHBHO-
6a30(pUIBbHON  BAKyOJIM3UPOBAHHOH  LMTOMIA3Mol.  Slnpo
coieprkano 2—3 HykJ/eoJbl. HacTo Berpeyanich GUrypbl MUTO3a
u Makpodaru (puc. 1).

[ucrosiornyecku y Beex jieteil OblI AMarHOCTHPOBAH KJlac-
cuueckudt Tun JIB, 115t KOTOpPOro XapaKkTepHbI MOJIHOE CTHPAHHE
PUCYHKa MOpaXKEeHHOM OIMyX0JIblI0 TKaHH, MOHOMOP(HAS MPOJIH-
thepays MMGOUIHBIX K1eToK. O6uine Makpodaros co3aaBaJo
KapTHHY «3Be3HOro Heba», a MHOTOUHMCJIEHHbIE (PUTYPBI MHTO3a
CBHJICTEIbCTBOBAJIH O BBICOKOH MposH(epaTUBHON aKTHBHOCTH.

[Ipn MMMyHOJIOTHUECKOM HCC/IEIOBAHUH KJETKH OIMyXOJH
xapakrepuaoBaJuch skenpeccueit CD10, CD19, CD20, CD22,
[gM, B pane cayqaeB — BCL-6. Mapkepnbl KieTok-npetie-
crBennul (CD34 u TdT) ne obuapyxubanuch. B sitpe dyetko
BbIsIBJIsICS Mapkep Ki-67, akTHBHOCTb KOTOPOTO COCTaBJIslIA
90—100 %.

Ksnnnueckue 0co6eHHOCTH GOJIbHBIX T€PBUUHOM 9KCTPAHO-
nasbHol JIB npuBenenst B Tabir. 2.

[1pu nomospeHun Ha crielcpruecKoe MopaxKeHne KOCTHOH
TKaHW BBIMOJHsIACHL pajrociutThrpadus ¢ *mTe. Hakorienue
pammousoTona gocturano 187—342 %.

[Topaxkenue kocteir yepena npu JIB y nerelt Gbiio
NpeaCTaBAeHO  CcrelupUIecKoll  HHGUILTPAlHell  TBEPAOTO

Puc. 1. LiuTonornyeckas KapTvHa nepBU4HON 3KCTpaHoAanbHOM MMM oMbl

BepkutTa. Okpacka no PomaHoBckomy—Ium3e, X 1000
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T.T. Banues u pp.

Tabnuua 2. JlTokanMsauus SKCTpaHOAANbHbIX NMOPaXEHWI y AeTen
¢ numdomont BepkutTta

Ta6nuua 3. Jlokanusauys nopaxeHuit y aetei ¢ NepBU4HON 3KCTpaHoJanbHoON
aHannacTN4ecKon KpynHOKIETOHHOW NIMMcoMOoi

TNokanv3aums Yueno 60nbHbIX (N = 19)

abe. %
Koctn yepena 2 10,5
Msirkue TkaHm 1 53
Koctn ckeneta 2 10,5
Moyku 2 10,5
MeyeHb 1 53
MomxenyaoyHas xenesa 2 10,5
ToHKas Knika 5 26,3
Toncras kuwwka 3 15,8
ANYHUKM 1 53

Héba, nasyx (BepxHeueJIIoCTHOM, rallMOpOBOH U pelleTuaTodn ),
MOJIBUCOYHON M KPbIIOHEOHOH AMOK, KOCTE€H Hoca, OpOMTHI,
BEPXHEYEJIOCTHOH W OCHOBHOW KOCTHM, BEpXHEH M HHXKHeH
YeJII0CTeH.

Cnenyer oTMeTHTb, uto y 4 (21 %) G6OJBbHBIX ObLIO
CoyeTaHHOE BOBJIEYEHHE B OMNYyXOJEBbIH MPOLECC HECKONbKUX
OpraHoB: B OJHOM cJy4yae JHardHoCTHPOBAHO COYeTaHHOe
nopakeHne MSITKMX TKaHeH W KOCTeH ueperna, B JAPyroMm —
TOHKOH KHIIKH W TeYeHH, Y OAHOTO peGeHKa — SIHUHHKOB H
HUCXOJSALIEH 000JIOUHON KHMIIKHM, a B ueTBepToM cjyudae JIb
JIOKAJIM30BaIach B KOCTSIX yeperna, ckejera, o6eHX MOYKax H
MOJKEJYI0YHOH 2KeJie3e.

Ha OCHOBAHUH KOMIJIEKCHOTO J12a60paTopHO-
MHCTpyMeHTaJbHOro  uccaenoBanust 1l cranusi JIb  Obuia
muarnoctipoBana y 7 (37 %) Goabnbix, 11 — y 10 (52 %) u
IV —y 2(1 %). Craaus, HaJuuue WIH OTCYTCTBHE MOPaKeHHs]
LIHC, aKTHBHOCTb JIaKTATIETHAPOreHaskl, MoJHAas/yacTHUHAs
pe3eKLHsl OMyXOJM ONPeeJsiioT MPOrHOCTHUECKYIO TpyMIy
pucka npu JIb y nerei. Tlo rpynnam pucka GosibHble Oblan
pacrpesiesieHbl CJIeaylolmM o6pa3om: 2-51 Tpynma pucka — 4
(21 %) naupenta, 3-s1 rpynna pucka — 13 (68 %) u 4-s1 rpynna
pucka — 2 (1 %). Cpeau nauuenToB, BKJIKOUYEHHBIX B HCCJE-
JloBaHue, He Oblio caydaeB | craguu u 1-it mporHocTuuecKoi
TpyMibl puckKa.

[Ipu npoBenenun Tepanuu r1no nporpamme BFM
6eccoObITHIHAS BbIXKUBAE€MOCTb (bCB) cocTaBuJ/Ia
89,78 + 6,87 % (meamana nadmogenus 124,5 + 9,4 wmec.).
[1pu cpaBHenun mnokasateseii bCB B rpynme GosbHbX JID ¢
HOJaJIbHBIMH OPaXKEHUSIMH CTATUCTHUECKH 3HAUMMBIX PA3JIMUHF
NoJIy4yeHo He OblJIO.

lepBuy4Has akcTpaHoganbHas aHannactTm4eckas
KpynHoKneTo4yHas numgroma

[Tpu AKKJI nepBuuHasi sKkcTpaHoiajbHasi JOKaJIH3allHsl
Gbl1a auartoctuposana y 27 % naugentos. Y MaJbyMKOB U
JIeBOUEK OHA BCTPeUasach ¢ OJMHAKOBOH 4acTOTOH (6 MaJIbYHKOB
1 6 neBovek), cpeaHuil Bo3pacT 60sbHBIX 9,2 rofa (auanason
4—14 ner).

Hurosnornueckn  kietku AKKJI uwacto kpymHble, comep-
JKallpe siipa HerpaBHJIbHON (OpMBbI (BCTpPeUaTUCh TOIKOBO-
o6pa3Hble, MHOrOJIOMACTHbIE sJIpa, PACroJIOXkKeHHble 3KCIIEH-
TPUYHO) C HECKOJIbKMMH HykJeosamu. Llnronnasma cuusisi wim
CBeTJIast, XOTsl B 3 Cjydasix OblJ OTMeUeH 303MHOMHUJIBbHBIN Xa-
paKTep IMTOMNA3MbI C 30HOH MEPHHYKIEAPHOTO MPOCBETACHHS.
Hekotopele KJeTKH HamoMHHANH KJAeTKH DBepesoBckoro—
repu6epra n XomkKuHa (puc. 2).

[Ipu rucTOJIOTMYECKOM HCC/IEIOBAHHH MOPAXKEHHON TKaHH
OblJ1a XapakTepHa IMoJiHast yrpata HopMaJibHOH apXUTEKTOHUKH,
THIT OITyX0JIEBOTO POCTa OblJ1 AU Y3HBIM, TPUCYTCTBOBAJIH O4aru
HEKPO30B, (PMIypPbl MHTO3a. B 0yX0/1e BbIX KJIETKAX OTPEIEISIIHCh
KpyMHblE  si[pa  OBAJIbHOM WJIM  TMOJIUTOHA/IbLHOH  (DOpMBI  C
HECKOJIbKUMH  HykJieosaMu. [ucronorndeckn AKKJI  Gblia
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Jlokanuzaums Yueno 60nbHbIX (N = 12)

abc. %
Koxa 2 16,6
Msrkne TkaHn 5 M7
Koctu ckeneta 5 M7

TpecTaBieHa TPeMs BapHaHTaMH: MeJIKOKIeTouHbli y 8 (70 %)
60/bHBIX (MpeobJaafani OIHOSICPHBIE KJICTKH HEOOJBIIOro
pasmepa C HenpaBHJIbLHBIMH OKPYIJIBIMH HJIH TTOJHMOPGHHLIMH
SIPaMH, KOHJIEHCUPOBAHHBIM XPOMATHHOM, HO BCTpeYasuCh
M JIMCKPETHO PACIOJIOKEHHbIE KPYIHbIE KJETKH CO CBETJ/IbIM
SAPOM U OOUJILHOM LIUTOMJIA3MOM ), TUM(POTUCTHOLUTAPHBIN Y 2
(15 %) nauueHToB (KJIETKH UMEJH OGHJILHYIO 303UHOPHIILHYIO
LMTONJIA3MY, SIIPO  OKPYIJIOe, PaCIOOKEHO 3IKCLUEHTPHUUHO,
Hapsyly C  OMNyXOJIEBHIMH  MPHUCYTCTBOBAIH B GOJIBLIOM
KOJIMUECTBE PEaKTHBHBIE KJIETKH, CPEJH KOTOPbIX OTMEUasiCh
KJETKH C MOP(OJIOTHel MI1a3MOLMTOUIHBIX THCTHOLMTOB) H
knaccuueckuii y 2 (15 %) GoMbHBIX (THIT OIyX0J1EBOTO pocTa
TU(QY3HBIA, KIETKH KpyMHble, pasHooOpasHble 10 (opMme:
60060BH/IHbIE, TOAKOBOOOpPA3Hble, MHOTOJOMACTHBIE; B YACTH
KJIETOK TPUCYTCTBOBAJIO HECKOJILKO HerNpaBHIbHOH (HOpMbI
silep € TOHKOJMCIEPCHBIM XPOMATHHOM W MHOKECTBEHHBLIMH
SUIPBILIKAMH; LIUTOTIa3Ma CBETJIast, BbIpaXKeHa yMePEHHO ).

[Tpu uMMyHOJIOTHYECKOM aHaJii3e OblJI0 BhISIBJIEHO, YTO Ha
kjeTkax onyxosu onpesensancs CD30, CD45. B 3 (25 %) cay-
yasix oTMeueHa skcrpeccrs T-kiaetounbix Mapkepos (CD3, CD5,
CD7). ALK-nosuruBHass AKKJI 6buia muarnoctupoBana y 9
(75 %) 60nbHbIX, ALK-HeratieHas — y 3 (25 %). B-knetounble
mapkepsl (CD19, CD20), a takxke rucruomutapheie (CD68,
CD163) na k/eTkax omyxosu He ormpenessiuch. [Ipomude-
paTHBHAsi AaKTHBHOCTb, aHaju3upyemasi no wmapkepy Ki-67,
cocraBssna 60—70 %.

KoHndeckue mposiieHdst NMepBHYHON 3KCTPAHOIALHOM
AKKJI nerckoro Bo3pacra npuseaeHsl B TabJ1. 3.

[Toparkenne KocTeil  ckejeta ObIO  MPEACTABJICHO
crieltnUuecKiMu HHUIBTPaTaMl B KOCTHOH TKaHHW TOJIEHH,
nseya, Gesipa, pebep. B ciydae BoBjieueHHs B OMyXoJieBblH
npotiecc Kocreil yepena y 2 GosbHBIX TeueHHe 3a60JeBaHHs
OblJI0O  UPEe3BbIYAHHO arpecCHBHbIM C TOpaXKEHHEM TKaHH
roJIOBHOTO MO3ra.

Kak npasuiio, npu skcrpanopanbioit AKKJI npoucxomuio
OJIHOBPEMEHHOE OMyX0JIeBO€ MOPa’KeHHE HECKOJIbKHX 06J1acTeil:
MSICKHX TKaHel, KOCTeH, KOXH M JIerKUX (2 ciydasi); rieBpbl,
JIETKHX M MATKHX TKaHell (1 cydait); pe6ep, mopazkeHne maeBphbl
1 MAITKUX TKaHeH (2 ciyvast). MsonnpoBannoe nopaxkeHue KoKu
6bIJI0 OTMEUEHO TOJIBKO B 2 C/Tydyasix ¥ OblJ yCTAaHOBJIEH AMAarHO3
nepBuuHoil KoxkHOH AKKJT.

CJiefloBate/ibHO, TIPH  9KCTPAHOJANBLHON  JIOKAJIU3aLHH
AKKJI HauGosiee 4acTo MPOUCXOAUT MOpPaxKeHHe MSTKHX
TKaHell M KocTeill ckejieta ¢ OBICTPBIM pacnpocTpaHeHHeM Ha
OKpYzKalollle BHyTPEHHHE OpraHbl.

Cpenn 60JIbHBIX, BKJIOUEHHBIX B Hallle HCCJel0BaHUE,
npeo6aananu nauuentsl ¢ I u IV cramusavmu — 8 (67 %)
u 3 (25%) nereit coorBerctBenHo. 1l cramus AKKJI
Gblia  auarHoctiposana y 1 (8 %) naumenta. Craaus
3aboJieBaHUs, TIOJMHAS WJIM YacTHYHAsT PE3CKIHsT OMyXOJiH,
a TakkKe MopaxkKeHHe KOXKH, JITKHX M KOCTEH OMpeiessiioT
nporHocTuyeckyio rpyrnmy pucka rnpu AKKJI. Cpennnii puck
Gbl1 yeranoseH B 9 (75 %) cayuasx, Boicokuit — B4 (33 %).
Bosbubix ¢ [ craamedt W cTaHgapTHOH TNPOTHOCTHUUYECKOH
rpynmnoi pucka He OblJ0.

Teparuss mo mnporpamme NHL-BFM95 nas AKKJI
nossoauna noayuuts BCB y 65,12 £ 13,67 % GoJbHBIX
(mennana Habumosnennst 154,13 + 12,05 wmec.) u oO6iiyio

KJIMHUYECKAS OHKOTEMATOJIOTMSA
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BLDKMBAaeMOCTh  y 87,24+ 14,71 %  Gonbhblx  (Menuana
HaomoneHus 143,26 £ 15,82 mec.). Ciemyet OTMETUTB, UTO 11O
HALLIMM M JIKTEPATYPHBIM JaHHbIM, 0OHapyxKeHHe T-KjeTouHbIX
MapKepoB 3HauuTe IbHO yxymuaer nportos npu AKKJI. BCB
B JaHHON rpymnne OOJBHLIX cocTaBjsgeT okojo 45 % [2]. B
HallleM MCCJIEIOBAHUM B TPOrpaMmy JieueHust Obljia BKJIOYeHa
L-acnaparunaza B jmosze 10 000 EJl/m? B/B KamejbHo B
Tevyenue | 4 B 6-1 IeHb KaxKa0ro 6J0Ka y NMALHEHTOB U3 TPYIITIbI
cpenHero pucka. ¥ GO0JIbHBIX H3 IPYMIlbl BBICOKOTO PHUCKA 1033
L-acnaparunasbl coctasisia 25 000 EJI/m2 Kpome toro,
B JI@aHHOH rpyrre GOJbHbIX MPOBOJAMJIACHL TOIEPKUBAIOLIAST
Tepanus BuHOacTHHOM 6 Mr/m2 B/B 1 pas B 3 Hex. Ha mpo-
TSDKEHUH T1oyroia. Jlannast Moandukaiys teparnum rnoBbichia
BCB 110 75 % (meauana na6monenust 78,09 = 9,15 mec.)

lepBuynas akcTpaHoganbHasa B-numehobnactHas numeghoma n3
KJNIeTOK-NpejLecTBeHHNY

B-JI6JI ¢ nepBuuHO 3KCTpaHOAAJBHOH JIOKaJU3alUek
otmeuena y 11 (24 %) nauuenTtos, cpeHuii Bo3pacT KOTOPBIX
coctaBu. 5,9 roa. Manbunkos 66110 7 (63,6 %), neBouek — 4
(36,4 %).

[Ipn uMTONOTHYECKOM MCC/IENOBAHWHM OMyXOJEBOH TKaHH
onpeaessiuch 6aCTHbIC KAETKH JUM(POUIHON MPUPOJBI, TIPe-
CTaBJIEHHBIC MOHOMOP(HON MOMyYJIIIHEH MEJKOTO U CPeIHEero
paaMepa, C LEHTPaTbHO WM SKCLEHTPHUUHO PACIOJIOKEHHBIMH
OKPYIJIBIMH JIMOO OBaJIbHLIMHU siipaMH, 6a30(pHUIbHOH LHUTO-
MJIa3MOH U HEXKHO-CeTYATHIM XPOMATHHOM Si[Pa, B 4aCTH KJIETOK
umeJsioch | —2 Hykseodibl (puc. 3).

[Ipn  THCTOJNIOTHYECKOM — HCCJIEIOBAHUH — MOPAXKEHHOTO
9KCTPaHOJAJIbHOTO ~ OpraHa oOTMeuyasjach [OoJIHasg — yTpaTa
HOpMaJIbHOH ~TKaHeBOH CTPYKTYpbl 3a cueT auddysHoro
pocTa MOHOMOP(HON TIOMyJSAIMH JHUM(pOUAHBIX OTYXOJEBBIX
KJIETOK CpEeIHEero pa3Mepa C KPYMHBIMH SIpaMH, B YacTH
KOTOPBIX BH3YaslH3MPOBAMNCh €IMHUUHBIE HYKJeoJbl. MMMmy-
HOJIOTHYECKHMI BapuaHT 3ab0JieBaHHsT OMPEIEscs CreKTPOM
9KCIIPECCHPYEMBIX OIMyXOJEBOH KJAETKOH aHTHreHoB. Tak, mpu
npo-B-Bapuanre kjetkn okagbiBauch CD19-mo3uTUBHBIMU
u HeratuBHbIMM o CD10 u Ig; npu npe-npe-B-Bapuante —
CDI10+, CDI19+, B mnogaessitoiieM OOJBbLUIMHCTBE CJydaeB
OTMevaJach MOJIOKUTEbHAS PeaKIUs Ha LIUTOIIa3MaTHIeCKHe
UMMYHOTJIOGYJIHHBI, T1pu nipe-B-Bapuante B-JI6JI — CD19+,
CD10+, CD20+/—, CD22+/—, clg+, pexe mMemOpaHHbBIE
MMMYHOTJIOGYJIHHBI.

[lepBuyHasi 3KcTpaHOAaJbHasi JIOKAIH3alUs JUM(OMBI
6bay 11 (24 %) neteil u xapakTepHaoBasach B GOJILIIMHCTBE
cnyuaeB (55,5 %) nopakeHHeM KocTell M MSAFKHX TKaHeil
(tabm. 4).

Y 3 neteil B omyxoJieBbli Mpolecce OblIO BOBJEUEHO JBe
9KCTPAHOJAIBHBIX 06JIACTH: KOCTH U MSITKHE TKaHU B 2 C/Iydasx,
IIUTOBKIHAS 2KeJie3a U MsArKue TKaHu B | ciyuae.

[To nmaHHbIM J1aGOPATOPHO-UHCTPYMEHTAIBLHBIX HCCJIE0-
pauuii B 5 (45%) ciydasx Oblia ycranobiena Il craaus
sa6osieanus U B 6 (55 %) — IlI cragus. Ipynne crangapTHoro
pUCKa He COOTBETCTBOBAJ HU OAWH GoJibHOH. [IpeoGramanu
nauuentsl co cpeanuM (10 Gosbnbix, 91 %) U BbICOKMM
(1 onbHoil, 9 %) puckom.

Ta6nuua 4. Jlokanv3aums aKCTpaHofasbHbIX NOPaXKeHWi y feTen
¢ B-numdpo6nacTtHbIM Neko3oM/NMMEOMON U3 NpeaLlecTBEHHUKOB B-kneTok

Jlokanusaums akcTpaHoAanbHOro Yucno 6onbHbIX (N = 11)

nopaxeHust a6c. %

Koctu 5 454
Msrkue TkaHu 4 36,4
Koxa 1 9.1
LLuToBMaHas Xenesa 1 9,1

www.medprint.ru

Juddepenunpopannas  mporpaMma TepanuM, YuHUTbl-
Batol1ast IPOTHOCTHUECKYHO TPYIIY PUCKA, T03BOJIMJIA MOJTYUHUTh
BCB y 80,85 + 12,37 % 6osbHblX (Meauana HaGJofeHus
161,98 + 13,01 mec.), 4To He OTIMUAETCS OT AHAJIOTHUHOTO
rokasaTeJisi B 'pyIire NalyueHToB ¢ HoaaabHbiMu HXJT.

lepBuy4Han akcTpaHoganbHas gughgpy3nasn B-kpynHokneToyHas
numghoma

[To sureparypubiM ganubiM, JIBKKJT — camast wacrast 9J1
y B3POCJIbIX, TOIJIa KaK B Halllel paGote oHa Obljla HATHOCTH-
poBaHa TOJILKO y 3 GOJIbHBIX, UYTO COCTAaBUJIO 6,7 % oT 0011ero
uncsa AJ1 reTckoro Bospacra.

Luronornueckas KapTHHa OMyXOJH OKasaJlach
pasHoo6pa3Hoil, B npenaparax rnpeob/anajid MHOrOYUCIEHHbIe
JUMQOUIHbIE  KJIETKH C  MEJIKOIMCIIEPCHOH  CTPYKTYpOi

XPOMATHHA, SIPOM Pa3iMuHON (GOopMbI (MIPABUJIBHON OKPYIJION,
OBaJIbHOM WJIM MHOTOJI0JIbYATON ), HECKOJIbKMMH HYKJIEOJIaMH.
[luToniasma oryxosieBbIX KJ€TOK Obl1a 6a3o(M/bHOM, Bbl-
paxkeHa yMepeHHo, B psijie clydaeB ¢ Bakyosuaauuei (puc. 4).
Muorpa B npenaparax BCTpeyasHCh KJETKH, HAaloOMHUHAIOLIHE
KJ1eTKH XO/LKKHHA ¢ KPYTHBIMH SAPBIIIKAMH.

[Tpu rucrosornueckoM HCCaeIOBAHUH TTOPAYKEHHOH TKaHH
obpatiani Ha ce6st BHUMaHHe AUQPQY3HBIH POCT JUM(OUTHOH
OMyXoJlH,  yTparta HOpPMAaJIBHOI THCTOAPXUTEKTOHUKH.
Berpeuanueh  MMTO3bl M MHOTOYHCJEHHBIE — Makpodaru.
MmmyHorHeToxuMuuecku omnyxoJsieBble KneTkn 6blin CD19+,
CD20+, CD10—/+, CD79a+, BCL-2—/+, IgM—; Ki-67 co-
crasasit 60—80 %.

B nepBom ciyuae nepsuuHasi skctpaHopasbHas JIBKKJI
Obl1a  TpejcTaBJeHa  JMCCEMHHMPOBAHHBIM  MOpPayKEHHEM
koctell ckesera (III cramus, 3-4 rpynna pucka) y mau@eHTKH
14 net. Beino Hauato seuenne no nporpamMme B-NHL-BFM95,
HO mocjie nepsoro Gsoka AA (nekcamerasoH, METOTpeKcarT,
uTapabuH, STOMO3WA M HcochaMia) OTMEUEHBl JTHTEbHAS
JUMHUHALIAS MeToTpeKcata (MoJHOe BbIBEACHHE Tpernapata
61710 TOCTHTHYTO Ha 132-M uace), mykosut IV crenenu. Ha 6-#
JIeHb rocJie OKoHuaHust 6Joka AA pa3BuIICs MHEJIOTOKCHUECKHTT
arpaHyJIolUTO3 U IPUCOEIMHUIIACK IBYCTOPOHHSISI HH2KHEI0/1eBast
nHeBMOHMs1. OC/I0KHEHHSs Teparik Obl/IH KyNHPOBaHbI, JiedeHHe
TMPOJIOJIKEHO MO POTpaMMe CO CHHKEHHEM JIO3bl METOTpeK aTa ¢
5000 10 1000 mr/m? u BKToueHneM B 6710k B putykcumata. He-
CMOTpS1 HA CHHXKEHHE MHTEHCHBHOCTH JIEUEHHS1, B TIOCJIEKYPCOBOH
MEepPHOIL  Pa3BWJIMCh  MHEJNOTOKCHUECKHMI  arpaHyJoLHTO3,
aHEMHMYECKHH CHHIPOM, TPOMOOLMTOMEHHS, YTO MoTpe6GoBaJso
MPOBE/ICHHST 3aMECTHUTEJILHOK Teparin PUTPOLUTHON Macco
U TPOMOOKOHLEHTPATOM. JIJIMTEJbHOCTb MHEJOTOKCHYECKOro
arpanyJolnTo3a cocraBuiaa 12 guefi. Bo Bpems amnsasuu
KPOBETBOPEHHS] BHOBb PA3BHJACh JBYCTOPOHHSIS MHEBMOHMS
M KJIHHMYecKasi KapTHHA CEMTHYECKOTOo 1I0Ka (TreKTHyeckast
JUXOpajKa, TaXuKapaus W apTepuHasbHasl TUIOTEH3US).
AurtnbakrepuanbHas — Tepanusi  THEHAMOM,  JIHHE30JIHJIOM,
NPOTHBOrPHOKOBAst Teparust BOPHKOHA30JI0M M 3aMeCTHTeJIbHAs!
Tepanusl MO3BOJWJM  KyNHPOBaTh JIaHHblE — OCJIOXKHEHHSI.
YuuTbIBast pa3BUTHE KpaiHe TsiKeJblx ocsoxkHeHui nocie TTXT,
JlasibHellee edenne Bkitovasno 4 kypea I IXT u 6b110 poBeieHO
no cxeme CHOP (umkmocpocdamuz, BAHKPUCTHH, J0OKCOPYOUIIMH
¥ TIPEIHU30JI0H ) ¢ puTyKcHMaboM. [Tpu KonTposibHoM o6creno-
BaHuH 1o iaHHbIM MPT oTMedeHa BbIpakeHHast TOJI0KUTEIbHAS
JMHAMHKA B BHJIE 3HAUMTENBHON perpeccHn o4aroB KOCTHOM Jie-
CTPYKLMH. BblIO pellieHo mpoBecTH MojiepKuBatollee JeueHne
puTyKcuMatom B j03e 375 mr/m%/mec. B Teuenue nosyroaa. K
MOMEHTY OKOHYAHHS MOJIEPIKUBAIOILETO JICYEHHS 10 TaHHBIM
MPT ormeueno nanbHefilliee yMeHblleHHE 04aroB KOCTHOH Jie-
CTPYKLMH. 3a MalMeHTKOH BeleTcst MHaMuueckoe HabJlloieHHe
(32 mec.), B TeueHue KoToporo npuaHakon nporpeccun JBKKJI
He BBISIBJICHO.
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T.T. Banues u pp.

Puc. 2. Lwurtonormyeckas KapTvHa MEpBUYHON  IKCTPAHOAANbHOW
aHannacTn4yecKon KpynHOKNeTo4Hou numdoMbl. Okpacka no PomaHoBCKO-
My—Ilum3se, x1000

Puc. 3. Lutonornyeckas KapTvHa MEpPBUYHON  SKCTpaHOAANbHOM
B-numdobnacTtHon numdpomel. Okpacka no PomaHoBckomy—Ium3e, X 1000

Puc. 4. Lintonornyeckas kaptuHa nepBUYHON aKcTpaHopansHou [BKKII.
Okpacka no PomaHoBckoMy—I1m3e, x 1000

Puc. 6. Tn6pugmnsaums PNA in situ (onyxonesble knetkv EBER+)

Y Broporo mnauuenta B Bospacte 10 Jjer Obuia
JIMarHOCTHPOBaHa JIBKKJT xenynka, Il cramgusi, 3-s1
rpynna pucka. Jledenne no mnporpamme B-NHL-BFM95
C  puTyKCcMMaOoM  I[pUBEJO K  [PaKTHYECKM  I[10JIHOH
perpeccuu OIyXOJIM, HO TpPU MPOBEIEHUH KOHTPOJBHOH
(hr6po330tharoracTpoLyoeHOCKONMH  OblI0  0GHAPYKEHO
S1I3B€HHO-MH(UJIBTPATHBHOE H3MEHEHHE CJIM3HUCTOH 06O0JIOUKH
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Puc. 5. uctonornyeckas kaptuHa akcTpaHopanbHout NK/T-knetouHon
NMOMbI HasanbHoro Tuna. Okpacka reMaToKCUIIMHOM 1 303MHOM, X40

JKeJTynKa 1o 2 cM B ainametpe. [1pu 6Guoricuu si3BeHHOTO nedeKTa
U TMOCJIeyIOEM THCTOJIOTHYECKOM HCCJIEIOBAHUM JIAHHBIX 3a
HXJI nosydeno He Obl10, 4YTO MO3BOJIMJIO KOHCTAaTUPOBATh
MOJTHYI0 PEMUCCHIO, KOTOpast TIPOJI0JKAeTCs B TeueHHe 7 Mec.

B Tpertbem cayuae pebenky 10 ser 6bl1 ycTaHOBJEH
nuarno3d JIBKKJI npasoro sunuka, Il cragus, 3-1 rpynna pucka.
[TpoBenenune 5 6sokoB [1XT, mpemycMoTpeHHBIX TPOrpaMMon
B-NHL-BFM95, npusesio k nosiHoit pemuccuu. MHrepecHo oT-
MEeTHTb, 4TO Y B3POCJIbIX O0JIbHBIX TePBUUHBIC IKCTPAHOAMbHBIE
JBKKJI sinuka manouyserButesbHbl K [IXT no ecxeme CHOP u
momuuupoBantoi nporpamme NHL-BFM90, uacro passusa-
totest peunanbbl ¢ nopaxenuem LIHC, B To Bpemsi Kak B Halliem
ciiyyae Gblia TOJIydeHa IMOJHAs PeMUCCHsT 3a6oJieBaHusl, Tpo-
JoJpkatolasicst yxke 6osiee 123 mec., 4To M03BOJISIET TOBOPHTD
0 BBI3IOPOBJIeHNH natenTa. CienyeT nmosarath, YTO BO3MOXK-
HocTb npoesienust Tepanuu npu JIBKKJI suuka B 1eTckom Bo3-
pacte 1o npotokosy B-NHL-BFM95, BkiiouatomiemMy BbICOKHE
10361 MeToTpekcata (5000 mr/m?) u uurapatuna (3000 mr/m2),
CMOCOOCTBYET YyUIIEHHIO PE3yIbTaTOB JeUCHHUS.

Cpenu GoJsibHbIX mepBUuHON IJI, BKIIIOYEHHLIX B Hallle
nccnesioBanme, B 1 ciydae 6bl1 AMarHOCTHPOBAH KpalHe PeiKHit
papuant NK-kietounoi sumdomsl — sxerpanoganshas NK/T-
KJIeTouHast Jumdpoma opOHMTHI HazajbHOro THna. [lauuenr,
13 Jiet, oOGpaTuiics ¢ kajno6aMi Ha CHUXKEHHE 3PEHHs PaBOro
riaza u sxk3odranbM. [lo nanHeiM pentrenosioruueckoil KT B
peTpobyJbGapHOM POCTPAHCTBE MPABOK OPOHUTHI ONPEIeIsAIaCh
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MSATKOTKAHHAs OIyX0Jlb, CMELIAIOLLIAs [VIa3Hoe 10J10KO KIlepeiu
1 BHH3. OmyxoJ/ib 3aHMMaJia MBILLICYHYIO BOPOHKY M JOCTHraja
OTBEPCTHSI 3PUTEJILHOTO HEPBA, BEPXHEH U HIXKHEH NIa3HUYHbBIX
utesieil 6e3 MPU3HAKOB PaclpOCTPaHEHHs OMyXOJH B 110JIOCTb
yepena. [Ipu  peHTreHOJOTMYECKOM M YJILTPa3BYKOBOM
MCCJIC/IOBAHUH [TPU3HAKOB [OPAaXKEHUs1 OPraHoOB CPeOCTEeHHUS,
OPIOLIHON TOJIOCTH, MeprdepHuecKix JUM(Oy3J/I0B OTMEUEHO
He ObLIO.

[To naHHBIM pajHOHYKJIMAHOTO HccaeloBaHus ¢ Ga
OTMevaJIoCh MOBBILIIEHHOE HAKOTIIeHHe pafrodapMipenapara B
BEPXHEM M HU2KHEHAPYKHOM OT/EJ1ax paBoil OpOUTHI.

[Ipu rucronorudeckoil olieHKe HOBOOOGPA30BAHUST OPOUTHI
obpamano Ha ce0si BHUMaHME TIPUCYTCTBHE (PUOPO3HOH
COEIMHUTENLHON TKaHH C aHPHOMATO30M, pa3dpacraHueM JuMdo-
WIHBIX KJIETOK MEJIKOTO U CPEIHEro paamepa ¢ HelmpaBU/IbHBIMU
OKPYTJIBIMH siIpaMH, TOHKOJMCIEPCHOH CTPYKTYpOi XpOMaTHHA,
BBICOKMM  SIepPHO-LUTOMJIA3MATHYCCKUM ~ COOTHOLLIEHHEM.
SIApBILIKY HEPA3/HUHMbL. BHIHBI (UTYpbl MHTO3a B yMEPEHHOM
KoJinyecTBe. B npejesiax HeOOJbLIOrO Kycouka TKaHH UMeIoTCs

MopdoJiornieckue  TMPHU3HAKK  aHTHOLIEHTPHUECKOrO  pocTa
OMyXoJiH (pHC. ).
O6pataior Ha cebs BHUMaHHe HEKpO3bl,

AHTHOLEHTPUUECKUH XapakTep pocTa JHUM(pOHAHON OIMyXoJH.
[Ipy  UMMYHOTHCTOXMMHYECKOM  HCCJEIOBAHMH  KJIETKH
onyxoJjieBoro uHuiabTpata 3kcrnpeccuposasn CD5H6, CD2+,
TIA-1+. Meronom rubpummsaunn PNA (peptide nucleic acid)
in situ 6bl1 obHapy:keH mapkep EBER (puc. 6). C npyrumu
AHTUIeHaMH peakuus Obljla OTPULLATENLHOH.

Takum o6pa30M, Ha OCHOBaHHH KJIMHHYECKHX,
I/IMMyHOMOpCbOJIOI‘I/I'{eCKI/IX U HUHCTPYMEHTAJIbHbBIX  METOJ0B
HcceeJ0BaHusA pe6eHKy OblJ1 YCTaHOBJIEH JIMArHO3:

skeTpanofaibias NK/T-mumboma npaBoii opoHTE, Hasa bHbII
tan, [ cramusi. TlpoBemeno Jeuenne 1o npotokosy ALL
[IC-BFM2002, mocsie KOTOpPOro oOrnpeiessieTcsi 0CTaTouHOe
oOpasoBanue mpaBoil opOuThl o6bemoM | cm®. Pasmep maH-
HOro o6pa3oBanyst He MeHsieTcs B TeueHne 92 mec., BO BpeMms
KOTOPBIX 3@ MALMEHTOM TPOBOAUTCS JHHAMHUYECKOoe HabJIio-
JIeHHE, YTO MO3BOJISIET TOBOPUTD O MPOAOJIKAIOLIEHCS PEMUCCHH
skeTpaHofabholl NK/T-k1eTounoil  uMpoMbl  Ha3albHOro
THIIA.

Takum o6pazom, B geTckom Bospacte IJI Berpeuatores
OTHOCHMTEJLHO peako W cocTaBisiioT 14 % or  obuiero
kosuectBa caydaeB HXJI, uto mMoxeT OblTb 00YyCJOBJEHO
npeobafaHieM y JeTell arpecCHBHBIX U BBICOKOArPECCHBHBIX
HXJI, n1s KoTopblIx XapakTepHa OblCTpasi JUCCEMHHALMs |
BbICOKAsT POJIH(pepaTHBHAS aKTHBHOCTD. JlaHHbBIe 0COOEHHOCTH
6uosiornu HXJI nenaoT HeBO3MOXKHBIM ONpe/ieieHUe ePBHYHOH
JIOKaJIM3alUK JIMMOMbI Ha MOMEHT JIHarHOCTHKH 3a060Js1eBaHUsI
M 0ODBSICHSIOT BBICOKYIO 4acTOTy MO3JHHMX CTaJHi H BbICOKMX
nporHoctuueckux rpynn pucka npu HXJI y nereit. Cpenu
MMMYyHOMOPOJIOrHUeCcKUX BapuantoB JJI npeobaanaer JIb,
AKKJIL, pexxe — B-JI6J1 u JIBKKJI. MluTepecHo 0TMeTHTD, UTO
npu T-aumdobaactHoll TUM(OMe U3 KIETOK-MPEAIIeCTBEHHHL]
B HallIeM HCC/IEI0BAHNH He ObIIO HU OIHOTO CJ1ydast epBHYHOTrO
MopaykeHHusl SKCTpaHojasbHOro opraHa. HauGosee uacras
JloKanu3auust mepsuunbeix AJ1 y getell — KOCTH, MSAITKHE TKaHH
M KHILIEYHHUK, B OTJIMUME OT B3POCJBIX OOJMBHBIX, Y KOTOPLIX B
GOJILILIMHCTBE CJIy4aeB OTMeUeHa TMepBUYHAS SKCTPaHOAANbHAS
JIBKKJT xkenynka.

Pesynbratsl nedenust nepBUUHbIX DJI B3POCBIX XyxKe, 4eM
HonasbHbIX BapuantoB HXJI [15]. Briiouenne putykcumaba B
cxemy CHOP u npoBesienne 1pyrux aHTpaUMKIAMHCOIE PAKALLIMX
kypcoB [IXT He ysyulnaloT moxasareseil BbDKHBAEMOCTH [7,
16]. B namem Hccne0BaHHM Mbl He OOHAPYXKHJIM Pas/IMuHil
B pe3ysbTatax Tepanuu TepPBUYHBIX 3KCTPAHOLANBHBIX U
Homa bHbIX HXJI, uTo MoxKeT 6bITh 06YCNOBIEHO MPOBEAEHHEM
u3HavyasbHo  uHTeHcupuuupoBannoi [IXT, yuuTbiBalolleh
MMMYHOMOP(OJIOTHUECKHIT BapHaHT 3aboJieBaHUs il
MPOTHOCTHUECKYIO TPYIITy PHCKA.

PasznooGpasnble  KJIMHUYECKHE TPOSIBJCHHUS],  TO3MHSIS
JMarHoCTHKa 3acTaB/siioT oOpaTHTh BHUMaHWe Bpavell Ha
JIAHHYIO TeTepPOreHHyl0 Tpynmy JUMGOM M TpH MOA03PEHHH
Ha  OMyXoJM  pa3MuHOM  JIOKaJM3alUWM  BKJIOYAaTh B
uddepeHnanbHO-AMarHOCTHYeCKUE  psift  repBUuHble  DJI.
Buoncuio  omyxosieBoro 06pa3oBaHdsl CAEIyeT BbIMOJHSITH
B YCJOBMSIX  CMELHAIH3UPOBAHHOH  KJIMHHKH,  UYTOOBI
HarnpaBUTb MaTepHas Ha LMUTOJOTHYECKOE, THCTOJOrHYeCKOe,
MMMYHOTHCTOXHMHYECKOE U (110 MOKa3aHUSIM ) LUTOTeHETHYECKOe
uceneoBanus.  JI1d  CBOeBpeMEHHOro W MPaBHJILHOTO
YCTaHOBJIEHHS] IHarHo3a Heo6X0MMO aHaJIH3MPOBATh LLIMPOKYIO
naHesb JudQepeHIpOBOUHBIX aHTHIEHOB, MPOBECTH TOJHOE
MHCTPYMEHTANBbHOE HCC/IEN0BAHNE C 1EJIbI0 OMPEIeTHTh 06beM
¥ pacnpocTpaHeHHOCTb OMyX0JEBOro MOpaXKeHHsI.
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