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Jumehoma Xooxckura (JIX) omauuaemes om anansacmuueckoil KpynHokaemoyroil aumgpomot (AKKII), «xo0xuckunono0oornozo» eapuarnma, 60abuum
npedcmasumensCmeom Ha4anbHulx cmaouil 3aoneeanus (46%), nopaxcenuem meduacmunanrvHsix aumgpamuyeckux y3106 (69%), omcymemeuem mse-
KOMKAHbIX KOMNOHEHMO08, MAAbIM HUCAOM CAYHAEE C 806AeHeHUeM 8 npoyecc boaee 00H020 IKcmpanodanshoeo opeana (15%); omcymemeuem ALK-6en-
ka (100%) u B-ummynogpenomunom (PAX 5+) onyxonesvix kaemok. Mopghorocuneckue ocobeHHOCMU: 8bIPANCEHHAS NUPOHUHODUAUS UUMONAAZMbL NPU
okpacke no bpoue 6 onyxonegovix knemrkax npu cucmemnoii AKKJI T-/0-penomuna, umo pedko nabarodaemes npu JIX; Kpynhvie onyxonesvle Kaemku
npu cucmemnoit AKKJI T-/0-penomuna umerom noaumopgHoie 10pa ¢ MeaKumu A0pbluKamu no CpagHeHuio ¢ 6oaee oKpy2abiMu KAemKkamil ¢ KpyRHbl-
Mu sAopslwkamu npu JIX; 6HympucuHycHoLil xapakmep pocma, Habaooaemblii houmu 6 noaosute cayuaes npu cucmemuoit AKKJI T-/0-¢penomuna, ne
scmpeuaemcs npu JIX; pubpo3 é onyxoneeoii mkaru 6 eduHuuHbIX Habawdenusx npu cucmemuoil AKKJI T-/0-penomuna, ¢ mo epems kak npu JIX epy-
Oblil hubpPO3 U CKAEPO3 KANCYAbL — YACHbLI MOPPON0UMECKUT NPUHAK.

Karoueevte caosa: anansacmuyeckas KpynHokasemounas aumpoma, aumpoma Xooxckuna, ouaznocmuueckue Kpumepuu, UMmyHogpenomunueckue
ocobernocmU, KAUHUYECKOe meverue, npo2HOCMU1eckue 2pynnbl
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Hodgkin lymphoma differs from anaplastic largecell lymphoma (ALCL) («Hodgkin-like» variant) by more frequent early stage diseases revealing (46%),
mediastinal lymph nodes involvement (69%), sofitissue components absence, small number of cases with more than one extranodal organ involvement
(15%), ALK-protein absence (100%) and tumor cell B-immunophenotype (PAX 5+). Morphological features: the expressed pironinophilia in tumor cells
cytoplasm by Broshe staining in systemic ALCL (T-/0 phenotype), that is rare observed in Hodgkin lymphoma;, large tumor cells in systemic ALCL (_-/0
phenotype) have more polymorphic nucleuses with small nucleoluses in comparison with more spherical cells with large nucleoluses in Hodgkin lymphona;
intrasinus growth observed almost in a half of cases in systemic ALCL (T-/0 phenotype) does not revealed in Hodgkin lymphoma; tumor tissue fibrosis is
a rare observation in systemic ALCL (T-/0 phenotype), while fibrosis and capsule sclerosis are frequent morphological signs in Hodgkin lymphoma.

Bsepenne

PazButre MoJeKysIsipHOI OMOJOTUM M UMMYHO-
JIOTUYECKUX METOMOB MCCIIEIOBAHUS IPEIOCTABISIET
0OJIBIIIME BO3MOXKXHOCTH JIsI PACIIMPEHUST TIPEACTaBIIE -
HUI O IPUPOJIE PATUIHBIX TUM@OTpoIudepaTUBHBIX
3aboneBaHuii. PyHIaMEHTaJIbHBIE MCCIEI0BaHUS U
BHEIpeHNE B KIMHUYECKYIO MPAKTUKY COBPEMEHHBIX
METOJIOB JIUArHOCTMKM CTaBUT Iepel COBPEeMEHHOM
HayKoil 3a1aun (hOpMUPOBaHUSI HOBBIX aJITOPUTMOB U
JIMarHOCTUYECKUX KPUTEPUEB, MO3BOJISIONINX TO-HO-
BOMY OCMBICJIUTb M YTOUHUTH KIMHUKO-MOPMOIOTH-
YeCcKMe 0COOEHHOCTH pa3IMYHbBIX OITyX0JIeit tumdon-
HOTO THUCTOTE€He3a. AKTYaJbHOCTb 3TOW IPOOJIeMbI
00DBSICHSIETCSI pa3HOOOpa3ueM KJIMHUYECKUX MPOsIBiIe-
HUI 1 MOP(POMMMYHOJIOTUIECKHMX XapaKTEPUCTUK 0O0-
Jie3Heil. M3ydyeHune reTeporeHHOi HO30JI0rMYecKoi
(bopMBI aHaIIACTUYECKON KPYITHOKJIETOUHOM JTMMbO-
Mbl — AKKIJI T-dbenoTtumna, gexaiieii B OCHOBE Hallle-
IO MCCJIeNOBaHUsI, BBISIBWIO PSIl JUAarHOCTUYECKUX
npobjeM. Mopdosiornueckoe U, HEPEIKO, UMMYHODe-
HOTUITMYECKOE CXOACTBO 3aTpymHseT auddepeHIu-
anpHyto auarHoctuky AKKJI T-denotuna u aumdbo-

Mbl XomxkkuHa (JIX). Hanbosiee yacto co3maet Tpya-
HOCTHU TIpM TIOCTAaHOBKE JAMArHo3a BapuaHT HOMYJISIP-
Horo ckiepo3a Il nuronornueckoro Tumna (NS I1) JIX ¢
CUHIIUTUATLHBIM TUIIOM POCTa. DTO OOBSICHSIETCS Ha-
JIMYMEM aTUTIMYHBIX OITyXOJIEBBIX KJIETOK, MHOTIA 00-
pa3yolMx MIMPOKNE OIYXOJIEBbIE TIACThl (CUHIIUTH -
MOAOOHBIN POCT), B TO BpEMS KaK OOHapyXeHue KJiac-
cuyeckux kiaetok XomxkkuHa u Pug — ItepH6epra 3a-
TpyAaHUTeabHO. UMMyHO(DEHOTUTMPOBAHUE OITyXOJIe-
BbIX KJIeTOK Tipu JIX He Bcerna jaeT oJHO3HAYHBIN OT-
BeT. DKcrnipeccust aHtureHa CDI15 sgpasieTcst crieum-
(buaHoOi1, HO MayleKo He BO BCEX CITydasiX MOJIOKUTEIb-
HOI (IO JAHHBIM HEKOTOPBIX MCTOYHUKOB — 10 86%
ciydyaeB) [1]. Takum obpa3zomM, HecTaHAAPTHbIE UMMY-
HOJIOTMYECKNE OCOOEHHOCTH, B YACTHOCTH, OTCYTCT-
Bue akcrnpeccun CDI15 mapkepa, a Takxke Hajluuue
aTUITMYHBIX OIYXO0JIEBbIX KJAeTOK JIX, co31at0T TpyaHO-
ctu B quddepeHimanpaoil nuarnoctuke ¢ AKKIL.
Ciyyan ¢ onmucaHHOU Mopdosiorrueil T0BOJIbHO
4acTo 0003HAYAIOTCS KaK <«XOIKKWHOIOMOOHBIN» Ba-
puanT AKKIJI 1 BbiIeeHbl B KAYECTBE CaMOCTOSITE/b-
Horo BapuaHTa B REAL-xnaccudukauunu (1994 r.) [2].
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Nx cnenyetr nuarHoctupoBath Kak AKKJI Tonbko 1160
MPU HAIMYUU BbIpaxkeHHOCTH 3Kcrpeccun ALK-6enka
B OIYXOJIEBBIX KJIETKAX, JUOO MPU UCKIIOYEHUU Ux B-
KJIETOYHOI MPUPOJbI, TaK KaK B HACTOSIIIEE BPEMSI yC-
TaHOBJICHO, UTO OOJIbILIAsI YACTh TaK Ha3biBaeMbIX ALK -
HEraTUBHBIX «XOKKUHOMOoA00HbIX» AKKIJI saBisitorcs
JIX ¢ 0OMIBbHBIM YMCIOM OITyXOJIEBBIX KJIETOK [3, 4].

«XomkkruHononoOHbl» BapuaHT AKKIJI yvarie
BCTPEYAETCs Y JIUIL MOJIOJIOTO BO3pacTa v, B OTJIMYUE OT
ALK-1nio3utuBHBIX ciyyaeB cucteMHbIXx AKKJI, numeer
psii KIMHUYECKUX OCOOEHHOCTE: 9TO, KaK IpaBuIo,
paHHMe ctanuu 3aboseBaHus — ctaaus 1A u B 60%
HAOMIOAEHUI — BOBJIEYEHHOCTh MEIWACTUHATbHBIX
JumpaTtnyeckux y3inoB (JIY). DTu kimHudeckue pe-
3yJlbTaThl U OTCYTCTBUE 3Kcnpeccun ALK-6enka (60-
nee yeM B 85%) HaloT BO3MOXHOCTH IIPEIIIONIOXUTD,
YTO OOJIBIIIMHCTBO paHee KIacCU(bUIUPOBAHHBIX KaK
«XOIXKUHOMOA00HbIN» BapuaHT AKKJI-ciyyaeB sB-
JisttoTes (hopMoii arpeccuBHO TpoTeKatomeid JIX.

Lienb nccneposaxus

C y4eToM TaHHBIX 00 UMMYHOMOP(DOJOTUYECKON
MPUPOJIE OMYXOJIEBBIX KJIIETOK U KIIMHUYECKOM TEYCHUN
3a00J1€BaHUST OMPEAEIUTh BO3MOXHbBIE AuddepeHn-
anpHO-nuarHoctnyeckue kpurepuu AKKIT u JIX.

Marepuanbl H MeTofbl

B uccnenoBaHue BKIIOYEHBI 55 MALIMEHTOB C Mep-
BUUHBbIM auarHozoM AKKIJI. OnbIT AMarHOCTUKU
AKKIJI T-deHotuna odycaoBWI HEOOXOOAUMOCTb pac-
IIUPEHUS] OTUATHOCTUYECKOW TMaHenau y 13 OOJbHBIX,
KOTOpBIE XapaKTEepU30BAIUCH MOP(POIOTUIECKUM
CXOJICTBOM C <«XOXKKWHOTIOZOOHBIM» BapUaHTOM.
ITpoBeneHre TOMOJHUTEIBHBIX UMMYHOTUCTOXUMUYE-
CKUX HCCJIEIOBAHU OMONTATOB MopaxeHHbIX JIY non-
TBEPAUJIO, UTO BCE OTU ciiy4yau siBisitores JIX, u mo3Bo-
JIWJIO BBIICTUTh OTJIMYUTEIbHBIE MOP(OJIOTUYECKUE U
UMMyHosiornyeckue nuddepeHunaibHble MPU3HAKKU
JTAaHHBIX HO30JIOTUYECKUX (POPM.

s BbISIBJIEHUSI KIMHUYECKUX OCOOEHHOCTE! Te-
yeHus 3abosieBaHus y 00bHbIX JIX 1 onpeaeneHus 1u-
ArHOCTUYECKUX KpuTepueB auddepeHInaIbHON auar-
Hoctuku ¢ AKKJI Mbl TpoBeiv CpaBHUTEbHbBIN aHATTU3
KJIMHUYECKUX JAHHBIX B 3 rpymmax: OOJbHbIE C TMOMI-
TBEPXKIEHHBIM quarHo3zoM ALK-no3utuBHoi (n=23) u
ALK-nerarusHoii (n=19) AKKJI T-dbenotuna, Hab10-
nasmuecst B 'Y POHL um. H.H. broxuna PAMH B
nepuof ¢ 1997 no 2007 ., u 13 nau¥eHTOB C BbIIEIEH-
Hoil Hamu JIX, mopdosornuecku cxoxeit ¢ ALK-Hera-
TUBHOH «xomKkKuHononooHoi» AKKII (cM. Tabauity).

Pe3ynbratbl

Mop@donornyecku s BapuaHTa HOIYJISIPHOTO
ckiiepo3a JIX ¢ CHHIIMTUATBHBIM TUTIOM POCTa ObLT Xapa-
KTepEH KOMITAKTHBI POCT KPYITHBIX OITyXOJIEBBIX KJle-
TOK, KOTOpbIE TECHO TIpWIeXaiu Apyr K Apyry. Bo Bcex
HAOJIONEHUSIX BCTPEYAIOCh pa3pacTaHue rpyoo- U TOH-
KOBOJIOKHUCTBIX (DMOPO3HBIX TsiKel. Cpeny TMarHoCcTu-
yeckux Kietok Pun—IllteitnGepra u XomKkrHa, a Tak-
K€ TUTAHTCKUX MHOTOSIAEPHBIX KJIETOK CO CTPYKTYpOW

sITpa TUTIA «MOPYJTBI», «BEHKa», «TaHTeJIN» MOXHO ObLTO
BCTPETUTH KPYITHbIE aTUITMYHBIE OIMYXOJIeBbIE KIETKH C
OITHUM SIAPOM. Slapa mpenMyIecTBeHHO ObITM KPYITHBI-
MU OKPYIJIO-OBATbHOU U monumopdHoit (opmbl. An-
PBILIKA — B OOJILIIIMHCTBE CBOEM KpYITHbIE (puc. 1, a).

O00IOK HUTOIIa3Mbl OIMYXOJEBBIX KJIETOK OBLI
mmpokuM. [Ipu okpacke 1o Bpaiire rutoruiazma ory-
XOJIEBBIX KJIETOK B OOJIBIITMHCTBE CITy9aeB HE OKpaIu-
Basiach nupoHuHoM. Karmcyna JIY Oblna yrosuieHa u
CKJIEPO3MpPOBaHa.

MMMyHOJIOTUYECKHM OITyXOJIeBbIe KJIETKU 2KC-
npeccupoBain CD30 Bo Bcex ciydasix, a 9KCIpeccust
CD15-anturena nmesna Mecto B 9 (69%) us 13 Habo-
neHwuii (puc. 1, 6). JIjist TOro 4To0Obl yCTAaHOBUTH B-Kite-
TOYHYIO MPUPOIY OMYXOJIU C LieJIblo nuddepeHurnanumu
JIX u AKKJI T-dbenoturma, npexzae BCero B TeX HabJt0-
JIEHUsIX, Thae He BblsgBieHa akcrnpeccus CDI15S (n=4),
Mbl HCIOJb30BaJiM aHTUTeNda K aHTureHy PAXS
(BSAP)- B-tpanckpunumoHHOMY (HaKTOpY, y4aCTBYIO-
eMy B PETYJISIIIMU TeHOB, BOBJIIEYCHHBIX B B-KireTou-
Hyto nuddepeHnpoBKy. Bo Bcex 3TUX HaOIIOAEHUSIX
OITyXOJIeBble KJIETKM 3KcrpeccupoBaiu PAXS, yto
MOATBEPXIAIO MX B-KJIETOUHYIO TIPUPOMY U, TaKUM
o6pazoM, uckimovano u3 kareropuu AKKII T-deHo-
tuna (puc. 1, 8). Y Bcex 4 nauneHTtos ¢ JIX ormedeHa
HeraTuBHas peakius Ha Hanune ALK-6enka.

AHaM3Upysd BBIIEICHHYI0O Hamuy rpynmy u3 13
60J1bHBIX JIX (6 MYXKUMH U 7 KEHIIUH), CJIEAYET OTME-
TUTh, YTO CPEIHUI BO3PACT MALlMEHTOB COCTaBWI 33
(ot 16 go 71) roma, MmeauaHa 27 JieT, TOJIBKO 2 TALIUEH-
Ta 6pun ctapure S50 et (puc. 2). Knuanuecku ALK-
nosutuBHas cucremHass AKKJI Bo3Hukana y OoJjee
MOJIOJBIX MAllMEHTOB, CpeaHUt Bo3pacT coctaBui 30,8
roja, TojabKo 1 6osbHOM ObL1 cTapie 60 jetr. CooTHO-
IIEHNWE BCTPEYaeMOCTH 3a00JIEBAHUS Y MY>KUMH U KEeH-
IIMH CMEIIEHO B CTOPOHY SIBHOTO TIPEBAJIMPOBAHUS
JIII 3KeHCcKoro moja (1/2,3), omHaKo BO BTOPOM—Tpe-
ThEM JECSITUICTUM BTO COOTHOIICHWE MEHSETCS Ha
npotuBonoyioxkHoe. Ipynma ALK-HeratuBHbBIX Maiu-
eHtoB ¢ AKKIJI xapakrepuzoBaiach 0ojiee TMO3THUM
CPOKOM BO3HMKHOBEHUsI 3a00JIeBaHUS TI0 CPAaBHEHUIO
C TIEPBBIMU 2 TPYNIIaMM, CPEIHUN BO3PACT OOJBHBIX
cocrasun 41 roa, 16% (a npu JIX — 14%) nauueHTOB
ObL1u crapiie 60 jeT. 3aUKCUPOBAHO SIBHOE MIpeodJia-
JIaHWe 3a00J1eBaeMOCTH Y MYKIuH (2,2/1).

KiuHnueckue xapakTepuCTUKY TIPEICTaBICHBI B
Tabnule.

XapakTepHbIM KJIMHUYECKUM mposiBaeHueMm JIX
ObL1a tuMmdbaaeHonaTust, ormevasiiascs y 100% 6oib-
HbBIX. Y 6 (46%) 4e0oBeK OHA HOCKJIA U30JMPOBAHHbIIA
XapakTep: B 2 cJIydasiX UMeJI0 MECTO M30JIMPOBaHHOE
nopaxeHue JIY cpenocTeHuss — ¢ MaCCUBHBIM OITyXO-
JIEBBIM KOMITOHEHTOM (MeIUacTUHAIbHO-TOPaKaJb-
=l naIeKc — MTU >1/3 — bulky); mo 1 HaGIIOIEHUIO
MU30JIMPOBAHHOTO BOBJIEYEHUS] BHYTPUOPIOTITMHHBIX
JIY (MakcuManbHBIN pa3Mep OMyXOJIeBOW MaccChl Mpe-
Boian 10 cM — bulky) v reHepanu3oBaHHON TuMdae-
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Karunuueckas Xapakmepucmuka nayueHmoae

AHamM3upyeMblil IPU3HAK

O6111e€ YMCI0 OOJBHBIX
CoortHoureHue M/2K

CpeaHuii BO3pacT, roabl
<60
>60

Jlokanu3zarus NOopa’XC€HKA HAa MOMEHT IMMOCTaHOBKU JTMarHo3a:
M30JIMpOBaHHasA JII/IM(I)aI[CHOHaTI/IH
M30JIMPOBAHHOE 3KTPAHOAAaIbHOEC
TE€HEPAJIN30BaHHOE

JlumbaneHonaTus:
JIY Bbl1ie aruacdparMbl
nepudepuyeckue JIY HuxXe nruadparmbl

JIY cpenoctenust
3a0prolHHbIe JIY
reHepaIn30BaHHOE NopaxeHue JIY

SKCTpaHOIIaJ'[I)Hble TIOpaXXKEHU:
MATKUE TKaHU
KOCTHU
JICTKUE
KozKa
CCJIC3CHKa

BogsneueHue >1 sKkcTpaHOAATbHOM 30HbI
TTopaxeHue KOCTHOrO MO3ra

Cranus:
I
11
111
v

Craryc no mikaie ECOG:
0-1
2—4

Yposens JIAT
Hopma
Bbl111e HOpMbI

TTporHocTnyeckue rpyIrbl:
GnaronpusiTHas (HU3KWIl U HU3KUI/TIPOMEXYTOIHBIN PUCK)
MPOMEXYTOUYHAsH (MPOMEKYTOUHBII/BbICOKMIT PUCK)
HeOIaronpusiTHasl (BBICOKHMI PUCK)

Hanuuue 6onbuioii Mmaccel onmyxonu (bulky)
Hanunuue cuMnNTOMOB MHTOKCUKALIMM

VYpoBeHb reMorioounHa:
HOpMa
HITKe HOPMBI

YpoBeHb 00111eTO OeKa:
HOpMa
HIXE HOPMBbI

VYpoBeHb anbOymMuHa:
HOpMa
HITKe HOPMBI

Ilpumeuanue. T1pencraBieHO YUCIO OOJBHBIX (B CKOOKAX — MPOLIEHT).

HonaTtuu. Bosneuenue JIY Bble qnuadparmel ObUTO y 2
MaIMeHTOB; oOpaniaeT Ha ce0ss BHUMaHUE TO, YTO OHO

JIX

13
1/1,2

33
11 (85)
2(15)

6 (46)
0
7 (54)

=

N OO

2(15)
2(15)
1(8)
6 (46)

1(8)
5(38)

10 (77)
3(23)

8 (62)
5(38)

1(8)
3(23)
9 (69)
5(38)
10 (77)

4 (31)
9 (69)

10 (77)
3(23)

11 (85)
2(15)

AKKJI
ALK- HeraTuBHas p ALK- no3utuBHast p
19 — 23 —
2,2/1 0,05 1/2,3 1
41 30,8
16 (84) 1 22 (96) 1
3 (16) 14
4 (21) 0,2 13 (57) 0,7
4(21) 0,1 14 1
11 (58) 0,4 9 (39) 1
7 1 9 1
3 0,2 4 0,2
1 0 2 0
1 2 1
5 0,3 7 0,2
8 0,01 4 0,2
4 1 4 1
4 1 3 1
2 1 1 1
2 1 1 1
9 (47) 0,2 5(22) 0,2
2 (10,5) 0,5 14 1
2 (10) 6 (26)
4(22) 1 6 (26) 0,2
2 (10) 0
11 (58) 11 (48)
12 (63) 15 (65)
7 (37) 8 (35)
7 (37) 0,4 10 (47) 0,4
12 (63) 13(57)
11 (58) 0,7 22 (96) 0
5(26) 14
3 (16) 0
4 (21) 1 4 (17) 1
12 (63) 1 13 (56,5) 1
7 (37) 1 17 (78) 1
12 (63) 5(22)
16 (84) 1 19 (83) 1
3(16) 4 (17)
15 (79) 1 17 (78) 1
4(21) 5(22)

COYETAIOCh C OTHOMOMEHTHBIM MAaCCHUBHBIM MOpaxe-
HUEeM MeInacTUHAJIbHBIX JIY.
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CymMMupysl BeChb CIEKTp JIO-
Kanu3auuit nopaxenust JIY, HeoO-
XOJIMMO OTMETHUTh, YTO BOBJICUEHUE
MeIuacTUHAIBbHBIX rpymm JIY BbI-
SIBJICHO Y OOJIBIIMHCTBA OOJBHBIX
JIX (n=9, 69%), B 5 (38%) Habm10-
JIEHUSX TOpaXeHue MPeACTaBISI0
coboit MmaccuBHOe BoBjeueHue JIY
cpemocteHus (puc. 3).

JInmbaneHoTaTS  TMATHO-
CTUPOBaHA TaKXXe Yy OOJBIIMHCTBA
601bHBIX ALK-103UTUBHOI CcHC-
temuoit AKKJI (n=22,96%) ny 15
(79%) naunentos B ALK-HeraTus-
Hoit rpynme. [lpu cpaBHeHUM C
6osbHBIMU JIX YacToTa BCTpedae-
MOCTH M30JIMPOBaHHON NuMdae-
Homnatuu B rpynie ALK-no3utus-
HBIX TIAIIMEHTOB Obla MpaKTUIe-
CKM paBHOU — 59% (n=13), a B
rpynmne ALK-HeraTuBHBIX — B 2

pa3a MeHblie — 21%.
Ipu aHanu3e OCOGEHHO- Puc. 1. JIX: a — nodyaapnouii cknepos (NS 2). Kpynnole amunuunble 00HO- u MHO20-
A0epHble KaemKu ¢ noaumop@oimu aopamu. OKpacka eeMamoxcuaiu-303UHoM,
x 400; 6 — sxcnpeccus onyxoneevimu knemxamu anmueena CD 30, x 400;
6 — A0dpa onyxonesvix kaemok skcnpeccupyrom PAXS. Peaxyus menee unmerncugnas

CTEeW JIOKANU3ALUU TOPAXKEHUS
JIV B 3 rpymmax ycTaHOBJCHO,

4TO OTJAMYMTEIbHOM uyepToit JIX 6 A0pax ONyxoneevix KJAemoK no cpasHenuio ¢ aopamu B-aumgpoyumos, x 400
SIBUJIOCH MpeobaagaHue mopaxe-

aus JIY cpenocrenus (69%) B or- T

gmare ot  ALK-mosuTuBHOM 40

rpynmbl (4,3%) n ALK-Heratus-
Hoit (10,5%) AKKJI.
DKcTpaHOIATbHBIE TTOPAXe-
HUSI BCTPEYAJINCh y TTOJTOBUHBI
aHaaU3uUpyeMbIX TauueHToB JIX
(n=7, 54%). Hu B OIHOM U3 OIHK-
CaHHBIX CJTy4aeB OHU HE HOCUJIN
M30JIUpOBaHHBIN XapakTep. [Ipu
ALK-1IO3UTUBHOW  CHUCTEMHOMU
AKKIJI yactota pa3BUTHUS dKCTpa-
HOJIAJIbHBIX MOPAXXKEeHUI COCTaBU-
na Toabko 43% (u3 Hux 4% —
M30JIMPOBAaHHBIE 3KCTpPaHOMATb-
HBIE TTOPaKEeHUs), YTO TIpaKTUYe-
CKM B 2 pa3a MEHbIIIE 110 CpaBHE-
Huto c¢ rpynnoit ALK-Heratus-
Hoit cucremuoir AKKJT — 79%
ciayyaeB (21% — u301MpOBaHHbBIE
TTOPAXKEHUST). 5
YV 5 maumenToB ¢ JIX mnopa-
JKeHUE TIPEACTaBIsIIo0 co00i BO-
BJICUCHUE OJHOU B3KCTpaHOIAJb- 0
HOI1 30HBI B COYETAHUU C OJTHOMO-
MEHTHBIM TIOPaXEHUEM pPa3nd-
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HbIX Tpynn JIV: Puc. 2. Pacnpedenenue 60abHbIX NO 803pacmy 6 3a8UCUMOCHU OM OUACHO3A
— BOBJICUEHUE JIETOYHOW
TKaHU ¢ reHepaJu3oBaHHON JuMdaneHonaTuen — — IMOopaxXeHUe nepuxkapaa ¢ MaCCUBHBIM IOpaxe-

2 ciy4dad; Huem JIY cpenocrenust — 2 HabMOACHUS;
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B /1Y cpedocmenus

B [lepugpepuueckue J1Y eviue duaghpaemot

Brympubprowunnsie J1Y
lenepanuzosannoe nopaxcerue J1y

MSITKOTKAHOTO KOMITOHEHTA He IH-
arHOCTHMPOBAHO HU Y OMHOTO OOJb-
Horo JIX.

C noMoupi0 0OBIYHOI'O TUC-
TOJOTUYECKOTO MCCIIEAOBAaHUS 00-
HapyXeHO TOopaxkeHWe KOCTHOTO

Puc. 3. Cnexmp nepsuunvix nopascenuii J1Y'y 6oavnoix JIX

Mo3ra Tojabko B 4,5% ciydaeB
ALK-nosutusHoii, 10,5% — ALK-
HeraTuBHOM cuctemHoit AKKJI ny

N
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Yucno 6oavroix, %
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m ALK-neeamusnas AKKJI
8 10 8 10
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15% nauuenTos ¢ JIX.

Ilpu ompemenecHUM CTagUii-
HOCTH 3a00JIeBaHUS 0Ka3auaocCh,
yro 7 (54%) manuentoB c¢ JIX
UMeIM paHHUE cTaguu 3aboseBa-
Hus: | cragusa — 1 GonpHo, I
craguss — 6. PacrnpocTpaHeHHbBIE
craguu OBUIM BBIABIECHB B 46%

2 ciaydaeB (n=6): 111 cragust — y 1

10 namueHTa, IV cragug — y 5, 4to

WIEHTUYHO TToKa3aTessiM B TpyM-

0 ne ALK-mo3uTuBHOI cUCTEMHOM

Cmadus AKKIJI, rne paHHue craauu 3ab0-

neanus (I u 11) ormedeHsr y 52%

Puc. 4. Pacnpedenenue nayuenmog no cmaousm 3aboneanus GOJBHBIX U 3HAYUTEJIBHO OTIMUYA-

6 3aeucumocmu om OUaeHo3a oTCS OT prHHI)I ALK—HCFaTHB—

Heix AKKIJI, roe II1 n IV craguu

100 96 3a00JIeBaHUS TUarHOCTUPOBAHbLI B
90 68% ciyuaes (puc. 4).

© 80 69 Hanuuue cuMOTOMOB MHTOK-

= 70 58 CUKAlUU CJIYXUJIO XapaKTepHbIM

2 60 MPU3HAKOM KJIIMHUYECKOTO Teye-

§ 50 m X HuUg 060Jie3HU Y nalueHToB ¢ JIX u

S 40 26 comnpoBoxaajio ee y 77% 0OOJIbHBIX

S 30 25 16— W ALK-nosumuenaz AKKT (n=10), uTO GBUIO BBIIIE IO CPAB-

= 20 8 0 0 w ALK-nezamuenas AKKI HEHUIO C 2 aHaJIUu3UPyeMbIMU

10 2 rpynmamMu  (ALK-1103uTHBHBIE —

0" bnaeonpu-  IIpomenxncy- Hebnaeo- Ilpoenos 63%, ALK-neratusHbIe — 56,5%).

AMHbLIL moumbLil npusmMHbLil Takum o6pazoM, ¢ y4eToM

Puc. 5. Pacnpedenerue 60abHbIX CO2AACHO NPOCHOCMUYECKUM 2PYNNAM

— TIOpaXkeHUe KocTeil Taza ¢ nopaxkeHuem JIY
CpenocTeHus U 1meun — | ciyyJaii.

Tonbko y 2 (15%) maumeHToB ¢ JIX oTMe4eHO BO-
BJISUCHHME B ITpoliecc 0ojiee 1 3KCTpaHOMAIbHON 30HBI:
B 1 caygae — 4 30H (cene3eHKa, IeYeHb, KOCTH Ta3a,
KOCTHBII MO3T), BO 2-M — 2 30H (ceJie3eHKa M KOCTHBIM
Mo3r). B rpyrmme ALK-mo3utuBHoi# cuctemuoi AKKII
rnopaxeHue 0oJjiee OJHOIM 3KCTpaHOAAILHOM 30HBI Ha-
0JII01AJI0Ch HECKOJIBKO Yalle — B 22% ciydyaeB (n=5), a
y nmauneHToB ¢ ALK-HeratuBHoi1 cucremHoit AKKJT —
B 47% (n=9). Haubonee yacto npu ALK-mo3utrBHOI
numbome ObUH IopaxkeHbl Koctu — 17% (n=4) u msr-
Kue TKaHu — 17% (n=4). XapakTepHOoil 3KCTpaHOAa/Ib-
Hol Jiokanu3auueit npu ALK-HeraTuBHOI CUCTEMHOM
AKKIJI 6b110 mopaxeHue MATKUX TkaHeir — 42% (n=8)
u jgerkux — 21% (n=4). Hanuune npucyiiero AKKJI

MEePEeYUnCIeHHbIX (haKTOPOB ObLIU
OMpeaeeHbl 3 MPOTHOCTUYECKUE
rpynmsl 6oabHbIX JIX. MHTEpeceH
TOT (PaKT, YTO OOJIbHBIE C YCTAHOBJIEHHBIM TUATHO30M
JIX, uznavasnbHO nmeromue nuarno3 AKKII, mpenmy-
IIECTBEHHO COCTAaBWJIM TPYMIy HEOJIaronpusTHOTO
nporuo3sa. Tak, Tonbko 1 (8%) marmeHTKa ObLIa OTHE-
ceHa B TPYIIIy OJIaroNpUsTHOTO MPOrHo3a, 3 (23%) — B
TPYIITY TPOMEXYTOYHOTO MTPOTrHO3a, a 9 (69%) — cocta-
BWIM TPYMITy HEOJAronpusiTHOTO MporHo3a (puc. 5).
boabhbie cuctemHoit AKKJI B 3aBUCMMOCTH OT TMpo-
THO3a paclpeleNVIIACh CIENyIINM o0pa3oM: OJaro-
OPUATHBIA MporHo3 JIX cOOTBETCTBOBAJ HU3KOMY U
HU3KOMY/TIPOMEXKYTOUHOMY PUCKY 110 MeKmyHapo-
HOMY IporHoctuyeckoMy unaekcy (MITN), mpomexy-
TOYHBII TTPOTHO3 — TIPOMEKYTOUYHOMY/BBICOKOMY PUC-
Ky, @ HEOJIarONMPUATHBINA MTPOTHO3 — BBICOKOMY PUCKY.
B rpynmy 61aronpusiTHOro MpoOrHo3a ObLI OTHECEHBI
22 (96%) ALK-tosutuBHbIX 1 11 (58%) ALK-Hera-
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TUBHBIX OOJIbHBIX, TPYIIITY HEOIATOMPUSTHOTO TPOTHO-
3a COCTaBWJIN TOJBKO 3 (16%) ALK-HeraTUBHBIX TAIn-
enra ¢ cuctreMHoii AKKJI. [TonyyeHHbIe HAMU pe3yJib-
TaThl 3HAYUTEJBHO PACXOMASTCS C TaHHBIMU MO pacrpe-
JeJIeHUI0 00IbHBIX JIX TTO MPOrHOCTUYECKUM TPYIIIaM.
Takum oOpa3om, MOXHO CHEJIaTh BEIBOA 00 arpeccuB-
HOM TEYEHWU 3a00JIeBAaHUSI U 3HAYUTEIBHO XYIAIIEM
MPOrHO3€e nauueHToB ¢ JIX.

J1s1 BBISIBIEHUS Pa3inyuii OCOOEHHOCTEN KIM-
HUYECKUX U J1abOpaTOPHBIX XapaKTepPUCTUK ObLT MPO-
BEJICH CPAaBHUTEJIbHBINM aHAJIN3 MIPU3HAKOB (KPUTEPUIA
®umrepa) B 3 rpynmax: 00JbHBIE C TTOATBEPXKICHHBIM
nuarHo3oM ALK-nosutuBHO#l (n=23) u ALK-Hera-
tuBHOU (n=19) AKKJI u 13 nauunenrtos c JIX mopdo-
Jorudyecku cxoxeir ¢ ALK-HeratTuBHOM «XOMIKKWHO-
nono6Hoi» AKKIJI (cMm. Tabauiry).

3akniouenue

Mpbl mpoBeu aHaIU3 KIMHUKO-MOpdoaornye-
CKUX XapakTepucTuk 13 6onbHbIX JIX ¢ M3HAYaJIbHO
omrbovYHO mocTaBieHHbIM nuarHo3oM AKKIJI u BbI-
SIBUJIM OCOOEHHOCTU, KOTOPbIE MOTYT MO3BOJUTH CBOE-
BpeMeHHO auarHoctupoBath JIX. Mopdonoruueckue
HCCIIEOBAHUS OMyXOJeBbIX KJeToK JIX jernu B ocHO-
BY CJICAYIOIINX BBIBOJIOB:

— BBIpaXEeHHAasl MUPOHUHOMDUIUS LUTOILIA3MbI
Mpu oKpacke 1o bpaiie, onpenesnsiemMast B OMMyXOJIEBbIX
kieTtKax npu cucremHoir AKKJI T-/0-¢enotuna, pen-
KO HaOmonaetcs nipu JIX;

— KPYITHbIE€ OMYXOJIEBbIe KJIETKU MPU CUCTEMHOM
AKKIJI T-/0-dpeHoTnma nMerT IToaIuMopdHbBIe sapa ¢
MEJIKAUMU SAPBIIIKAMU MO0 CPABHEHUIO C O60Jiee OKPYyT-
JIBIMU KJIETKaMU C KPYITHBIMU siIpbITTKaMu ipu JIX;

— BHYTPUCHUHYCHBII XapakTep pocTa, Habomae-
MBII MOYTU B TOJOBUHE CJy4yaeB MPU CUCTEMHON
AKKIJI T-/0-penoruna, mpu JIX He BcTpevaercs;

— (GubdpO3 B OMYXOJIEBOI TKAHU MPUCYTCTBOBAT B
eIMHUYHBIX HaOmoaeHusx mnpu cucteMHoit AKKIJI

T-/0-dbenoruna, B To Bpemst Kax ripu JIX rpyOsrit ¢huod-
pO3 U CKJIEpO3 KarcyJbl — 4acTblii MOPMOJIOTUUECKUIA
TIpU3HAK.

MoJtekynsipHO-TeHETUYECKUE U UMMYHOJIOTH-
YecKue XapaKTEePUCTUKU OTPENESIIOT BakHbIe (DaK-
TOPBI, UMEIOIINE MPUHIUTTNATBHOE 3HAaUYeHUE TP
nuddepeHIManbHoi nuarHoctuke: mojaHoe (100%)
orcytctBue ALK-6enka u B-ummynodenorun (PAX
5+) onyxoneBbix KiaeToK JIX. YcTaHOBIEHBI KIUHU-
YyecKre OCOOEHHOCTU TeUeHUS 3a001eBaHUS y Mallu-
eHToB ¢ JIX: 6oJblIOE MPEeACTaBUTEIbCTBO Havyaslb-
HBIX cTafauii 3a0oseBanus (46%), mopaxeHue MeIu-
acTuHaIbHBIX JIY (69%), OTCyTCTBHE MATKOTKAHBIX
KOMITOHEHTOB, MaJIO€ YMCJIO CJIy4aeB C BOBJIEUECHU-
€M B Mpolecc 60yiee OMHOTO SKCTPAHOLATBHOIO Op-
raHa (15%).

Ilpu wuccnenoBaHUM YaCTOTHI BCTPEYAEMOCTH
aHAJTM3UPYEMBIX MPU3HAKOB B 3 TPyTNIIaxX BBHISIBICHO,
yTo 11 60abHBIX JIX, nuMeromux Mopdogiornyecku
CXOJHBIE YEPThI C <«XOIKKMHOIOMOOHBIM BapuaH-
Tom» AKKJI, BOo Bcex onMcaHHBIX ClIy4yasix XapakTep-
HO ToJIHOe OTcyTcTBUEe skcmpeccun ALK-6enka
(p=0,0000); oTcyTcTBME TTOpakeHUN MATKUX TKaHeu
(p=0,01) 1 BbICcOKasl yacTOTa BOBJEUEHUS B MPOIECC
MmeauactTuHaabHbIX JIY (p=0,000). Cnenyer otme-
TUTh, YTO TIPOTHO3 OB JTOCTOBEPHO XyXe B TPYIIIIE
nanueHToB ¢ JIX, yemM y ALK-no3utuBHO Katero-
puu 6oabpHBIX AKKIT (p=0,000). Ocoboe BHUMaHUE
obOpaiaet Ha ceds TOT akT, YTO rPyMIly MALlMEeHTOB
C OIMOOYHBIM MHUIMATBHBIM auarHozom AKKJI
COCTaBJISIIOT OOJIBHBIE C arPECCUBHO MPOTEKAIOIIUM
teueHueM JIX. COBOKYMHOCTh JaHHBIX MOP(OIOTU-
YECKOTO HCCIIeNOBaHUs, TPOBEACHUE NOMOJTHUTEb-
HBbIX UMMYHOTUCTOXMMHUYECKUX PEaKUM, a TakKxKe
0COOEHHOCTU KJIIMHUYECKOTO TE€YEHUS 3a00JIeBaHUS
TIOMOTJI YCTAaHOBUTH MPABUJIbHBIN AUAaTHO3 B KaX-
JIOM KOHKPETHOM CJlyyae.
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