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BonesHu Taxenbix Lenen nmmyHorno6ynuHos (heavy chain diseases — HCD) — 3To rpynna XpoHU4eckux B-knetouHbix numgo-
nponudepaTrBHbIX 3a060NeBaHUI, KOTOPble XapaKTepu3ylTcs NPoayKLMe NaToiorM4eckori MOHOKTOHANbHOW TSXKENon uenuv
MMMYHOMNoOynu1Ha (a, 4 U1 y), He CNocoBHOM NPUCOEANHSATL COOTBETCTBYIOLLME NIerkue Lienuy BCleACcTBUe reHeTUYeCkuX MyTaLui.
KnuHnuyeckue nposiBneHuss HCD 3aBUCAT OT M30TMNa NPOAYLIMPYEMOWN TSXKENOWN Lienu U BapbUPYIOTC OT aCMMMTOMaTU4eCKoro
TeyeHMs [0 arpeccnBHON nuMdoMbl. B ctaTbe 06cydkaeHbl BONPOChI NaToreHesa, KIMHUYECKoro TeyeHus, puddepeHumanbHom
AMArHocTku pasHbix BuAaoB HCD. OnncaH KNMHUYeCKUi ciyvan AMarHocTuku 6onesHum Tsaxxenbix a-uenen (a-HCD).

KnioueBble cnoBa: 60/1€3Hb TSXEbIX Lernevi; IMMPonpoanpepaTnBHbie 3a00eBaHs; TsXeble uenv UMMyHOrs100ynvHa; a-HCD;

reHetn4deckune myrtauunun.

BBEOEHUE

BosesHn TsokenbIx 1erneid MMyHoTo0yimHOB (heavy chain
diseases — HCD) mipezcTaBisitoT rpyrminy B-KieTouHbIX MOHOKJIO-
HaJTbHBIX TMMGbOTPOoThepaTUBHBIX 3a001€BaHNI, OTIMIAIOTITIXCST
KIMHUYECKUM T€YEHHEM U MMEIOIIMX OOIIYIO YepTy: TPOLYKIIMS
TSDKEJION 1IeM UMMYHOIJIOOYJIMHA, HECTIOCOOHOM TIPHUCOEINHSATh
JIETKHE 1IeTT COOTBETCTBYIOIIETo Kiiacca. B 3aBucrMocT OT Kilacca
nMmyHornooymHa — IgA, IgG, IgM — pasmuatot Tpu Buna HCD:
a-HCD, y-HCD, u-HCD, 0603Ha4eHHBIX 10 TUITY CEKPETUPYEMOit
TspKeI0M Liernu. Takue TspKesble ey coaepKar TOYeUHbIe MyTa-
1M1, B OCHOBHOM B 30He KOHCTaHTHOro nomeHa (CH1), nHceprun
W IeIeIM BCIIEACTBYE coMaThdecKux MyTauuii [ 1, 2]. Ha cerogns
He OmyOJIMKOBAaHO HU OonHOro ciydas BeisaBiaeHus: e-HCD (IgE)
u 8-HCD (IgD).

Ilpy HOpMabHBIX YCJIOBUSIX, B OTCYTCTBHE aCCOLMUPOBAH-
HOW JIETKOM 1eMu, TsKesasi Lelb UMMYHOIJIOOYJIMHA MOIIeKUT
Jierpaialiuy ¢ TOMOILBIO TPOTEACOMbI KJIETKH, TYyTEM CBSI3bIBAHUSI
¢ 6enkom TerutoBoro moka 78 (heat-shock protein 78 — hsp 78).
[ToaToMy B HOpMeE TSIXKeJIble LIeNM HUKOTIA He OyIyT BBISIBISITHCS
B CBIBOPOTKeE KpoBU Wim Mode. [Totepst kpymHoit yactit CH 1 Tsike-
JIOH 1IeTT UMMYHOTJIOOYJIMHA TIPUBOIAMT K HECITOCOOHOCTH ITPUCO-
€IMHSITH COOTBETCTBYIOIIYIO JIETKYIO LIETb, CBS3aThCSI C TPOTEMTHOM
hsp 78 m ipoliTi mporiecc Aerpananny mporeacoMoit kietku. Kak
CJIEICTBYE — CEKPELST U LIMPKYJISIIUS TSKEJIbIX LIeTeld UMMYHO-
mIO0Y/IMHA B TUIa3Me KpoBH 1 Moye | 3].

Taxxe, cornacHo mHeHUI0 D. Corcos u coaBTOpoB, AedeKT-
HbIE TSKEJbIE LIeNTM UIMMYHOTIO0YIMHA CITOCOOHBI (hOPMUPOBATH
B-kiieTouHbIe TpaHCMEMOpaHHBIE PELIETITOPHI, CTOCOOCTBYIOIINE
aHTUTeHHE3aBMCUMO arperaliMu 1 repejiadye CUrHasa, Co3uabas
MPEUMYIIIECTBA ISl POCTa HEOTUTACTUUYECKUX KIIETOK [4].

KJIMHUYECKUI CITYHAN

Iayuenm H., 1955 1. poxknenust (62 rona), MOCTYIII B KITU-
HUKY C Xajio0aMM Ha MepuoUueCcKoe MOBbIIIEHUE TeMIIepaTyphbl
Tesa o 38 °C, cabocTh, 60JIb M OTEUHOCTh B CycTaBaXx (KOJIEHHBIX,
TUIEUEBBIX, KUCTEH PYK), BBICHITIAHUS Ha KOXe (3puTemMa). M3 aHnam-
He3a: 6oseet ¢ ocenu 2017 r. ['ocnuTanu3upoBaH B OTIAEICHUE
peBmarosiorur. Ha ocHOBaHUM JAHHBIX KIMHUYECKOTO U J1abo-
paTOPHOTrO 0OCIeIOBaHMUSI YCTAHOBJEH AUArHO3 «PEaKTUBHbBIM
apTpuT» (Pe3ybTaThl PEeBMATOJOTUYECKUX TECTOB MPUBEIACHBI
B Tabs1. 1) 1 HA3HAUYEH METUJIIPETHU3O0JIOH 32 MT/CyT.

Ha ¢oHe nprema rioKOKOPTUKOCTEPOUIOB — YIIyUIlIeHHUE
COCTOSIHUSI, HOpMaJIM3alusl TeMIieparypsl Tejaa. Ho, yuurtbiBas
TMOBBIIIEHUE CKOPOCTHU oceaaHust 3puTpouutoB (COD) B aHaIM3e
nepudepuyeckoit KpoBu, 00J1b B KOCTSIX, PeKOMEHJI0BaHA KOH-
cyJIbTalMsI TeMaToJiora.
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[MaumeHTy Ha3HAYEHO AOTOJHUTEIbHOE OOIIEKIMHUYECKOe
o0cenoBaHue: OOIIMI aHAINU3 KPOBU, OMOXMMUYECKUI aHAIU3
KpPOBH, MCCJIEIOBAHME KOCTHOTO MO3Ta: TPENaHOOMOTICHSI KOCTHOTO
MO3ra C MPOBEACHUEM aTOTMCTOIOINYeCKOrO U UMMYHOTHCTO-
XUMUYECKOTO MCCIICAOBAHUS, INTOXUMHUIECKOE MCCIIeTOBaHNE,
3J1eKTpodope3 1 UMMYHOMUKcaAlUsl OEJTKOB CHIBOPOTKH KPOBH,
ubpoazodaroracrpomyonseHocKonuss U GruOPOKOIOHOCKOMIUS.
YuuTbiBasi, o TaHHBIM KOMITbIOTEPHO# TOMOTpadru, yBeTuueHue
oudypkaimoHHoro mumdarndeckoro y3na (18,9%x 12,5 mm) BoITon-
HeHa OMOTICHSI C TIOMOIIIBIO YPECTTUIIIEBOTHOTO JOCTYTIA.

PesynbTaThl TOMOJHUTEIBHBIX UCCIETOBAHUI TTPUBEICHBI
B Ta01. 2—4.

3AKJIIOYEHUE UCCJIEAQOBAHUN

KosinyecTBo MerakapmoiuToB CHUXEHO MPONOPLMOHATBHO
o0l1IemMy KoJM4ecTBY MaTepuaia. HapyuieHuii B Mmopdosoruu
1 CO3pEeBaHUN MUEJOKAPUOLIMTOB HE BBISIBJICHO.

JlaHHBIE MATOTMCTOJIOTMYECKOTO 1 MMMYHOTMCTOXUMMYECKOTO
MCCIIe0BAHNI KOCTHOTO MO3Tra: KOCTHBIM MO3T TUTIEPKJIETOYHBII
C MpU3HAKaMU peakTUBHON IMIepIuia3uu MUEJIOUAHOTO POCTKA
(Ha doHe mpuMeHeHus1 MeTwinpeaHu3onona). CD3 u CD20-
MO3UTUBHAsL PeaKLUs B €AMHUYHBIX MaJIbIX JTUMdoLmTax. BbisiB-
siena CD138-mo3uTuBHasK SKCIIPECCus B TUIa3MaTUIECKUX KIIETKAX.

KosoHockomust: KOJIOHOCKOI BBEIEH B TEPMUHAIBHBIN OTIE]
crernioit Kuku. [1pocBeT TOHKOM KUILIKU pacTipaBIIsieTCsl BO3MYXOM
paBHOMEPHO, coliepkaHhe — KUIIeYHOe, KOJIMYECTBO — HEe3Ha-
YUTEJbHOE, CM3UCTasi 000JI0UYKa — IPUTEMATO3HAs!, COCYAMCThIN
PUCYHOK — BBbIpaXeH, MJIOCKHUE MOPaKeHUsI — OTCYTCTBYIOT.
BoicTynaronue cTpyKTypbl U MOJUITBI — IOJIUIT B CPEIHEN TpeTh
CUTMOBUIHOW KUIIKK quameTpoM o 0,5 cM (6rorcust), B HIKHel
tpetn — 0,3 cM, Ha HOXKe. ['uneprpodusi aHaTbHBIX COCOYKOB —
OTCYTCTBYET, TeMOPPOiIi — OTCYTCTBYET, YIJIYOJIEHUSI U TIOAPBITHIE

Ta6nuua 1. Pesmatonornyeckas naHenb maymeHra U.
MeToa nccnegoBaHus PesynbTar PedepeHTHbIe 3HaYeHUs

Nucleosomes HE BbISIBNEHO HE BbIIBNIEHO
dsDNA HE BbISIBNIEHO HE BbISIBNIEHO
Histones HE BbISIBIEHO HE BbISIBJIEHO
SmD1 HE BbISIBIEHO HE BbISIBJIEHO
U1-snRNP HE BbISIBIEHO HE BbISIBJIEHO
SS-A HE BbIIBNEHO He BbISIBIEHO
SS-B HE BbIIBNEHO HE BbIIBNIEHO
Scl-70 HE BbIIBNEHO HE BbISIBIEHO
CENP B HE BbISIBNIEHO HE BbISIBNIEHO
Jo-1 HE BbISIBNIEHO HE BbIIBIEHO
AMA-M2 HE BbISIBIEHO HE BbISIBJIEHO
Ku HE BbIIBNEHO HE BbISIBIEHO
PM-Sc1 He BbISIBIEHO HE BbIFBJIEHO
PCNA He BbISIBJIEHO HE BbISIBJIEHO
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Tabnuua 2. [laHHbIE KIMHUKO-TEeMAaTONOMMYECKOr0 UCCNea0BaHNs naymueHTa .

JlaGopaTopHbiii PeaynbTar PedepeHTHbIe
Tecrt 3HayeHus
06wwit aHanua  Jleiikouutbl —12,5+10%/n 3,5-10,0
KpOBY Apurpouutsl — 4,45+ 10'%/n 4,0-5,0
['emorno6uH — 139 r/n 130-165
Tpombouutsl — 374 - 10%/n 150-390
CO93 — 46 mm/rop, 0-15

Muenouutsl — 0% 0

Helirpodunel nanoukosgepHsie — 12% 1-6
Heiirpodunel cermentosigeptble — 71% 47-72
So3uHopunsl — 2% 1-5
MoHouuTbl — 4% 3-11
Jiumoouutsl — 11% 19-37
Broxumnyeckuit bunupy6ut o6wmin — 21 Mkmonb/n 0-17,0
aHanu3 kposu  [psimoit — 4 MkMonb/n 0-3,50
AcAT — 28 Ep/n <31
AnAT — 27 Eg/n <32
a-Amunasa — 45 E[i/n <80
Lenoynas dodcdarasa — 78 En/n 53-128
JNaktatpernaporenasa — 545 En/n 225-450
06wwmin 6enok — 87 r/n 66-87
KpeatuHut — 65 Mkmonb/n 62-115
MoueBas kucnota — 245 MKMOnb/n 155-357
MouyeBnHa — 5 MMOnb/n <8,3
Anbbymmn — 31,03 r/n 35-52
[noko3a — 5,1 Mmonb/n 41-59

Ta6nuua 3. Muenorpamma naymenta U.

K] Tbl KOCTHOrO MO3ra
Bnactel — 0,2%
HeiiTpogunbHble rpaHynoynTsl

PedepeHTHble 3HaYeHus
0,1-1,1

Mpomuenountsl — 0,6% 1,0-41
Muenouutbl — 6,4% 7,0-12,0
Metamuenoumtsl — 4,8% 8,0-15,0
ManoukosinepHsie — 9% 12,8-23,8
CermeHTosaepHble — 48,6% 13,1-24 1
D031HOGUNbHbIE TPAHYIOLUTHI

ManoykosinepHsie — 0,4% 0,5-5,8
CermeHTosiiepHble — 0,4% 0,5-5,8
ba3oguinbHbie rpaHynoLuTsI

CermenTosaepHoie — 1% 0-0,25
9nemeHTbl 3pUTPON0a3a

Aputpobnactel — 0,2% 0,2-1,1
MpoHopmouutsl — 0,2% 0,1-1,2
HopmouuTbl 6azodunbHbie — 0,4% 1,4-4,6
HopmouuTel nonuxpomarodunbHeie — 9,8% 8,9-16,9
Hopmouutel okcudunbHele — 0,6% 0,8-5,6
SnemeHTb IUM@0ON033a

Jiumdoumntel — 9% 4,3-13,7
lMnasmouutsl — 0,6% 0,1-1,8
OnemeHTsI MOHOUMTOM033a

Monouutsl — 6,2% 0,7-3,1
MwuTo3bl anemetToB 6enoro poctka — 0:500 2:500
MuTo3bl 351eMEHTOB KpacHoro poctka — 0:500 3:500
KocTHoMO3roBbie nHAEKCh!

Jleitko/aputpo — 7,9:1 4:1; 3:1
Co3peBanue HeitTpodunos — 0,2 0,6-0,8
Co3peBanue aputpokapuoumnto — 0,93 0,8-0,9

Y4aCTKM — OTCYTCTBYIOT. [10 TaHHBIM MaTOrMCTOIOIMYECKOrO UCCIe-
JTOBaHUsT OMOTICHOHHOTO MaTepHaJia B IperapaTe y4acTOK CIIM3UCTOMN
000J10YK1 MTHOPUIBTPUPOBAH JTUMQOTLIa3MOLIMTAPHBIMU KJIETKAMU.
[To pe3ysnbraraM UMMYHOTMCTOXMMUUYECKOTO UCCIIEIOBAHUSI HA OTUX
KJIETKAX BBISIBJIEHA SKCIPECCHS] MOHOKJIOHAIBHBIX TSKEJIbIX 1e-
neit umMmyHornooynuHa, CD138 u orcyrcTBue akcnpeccun CDS5,
CD10u CD20.

DnexTpodope3 1 UMMYHO(GUKCAUSI OEJIKOB CHIBOPOTKH
MPOBEICHBI MALMEHTY ABaXK1bl. Pe3yabTaThl MOATBEPIMIN BbISIB-
JleHre M-nipotenHa B 3;-30He, KOTOPBIH MTPeNCTaBICH TSKEJIbIMU
nernssMu IgA.

Takum 06pa3oM, yYuThIBast faHHBIE 2JIeKTpodopesa U UMMy -
HoduKcauu 6eJIKOB CHIBOPOTKHM KPOBU, YCTAHOBIIEH TUATHO3:
XpoHMYecKoe JuMdbonpoandepaTuBHOe 3a00eBaHue, OTI0XKE-
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Ta6nuua 4. Pesynbtathl anekTpodopesa n MMyHodukcaLum H6enkoB CbiBo-
POTKM KPOBW, YPOBEHb UMMYHOrNOBYNMHOB naymeHTa HU.

Metop PedepeHTHble
PesynbTar
nccneaoBaHus 3HayeHus
Anektpocdopes 061wt 6enok — 68,8 r/n 66-83
6enkoB cbiBOpoTkM AnbbymuH — 46,06% 52-65
KPOBM oy-Inobynuu — 1,03% 2-5,5
0y-InobynuH — 15,06% 6-11,7
B-nobynuH — 26,87% 8,2-14,5
y-FnobynuH — 10,98% 9,5-19,8
MmmyHodukcaums  AnbbymuH — 31,6 r/n 34,4-45,0
6enkoB cbiBopoTku oy — 0,71 r/n 1,6-6,7
KpOBU a,—10,33r/n 5,6-12,4
B—18,44r1/n 4,4-11,6
y—17,52r1/n 5,5-13,4
M-npoteuH — 15,63 r/n OtcyTcTByeT
3aknioueHue: B B;-30He onpe-
LleNnseTcs naTonornyeckuii
TPALVEHT, NPELCTABNEHHbIi
TSXXENbIMN Lensmu [gA.
B;-dpakuusa coctaBnaet
22,78% obwwero konnyecTsa
6enka, wm 15,63 r/n
YpoBeHb ummyHo-  IgA — 3,61 r/n 0,7-4,0
rno6ynuHoB IgG — 8,16 r/n 7,0-16,0
IgM — 1,22 r/n 0,4-2,3

HUE TSOKEJBIX a-Ierneil mMMmyHornooyauHa (IgA), 4to BXoaut
B cocTaB [3,-(ppaKiun.

PE3YJIbTATbl U UX OBCYXAEHUE

HCD — 3710 rpynna peakux 3a0ojieBaHUil, BCEr0 HaCUM-
ThIBaeTcs nopsinka 700 oryoiMKoBaHHBIX ciydaeB. Hekoropeie
13 HUX UMEIOT TeUSHUE 10 TUITY JUM(BOMBI WJIM aQyTOUMMYHHOTO
3a00JieBaHUsI, B TO BpeMsl Kak CyLIECTBYIOT U CTEPTbIE, aCUMII-
ToMaTudeckue ¢hopMbl [2]. EmmHOro MHeHUsI KacaTejlbHO IPO-
rHO3a U JICYeHUS 3TUX 3a00JeBaHUI HET, HO BCE OHU SIBJISIIOTCS
pe3yJIbTaTOM COMAaTUYECKUX MYTAllUii M TPeOYIOT daJIbHEHIIIETO
HCCIeNOBaHUs M pa3pabOTKU MPOTOKOJIOB IS JICUSHUST TAKUX
MalKreHTOB BO BCEM MUpE.

o-HCD. OnucaHo HECKOJIbKO TUTIOB OOJE3HU TSIKEIBIX
a-ueneit (a-HCD) — ¢ BoBieueHUEM JIETKUX, TUCTAIbHOIO OTAEIa
TOHKOTO KHWIIIeYHUKa, 110 Tuiy MALT-mumbombl 1 pactipocTpa-
HeHHOI muMdbaneHonatun. Dta ¢dopma HCD waie ocTanabHBIX
BCTpevaeTcs B iuTepatype — onucaHo 6osee 400 ciyyaes. [1pe-
HMMYIIECTBEHHO 3a00J1eBaOT MallMEeHThI CPETHEro BO3pacTa, ¢ He-
OOJIBIIMM TPeBAIMPOBAHUEM MYKCKOTO moa [5].

B nutepatype BcTpeyaroTcst 1Ba MOHSITUSI — CPEAM3EeMHOMOP-
ckast tuMmdpoma n a-HCD, KoTophle 10 CyTH SIBISIIOTCSI OTHUM
3abosieBaHreM. B 1960-x romax onmmMcaHO HECKOJIbKO KIMHUYE-
CKUX CJTy4aeB BBISIBJICHUS CIIeHN(PUIECKOTo MOopaXkeHUsI TOHKOTO
KUIIIEYHMKA, aCCOLIMMPOBAHHOTO C CUHAPOMOM MaJibabCOpOIINHU,
B KOTOPBIX TUCTOJIOTMUECKU OTIPEIeIsIach MH(MWIBTPALIUS CITU3U -
CTO¥ 000JI0UYKHY ¥ COOCTBEHHOM MJIACTUHKY TOHKOTO KMIIIEYHUKA
sumborIazMouUTapHbiM UHpWIbTpaTOM ¢ nuddy3Ho pacro-
JIOXKEHHBIMM 3JI0KQY€CTBEHHBIMM JTUMMOLIMTAMU U CEKpelneit
CBOOOIHOM TsKeJoM 1enu IgA, — M3BECTHOrO KaK Cpeau3eMHO-
Mopckast iumpoma [6].

B nanbHeiiem onmu1chbIBalOTCS CIy4an AMarHOCTUKKM CUHAPOMA
MaibabCOpOLMHU C BBISIBICHUEM B CHIBOPOTKE KPOBU CBOOOTHBIX
TSDKEJIBIX LIeTeit IgA y malneHTOB MOJIOI0To Bo3pacTa 6e3 crielm-
(bHrUecKoro rnopaxkeHusl CAM3UCTON 000JOUKM KUIIEUHUKA. DTU
ciaydan obosHavawt Kak o-HCD [7, 8]. CrycTst HECKOJIBKO JIET
B JIUTEpaType onrcaHbl ciydyan TpaHcdopmannu o- HCD B mud-
dby3Hyio numMdbomMy ¢ nopaxkeHUeM TOHKOTo KMIIEYHHUKA, YTO
00yCJIOBMIJIO pa3BUTHE TEOPUHU KacaTeJbHO eIMHOr0 MeXaHu3Ma
BO3HMKHOBEHUSI 9TUX 3a00JIeBaHMI1, TPOTEKAIOLINX B HECKOJIBKO
TMCTOJIOTUYECKUX cTamuii [9].

B 1976 r. rpyria 3KcrnepToB NPUIIUIA K BBIBOY, 4yTo a-HCD
U cpenu3eMHOMOpCcKas JuMdoMa MpeaCTaBIsIOT cOO00i CIEeKTp
3a00J1eBaHUI ¢ TOOPOKAYECTBEHHOM, TPOMEXYTOUHOM U 3J10-
KaueCTBEHHOU CTaaueil, U MPUHSIIN pellleHUe BBECTH TEPMUH
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«UMMyHoTpoindepaTUBHOE 3a00JIeBaHNE TOHKOTO KUIIIEYHUKa»
(IPSID — immunoproliferative small intestinal disease) [ 10]. B atoii
CUTYallMU XOTEJIOCh Obl TAKXe O0paTUTh BHUMaHUE Ha HU3KYIO
YYBCTBUTEJILHOCTb B TO BPEMsI UCIIOJIb3YEMbIX TEXHUUECKMX U Jia-
6OpaTOPHBIX METOIOB, HO Ha CErOHSI KilaccuduKaryst 1 MophoJio-
rudeckasi kapruHa [PSID ocratorcst pexxHumu.

Takum obpasom, B koHTekcTe MALT-1mumbombr a-HCD no-
syariia HazaHue [PSTD 1 MMMyHOTMCTOXMMUYECKY XapaKTepu3y-
eTCsl OTVIOKEHHEM B COOCTBEHHOM IIACTUHKE CIIM3UCTON 000TIOUKU
JMdoIIa3ZMoLMTapHOro MHGUIbTpaTa, 60raToro riasmMaruye-
CKMMU KJIETKaMU U MaJbIMU JUMGOLMTAMU, MOPMOIOrHIecKn
TMOXOXMMU Ha B-KJ1eTKu MapruHaabHoM 30HbI [ 11]. D10 Hanboee
yacTo BCcTpevyaeMblii B iutepatype tui a- HCD. M. Lecuit u coas-
TOPBI MOMBITATUCH YCTAHOBUTD NATOreHETUUYECKYIO CBsI3b a- HCD
¢ Campylobacter jejuni [12]. J. Parrsonnet u P.G. Isaacson [13],
petpocriekTuBHO ucnoib3yss FISH u naHHBIe UMMyHOTHCTOXU -
MMYECKOTO MCCIIeA0BaHusl, BoIABWIN uHpuuposanue C. jejuni
y 4 u3 6 mauuentos ¢ IPSID. Takum o6Gpasom, cBsa3p IPSID
¢ C. jejuni ObLIa TIOCTaBJIEHA IO/l COMHEHUE.

CuHIpOM MajibaOCOpOIMU: YMEHbIIIEHWE MAacChl Tejla, Iuc-
KoM®bOPT B 00J1aCTU KMILIEYHUKA, TOLIIHOTA, IUapes — OCHOBHbIE
CUMITTOMBI abgoMmuHaibHOM opmbl a-HCD. A. Gallian u co-
aBTOPBI TMCTOJIOTMYECKHU TTOACIMIN KulieuyHywo dopmy a-HCD
Ha 3 cranuu: cranusi A — nuddysHas nHGWIBTpalys COOCTBEHHOM
TUTACTUHKM CJIU3UCTON OOOJIOUKH TIJIa3MAaTUUECKUMM KIIETKAMK
WU TMMGOTLIa3MOIIMTAPHBIM MH(MUIBTPATOM, BO3MOXHO ITPUCYT-
cTBUE aTpodUM BOPCUHOK; cTaausi B — Hannuue B uHMUIbTpaTe
ATUMUYHBIX TUIA3MOLIMTOB, JUM(OTIa3MOLIUTOB WM KJIETOK,
MOXOXUX Ha UMMYHOOJIACTBI, TUCTOJOIMYECKHU TOCTUTAIOIIMX
TMOJICTIU3UCTOrO CJIOS C TOTATbHON UM CYOTOTaIbHOM aTtpodueit
BOPCUHOK; cTaausi C COOTBETCTBYET JUMDOIIIa3MOLUTAPHOM
JquMdoMe ¢ KPYITHBIMU YYaCTKaMU TOTaJbHOTO TTOPaXXKEHUS
CTEHKM KHIIIeYHUKa. ['McTosornyeckue mopaxkeHus: MOTyT Ipo-
rpeccupoBath oT ctanuu A 1o C, mpuyeM pasHble CTaquyd MOTYT
OBITh BBISIBJIEHBI OTHOBPEMEHHO B Pa3HbIX OpraHax U Ha pa3HbIX
y4yacTKax B OIHOM opraHe [14].

Takum o6pa3oM, ToOuHasi MATOTMCTONIOrUYecKast AMarHOCTUKA
cramuu o- HCD TpeOyeT 3HI0CKOIUY ¢ OMOTICHEei Ha BCeX yJacTKax
BU3YaJIbHOTO TTOPaKEHUSI.

l'enepanuzoBaHHast TMMdageHONIATUSI U TeMaToCIIeHOMe-
TaJIusl He XapaKTePHBI I aOJOMUHAJIBHOUN (DOPMBI, HO OTMe-
yarorcs npu a-HCD ¢ numdaneHomnaTueii, BriepBble OMUCaH-
Hoit K. Takahashi B 1988 r. [15].

a-HCD c BoBieueHeM JIETKUX XapaKTepU3yeTcsl peCIupaTop-
HOM CMMITTOMATUKO: OZIbIILIKA, TUTTOKCEMUS M HAJTMUUE JIETOUHbIX
MHQWIBTPATOB MPU UCTIOIB30BaHU U BU3YATM3UPYIOLIMX METO/IMK.
J.W. Stoop B 1971 r. onucan KIMHUYECKUI Cilydyail JerouHoM
a-HCD c BHyTpurpynHoit iumMdbaneHoaTueii, BOBJIe4YeHUEM
JMdaTHIecKoii TKAH! 3¢Ba U KOXHOM ChITbIO y pebeHka [16].

EnuHoro MHeHUsI KacaTeJIbHO JieueHus maiueHToB ¢ a-HCD
HeT. Y MalMeHTOB ¢ MopaXeHWeM KUIIeYHWKA MPUHSITO Ha-
3HAYaTh JieYeHWE B 3aBUCUMOCTHU OT FMCTOJIOTMYECKOM CTalMM.
Ha ctaguu A onTUMaJIbHBIM CUMTAETCsI TPUMEHEHUE dMITMpUYe-
CKOI1 aHTUOAaKTepUaIbHOM Tepanuu: aMIMULMUIMH, TETPALUKINH
WM METPOHMIA30JI, & B Clyyae 3al0KyMEHTHPOBAHHOTO BbISIB-
JICHUST BO3OYIUTENIsI aHTUOAKTepraabHasi Teparisl Ha3HadyaeTcst
10 CIEKTPY YyBCTBUTENIbHOCTH [17].

CoracHO JaHHBIM JIUTEPATYPHI, OMyOJIMKOBAHO 2 CJTydasi 1ua-
THOCTUPOBAHUs TOJHOM peMUCCUU TIocie apanukaiuu H. pylori
y naunenTos ¢ a-HCD [18, 19]. Ha cragusix B u C antubakrepu-
aJibHasl Tepanusi Ha3HavYaeTcs MapauiesIbHO C XMMUOTeparneBTuye-
CKUMU PEXUMaMU 1J1s1 YMEHbILEHHUsT BBIPAXKEHHOCTU CUMIITOMOB
Manbabcopoimu. st tedenust a- HCD HazHavaloT cTaHaapTHBIE
PEXMMBI XUMUOTEPATIUU, KaK IJIsT JISUSHUST HEXOJKKMHCKUX
JmuMbOoM, TIpUYeM aHTpaluKInHconepxamue pexxumbl (CHOP,
CHVP, ABV) noka3bIBatoT 00JBIIYI0 3((PEKTUBHOCTD, YeEM XU-
muotepanus 6e3 anTpaunkianHosB (COPP) [9, 20—22]. YacroTa
JOCTVKEHUSI TIOJTHOM PEMUCCHM ITOCIIE XMMUOTEPATTUU COCTaBIISIET
64%, 5-neTHsIs BBIKMBaeMOCTb — 67% [21].
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v-HCD. y-HCD, unu 601e3ub @paHKIMHa, Ha3BaHHAs B YeCTh
aBTopa B 1964 1. [23], siBNsieTCsl KpaitHe peKoil HO30JI0TUYECKOM
eIMHUILIeH: HacUuThIBaeTcs mpuMepHo 130 cayyaeB IMarHOCTUKU
v-HCD [17]. Haubosee yacto BO3HMKAET Y MALIMEHTOB CPEAHErO
Bospacra: 51—68 siet, yaie y MyxxuuH [24, 25]. I3 onucaHHbIX
BJIMTEpATYpE CIyyaeB MpeacTaBieHa TpeMsl BUIaMu 3a00J1eBaH Ui
aCCOLMMPOBAHHON C TUCCEMUHUPOBAHHBIM TUIIOM JTUMDOM,
04aroBoil GopMoil U acCOUMUPOBAHHON C ayTOMMMYHHBIMU
3aboneBaHusmu [17]. y-HCD, accoumnpoBaHHasi ¢ pacrpocTpa-
HEHHON (popmoii muMdOM, BBHISIBISIETCS IIPUMEPHO B 55—67%
CJly4aeB M XapaKTepu3yeTcsl HATMIMEeM TUITMYHBIX B-cuMnTomMoB,
reHepajan30BaHHOM TuMbaaeHOMaTUE, CIUICHOMEeTaIueil U pexe
renaromMeranuei [24].

HekoTtopble ciiydyan UMEIOT CXOACTBO ¢ JUMGbOMOii Mapru-
HaJIbHOM 30HBI (9KcTpaHonanbHass MALT-tuna) u nmumdoruias-
MonmTapHoii imMdomoii, onHako F. Hamadeh u kosuteru B cBoem
HeJaBHEM MCCJIeIOBAaHUU TIOKa3aiu OTcyTcTBUe MyTauuu MYD
88 L265P npu y-HCD, BbIsIBIeHHO# B OOJIBIIMHCTBE CIIyyaeB
JIMArHOCTUPOBAHHUSI TMMQOIUIa3MOLIUTAPHON JTMMMOMBI, U4TO 3a-
CTaBWJIO 3aCOMHEBATBLCS B €IMHOM MeXaHW3Me BO3HUKHOBEHUSI
JmmborriazMoLuTapHoii iumdpomsl u y-HCD [26].

BapuaHT coueraHusi ¢ ayTOMMMYHHBIMU 3a00JIeBAaHUSIMU
BCTpevaeTcsl pexe, mpuMepHo B 25% ciydaes [17], u accouuu-
pyeTcsl ¢ TaKUMU OOJIE3HSIMU, KaK PEeBMATOUIHBIN apTpUT, CUH-
npoM lllerpeHa, cucteMHasi KpacHasl BoJlYaHKa, ayTOMMMYHHast
remoyuTdeckas aneMust [27, 28], a Takske UMMYHOJIOTHMYecKast
TpoMOOLIUTONIEHUYECKas TypIypa u MuacteHus [29].

BrisiBieHune ouaroBoii (popMbl: TOKAIM30BaHHAS MeIyJUISIpHAsT
00J1e3Hb (C 0YaroBbIM MOPaXXEHUEM KOCTHOTO MO3ra) U 3KCTpa-
HozaibHasl (hopma oTMeualoTes y % naiueHToB. Hanbosee yacto
coo0b11IaeMble 3KCTpaHOdATbHbIE O4arn — KoOXa, IIUTOBHUIHAS
U TIapalIMTOBUIHbBIE XeJIe3bl, OKOJIOYIIIHAs Xejle3a, POTOIJI0TKA
U XeJTyJI0YHO-KHUIIEYHBIN TPakT 24, 25].

Taxktuka Benenus namueHTta ¢ Y-HCD He uMmeer cTaH-
NMApPTHBIX MOAXOM0B. B ciyyae accoumanum ¢ ayTOMMMYHHBIMU
3a00JieBaHUEM JIeUeHUE MPOBOMAST COTJIACHO AEUCTBYIOIIUM
npotokoyiam [17]. ¥ maiMeHTOB ¢ TMCCEMUHUPOBAHHON JIMM-
domoit mim oyarosBoit hopmoii y-HCD HeoOXxonumMo poBOIUTh
JIeYeHUe XMMUOTeparieBTUYeCKUMH MperapataMu. Beicokyro ad-
(hexTHBHOCTB MOKA3aJ10 UCTTIOJIb30BAHUE PUTYKCHMMaba (B ciiydae
MOATBEPXKIEHHON aKcTipeccun anTureHa CD20) B komOuHammn
CO CTaHAaPTHBIMU PEXUMaMKU XMUMMHOTEPANUU ¢ TPUMEHEHUEM
xJaopaMOynmia, MeidanaHa U 6opTe3oMrubda B KOMOMHAIIMK
C TIPEeIHU30J0HOM, JIyUeBOI Tepanuu, a Takke pexkumoB CHOP
B KOMOMHAILIMKU C PUTYKCMMaOOM B pedpakTepHbIX WU arpec-
CHMBHBIX ciydasx [24, 30].

D. Inoue 1 coaBTOpbI OTHOCHUTEIBHO HEJABHO OMYyOJIMKO-
BaJIM pabOTy O MOJIOKUTEIbHOM pe3yJibTaTe JeUeHUs TMalu-
eHra ¢ y-HCD, accoununpoBaHHOii ¢ 1uMdOoriasMouuTapHoi
JMM@OMOI ¥ MaHIMTOIIEHUEeH, (pIygapaOMHOM B KOMOMHALIMKA
¢ putykcumabowm [31]. B cmydyae acuMIITOMaTU4IECKOTO TeUYCHUST
OINTUMAJIbHBIM CUMTAETCsI MOoaXo 1 «watch and wait»; 3apeructpu-
POBaHBI CIy4yau CaMOCTOSITEIbHOM CIIOHTaHHOI pemuccuu [30].
IMo manubiMm D. Wahner-Roedler 1 coaBTOpoB, MeanaHa BbI-
JKMBAEMOCTH Y 23 TallMeHTOB cocTaBwia 7,4 rona [24]. YpoBeHb
CBOOOIHBIX TSIKEJIBIX Y-IIeTeil MOXKET ObITh MCITOJIb30BaH IS
KOHTpOJIsl 3a00JieBaHUsI BO BpeMs JieYeHUsl UInu Habsomae-
Hus [32].

p-HCD. u-HCD gaBnasiercst caMbIM peAKUM MPENCTaBUTENEM
rpyrnsl HCD. BrnepBbie ony0aIMKOBaHBI IBa Caydasi, OMUCaH-
neie H. Ballard u coaBropamu [33] u F. Forte 1 coaBropamu [34]
B 1970 r. Bcero B nuTepaTtype HacuuThiBaeTcsi MeHee S0 ciyya-
eB [35].

B ! cnyuaeB u-HCD nuarHocTupyioT BMecTe ¢ XpOHU-
yeckoil nuMdouutapuoii neiikemueit (XJJI)/numdomoit
M3 MaJIbIX TUM(OLKUTOB U COOTBETCTBYIOIIEH CUMIITOMATUKOI:
nuMbaaeHOaTus, TernaToCIJieHOMEerauaus, yMeHbIIEHUEe Mac-
Chl Teja, ¢J1aboCTh, MOBBIIIEHHOE MOTOOTACICHUE, KOTOPBIE
OTHOCSTCSI K KOHCTUTYLMOHaIbHBIM cuMinTomam XJIJI [5,
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35]. IIpu uccinemoBaHUM OEIKOB CHIBOPOTKM KPOBH, ITPOBE-
neHHoM J. Bonhomme u kosneramu, y 150 mauuenToB ¢ XJ1JI
He ynanoch uaeHTudunposatsh W-HCD, uyTo yka3biBaeT Ha ya-
croty <1% B 37Ol NomynsMu [36].

Takxe onucaHnbl ciydau guarHoctuku u-HCD kak MOHOKIIO-
HaJIbHOI raMmarnaTuu 6e3 KIIMHUYECKOM KapTUHBI B-KIIeTOYHbIX
sumdom [37] 1 accolMMpoBaHHOW C aMUJIOUT030M B PEIKUX
ciyyasx [38]. Mopdoaornuecku B Ma3Kax KOCTHOTO MO3Tra MOXKET
ONpeAEISATHCS HOPMAJIbHOE KOJMYECTBO I1a3MaTUIECKUX KJIETOK
C XapaKTEpHOM BaKyoJIM3alMel LUTOIIa3Mbl U 9KCKPELIMEN CBO-
00IHOI JTIerKoii K-11emu, orpeae e HHOI IyTeM UMMYHOLIUTOXUMUK
¥ UMMYHO(hEHOTUTTMPOBAaHMS, KaK OMMKMCAHO B HEJaBHEM Cllydae
BoisiBieHus1 L-HCD Bmecte ¢ nuddysHoit B-kpynHokieTouHo
nuMdomoit (ABC-moarum) [39].

Jleuenue narmenTos ¢ u- HCD ocTtaeTcs rmom BOrpocoM B CBSI-
31 C KpaifHe PeIKUM IUarHOCTMPOBAaHMEM 3TOTO 3a00JIeBaHMSI.
B nutepatype onucaHbl cliyyau HaOJIOAEHUS MallMEHTOB ¢ Oec-
CHMITTOMHBIM BBISIBJIEHUEM B CHIBOPOTKE KPOBU TSIXKEJBIX 1IeTei
IgM, a takke crioHTaHHOU pemuccuu [5]. Ecim y nmammeHTOB
NMarHOCTUPOBAIU JTUM(OMY, JIedeHHE IMPOBOAMINA C TTOMOIIBIO
craHmapTHBIX pexkxuMoB xumuotepanuu CHOP u CVP [5], a Takke
MoHoTepanuu haygapadbuHoMm [32].

BbiBOAbI

HCD — 370 Tpynma peakux MOHOKJIOHAJIBHBIX Maparpo-
TerHeMuid. CJI0KHOCTb MX JTMarHOCTUKK COCTOUT B OTCYTCTBUU
€IMHOTO TMOAX0Ia U CUCTeMAaTU3MPOBAHHBIX TaHHBIX, TETEPOTEeH-
HOCTH KJIMHWYECKUX MPOSBICHUN U MOHUMAHUs MEXaHU3MOB
MX BOSHUKHOBEHHUSI.

B cinyyae ¢ HalIMM MalMeHTOM B OMOTNICMOHHOM MaTepu-
ajie CIU3UCTON 000JOUYKHU BBISIBUIN JTUMQOIIA3MOIIUTAPHYIO
MHOUIBTPALUIO, YTO COOTBETCTBYET CTaAMU A COIJIACHO Ta-
TOoTHCTOJOrnYecKoi kimaccudukaunu A. Gallian. Ha maHHBII
MOMEHT MalMeHT HaXOAUTCS MO HAOJIOACHNEM, MaTOreHHBIX
BO30yaMTENe B OAKTEPUOJOTUYECKUX MTOCEBAX CO CAMBUCTBIX
000JI04€K HE BBISIBJIEHO, SMIIUpUUECKash aHTUOaKTepuaibHas
Teparnus He Ha3Hayaslach.

OTOT KJIMHUYECKUI Cilyyail CBUIETENIbCTBYET O Ba’KHOCTHU
MYJbTUANCHMUIUIMHAPHOTO MOAX0/1a U TECHOM pabOThl KIMHUIIM -
cra, 1abopaTopuu 1 MaTOTUCTOJIOTA B TeMAaTOJIOT MU, a TAKXKE He-
00X0AMMOCTH pa3paboOTKK MPOTOKOJIOB JIJIsl BEACHUSI MAlIMEHTOB
¢ HecrneuudUIeCKUMU U3MEHEHUSIMU KaK B MUeJIOrpaMMe, Tak
U B pe3ysibTaTax OMOIICHIL; pacCIIMPEeHUs CIIeKTpa 3a00J1eBaHNI,
MPY KOTOPbIX Ha3HauaeTcs aiekTpodopes 1 uMMyHodUKcalus
OEJTKOB CHIBOPOTKY KPOBU U CYyTOYHOI MOYM.
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XBopo6a BaXKKMX NaHLOriB:

KNiHIYHM BUNA[oK Ta ornsg, nitepatypu

O.A. Kapnabeoa, 3.B. Cmynakosa
HauioHanbHnii megnyHnii ynnsepcureTt im. 0.0. Boromonbus, Knis

Pestome. XBopoOa BaskKIX JIAHIIIOTIB iMyHOTI00YITiHIB (heavy
chain diseases — HCD) — 1e rpyma XpoHiYHMX B-KIiTMHHMX
nimMdonpotidhepaTUBHUX 3aXBOPIOBaHb, SIKi XapaKTepU3YHOThCSI
MPOIYKITIEIO MATOJIOTIYHOTO MOHOKJIOHAJTbHOTO BasKKOTO JIAHIIIOTa
iMyHOTJIO0YJiHY (., W a0o V), He 31aTHOTO MPUEAHYBATHU BilIo-
BiJHi JIETKi JIAaHIIIOTM BHACJIiAOK TeHeTUYHUX MyTauiid. KiiHiuHi
nposisu HCD 3anexatpb Bif i30TUIY MPOIYKOBAHOTO BaXXKOTO
JIaHIIIOTa i KOJIMBAIOThCS Bil aACUMIITOMATUYHOTO Mepediry 10 arpe-
CUBHOI JiMpoMu. Y cTaTTi 0OroBOpeHi MUTaHHSI MaTOTeHE3Y,
KJIiHIYHOTO Tepediry, nudepeHIiiHOI JiaTHOCTUKU Pi3HUX BUIIB
HCD. OnucaHo KJIiHIYHUI BUTIAIOK 1iarHOCTUKY XBOPOOU BaXKKIMX
a-naniporis (a-HCD).

KimouoBi c;10Ba: XBopo0a BaxkKKMX JTAHLIIOTIB; JTiMorpoidepa-
THUBHI 3aXBOPIOBAHHS; BaXKi JJAaHLIFOTY iMyHOTI100Y1iHY; a-HCD;
reHeTUYHi MyTallii.

Heavy chain disease:
clinical case and literature review

O.A. Karnabeda, Z.V. Stupakova
0.0. Bohomolets National Medical University, Kyiv

Summary. Heavy chain diseases (HCD) are group of chronic
B-cell lymphoproliferative disorders that are characterized
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by production of the pathological monoclonal heavy chain
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to aggressive lymphoma. In the article we disscussed the issues s
of pathogenesis, clinical picture and differential diagnostics Stupakova Zinaida
of different types of HCD and described a clinical case of di- 17 T: Shevchenko blvd, Kyiv 01030
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heavy chains of immunoglobulin; a-HCD; genetic mutations.
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