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bonesHu TaXenbix Lene umMyHornobynuHos (heavy chain diseases — HCD) — 3To rpynna XpoHu4eckux B-kneTo4uHbix numdbo-
nponudepaTMBHbIX 3a6oneBaHuii, KOTOPble XapaKTepU3YIOTCA NPOAYKLMel NaToNOrM4eckon MOHOKJIOHANILHOM TAXENOM Lienuv
WMMyHorno6ynuHa (a, p i y), He CNoco6HOM NPUCOEANHATL COOTBETCTBYIOLLME NIETKUE LIeNy BUIEACTBME reHeTUYECKMX MyTaLMiA.
KnuHuyeckue npossneHma HCD 3aBUcAT OT M30TUMNaA NPOAYLIMPYEMON TAXKE/ION LIeNM U BapbUpPYIOTCA OT aCMMINTOMAaTU4YeCKOro
TeyeHWs [10 arpeccuBHOM NMMboMbI. B craTbe 06CyxaeHbl BONpockl NaToreHesa, KIMHAYECKOro TeveHus, AuddepeHLanbHom
AUarHoCTUKM pasHbix BuaoB HCD. OnucaH KNMHUYECKUI UTyvaid AMarHocTuky GonesHu Taxenoix a-uenei (a-HCD).

KnioueBbie cnoBa: 60/1e3Hb TXebIX Lenei; numeonponmdepatnsHbie 3a60/1eBaHUS; TSIXEbIE Lenn nMMyHornobynmHa; a-HCD;

reHeTun4eckune Myraumm.

BBEOEHMWE

Bonesnu TsoRenbIx nenei mMMyHorTo0ynmuHOB (heavy chain
diseases — HCD) mpeacTanismoT rpymry B-KIeToqHRX MOHOKITO-
HATBHBIX JMMdonpormdepaTHBHBIX 3a60IeBAHUI, OTIIMYAIOIIUXCS
KIMHAIECKMM TEIEHHEM M MMEIONHX OOIMyIo YepTy: IMPOXYKIIHAT
TSDKENION 1IeT MMMYHOTJIOOYIIMHA, HECITOCOOHOU IIPHCOEIMHATE
JIETKHE 1IETTH COOTBETCTBYIONIETO Kiacca. B 3aBUCHMOCTH OT Kilacca
nMMyHODToOymMHa — IgA, IgG, IgM — pazmmuaror tpu Buaa HCD:
a-HCD, y-HCD, u-HCD, 0603Ha9eHHBIX ITO THITY CEKpETUPYEMOM
ToKeToN e, Takue TSDKeNbIe e COAEPXKAT TOUeIHbIE MyTa-
1IMM, B OCHOBHOM B 30He KOHCTaHTHOro noMeHa (CH1), uHcepimm
M JEJIE1IMM BCNISCTBHE cOMaTndeckux MyTtauuii [1, 2]. Ha ceromns
HE ONMyOJIMKOBAaHO HH OXHOTO ciy4as BeispiaeHus e-HCD (IgE)
u 6-HCD (IgD).

IIpy HOPMAIBHBIX YCJIOBHAX, B OTCYTCTBHE aCCOIMUPOBAH-
HO# JIerKo# eIy, TSDKENAs 1IeITb UIMMYHOTIIOOYIMHA MOAJICKMT
Jerpagaliy ¢ ITOMOIOBIO IIPOTEACOMBI KJIETKH, IIYTEM CBsI3bIBAHMSA
¢ 6exxoM TerwtoBoro wmoka 78 (heat-shock protein 78 — hsp 78).
IMosToMy B HOpME TSIXEJIBIC LI HUKOTAA HE OYIyT BRISIBIISITECS
B CHIBOPOTKE KpOBH WU Moue. IToreps kpyrHoit yact CH 1 Tspxe-
JIOH [IEITH MMMYHOIIOOY/IMHA IPUBOIUT K HECTIOCOOHOCTH IIPACO-
€IMHSTH COOTBETCTBYIOILYIO JIETKYIO IETTh, CBA3ATLCA C IIPOTEHHOM
hsp 78 u npoitTi Nporiecc Aerpagaly mpoTeacoMoi KieTkd. Kak
CJIECTBHE — CEKPEeNUsl U MUPKYIAIASA TSOKEIBIX NeNel HMMYHO-
o6y IiHa B IUIa3Me KPOBH U Mode [3].

Takxe, cortacHo MHeHHIO D. Corcos ¥ coaBTOpoOB, AedeKT-
HBIE TSXKEJIbIE eI UMMYHOTITIO0YMHa clToco6HEI GopMHUpOBaTh
B-xnerouHbie TpaHCMEMOpaHHBIE pelIeNTOPHI, CITOCOOCTRYIOITHE
aHTHTEHHE3aBHCHMOM arperaiiy ! Iepefade CHTHAA, CO3IaBas
TIPEUMYTIIECTBA TSI pOCTa HEOTUTACTIYECKHX KIIETOK [4].

KNWHUYECKWA CNYYAH

IMTayuenm H., 1955 r. poxaenus (62 rona), NOCTYIHI B KIU-
HHKY ¢ XAT06aMH Ha MIEPHOMUYECKOE MIOBLIIIEHHE TEMIIEPATY P
Tena Ao 38 °C, cnabocTs, 60> M OTEYHOCTD B CYCTaBaX (KOJTEHHEIX,
IUIEYEBBIX, KUCTE PYK), BEICHITIAHWS Ha KOXe (3puTeMa). U3 aHaM-
He3a: 6oneeT ¢ oceHH 2017 r. T'oCcIIMTATM3NPOBAH B OTACICHHE
peBMaTtornorm. Ha oCHOBAHWHM NaHHBIX KJIMHHYECKOTO W JTa6o-
paTopHOTO OGCIEeOBAHUS YCTAHOBJIECH AMATHO3 «PeaKTHBHAIN
apTpuT» (PE3yJIBTAaTH PEBMATONOTHUECKUX TECTOB MPHUBEAECHEL
B 1abn, |) ¥ Ha3Ha9eH METHINPETHN3OIOH 32 MT/CyT.

Ha ¢one mpreMa rIoKOKOPTHKOCTEPOHIOB — YIIydIIeHHE
COCTOSTHHSI, HOPMATA3AIMS TeMIlepaTypsl Tena. Ho, yaIuTeIBast
TIOBHINIIEHH € CKOPOCTH ocenanus 3purporuToB (COD) B aHam3e
nepudepHuecKoif KpoBH, GOIE B KOCTAX, PEKOMEHIOBaHA KOH-
CYJETAIIHSA TeMATOJIOTA.
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TTarueHTy Ha3HAYEHO NOTIOMHUTEILHOE OOINEKITHHIIECKOe
oOcliefoBaHHE: OOIMUI aHATH3 KPOBH, OMOXMMITIECKHMIA aHATH3
KPOBH, HICCIIENOBAaHIE KOCTHOTO MO3r'a; TPEMAaHOOHOIICHS KOCTHOTO
MO3ra ¢ NIPOBEJEHHEM NMAaTOTHCTOJIOIMYECKOTO U HMMYHOTHCTO-
XMMHWYECKOTO MCCIICIOBaHMS, LIATOXUMHUIECKOE HCCICNOBaHHUE,
anekTpodope3 1 UMMyHODUKcaLUsl GEJIKOB CHIBOPOTKH KPOBH,
¢ubpoazodaroracTpoayoaeHOCKONMHUA U (PHOPOKOIOHOCKOITHS.
VaureIBasi, TI0 JaHHBIM KOMITbIOTEpPHOU TOMOTpadun, yBeIMueHHe
6udypxaimonHoro mMbaTraeckoro yana (18,9% 12,5 MM) BeImon-
HeHa GHOIICHS ¢ TOMOIIBIO YPECITUILICBOTHOTO AOCTYTIA.

PeaynbraThl JOMONHUTENBHLIX UCCAENOBaHUN NMPUBEAESHBL
B Tabn. 2—4.

SAKNIOYEHUE WCCNENOBAHWIA

KomrgecTBo MErakapmoIMTOB CHUKEHO IIPOIIOPLIMOHATIBHO
obnieMy KoaudecTBy MareprHana. Hapymennit B Mopcdonorun
¥ CO3pEBAHWH MHUEIOKAPHOLMTOB HE BRISIBJICHO.

JlaHHEIE TATOTHCTONOTHIECKOTO M HMMYHOTHCTOXHMITIECKOTO
HCCNEeAOBAHUI KOCTHOTO MO3Ia: KOCTHEIN MO3T THITEPKIICTOYHBINA
¢ MPA3HAKAMH PEAKTUBHOM THIIEPIUIA3HN MHEIIOMIHOTO POCTKA
(Ha ¢oHe MpUMeHeHHsA MeTHInpenHu3onona). CD3 u CD20-
TIO3UTHBHAs PEaKIUsA B €MHHUIHbIX MATHIX TuMbo1uTax. Beisas-
neHa CD138-1103uTHBHAsI 3KCIIpECCHUS B TIA3MATHIECKUX KITETKAX.

KonoHockomusi: KOTOHOCKOI BBEACH B TEPMUHANIEHBIA OTHEN
cienoit xumiku. [IpocBET TOHKO#H KANIIKK paCIPARIsSIETCH BO3IYXOM
PaBHOMEPHO, COAEPXAHUE — KHUINEYHOE, KOJTMYECTBO — HE3HA-
YHATEIHLHOE, CTM3UCTas 000JI0YKA — SPUTEMATO3HAA, COCYAUCTRIH
PHCYHOK — BEIPDAXEH, IUIOCKHE IOPAXEHWA — OTCYTCTBYIOT.
BricTynaronmie CTPYKTYPE! M ITOJIMITHT — IO/ B CpeTHEH TpeTH
CHTMOBHTHOM KHMIIKA TraMeTpoM Ao 0,5 cM (GHoricHs), B HIDKHEU
Tpetn — 0,3 ¢cM, Ha HOXKe. ['MriepTpodus aHATBHEIX COCOIKOB —
OTCYTCTBYET, T€eMOPPOIf — OTCYTCTBYET, YITyOJEHHUs ¥ TTOAPHITHIC

TabBnuuna 1. Peemartonoruyeckas naHenn nayuenra H.

Meroa nccnenosaHus Peaynerar PedrepenTHbie 3HAYSHNUA
Nucleosomes HE BLIAIBIEHO He BhiSIBNIEHO
dsDNA HE BbISIBNIEHO He BbISIBNIEHO
Histones HE BHISIBNIEHO He BbiABIEHO
SmD1 HE BLISIBIEHO He BLISIBNEHO
U1-snRNP HE BLISIBNIEHO He BLISIBNIEHO
SS-A He BLIFIBNEHO He BLISIBNIEHO
SS-B HE BLISIB/IEHO HE BLISIBNIEHO
Scl-70 He BLiFIBNIEHO HE BLISIBNEHO
CENP B HE BbIIBNIEHO HE BLISIBNEHO
Jo-1 HE BbISIBNIEHO HE BbSIBNIEHO
AMA-M2 HE BLiSIBNIEHO He BLISIBNIEHO
Ku HE BLISIBIEHO He BbISIBNEHO
PM-Sc1 He BLIFIBNIEHO HE BLISIBNIEHO
PCNA HE BWABNEHO HE BLIABNEHO
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TaGnuua 2. [JaHHbie KNTWHAKO-TEeMATONOMMYECKOro MCCNeloBaHHS MaLMeHTa M.

NaboparopHbin PesynbTar PedepenTnie
TECT 3HAYEHNA
O6wwmid ananua  Jleikoumtsl —12,5° 109/n 3,5-10,0
KPOBM Spurpoumtsl — 4,45 - 10%/n 4,0-5,0
[emornobuH — 138 r/n 130-165
TpombouwTe — 374 - 10%n 150-390
C03 — 46 mm/roa 0-15
Muenoumtul — 0% 0
Heittpodmnel nanoukosaepHoie — 12% 1-6
Heittpopmnel cermerTospepHbie — 71% 47-72
So3uHopunbl — 2% 1-5
MoHouuTsl — 4% 3-11
Jinuoumtul — 11% 19-37
Buoxumudeckuit  Bunupy6uH obwmii — 21 Mkmone/n 0-17,0
aHanu3 kpoBu  [1psiMOit — 4 MKMONb/N 0-3,50
ACAT — 28 Ep/n <31
AnAT — 27 Ep/n <32
a-Ammnasa — 45 EQi/n <80
LLienoyHas dpodcdarasa — 78 Ep/n 53-128
NakrataernpporeHasa — 545 En/n 225-450
06wuit 6enok — 87 r/n 66-87
KpeatmHut — 65 Mxmonb/n 62-115
MovueBas kucnora — 245 MkMons/n 155-357
MoyeBuHa — 5 MMonb/n <8,3
Ans6ymun — 31,03 r/n 35-52
Cnioko3a — 5,1 MMonb/n 4,1-5,9
TaGnuwua 3. MuenorpamMma nayuenra #.
SneMeHTsl KOCTHOMO MO3ra PedeperTHbIe 3HAYSHHA
bnactul — 0,2% 0,1-11
HelATpodunbHble rpaHynoLuTs
Mpomuenoumtsl — 0,6% 1,0-41
MuenouuTsl — 6,4% 7,0-12,0
MeTtamuenoumtsl — 4,8% 8,0-15,0
NanoukospepHbie — 3% 12,8-23,8
CermeHTosnepHue — 48,6% 13,1-24,1
B03uHounbHBIE TDHYNOLHUTH
Nanoukospephbie — 0,4% 0,5-5,8
CermenTosepHuie — 0,4% 0,5-5,8
ba3ogunbibie rpaHynouHTH
CermeHTongepHuie — 1% 0-0,25
SneMeHTs 3PHTPOI0I3a
Aputpobnactul — 0,2% 0,2-11
MponopmouuThl — 0,2% 0,1-1,2
Hopmouuts 623odunsHeie — 0,4% 1,4-4,6
Hopmouutel nonuxpomMarodpunbheie — 9,8% 8,9-16,9
Hopmouutel okcudunbHeie — 0,6% 0,8-5,6
QnemenTs THMPON033a
Jinmouutl — 9% 4,3-13,7
Mnasmouwms — 0,6% 0,1-1,8
GNeMeHTH MOHOLHTON0332
MoHouuTtel — 6,2% 0,7-3,1
MuTo3ul anemenToB Genoro poctka — 0:500 2:500
MuTo3bl anemeHToB kpacHoro poctka — 0:500 3:500
KocrHoMoarosbie HHAexcH
Neiixo/aputpo — 7,9:1 4:1; 3:1
Co3spesaHue Heirtpodunos — 0,2 0,6-0,8
Coapesanue apuTpokapuoLwTos — 0,93 0,8-0,9

YYACTKH — OTCYTCTBYIOT. 10 JaHHEIM NTaTOTACTONIOrHYECKOT0 UCCTIe-
JTOBaHUsA GHOTICHOHHOTO MaTepHala B IIPEIAPATE YIACTOK CIIH3UCTOM
000J109KM HH(MWIBTPUPOBAH JTMM(hOILIA3MOLIMTAPHBIMM KIICTKAMIE.
Ilo pesynbraraM HMMyHOTHCTOXMMITIECKOTO MCCIIEHOBAHMS HA STHX
KJIETKAX BRIAIBIECHA SKCIIPECCHS MOHOKIOHATBHEIX TSDKREBIX 18-
neit ummyHormoOymuHa, CD138 u orcyrerBue skcnpeccud CDS,
CDI10u CD20.

Bnexrpodope3 ¥ UMMYyHOMHUKcasa OEJIKOB CHIBOPOTKH
TIPOBEAEHE! MAITMEHTY IBAXAEL. Pe3y/bTaThl IONTBE PIVUTH BEISIB-
JeHne M-TIpoTerHa B 3;-30H€, KOTOPHIA ITPENICTABICH TKETBIMIA
nemsaMu IgA.

TaxuM o6pa3oM, YIUTHIBas JaHHBIE 3JIeKTpodope3a U UMMY-
Ho(uKcauy 0EJTKOB CHIBOPOTKH KPOBH, YCTAHOBJIEH THATHOS:
XpoHudecKoe TuMbonponutepaTuBHOE 3a601€BaHUE, OTIIOXKE-
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Tabnuua 4. PeaynbTarsl anekTpogopesa u MMyHodpHKcaLun 6eNkoB CLIBO-
POTKH KPOBM, YPOBEHL MMMYHOTNOGYNMHOB nayseHTa K.

MeTon Pesynurar PedepentHbie
ncenefoBaHns 3Ha4YeHns
Snextpodopes 00wmi denok — 68,8 r/n 66—83
Genkos cuiBopoTk  AnbGymuH — 46,06% 52—-65
KPOBM a;-Inobynun — 1,03% 2-5,5
az-Tnobynun — 15,06% 6-11,7
B-TnoGynuH — 26,87% 8,2-14,5
y-no6ynui — 10,38% 9,5-19,8
UmmyHopukcaums  AnbGymuH — 31,6 r/n 34,4-45,0
Genkos cuiBopotkn a; — 0,71 r/n 1,6-6,7
KpOBH a,—10,33r/n 5,6-12,4
B—18,44r1/n 4,4-11,6
Y-17,52r/n 5,5-13,4
M-npotens — 15,63 r/n OtcyretByet
3aknioyenue: B B-30He onpe-
DenseTcs NaTonoruyeckui
rPag1eHT, NpeACcTaBNeHHbIA
TAXENLIMU LiensMK IgA.
B,-®pakums cocraBnsaer
22,78% o6wero konuyecTa
Genka, wm 15,63 r/n
YpoBeHb uMMyHo- IgA — 3,61 r/n 0,7-4,0
rnoGynuHos IgG — 8,16 r/n 7,0-16,0
lgM — 1,22 t/n 0.4-23

HHUE TSIKENHX o-lenei uMmMmyHornodymuHa (IgA), 94To BXOAUT
B cocTaB B,-¢pakiiuu.

PE3YNbTATbI U KX OBCYXXAEHMUE

HCD — 310 rpymmna pegkux 3a0oleBaHUIt, BCero HacUU-
ThIBaeTcs nopsiaka 700 onyGmkoBaHHBIX cirydaeB. Hekotopnie
M3 HAX MMEIOT TCIECHHUE IO THITY JIMM(bOMEI IUIH ayTOMMMYHHOTO
3a00J1eBaHMsA, B TO BpeMs KaK CYMIECTBYIOT U CTEPTHIE, aCUMII-
ToMarudeckue hopmnl [2]. EMMHOrO MHEHHUS KacaTeJbHO IpO-
THO32 ¥ JICUECHHS 3THX 3a00JIeBaHMIl HET, HO BCE OHM SABJIIOTCS
Pe3yNETATOM COMAaTHISCKHX MYTAITHil M TpeGyloT narbHeHImero
MCCIEeIOBaHMSA M Pa3spabOTKM ITPOTOKOJIOB AJIS JICUEHMS TAKMX
TIAIEHTOB BO BCEM MHDE.

a-HCD. OnucaHo HECKOJIBKO THIIOB GOJIE3HU TSIKEIBIX
a-uenei (0-HCD) — ¢ BoBIeYeHHEM JIETKHX, TUCTAILHOIO OTIEa
TOHKOT'O KHIEIHNKA, 110 THITY MALT-mMboME 1 paciipocTpa-
HeHHo#l mMbaneHonaTu. Ot1a popma HCD yanie ocTalbHBIX
BCTpeYaeTcs B JIMTeparype — ormucaHo Gonee 400 crygaes. Ipe-
MMYTIECTBEHHO 3a60JIeBAIOT NTAITMEHTH CPETHETO BO3PACTA, C He-
60JIPLIMM ITPEBAIMPOBAHMEM MYXCKOTO 11013 [5].

B nuTepatype BCTpe4aloTCs 1Ba IOHATHSA — CPeTH3EMHOMOP-
ckas umboma u a-HCD, xoTophie o cyTH SBIAIOTCS OXHUM
3aboneBanueM. B 1960-x romax OIMUCaHO HECKOIBKO KIMHMIE-
CKHX CITy9aeB BRISBJICHUS CIelIM(UIECKOTO NIOPAXEeHUS TOHKOTO
KMIIEYHMKA, aCCOIIMUPOBAHHOTO C CHHIPOMOM MaTbabcopOIMH,
B KOTOPBIX THCTOJIOTHYECKH OITpeie/sU1ach HHGbWIIBTPAITHS CITM3H-
cToi 060109KM U COGCTBEHHOM TLUTACTUHKY TOHKOTO KMILIETHHAKA
JMMOOILIaA3MOIIMTapHKM HHObMWIETpaTOM ¢ aubdy3Ho pacmo-
JIOXEHHBIMH 3JI0KAYECTBEHHRIMHA JTUMMOIUTAMHM U CeKpelMeit
CcBOOOIHOIM TSXeJoi ey IgA, — U3BECTHOTO KAK CPEIM3EMHO-
Mopckas mMdoma [6].

B nanbHeiieM OITUCHBAIOTCS CTy4ad TMATHOCTHKY CHTHIPOMA
ManbaGCcoOpOLMH C BLISIBJIEHHEM B CBIBOPOTKE KPOBH CBOOOIHBIX
TSCKEIBIX LieTieit IgA y malnmeHToB MOJIONOTo Bo3pacTa 6e3 crieu-
(bHIECKOTO NMOPAXEHHUS CIU3IUCTOMH 000JI0YKM KWIICYHHKA. DTH
ciyqau o6o3HadaloT Kak o-HCD [7, 8]. CrycTsl HECKOJIBKO JieT
B JIMTEPATYpE OIMCAHKI cIydau TpaHchopManuu o-HCD B mud-
¢y3Hy0 TMMbpOMYy C ITOPaXEHHEM TOHKOrO KHUIIEIHUKA, UTO
00yCIIOBIWIO pa3BHTHE TEOPHM KACATEIHLHO €THHOTO MEXaHHM3Ma
BO3HMKHOBEHHS 3THX 3a00JIeBaHMIA, TIPOTEKAIOIIHUX B HECKOJIEKO
THCTOJIOTHMECKHUX cTamuit [9].

B 1976 r. rpymmia sKcrepToB IIPUILTH K BeBoAy, 9To a-HCD
M CPEAM3EMHOMOpPCKas JUM(pOMaA MPEACTaRIIOT CO00il CIIEKTP
3a6oeBaHMH ¢ 10OpOKaYeCTBEHHOM!, MPOMEXYTOYHO! U 3710-
Ka4eCTBEHHOU CTaaueil, U NPHHUIM PENICHHE BBECTH TEPMHH
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«UMMYHOMpOIUbepaTHBHOE 3a60JIEBAaHUE TOHKOTO KATIIEYHHUKA»
(IPSID — immunoproliferative small intestinal disease) [ 10]. B aroit
CHTyallMH XOTEJIOCh Obl TaKke OOpaTuTh BHUMAHHME HA HU3KYIO
9YBCTBHTEILHOCTD B TO BPEMSI HCTIOJIB3YEMEIX TEXHMYECKIX M JIa-
6GOpaTOpHBIX METOIOB, HO Ha CETOMHS Kiaccudukarms ¥ Mopdosio-
rdgeckast KaptuHa IPSID octarorcst mpeXHuMM.

TaxuM o6pa3oM, B koHTeKcTe MALT-muMdomsr a-HCD mno-
Jyawia HazBaHue [PSID u MMMyHOTHCTOXMMHYECKH XapaKTepu3y-
€TCSA OTIOXECHHEM B COOCTBEHHOM ILTaCTHHKE CIIU3HACTOM 060I0IKH
JMGOILTa3MOIIMTAPHOTO MHMWILTpaTa, GoraToro rasMarude-
CKMMM KJIETKAMH ¥ MAJIBIMK JTUMMOIUTaAMH, MOPdOIOTHIECKH
TIOXOXWMH Ha B-KieTKr MapruHaimbHO#M 30HH [ 11]. BT0 HauGosee
9acTO BCTpegaeMelii B tureparype i a-HCD. M. Lecuit u coas-
TOPEI NOTBITAIMCH YCTAHOBUTh MATOTEHETHYECKYIO CBs13b - HCD
¢ Campylobacter jejuni |12]. J. Parrsonnet u P.G. Isaacson |13],
petpocnexTHBHO Mcnoib3ya FISH u nanHble MMMYHOTHCTOXH-
MHYECKOTO HccleOBaHuUs, BRBIWIM MHUImpoBanue C. jejuni
y 4 u3 6 maumeHToB ¢ IPSID. Taxum oGpasom, casp IPSID
¢ C. jejuni GbUIa IOCTABJIEHA IIOJ COMHEHME.

CuHapoMm ManbabcopOLMM: YMEHbIIEHHE MACCHI Tejla, JUC-
koMGopT B 00/1aCTH KUINEYHUKA, TOITHOTA, AUApEss — OCHOBHLIE
CHUMINTOMH abmomuHanbHOM dopmel a-HCD. A. Gallian n co-
aBTOPBI TMCTOJIOTMYECKH MOAEIMIM KHInedHylo ¢opmy a-HCD
Ha 3 craguu: cramist A — i dy3Has HTHOWILTparst coGCTBEeHHOMU
TUTACTAHKH CITA3HCTON 00O0JIOUKH IUIa3MaTHIECKMMHU KIIETKAME
Wi TAMbOIUTa3MOIMTAPHERIM HHOWILTPATOM, BO3MOXKHO ITPHCYT-
CTBUE aTpo)uM BOPCHHOK; cTanus B — Hanuuue B UHbMILTpaTe
ATHIMMYHBIX TUIa3MOIHUTOB, JMM(OILUIA3MOIINTOB HWIH KJIETOK,
TIOXOXHX HA MMMYHOOJACTHI, THCTOJIOTMYECKH JAOCTUTAIOIMUX
TIOACIU3MCTOTO CJIOA € TOTAILHOM WM CYyOTOTAILHOM arpodueit
BOPCHHOK; cTagusi C COOTBETCTBYET JTHMGOILIa3MOIIMTAPHON
uM¢poMe ¢ KPYNTHBIMM YIaCTKaMU TOTAJBHOI'O IOpaXeHUS
CTeHKV KHMIEYHWKA. | HCTONOrMYecKre NOopaXeHHs MOTYT IIpo-
rpeccUpoBath OT cTamuk A 10 C, IpHIeM pa3HEIE CTATANA MOTYT
OBITH BHIABJICHR OJHOBPEMEHHO B pa3HBIX OPTaHaX W Ha pa3HBIX
yJacTKax B OMHOM opraHe [14].

TakuMm 06pa3oM, TOYHAs IATOTUCTOJIOTHYECKAS TUATHOCTUKA
craguu o- HCD Tpebyer sHI0CKOMMU ¢ GUOIICHEN Ha BCEX YIACTKAX
BHU3YQILHOIO MTOPAXKCHMSA.

l'eHepamzoBaHHass TUM(DaIEHONATHS U TENAaTOCIUICHOME-
TaJTMsl He XapaKTePHR! Ui a0JOMUHAIBHON (OPMEI, HO OTME-
gaiorcs npu a-HCD ¢ ntaMdageHonaTHeit, BiepBble OIUCAH-
Hoit K. Takahashi B 1988 r. [15].

a-HCD ¢ BoBneueHIEM JIETKMX XAPaKTEPU3YETCA peCcIpaTop-
HOM CHMITTOMATHKOMN: OITBITIIKA,, THITOKCEMMSI M HAJTMYIHE JIETOUHBIX
HHOWIETPATOB IIPH UCITOJIE30BAHIH BU3YATM3HPYIOITHX METOHK.
J.W. Stoop B 1971 r. onmmcan KIMHUYECKHH ciydait JerouHoi
a-HCD c BHyTpurpyaHo#i muMdaneHoOnaTUed, BOBICICHHEM
MGbATUIECKOM TKAHH 3€Ba M KOXHOM CHINEBIO y peGenka [16].

EauHoro MHeHMs KacaTe/IbHO JiedeHus nauueHToB ¢ a-HCD
HeT. Y NaleHTOoB ¢ NIopaXeHWeM KHUIIeIHHAKA MPUHATO Ha-
3HAYaTh JiedeHUE B 3aBUCIMOCTH OT THCTOJIOTHIECKOU CTaluH.
Ha cranuu A onTUMaJIBHEIM CIHTAETCS] TPUMEHEHHME SMITAHPHIE-
CKOMt aHTHOAKTE PHATHHOM TEPATTHH: AMITHITWUTHH, TeTPallMKITH
WM METPOHMAA30J, a B CIydae 3a0KyMEHTHPOBAHHOIO BRISB-
JIEHUSA BO3OYIUTENIsI AaHTUGAKTEpUATIbHAS TEpAlUsA Ha3HAYAETCS
IO CIIEKTPY 9yBCTBATEILHOCTH [17].

CornacHo JaHHBIM JIATEPaTyphl, OIYOIMKOBAHO 2 CITydas THa-
THOCTUPOBAHUs NMOJHOW peMuccHM nocie 3pagukammu H. pylori
y narmeHTOB ¢ a-HCD |18, 19]. Ha cramusix B n C anTibakTepu-
aJIbHas Tepanms Ha3HA9aeTCs NAapaJUTeNIbHO C XMMHUOTepaneBTHIE-
CKMMM peXHMaMH 111 yMEHBIIICHUA BHIPAXXEHHOCTH CUMITTOMOB
manbabeopOumm. s negenus a-HCD Ha3HavYaloT cTaHAapTHBIE
PEXUMEl XMMHAOTEPAIIHK, KaK JJId JICUCHNAS HEXOKKMHCKHX
JMbpoM, TpUYeM aHTpalMKIMHcoaepxanme pexumnl (CHOP,
CHVP, ABV) nokassBaoT 60JbIyIo 3 GbEKTHBHOCTD, IEM XH-
MuoTepamua 6e3 aHTpauukHoB (COPP) [9, 20—22]. Yacrora
JMOCTIDKEHHS ITOTHOM PEMMCCHM ITOCIIE XHMHOTEPAIIMH COCTARIAET
64%, 5-neTHsS BBDKMBaeMOCTh — 67% [21].
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v-HCD. y-HCD, wiu Gonesns OpaHKIMHA, HA3BAHHASA B Y€CTh
aBTOopa B 1964 . [23], sABNgeTca KpaiiHe PeIKOH HO30JI0rMIECKOM
eIWHULeH: HacuuTEIBaeTCS MprMepHO 130 ciTydaeB TUATHOCTUKH
¥-HCD [17]. HanGonee 4acTo BOZHUKAET Y MAIMEHTOB CPeTHETO
Bo3pacTa; 51—68 ner, game y MyxunH [24, 25]. U3 omicanHbIX
B JIMTEpAType CIy4aeB MPEACTABICHA TpeMd BIIaMH 3200/ 1€BAHMIA:
acCOIIMMPOBAaHHOM C TMCCEMHUHHPOBAHHLIM THIIOM JAMDOM,
ogaroBoit opMoit 1 acCOUMUPOBAHHOM C AyTOMMMYHHBIMH
3aboneBaHusaMHu [17]. y-HCD, accoliMmpoBaHHag ¢ pacpocTpa-
HEHHOM (opMOl TMMGOM, BLIABIAETCA IPUMEPHO B 55—67%
CJTy4aeB M XapaKTePH3YeTCA HATMYMEM TUITMYHBIX B-cHMITTOMOB,
TeHepaIM30BaHHOM MM daneHoMaTUeE, CIUIEHOMETATMEH U pexe
renaromeramdeit [24].

Hexotopuie ciiyuau MMeEIOT CXOOCTBO ¢ JMMpOMOil Mapru-
HaTbHOHU 30HH (3KcTpaHojatbHasi MALT-Tumna) n mmMooruias-
MoumTapHoii mMdoMoit, omrako F. Hamadeh u xoiuiern B cBoeM
HEJaBHEM HCCJICIOBaHMH ITOKA3ATH OTCYTCTBHE MyTaimm MYD
88 L265P mpu y-HCD, BeigBIeHHOR B GONBIIMHCTBE CIy9aeB
JUACHOCTUPOBAHMS JIMMGOILUIA3MOLIMTApHON JTMMGbOMEL, 4TO 3a-
CTaBHJIO 3aCOMHEBATLCSA B €IMHOM MEXaHU3ME BO3HUKHOBCHUS
JoMboIuIa3MoIHTapHOii MMboME M Y-HCD [26].

BapuaHT codeTaHMs ¢ ayTOMMMYHHEIMH 3a60JIeBaHUAMHA
BCTpedaeTcs pexe, MpUMepHoO B 25% ciydaes |17], u accomum-
pyercs ¢ TakuMu GOJIe3HIMM, KAK peBMAaTOWUIHEIM apTpHT, CHH-
nmpoM IllerpeHa, cucTeMHasi KpacHas BOJJaHKA, ayTOUMMYHHAd
reMojuTHYeCKas aHemus [27, 28], a Takke UMMYHOJIOTUIECKas
TPOMOOLIMTOIIEHHYECKAS IMypITypa M MUAacTeHu [29].

BrisBieHre 04aroBoii (hopMBI: JTOKATU30BaHHAS MELYIUISIPHASA
60J1e3Hb (C 0YArOBBIM IIOPAXEHWEM KOCTHOTO MO3ra) M 3KCTpa-
HoJanbHad hopMa OTMedaloTes y 4 narmeHToB. Hanbosee gacto
coobmaeMble 3KCTpaHOAATbHEIE 09ard — KOXa, MIUTOBHIHAS
M NapaliUTOBUIHEIE XeJe3bl, OKOJIOYITHAS XeJie3a, POTOIIOTKA
M KeTyJOYHO-KUIIETHRI TpakT [24, 25].

Takrtuka BeneHus nauueHra ¢ y-HCD He umeer cTaH-
JIapTHHIX MOAXoA0B. B cirydae acconmManmu ¢ ayTOMMMYHHEIMHA
3a00JiIeBaHHEM JIEICHHE IIPOBOAAT COIIACHO ACUCTBYIOIMUM
npotokosaM [17]. ¥ nauMeHToB ¢ IMCCEMUHUPOBAHHOM JTUM-
¢omoii mwiu ogarosoii popmoii y-HCD Heo6Gx0quMO TPOBOIUTD
JIeYeHHUE XUMHOTEPATICBTHYECKHMHU MpernapaTaMy. Bricokyo a¢-
(eKTHBHOCTD ITOKA3aJI0 HCIIOB30BaHUE PUTYKCUMaba (B cityyae
TNOATBEPXIEHHOM 3Kcnipeccuu aHTUreHa CD20) B xoMOuHan
CO CTaHAAPTHRIMH PeXVAMaMH XHMHOTEPATTHH C IPAMEHEHHEM
xnopamOyria, MeadaraHa v 6oprezoMuba B KOMOMHAITAA
€ IIPEAHU30JI0HOM, JIydeBol Teparmiu, a Taxxke pexumoB CHOP
B KOMOMHALIMM ¢ pUTYKCUMAaOboM B pehpakTEpHBIX WIH arpec-
CHBHBIX ciydasx [24, 30].

D. Inoue 1 cOaBTOPEI OTHOCUTEJIBLHO HEAABHO OITyOJIMKO-
BaJIM paboOTy O MOJOXUTEIBLHOM PE3YJIbTaTe JIEUCHMS MallM-
eHTa ¢ y-HCD, accoumupoBaHHOM ¢ TMMGOILIa3MOITUTAPHOMN
1uMbpoMoi B naHMTONeHUEH, bryaapaOMHOM B KOMOMHAITUKA
¢ putykcuMaboM [31]. B ciryuae acHMITOMaTHIECKOTO TEUEHUS
OITTUMATBHBIM cuMTaeTcs nomaxof «watch and wait»; 3aperacTpu-
POBaHH CJTyYaH CAMOCTOSITEIbHOM clIOHTaHHOIM pemuccuu [30].
ITo naraeiM D. Wahner-Roedler 4 coaBTOpoB, MeIaHa BhI-
XWBAcMOCTH y 23 IMallMEHTOB cocTaBmia 7,4 rona [24]. YpoBeHb
CBOOOIHEIX TSLKEJIBIX Y-IlENel MOXET OBITh MCITOJIb30BaH AJIsI
KOHTPOJIS 3a00JieBaHUS BO BpeMA JICICHUs WIM Habimoxe-
Hus [32].

p-HCD. p-HCD sBnisieTcss caMBIM peIKVM TpeJCTaBUTENIEM
rpynnsl HCD. BriepBeie onyOMMKOBaHH ABA CTydasi, OITUCAH-
Heie H. Ballard u coaBropamm [33] i F. Forte u coaBTopamu [34]
B 1970 r. Bcero B murTepaType HacuuThIBaeTcs MeHee 50 ciyga-
eB [35].

B % caygaes p-HCD auarHOCTHpPYIOT BMECTE C XpOHH-
geckoil nuMmbonmrapHoil neiikemuei (XJIJI)/numbomoi
H3 MaJIBIX JIAM(OITUTOB U COOTBETCTBYIOMIEH CHMIITOMATHKOM!:
1uMpaneHONaTH, TeNaTOCILUICHOMETAIHS, YMEHbIIEHUE Mac-
CHL TeJa, cnabocTh, NOBHINIEHHOE IOTOOTAENEHUE, KOTOPHIE
OTHOCATCA K KOHCTMTYIMOHanbHBEIM cuMnToMaM XJIJI [5,
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35]. Ilpu nccnenoBaHUU GEJIKOB CHIBOPOTKH KPOBH, IIPOBE-
nedHoM J. Bonhomme n xouieramu, y 150 nanuenTos ¢ XJLJI
He yaanoch uaeHtadummposats u- HCD, uto ykasniBaer Ha ya-
ctoTy <1% B aTOM NOMyJIAIHH [36].

Taxxe ormcaHb! ciiydad muarHocTku U-HCD kak MoHOKITO-
HaJIbHOM raMMariatiuy 6e3 KITMHUIeCKOU KApTUHR B-KIIeTOTHRIX
JuMdom [37] u accOUMUPOBAaHHOU C aMIWIOUIO30M B PEeKUX
ciyyasx [38]. Mopdonorimyecku B Ma3Kax KOCTHOTO MO3Ta MOXET
OIPEAETATHCS HOPMAJIbHOE KOJMYECTBO IUIA3MAaTHIECKHX KIIETOK
C XapaKTepHOM BaKyOIMA3aLMeEl IIMTOILUIA3MEl M SKCKpELMel CBO-
GomHot 1erkoii k-1iermd, onpeaeneHHOM MyTeM MMMYHOLIATOXUMITH
¥ MMMYHOGEHOTHIIMPOBaHHS, KAK OIMMCAaHO B HelaBHEM ClTydae
BristBNeHus pu-HCD Bmecte ¢ muddy3Hoit B-xpymHoxnerogHoi
numbomoit (ABC-noxrum) [39].

Jleuenue narmenTos ¢ p-HCD octaeTcs non BOIIPOCOM B CBSI-
34 C KpaifHe peJKUM JUArHOCTUPOBAHUEM ITOro 3abosieBaHMS.
B ymreparype onmMcaHB CydaM HaOMOAEHMsI MAIIUEHTOB ¢ Gec-
CHMITTOMHBIM BBISIBJIEHMEM B CHIBOPOTKE KPOBH TSDKEJIBIX LieTIel
I1gM, a Takke crioHTaHHOU peMuccHH [5]. Ecnu y maumeHTOB
JIMATHOCTHPOBAIHM JTMMPOMY, JIeHeHUE IIPOBOIWIH C TOMOTIIBIO
cTaHAapTHHIX pexXxuMoB xumuoreparmmi CHOP u CVP [5], a Takxe
MoOHoTeparuu ¢urynapabutHoM [32].

BLIBOAI

HCD — »3T0 rpymnmna peixux MOHOKJIOHATBHBIX Naparpo-
TemHeMUit. CIOXHOCTh UX AMATHOCTHKH COCTOMT B OTCYTCTBHH
€IWHOTO IOAXONA M CHCTeMATH3MPOBAHHEIX JAHHBIX, TETEPOreH-
HOCTH KJIMHHYECKHX MPOSBJICHHA M MOHMMAHHS MEXAHHW3MOB
MX BOSHUKHOBEHMSI.

B cnywae ¢ HamMM MarueHTOM B GHOTICMOHHOM MaTepH-
aJyie CIU3NCTON 00O0JI0YKM BEIABIIM JHMGOIUIa3MOIMTAPHYIO
MHOWIBTPAITUIO, ITO COOTBETCTBYET CTAINU A COTIJIACHO Ia-
Toructojormaeckoil knaccupukamuu A. Gallian. Ha ganasiit
MOMEHT NMAaLMEHT HAXOAWTCA Mol HabMoAeHMeM, TAaTOTEHHBIX
BO30yIUTENE B OAKTEPHOJOTHYECKMX ITOCEBAX CO CIIM3UCTHIX
000J10U€eK He BBIABIEHO, SIMIIMpUUYEcKas aHTUOaKTepuaTbHas
Teparms He Ha3Havaaach.

DTOT KIMHHYECKHH CIyTaii CBUIETETBCTBYET O BAXHOCTH
MYTETHAMCIMIUTMHAPHOTO ITOJX0/a M TECHOM paGoThI KITHHHITH -
cTa, 1a00paTOPUH H IIATOTUCTOJIOTA B FEMATOJIOTHH, a TAKXKE He-
00X0IMMOCTH pa3paboTKH IIPOTOKOJIOB 151 BEACHUs NALIUEHTOB
¢ HeCHeMUGbHUIECKMMI N3MEHEHUAMHU KaK B MUEJIOrpaMMe, TaK
M B pe3yJbTaTax OMOICHN; pacioMpeHus CIIeKTpa 3a00/1eBaHHiA,
TIpM KOTOPEIX Ha3HavaeTcs 31ekTpodopes 1 UMMYHOGMUKCATTHS
6eJTKOB CHIBOPOTKHM KPOBH M CYTOUHON MOYH.
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XsopoBa saxxux naHworie:

KNiHIMHWMIA BANAJ0K Ta OFMAg niteparypu

0.A. Kapnabeoa, 3.B. Cmynaxosa

Hauionanbhnii megn4ytni ynnsepcurer im. 0.0. Boromonbina, Kuia

Pestome. XBopo6a BaXXKHX JTAHITIOTiB iMyHOTI00YTiHiB (heavy
chain diseases — HCD) — nie rpymna XpoHigHUX B-KmiTHHHMX
niMdornponidepaTHBHUX 3aXBOPIOBAHB, SIKi XapaKTePHU3YIOThCS
MNPOAYKILEIO NATOIOTITHOTO MOHOKJIOHATTHBHOT'O BAXKKOTO JIAHITIOTa
iMyHOTI00YIIiHY (0, 1 260 7Y), He 3IaTHOTO IPUEXHYBATH BiAIO-
BiIHI JIeTKi JJaHIIOTM BHACTIIOK reHeTHIHMX MyTamiii. KumiHigni
nposisu HCD 3anexars Bifl i30TMITY IPOTYKOBAHOTO BaXKOTO
JIAHITIOTA i KOJIMBAIOTLCS Bill aCHMIITOMAaTUYHOTO Iepediry o arpe-
cuBHOI TiMboMn. ¥V cTaTti 06roBopeHi MUTaHHS ITaTOTE€HESY,
KJIiHigTHOro nepebiry, mudepeHIiifHOI JiarHOCTHKY Pi3HUX BHUIiB
HCD. Omcano KTiHi9HMI BUIAIOK JIaTHOCTHKH XBOPOOHM BAXKHNX
a-naxmoris (a-HCD).

Kno4oBi c1oBa: xBopo0a BaXKHX JIAHITIOTIB; JliMdorrportidepa-
THBHI 3aXBOPIOBAHHA; BAXXKi JJAHITIOTH iMyHoro6y/iny; a-HCD;
TeHeTHYH] MyTallii.

Heavy chain disease:
clinical case and literature review

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

Summary. Heavy chain diseases (HCD) are group of chronic
B-cell lymphoproliferative disorders that are characterized
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to aggressive lymphoma. In the article we disscussed the issues
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