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Light chain deposition disease
(Randall disease)

A.B. Fedorov, Yu.M. Kuchma

SUMMARY

Light chain deposition disease (LCDD) develops under
lymphoid tumors which secrete monoclonal paraprotein
presented by light chains of immunoglobulin. More often
these are plasmacell tumors. Other lymphoprolipherative
disorders are less frequent. Light chains are deposited in
the form of amorphous material in the intercellular space of
different tissues. More often they are deposited in kidneys
resulting in function disorders. Secretion and deposition
start before the tumor mass appears. Therefore there

is no myeloma or other tumors in the moment of LCDD
diagnostics. The disease is rare diagnosed because of the
absence of clear clinical diagnostic criteria. It is necessary
to perform biopsy of internal organs with deposit light chains
examination to diagnose. This article presents an overview
and a clinical case of late LCDD diagnosis at the stage of
transformation into active multiple myeloma with severe
kidneys failure.
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BoJie3Hb 0TI0KEeHHUS JIeTKUX

tienen (6osesnb Randall)

A.Bb. ®edopos, 10.M. Kyuma
PE®EPAT

BonesHb oTnoxeHua nerkux uenen (6one3Hb Randall) passmBaetcs
npyv NMMMONAHBLIX OMNYXONSAX, CEKPETUPYIOLLMX MOHOKMOHAamNbHbLIN na-
panpoTeuH, NpeacTaBfeHHbIN NErKUMU LensiMn MMMYHOMNOOYIIMHOB.
Yalle Bcero 310 nia3MoK/eTOYHbIE OMYXONU, pexe — Apyrue num-
donponudepatneHole 3abonesaHns. CekpeTmpyemble fierkne Lenu B
BMAe aMOp(HOro maTtepmana oTKNaAablBaloTCA B MEXKIIETOYHOM Mpo-
CTPaHCTBE TKaHeW pasnuyHbIX OPraHoB, Yalle BCEro no4vek, Bbi3biBas
HapylleHne nx yHKuMn. MNpoayKums 1 OTNOXEHUE B TKaHAX NEerkux
Lener Ha4ymMHalTCA OO TOro, Kak MOsIBNSETCA 3HaYUTENbHas Onyxo-
neeasi mMacca, no3ToMy y 60MbHbIX H2 MOMEHT AMArHOCTUKU OObIYHO
HeT Kaknx-nmbo Npn3HaKoB MMENOMbl UK OPYrux onyxonemn. 3To pea-
KO guarHoctupyemoe 3a6oneBaHve Mo NpuYMHe OTCYTCTBUSA YETKOM
KITMHWYECKOW KapTUHbl U KIMHUYECKNX OMAarHOCTUYECKMX KPUTEPUEB.
lMocTtaHOoBKa fguarHosa TpeobyeT BbINOSHEHUSA OUONCUN BHYTPEHHUX
OpraHoB C uccnefoBaHMEM Ha [eno3uTbl nerkux uenen. B cTatbe
nNpeacTaBneHbl OaHHbIe NUTepaTypbl, @ TakXe KIMHUYECKUI cny4van
no3gHen ouarHoCcTukm 601e3HM Ha aTane TpaHcdopmaLmm B aKTUBHYHO
MHOXECTBEHHYIO MUENIOMY C pPa3BUTUEM TAXENON NOYEeYHOM HepJocTa-
TOYHOCTH, TpebytoLleln NpoBeAeHNsa remognanmaa.

KntoyeBble cnosa
60ne3Hb OTNOXXEHWA nerkmnx Lienen, 6onea3Hs Randall, ammnownpos.
EEE

BBEJLJEHUE

KUCJIOTOH, YTO XapaKTepHO Yl Kpaxma-
jga. OH TakxkKe He cMOr OJIM3KO MOI0H-

B 1842 r. npoceccop martosoruu Bewn-
ckoro yHuBepcurera OGapon Kaps don
Poxuranckn, uayyasi opraHbl GOJbHBIX
¢ HHMEKIHOHHO-BOCMAMUTENbHBIMU 34~
6osieBaHUSIME — TyOepKyJ/1e30M, CH(H-
JIUCOM W MaJisipueil, oOHapy»Kusl B HHX
cBoeoOpasHble, MOXOKHE Ha JKUPOBLIE,
OTJIOXKEHHSsl, KOTOpble MpUAABaId Op-
ranam 0OeJiecoBaTblil U OJIECTSIILIMKA BHJL
K. don Poxurancku He cymes packpbiTh
MCTHHHYIO MIPUPOJLY 3THX OTJIO?KEHMI, OH
paccmaTpuBasl HX KaK OCOOBIH BWI KH-
poBo#i uCTporH, 06YCTOBIEHHOH BOC-
NaJuTeNbHbIM MPOLECCOM, U Ha3BaJs 60-
Jie3Hb «cajibHoil Gosieanbio».! B 1858 .
npoceccop marosornv  bBepsamHckoro
yHuBepcutera Pynonbd Bupxos ycrano-
BuJI, uTo onucanuble K. ¢on Pokuran-
CKM OTJIOKEHHUsI OKpALIUBAJUCL B CH-
HUU LIBET NPU peaKUMHu ¢ HOJOM U CepHOH

TH K pasrajKe MpHpOJbl TOTO BEIleCTRa,
HO, OCHOBBIBAsICh Ha OTKPBITOH UM peak-
unu, P BupxoB 6bln y6exKaeH, 4To Kpax-
Madi (rped. amylon) NpUCYTCTBYET B €T0
cocraBe, N0TOMY 3TO BELIECTBO OH Ha-
3Bas amusionioM.! TepMuH «amu/Ion1»
Obl1 npejioKeH ele 3a 20 JieT 10 3Toro:
B 1838 . coasTop P. Bupxosa no knetou-
HOH TEOPHH, U3BECTHBIH HEMEUKUHA OoTa-
nuk Matuac Ulnefinen 3TuM TepMuHOM
Ha3BaJl CojJleprKalllylo KpaxmaJ HopMaJb-
Hyl0 TKaHb pactenuii.? [lo ananorun c
5tuM P. BupXoB Ha3zBa/ aMHJIOMIOM «CO-
JieprKalle Kpaxmama» OTJ0XKEeHHS B TKa-
HAX yesoBeKa. M Xots mpakTudeckn cpa-
3y ke mocye 3assnaenuss P Bupxosa, B
1859 r. H. ®punpux u @.0. KekyJie no-
Kasa/ju, YTO AMMJIOWJHAsI CeJie3eHKa He
COJIEP?KUT HUKAKHX KPaxMasonoJ0oOHbIX
BELLECTB, MPE/OJI0KHUB, YTO OTJIOKEHHUS

[MaBHbIA BOBHHbINA KIIMHWUYECKNI TOCIMTANb M. akag, H.H. bypnerko, Mockea



Bbonesub Randall

cocTosAT U3 6esika, B MEAMLMHE HABCEI/a YTBEPAUIICS MPEIIO-
»KeHHbli P BUpXOBbIM TepMHH «amuion».”

Jlokazatb 6esikoByto rnpupomy amuionna cmor B 1920 r.
O. llImMune6epr, ycTaHOBUB €ro aMHHOKHUCIOTHBIH cocTaB.® [TepBbii
Lar K NMOHUMAHMIO UCTHHHON MPHUPOJbl AMUJIOMIHBIX OTJIOXKEHHI
yrajoch caenath A. Marnycy-Jleu, kotopblit B 1931 1., yctanoBUB
CBA3b MEXly aMUJIOHIOM, 6eskoM BeHe-Ikonca H MHOXKeCTBEH-
HOI MHeJIOMOH, MpeAnooxKui, uto 6enok bene-/xonca sBser-
sl MPE/IIIECTBEHHHKOM aMUJIoniHON cy6ceTanuuu.! bosee uem ye-
pes /1Ba IeCATUIIETHST YA/I0Ch CleaTh cleIyolui war. B 1955 .
HeMmeLKHe yueHble E. Jlerrepep, B. Tepok u I LLneiinep onpenesu-
JIH, 4TO aMHUJIOUL SIBJISIETCS] CMEChIO GEJIKOB: OJIMH U3 HUX MO aMH-
HOKMCJIOTHOMY COCTaBy OJIM30K K TVIOOYJMHAM CBIBOPOTKH, JIpy-
roit — k kosiareny.® B 1959 r. A. Kosu u E. Kosikuns, ucrosbayst
3JIEKTPOHHYIO MHKPOCKOITHIO, BbISIBUJIH, YTO aMHJIOHJL BCEIIa UMe-
et pubpusipuyto ctpykrypy.t B 1964 r. E. Occepman npescras-
JISIET JIOKA3aTeJ/IbCTBA, uTo Oe/ok benc-IlkoHca urpaet 0CHOBHYIO
poJib B natoreHe3e amuiiono3a.” OkoHuate bHyto Touky B 1970 1.
nocrasu1 [. [ienHep, KoTopeli, pacimdpoBas CTpyKTypy GeJKa
aMHJIOW/a, TOUHO YCTAHOBMJI, YTO OH SIBJISIETCS JIFKUMHU LIeMsIMH
ummyHorio6ymHoB.® Tak, K Hadasy 70-x rogoB XX B. CJI0XKHJIOCH
COBPEMEHHOE NpecTaBNeHHe 06 aMUJIOUI03e TIPH HMMYHOCEKpe-
THPYIOLIUX OMyXOJISIX KaK O MaToJOrHIecKoM Tporiecce, 06yCcloB-
JICHHOM OTJIO}KEHHEM B TKaHSIX MOHOKJOHATBHOTO MMMYHOT/IO6Y-
JinHa, o6pasyroiiero huOPUIIISIPHbIE CTPYKTYPHI.

Onnako etite ¢ 1950-X roioB H3BECTHO, U4TO y GOJILHBIX C MU~
eJIoMoli MHorna oGHapy»KMBaeTCsl MopaXKeHHe MoyeK, KOTopoe
OYeHb HANOMHHAeT AHaOeTHUECKHI TJIOMEpPYJIOCKIepo3, HO MpH
STOM B TKaHH TOUKH HE BBISIB/SIETCS OpPraHu30BaHHbINH (UOPHII-
Jsipublil amusont. B 1974 1. T. AHTOHOBHY U cOaBT. 06HaPYKH-
JIU B TI04KaX OOJIbHBIX C MHUEJIOMOMH OTJIOKEHHS JIETKHUX Lierneil Mo-
HOKJIOHAJILHOTO WMMYHOTJIOOY/IMHA, KOTOpble He 06pa3soBbIBAH
hubpusIsipHbIX CTpyKTyp.® B 1976 T. nosiBJisieTcst HoBasi HO30J10-
rudeckast popma «60J1e3Hb OTIOXKEHHS JIETKHX Liereii». B atom
rony R. Randall onmchiBaet 1Ba KIMHNIECKUX CTydast TepMHHA/b-
HOM TMOYEYHOU HENOCTATOYHOCTH. ¥ OIHOrO GOJILHOrO Obll pa-
Hee YCTaHOBJIEH JMArHO3 MHOXKECTBEHHON MHEJOMbI C SKCKpe-
uMel JIerkux K-uerei, y apyroro 60JIbHOMO JMarHOCTUPOBAJIM
wonaTnyeckuil riomepysionecput. Kpome noueunod Hemgocra-
TOYHOCTH MALMEHTbl UMEJIH CXOJHYIO0 KJIMHUYECKYI0 KapTHHY MO-
pa’KeHHUs1 TIeUeHH, HEPBHOH CHCTeMbl, KMIICYHHKA, CepALla U 3H-
JIOKpUHHbIE HapyLleHHsl. B 060X c/iydasix B TKaHAX MOPaxKeHHbIX
OpraHoB 0OHAPYXKHUBAIOTCA OTJIOXKEHHS JIETKUX K-1ernei, aMHJI0-
nn orcyrerByeT. R. Randall nesnaer BbIBOA, 4TO OT/IOXKEHHS JIeT-
KHX K-1IeMell SBAI0TCS MPUIHHOH BCEX OPTaHHBIX AUCHYHKIHI H,
camoe IJ1aBHOE, YTO Y TOTO MalKeHTa, y KOTOPOTo HET MPU3HAKOB
MHOKECTBEHHOH MHEJIOMbI, CyLIeCTBYeT KaKasi-TO Hepacro3HaH-
Hasl M1a3MOKJIETOYHAS OMYXOJIb, TPOAYLHPYIOLLAst MOHOK/IOHAJIb-
HbI HMMyHOrI00Y/uH.'© BriocsienietBun onncannasi R. Randall
60J1€3Hb, 00YCJIOBJICHHAS OTJIOKEHHEM B TKAHSX JIETKUX Llenen
MOHOKJIOHATILHOrO UMMYHOTJIO0YJ/IMHA, He 06pasylollero aMmio-
WL, MoJtydusia ero umMst. Heckolibko noszke 6b1710 00HAPyKEHO, UTO
MMEIOTCS MOXO0XKHe KJIMHHYECKHe c/Tydal, KOrjla B TKaHsX OTKJa-
JbIBAIOTCS U TsKeJIble LeMH Kak OT/eJbHO, TaK U BMecTe C Jier-
KuMH. 12 TakuM 00pa3oM, OblH BblIeJeHbl «GOJIE3Hb OTJI0MKE-
HUS JIETKHUX Llenel», «60J1e3Hb OTJIOHKEHHS TSKeJbIX Lenei»
«60J1e3Hb OTJIOXKEHHS JIETKUX M TsKeJbIX Lernei». B nocnenyio-
Mx kaaccudrkauusax BO3 omyxoseil reMonosTHyeckoil 1 JIMM-
chownHol TKaHel, B T.4. B mocaenner pepakiun 2008 r., mpucyT-
CTByeT eUHbIA pasnen «bosesHn oTnoKeHHsT MOHOK/IOHANBHBIX
JIETKHX W TSDKEJIbIX Lereli», KOTopble BMecTe ¢ rnepBHdHbIM AL-
AMMJIOM1030M 06pasytoT rpymnimy 3abosieBaHuil — OO0JIE3HH OTJIO0-
JKEeHHs1 MOHOKJIOHAJIbHBIX UMMYyHOrI06yniuHoB (BOMI). 13

OTHONOTHYECKH 9Ta Tpynna 3a00JIeBaHU ABJSETCS OMyXO-
JISIMH, CEKPETUPYIOLMMHU NapanpoTerH, — uyallle BCero mJjas-
MOKJIETOYHBIMH  OMYXOJIIMM, MHOKECTBEHHOH MHEJOMON HJlH
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MOHOKJIOHAJILHOH ramMmarnaTHell HeorpeleJeHHOro  3HaueHHsl,
pexke — JIMMQOMJIa3MOLUTAPHOH JTUMGBOMOH, XDOHHYECKUM JIUM -
(hosieiiko30M UK JIMM(OMOF U3 KJIETOK MapruHa/IbHOMH 30HHbI. 16
OnHaKo MPOJYKIUs U OTJIO2KEHHE MOHOKJ/IOHAJIbHBIX HMMYHOTJIO-
GYJIMHOB B TKaHSIX HAUMHAIOTCS JIO TOTO, KaK MOSIBUTCS 3HAUUTEJTb-
Hasi OIyX0JIeBast Macca, MO3TOMY y GOJIbHBIX HA MOMEHT JIMarHO-
ctikd BOMU 06bIYHO HET KaKUX-JIM60 MPU3HAKOB MHEJIOMbI HJTH
Apyrix omyxodieit. B 1o e Bpemsi nipumepro y !/, naunentos c
BIEPBbIC JMArHOCTHPYEMOH MHOXKECTBEHHOH MHEJOMOH MOXK-
HO oGHapyxuTh npuaHakk BOMI.!"!? BaxHo oTMeTHTD, 4TO y
20—25% 60JIbHBIX Ha MOMEHT jariocTikdi BOMMU B KPOBH WJIH
MOue MaparnpoTenH He ONpPeJIeISieTCsl laXke PH MHOTOJIETHEM T1e-
puoze na6monenus. Ipumepro 50 % GO/BLHLIX C BhIsBACHHLIMU
JIETIO3UTAMHU TOJIBKO JIETKUX WJIH JIETKHX U TSKEJIbIX Lienel uepes
HEKOTOPOE BPEeMsi CTABUTCS IMATHO3 MHOMKECTBEHHON MUEJIOMBI.

KNWHWYECKOE HABJIOIEHUE

[Tatmentka C.B.T., 1974 r. p., HaGstofaeTcs B OTIAEJNEHUH XU-
MHOTepanuu JuMpornposudepatuBHbix 3aboseBanuit [BKIT
um. H.H. Bypnenko ¢ anpess 2008 r. Cunraer ce6s1 60JbHOH
¢ 2001 r., xorma nmosiBUIach Hololast 60Jb BHU3Y KUBOTA MPH
MoueucrycKanuu. JlnarnocTHpoBauch XpOHUYECKHH [UCTHT,
NHeIoOHePHUT, TeHUTAILHBIH MHKOI/1a3MO03, 10 TIOBOJy KOTOPKIX
npoBojauaack antub6akrepuanbHas tepanusi. C asrycra 2006 r.
BbIsIBJIsIIACH POTEUHYPHUS 10 2,2 r/0. Dnekrpodopes GenKkoB
cbiBopoTkH Kposu 20.10.06 1 24.11.06: M-rpaaueHT He BbIsIB-
JieH, oTMeuasioch cHiKenue ypoHst [gM u [gA. 05.12.06 BbI-
roJiHeHa YpecKoXKHasi GUOTICHSI MOYKH, IMarHOCTHPOBAH TJIOMe-
pysioHedput (puc. 1). OnHako HeppoOTHUECKOTO CHHAPOMA He
6b1710, KOPTHKOCTEPOW/Ibl He Ha3Hawa/uch, ToJydana Hedpo-
MPOTEKTOPBI, CAMOYYBCTBHE OCTABAIOCH XOPOLIMM.

Yepes nosrona mocsie 6uoricnu, B ntone 2007 ., oTMeue-
HO yBeJIMeHHe MPOTeHHYpUH 10 6,6 1/J1, KpeaTHHUHA CHIBOPOTKH
KpoBH 10 121 MKMOJTL/J1. DeKTpodhopes 6eIKOB CHIBOPOTKH KPO-
Br 28.06.07, 12.07.07 1 25.09.07: M-rpamuent He BbisiBaeH. Mm-
myHo3JiekTpodopes 24.08.07: B CbIBOPOTKE KPOBH JIETKHX A- M
K-1ieTeli He BbIsIB/IEHO, B MOY€ MPUCYTCTBYET Jierkasi k-uenb. Oj1-
HAKO 3TOT (aKT J0JKHOH TPAKTOBKH He T0Jlyuns1, GoJibHASH MPO-
JosKana Jeuntbest y Hedpodioros. C uionst 2007 1. 1o despaist
2008 r. npoBesieHO NSATh KypCoB MyJ1bC-TEPATIUH COMYMELPOJIOM U

Pue. 1. BronTtar noykn npeacrasneH KOPKOBbIM crioeM (Ao 12 kny6o4KoB).
[Ba kny6o4ka NnofHOCTLIO CKIIepo3npoBaHbl. B coxpaHmnBLUMXCS rnomepy-
nax MMHMManbHble N3MEeHeHUs: cnadas oyarosas nponudepaums Me3aH-
rMOLMTOB, HE3HaYUTENbHOE yToNLeHNe 6a3anbHon MeMbpaHbl. dNUTenuin
N3BUTbIX KaHasbLEB B COCTOSIHUMN 6eNKOBOW AMCTpodmmn. B cTpome Kopbl
04aroBblIi CKNepo3 1 HebobLUNe NMMMOrUCTVOLMUTAPHbIE MHADUNLTPATDI.
[Mpun oKpacke KOHro KpacHbIM amunonaa He HangeHo. Mpu nMmyHod-
JIOOPECLIEHTHOM MCCNeAoBaHNM creundunyYecKon NIOMUHECLEHLIMN He
06Hapy>XeHo
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1MKI0pocdaHom, MpoTeuHypHst cHuduaack. [Tocse KypcoB myJibe-
Tepanuu MosIBUJIACh BbIpaKeHHast 60Jb B MOSICHULIE, 3aTPY/IHS-
toutas nepeapikenne. C mapra 2008 r. oT™edeHa oaurypusi, B
anpesie BbISBJEHO CHMXKeHHe reMOroOMHa 10 64 r/n, kpeaTu-
HHH CBIBOPOTKH yBe THunics 10 1124 MKMOJIb/J1, MOueBMHa — 10
25,5 MMOJIb/J1, KaibLmil — 5,8 MMouib/J1, 061umii 6esiok — 90 r/.1,
roGynubl — 45 r/1. C 23.04.08 nauuenTka nepeseieHa Ha re-
Momuan3. VIMMyHoXxMMHUecKoe HccsieoBaHue GeNKOB  ChIBO-
POTKH KPOBH M MOUM MeTooM HUMMyHodukcaimn 28.04.08 (ue-
pe3 20 mec. oT Hayajsa TMPOTEHHYPHH): B CbIBOPOTKE BrepBble
BbIsiBJIeH M-rpaaveHt, KoTopblil 06pa3oBaH JIETKUMH K-LeTISIMH
(15,7 r/1), B Moue — Jierkue k-1erm (2,24 r/cyt). Muesnorpamma
24.04.08: nnazmatnueckue kiaetku 0,4 %. [pu KT 29.04.08 Buisia-
JIEH TATOJIOTHIECKHH nepesiom Teqia L. YeTanossien uarnos: 6o-
JIe3Hb OTJIOXKEHHs! Jierkux k-1enett (asrycr 2006 r.), TpaHcdopma-
111sl B MHO>KeCTBeHHY10 Muesiomy bene-/Ikonca (anpess 2008 o).

B ne6iote 3a6osieBaHust py GHOTICHE TTOUKH BBISIBJISAIACD Xa-
pakTepHasi it 60JIe3HH OTJIOXKEHUS JIETKHX [eTel KapTHHA TJIoMe-
pyJIOCK/Iep0o3a ¢ YTOJIIEeHHeM Ki1y6ouKoBol 6asanbHOlH MeMbpa-
Hbl U IUCTPO(HEH SMUTEINS U3BUTBIX KAHAJIBLEB, OTCYTCTBOBAJ
aMUJIOW], OKpAllMBAIONIMACA KOHTO KpacHbIM. KHMmyHocmoo-
pecleHTHOe HCC/Ie/IOBaHHE HA HAJTMIHE OTJIOXKEHHH B MOUKeE Jer-
KUX Lerell NMpoBOANJIOCH B CHElHaIH3UPOBAHHON J1abopaTopuu
MMA umenn .M. Ceuenopa. Crieludpnuueckoil TIOMHHECLEHIHH
He HaWJIEHO JIaXKe MU LieJIeHaNpaB/JIeHHOM TOBTOPHOM UCCJ1€/I0Ba-
HUH. DTO 0OCTOSITENBCTBO MOCIYKHUJI0 MPUUMHOK 3aM03/1aJ101 JIn-
aTHOCTHKM — Ha 16 Mec. ¢ MOMeHTa BhITIOJIHEHHS] GHOTICHH TIOUKH
¥ Ha 21 Mec. oT nosiBjieHHs1 poTenHypur. bosieanb OblTa arHo-
CTHpOBaHA Ha Tarie TpaHC(HOPMAIMK B aKTHBHYIO MHOMKECTBEH-
HYIO MUEJIOMY, KOTJIa B CHIBOPOTKE CTaJI OMpPeeIAThC Napanpo-
TEHH U TIOSIBUJIACh OCTEOACCTPYKIHs. BoaMoKHOCTb 3aMon03puTh
3aboJsieBanue Obiia yxke B arycte 2007 1., yepe3 12 mec. ot Mo-
MEHTa MOSIBJICHUST TTPOTEHHYPHH, KOTJia B Moue Oblla BbISIBJCHA
JIETKasi K-11eMlb, OIHAKO TOT (DAKT MOJIyUHJT HAJIEXKALLYHO OLIEHKY
TOJILKO C PA3BUTHEM KJIHHUUECKUX [TPOSIBJICHHUI MUEJIOMbI.

[1p1 NOBTOPHOM UMMYHOTUCTOXMMHUYECKOM MCCIIEI0BAHUU
NepBUYHOro GUoONTaTa Mocje MOCTAHOBKM JUAarHo3a MHOXKe-
CTBEHHOI MHesIOMbI (puC. 2) oOHapyKeHa (hUKcauus aHTU-K-
aHTUTEN BIOJb 6a3aibHON MeMOpaHbl KIyOOUKOB (Ha PHCYHKE
YKa3aHo CTPEJIKOH ), UTO sBJIsieTcs MOP(hOJOrHYeCKUM KpUTEpH -
€M JMarHOCTUKHK 00Je3HH OTJI0OXKEHUs Jerkux uenei. TyOyssp-
HBIE IETIO3UTHI OTIPEIE/ISTIOTCS B SMUTEJIHN TTPOKCHMAJBHBIX Ka-
HaJsbleB. JlermosuThl JJeTKHX LieTeH UeTKO 0OHAPYKUBAIOTCS BAOJb
nepudepruIecKoil riomepysipHoil 6a3abHON MeMOpaHbl H MeHee
BBIPA’KEHBI B CAMHX KJIyOOUKax, 4TO XapaKTepHO /151 HOMLy ISIPHO-
TO IJIOMepyJIoCK/Iepo3a.

/

Puc. 2. /IMMYHOrMCTOXMMWYECKOE OKpalLMBaHWe Ha Nerkue k-Lenm
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C 01.05.08 Ha doHe MPoIO/LKAIOIIEr0Cs: reMOIHa n3a Ha-
yata XMMHOTeparusl IEKCaMeTa30HOM B BLICOKHX J103aX H JIOKCO-
py6uinom. [Tocsie 1ByX KypcoB 00liiee COCTOSIHUE 3HAUUTEJIBHO
YJYUILIWIOCH, perpeccupoBasa occairus. OIHAKO COXpaHsiiach
3aBHCHUMOCTb OT reMojuasusa. FIMMyHoXHMHUeCcKoe HcceeoBa-
aue 25.06.08: B cbiBopoTKe KpoBH — M-rpamueHT o6pasoBaH
JIerKnMH K-tensimu (9,8 /1), B Mode — Gestok Bete-JIKoHca
Karma (4,08 r/cyr). C 08.07.08 xuMHOTepaMHs MPOJOJKEHA 10
nporpamme VD (Beskefin + nekcameTasoH B BBICOKHX J03aX).
OrmeueHa pajbHelIas mojoxurenbHas qunamuka. K 11.02.09
BCEro MpoBeeHO 8 KypCcoB XMMHOTEPANHU Ha (hOHE reMofuan3a.
JlocturHyTa yactuyHasi peMuccusi. VIMMyHOXHMUUECKOe HCCIIeno-
Banue 01.06.09: B cbiBopoTke kpoBH — M-rpaaueHT o6pasoBaH
JIeTKUMHU k-tensmu (1,7 r/n), B Moye — OeJiok benc-/IxkoHca
kanna (0,64 r/n). [eMonanus npojoskaercs B aMGyJaTOPHOM
nopsike. CoxpaHsieTcst aHeMHUSI.

OBCYXOEHWE

Bonesnb otsoxkenus Jjerkux terneit (BOJILL) — penxo nuarHo-
ctupyeMoe 3aboseBanue: K KoHly 90-x rogoB XX B. moapo6-
HO orrcano okosio 70 cydaeB ¢ Bo3pacTHOH MeanHaHoH H6 JeT.
My>KUnHBI U 2KeHLIMHBI GoJieloT ofHakoBo dacto.!®? Penkast
nuartoctuka BOJILL Bo MmHOrOM 06yc/ioBIeHa TeM, UTO MpH 6H -
OTICHHU MOUYKH YaCTO He MPOBOAUTCS LieJeHAMPABICHHOTO MOUCKA
OTJIOKEHUI JIETKHUX K -1ieTNeil. DTOT U30THIT JIeTKUX Lierneil 3Hauu-
TesbHo npeotaanaet npu BOJILL — npumepro B 85 % ciyua-
€B, UTO MPSIMO NPOTHBONOJOKHO AL-amusion103y, npu KOTopom
MPUMEPHO B TOH 2Ke MPOMOPLHH NpeobJaaaeT A-U30THIT JErKuxX
nenei. pyroi# ocobennocteto BOJILL, xapakrepusytoleii ot-
Janure ot AL-ammionnosa, sipasietcsi npeoGsagaHue PeIKoro
tuna Vi, BapuaGe/ibHOTo JOMeHa JIerkux ternefi.?! 1ot Tun Ba-
prabesibHOro JIoMeHa UMEET B CBOEM COCTaBE Y/UTMHEHHbIH Mep-
Beifl pernod (CDRI1), coneprkamiuii moBbillIeHHOE KOJHYECTBO
ruapodoOHbIX octaTKoB. Kpome Toro, N-KOHIBI JIeTKUX LerneH
TJIMKO3U/IMPOBaHbl. [M1pooGHOCTD U TVIMKO3UIHPOBAHHE CO3-
JIAI0T yCJIOBUST JUIsT CHHXKEHMSI PACTBOPMMOCTH JIETKHX lleref,
YTO BEJIET K OTJIOXKEHHIO HX B MEXKKJIETOUHOM MaTpHUKCe B BHJIE
amopHbix aenosutoB.?! 2 Jlerkue wenu 06/agal0T Croco6-
HOCTBIO CTHMYJIHPOBATb Me3aHTHaJIbHble KJIETKH K BbIpaboTKe
MEXKKJIETOYHOTO BEIleCTBa, YTO 00YCIOBIMBAET yTOJIIEHHE Oa-
3a/IbHbIX MeMOpaH MouevHbIX KJAyOOUKOB M KaHaJIbLEB U TIPHBO-
JUT K HOZLJIIPHOMY TJIOMEPYJIOCK/I€PO3y M MHTEPCTUIIHAIBHOMY
bu6poay. 8252 Crumysisitnst CHHTE3a KOMIIOHEHTOB MEXKKJIETOU -
HOro MaTpukca — KoJJarena IV tuna, samuuuna, puépoHek-
THHA U TeHACIlHHA — OTI0CPEIOBaHa POCTOBBIMHU (DAKTOPaMH, B
yacTHoCTH TpaHcdopmupyiolm dakropom pocra f (TGF-B),
9KCIIPECCHsT KOTOPOTO 3HAUMTENbHO MOBbILIEHA B KAyOouKax y
6osbHbix BOJILL. Kpome toro, TGF-f obycnosiuBaer chixke-
HHe aKTHBHOCTH KoJutareHasnl [V.26?7 MukyGaliust MesaHruasb-
HbIX KJIETOK C JIETKUMHU LiensiMu oT 6oabHbix BOJILL npuBoaur
K 3HAYUTEJNLHOMY YBEJHUEHHIO MPOIYKIMH TPOMOOLUTAPHO-
ro ¢akropa pocra f (PDGF-f), MoHOLHUTAPHOTO XeMOTAKCHYE -
ckoro akropa 1-ro tuna (MCP-1), MOBbILIEHHIO SKCTIPECCUH
mapkepa nposcepatnn Ki-67 v cHUKeHMIO aKTHBHOCTH Ma-
TPUYHBIX METAJJIONPOTEHHA3, OOIMM PE3yJbTaTOM Hero siBJisi-
eTCsl YCHJIEHHEe CHHTe3a MEXKKJIETOUHOro marprkea.’®? Bee stu
(beHomeHbl XapakTepHbl ToabKO st BOJIL u He HabJonatoT-
cst npu AL-amuionniode. Hanporus, MHKyGalnst Me3aHrHabHbIX
KJIETOK C JIETKMMH LIEMSIMH OT O0JbHbIX AL-amusioniozom npu-
BOJIMT K MOSIBJICHUIO Y HUX MAKPO(aronogoO6HbIX CBOHCTB — MO-
BbILLIEHNIO AKTUBHOCTH MATPHUUHBIX METaJJIONPOTEHHA3 U CHU-
JKEHHUIO CHHTEe3a MeXKJIeTOUHOTO MaTpuKca.?

Knunnueckas kaptuna BOJILL o6yciosnena nopaxkeHuem
MHOTHX BHYTPEHHHMX OpraHoB, HO HauGoJjiee 4acTo BOBJIEKAIOT-
cst nouku. Cpei IPyrux opraHoB CPaBHUTEJILHO HacTO CTpajiaeT
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nevensb 1 Muokapa (20—25 % cayuaes), nepudeprueckast HepB-
Has cucrema (8—20% cayuaes). [Tpu ayTorcuu JENO3HTHI MO-
HOKJIOHAJIbHBIX Lienell 06HapyKMBAlOTCA B COCYIMCTOH CTEHKe U
MePUBACKYJIIPHOM MPOCTPAHCTBE, YTO OOYCJOBJIMBAET Pas3JiHy-
HbIE COCYJIMCTbIE HApYLIEHHs], a TAKXKe B CeTYaToi 00os0uKe Ii1a-
3a, B JIMM(POy3J1ax, KOCTHOM MO3Te, cesle3eHKe, TTOJRKEITy/I0UHOH 1
LIMTOBUJHOM »KeJle3ax, Ha/lloueYHHKaX, KHILIEeUHHKe, CyCcTaBax
Kozke. Omnicanbl cydan 1M hy3HOr0 MM 04aroBOro MOpaxKeHHsl
Jerkux. 83032 Fmertorest cooO11eHHs, B KOTOPbIX OTJIOXKEHHE HM-
MYHOIJIOOYJIMHOB TIPOTEKaeT GeCCHMIITOMHO M OOHapyKHBaeTCs
TOJILKO MPU ayTOTNCHH. !

Tem He Menee mopakeHue Movyek cyntaercst Hanbosee mocTo-
SIHHBIM KanHHYecknM npusHakom BOJILL. [omunnpyet nedppotu-
YeCKHil CHHIPOM U NoYeuHast HeLoCTaTouHOCTh. %5 OpHako y 25 %
GOJILHBIX CYTOUHAsH MOoTepsi Oesika ¢ MOUOH He mpeBblllaer 1 1,y
9THX MALHEHTOB UMEIOTCS MPEUMYLLECTBEHHO TPU3HAKK TyOyJ10-
MHTEPCTHLIMAILHON HedporaTiu. [Toueunast HeloCTaTOUHOCTb Ha-
6Jmonaetcs npaktuuecku y Beex GosbHbIX BOJILL, pasBuBaercs
OBbICTPO M YacTo, ObIBaET MEPBbIM TOBOJIOM /YIS 0OpalLieHHs] K Bpa-
uy. [Toyeunasi HeOCTATOYHOCTL OJMHAKOBO YAcTO BCTpeYaeTcs y
OOJILHBIX C BBICOKOH W HU3KOH CYTOUHOH MPOTEUHYpPHEH U MOXKeT
MPOSIBAATLCS B (hopMe OCTpOro TyOyJOUHTEPCTHIHAIBHOTO He-
(hpuTa Win GLICTPO MPOrPECCHPYIOLLETO IIOMepyaoHepuTa., 9345

J1erno3nTel MOHOK/IOHAJIBHBIX 1ieTeH B MeYeHH MOTYT pacro-
JIaraTbCst JUCKPETHO BIOJb CHHYCOMIOB WM Ga3abHbIX MeMOpaH
GuanapHbIX MpoToKoB. OnHcaHo TakKe MaccuBHoe AUDhy3HOe
nopakeHue ¢ paclUpeHreM U pa3pyllieHreM cuHycouioB. Yatlle
Bcero y 60JIbHBIX orpejeisieTcsl renaToMerasus co ciabo Bblpa-
»KEHHbIM HapylieHreM (DyHKLMH TTeYeHH, HO HHOTIA pa3BUBaeTCs!
Ts2KeJ1as1 IeYeHOUHast HeJIOCTaTOYHOCTD C TOPTa/lbHOM MHIIEepTeH-
3ueil. MoxeT HabJI0AATLCS TeMOPPArHYeCKUi CHHIPOM BCJIe]l-
CTBHE MOpPaykeHHs1 COCyloB U aeduumta X (pakropa cBepThiBa-
HUST KPOBH M3-33 CHHYKEHMS] CUHTETHUECKOH (DYHKIHMH neueHn.”
OCHOBHBIMH CHHIPOMaMH MOPAXKEHHsI CePALA SIBJSIOTCS KapaHO-
MeraJiisi, apuTMHH, HapyLICHHST TTPOBOAMMOCTH H 3aCTOHHAS cep-
JIeUHast HeI0CTAaTOUHOCTb.

OueHnThb peasbHbIl MPOrHO3 U BbKMBaeMocTb npu BOJILL
CJIOXKHO, T.K. HEBO3MOXKHO TOYHO ONpPEEJIMTh BPeMsl Havasla 3a-
6osieBanus. [Ipu BHermoueyHoH JOKa/NM3alMH OTJI0KEHHH 60-
JIe3Hb 4acTo NpoTekaeT GeccuMnToMHO. Kpome Toro, npumepHo y
50 % GOMLHBLIX PA3BUBAETCS AKTHBHAST MHOKECTBEHHAS MUEJIOMa
1 IIPOTHO3 Pe3KO MeHsieTcsl. BbKMBaeMOCTb OT MOMEHTA MOsIBJIe-
HHSI CHMIITOMOB, 110 Pa3HbIM JIaHHbIM, BapbupyeT ot 1 10 10 siet.
B ontom u3 HauboJsiee KpyMHbIX Hccel0BaHui 1 -s1eTHsIs o0Last
BLKMBAEMOCTh cocTaBmia 66 %, 8-nethsist — 31 %, Mpu 3TOM
68 % mnauueHToB MoJyYatd XuMmuoTepanuio. HauGosee snauu-
MBIMH HETaTHBHBIMH (PAKTOPAMU MPOrHO3a B 3TOM MCCJIEI0BAHUH
OblIM BO3pACT, YPOBEHb KPEATHHHHA HA MOMEHT JHArHOCTHKH,
HaJIM4le MHOXKECTBEHHON MHEJIOMbI U BHEMOYEUHbIE OTJIOXKEeHHS
Jierkux tereit.* BbikiBaeMoCTh 1alleHToB ¢ ypeMuen, KOTopbIM
MPOBOJINJICS TTOCTOSIHHDBIH TeMOJIMAJIN3, HE OTJINYAJIACh OT TAKOBOH
y NauMeHToB 6e3 ypeMHH.

OCHOBHOll 1le/Ibl0 JIeYeHHs] MalUeHTOB ¢ 60JIe3HbIO OT-
JIOXKEHHUsT JIETKHX W TSDKEJBIX Liereil, Kak M nepBuuHbiM AL-
aMUJIOMI030M, SIBJISIETCS MAKCHMAJIbHAsI PEILyKLHsl OIyX0J1eBOro
KJIOHA MJ1a3MaTHYECKHUX KJIETOK B KOCTHOM MO3re M CeKpeTHpye-
MOT0 HMH MaparpoTtenta. JlocTHb 3TOro BO3MOXKHO TOJIBKO C T10-
MOIIIBI0 XUMHOTEPAIHH 10 TporpaMMam JIeUeHHs MHO?KECTBEH-
HOH MHesIOMBI. BblTa 1ocToBepHO MOKa3aHa perpeccus Aeno3UTOB
JIETKMX Lieledl Ioc/ie BbICOKOJO3HOM XUMHOTEPANMU C TPaHC-
MJIAHTaLIUel ayTOJIOTHYHBIX TeMOMNOITHYECKHUX CTBOJIOBBIX KJIETOK
(BIXT/TACK) iy AJMTeNbHOR KypcoBOH XMMHOTepanum.3s40
ITH JIaHHbIe CBUIETEJILCTBYIOT O TOM, U4TO PUOPOTHUECKHE HOLY -
JISIpHblE U3MEHEeHHs1 0OpaTHMbI M [T0TOMY OIMPaBJaHO MPUMEHe-
HUE HHTEHCUBHON XMMHOTEPAIHH y GOJIbHBIX C TS2KEJIBIM MOpazke-
HHEM BHYTPEHHHX OPTraHOB.

www.medprint.ru

Ony6/MKOBaHO HECKOJILKO HeGOMBIINX COOOLIEHHH O TIpH-
menenun BJIXT/TACK.*** B nenasnem nanGosiee KpyrHom pe-
TPOCIMEKTHBHOM HCCJ/IEI0OBAHUH, BKJ/IIOYaBILIEeM | 1 namueHToB Mo-
Joxke 65 J1eT ¢ 6OMe3HbI0 OTIOKEHHS! JIeTKUX /MM TSKeIbIX
uernef, noJyyaBLuxX BJIXT/TACK, He GblI0 HH OHOTO JeTab-
HOT'O HCXO/1a, CBA3aHHOTO C JieueHneM.* Y 8 nalueHToB otmeue-
HO CHHKEHHE YPOBHS raparnpoTenta, y 6 U3 HUX MOJHOCTbIO HCUe3
naparpoTerH 13 CbIBOPOTKH U MOUM. ¥ 6 MalMEHTOB 3HAUNUTEIIb-
HO YMEHbIHJIACh CUMIITOMATHKA, CBSI3aHHasl C TKAHEBLIMH JIeTO-
3UTaMH, IPH STOM THCTOJIOTHYECKH OBl IOKyMEHTHPOBAH perpecc
JICTIO3UTOB B Cepjlle, nmeueHn u Koxke. [Ipekpalienne mocTostH-
HOTO TeMOJIHa/IN3a C MOC/IEIYIOUIUM MOCTENEHHBIM YJIydllleHHeM
(DYHKLMH TT0YEK OMUCaHO Y OIHOrO GOJIbHOTO.

[TosiBuanCh cooOllieHUsl O TMPUMEHEHWH BeJIKeHaa TpH
BOJILL. 4 nauueHTa, y KOTOPbIX HMEJNMCh MOPAXKEHHs] MOYEK
BCJIEJICTBHE OTJIOXKEHUS JIETKUX LereH, HO He OblI0 aKTHBHOH
MHOKECTBEHHOH MUEJIOMBI, [TOJIy4HJ/IH JIedeHHe BeJKEHI0M U JIeK-
camMeTa3oHoM.> Y Bcex MallMeHTOB OTMEUEHa PerpeccHst CHMIITO-
MaTHKH, 06yCJIOBJIEHHOH TopazkeHreM rodek. Briocsienctsun 3 u3
4 naumentos nonyunau BIXT/TACK, y Tpoux 10CTHIHYTa 1101
Hasl PEMHCCHS. Y OIHOrO 3HAYUTEJILHO PerpeccupoBalia Kapauo-
JIOTHUeCKasi CUMITOMaTHKa. TeM He MeHee K HACTOsIIeMy BpeMe-
HH MOKa He MPOBEICHO GoJiee WM MeHee KPYTHbIX UCCIeI0BaHNH,
MPEOCTABISIONINX yOeAUTEbHbIC 0KA3aTeJbCTBA TPEHMYyILIe-
CTBa KaKoro-sin6o u3 merogos Jedennss — BJXT/TACK wm
KYPCOBOH XMMHOTEparnuu, BKJIOYAIOLIEH JeKCAMeTa30H B BbICO-
KHX J103aX.

TpaHcnianTalus NouKK 10BOJILHO YACTO YIIOMUHAETCS] B CBSl-
31 ¢ 60JIE3HAMH OTJIO?KEHHA MOHOKJIOHAJILHBIX UMMYHOTJIO0YJIH -
HOB, B T.4. AL-amusonozom. OfHAKO CaMOCTOSITEJILHON POJIH
9TOT METOJL JICYEHHs] HEe HMeeT, T.K., €CJIM He JJOCTHIHyTa 3HAuM-
TesbHAsi PErpeccHst CEeKpeluH TMaparnpoTenHa, BO3HMKAeT Obl-
CTPOE MOpaXKeHHe MepecarkeHHon nouku.*

MoxxHo yTBepkaaTh, uto yernex B jedennn BOJILL 6yner pas-
BMBATbCS MAPAJIIEIbHO C yCreXaMH B JICUCHHH MHOYKECTBEHHOH
muesioMbl. OaHako, 4yto Kacaercest guarnoctuki bOJILL, To 3nech
3HAYUTENLHO GOJIblIE CJIOKHOCTEN, YeM B IMarHOCTHKE MHOXKE -
ctBeHHol Muesombl. BOJILL siBasieTcs1 ckopee peiko auMarHo-
CTHPYEMbIM, UeM IMPOCTO peiKuM 3aboseBanneM. OTCyTCTBHE
YETKOH KJIMHUYECKOH KapTHHbl M KJIMHHYECKHX JHArHOCTHYe-
CKHX KpHUTepHeB, HEOOXOJUMOCTb BBIMOJHEHUS GHONCHU BHY-
TPEHHHX OPraHOB C HCCJIEA0BAHHEM Ha IETIO3UTHI JIETKHUX LieTel,
HEJIOCTYTHBIM B GOJILITHHCTBE MOPOJOTHUECKUX Jaboparo-
pu#, — Bce 310 aenaet BOJILL cnoxHoit B inarnoctuke. [lauu-
EHTBI JIHTEJIBHO JleyaTcst B o6lleTepaneBTHYCCKUX CTallMOHA-
pax ¢ HecrielM(HUIECKUMH TTOPaXKeHUIMH BHYTPEHHHUX OPTaHOB.
Ho naxe B TOM cyiydae, Korja BbiroJiHsieTcst Guorchsi, MopdoJio-
T He HallesIeHbl Ha TTOUCK HeUOPUIISIPHBIX OTJI02KEHHIT JIETKHX
lenei, B JyullleM cJllydyae orpaHMYMBAasiCh MOHCKOM KJaccHye-
ckoro amusionza. Onucannoe KJIMHUUECKOe HaboleHue — sip-
Koe ToMy noarsepxaeHue. [IpuBiedenne BHUMaHUS KIMHHLHA-
CTOB U MOP(OJOroB K MpobieMe 0TI0XKEeHH MOHOKIOHATBHBIX
JIETKMX 1leTei, OYeBHAHO, SIBJSETCS pallMoOHANBHBIM COCO60M
yayutenus quarsoctuku BOJILL
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