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BBenenue

bonesnv omaoncenus neexux yeneii (BJILL), saBasiercst on-
HUM U3 BapUaHTOB OOJIE3HU OTJIOXEHUST MOHOKJIOHAJIIBHOTO
MMMYHOIJIOOYJTMHA W pa3BUBACTCsS BCICACTBUE ITATOJIOTH-
YyecKoil cekperuu Jierkux uemneit (JIL[) mmMmMyHOro0y1nHoB
(TIpeMMYIIIECTBEHHO K-THUIIA), YTO TIPUBOANT (POPMHUPOBAHUIO
HEOpPraHM30BaHHBIX TPaHYJISIPHBIX OTJIOXCHHMI B OpraHax W
TKaHSIX C MIPEUMYIIECTBEHHBIM ITOPaKEHUEM TIIOMEPYIISIPHOM
MeMOpaHBblI.

B 1976 rony Randall R.E. onyGaukoBas onmucaHue ABYX
MaIMEeHTOB ¢ OBICTPOTIPOTPECCUPYIOIIEH TTOYeUHO HET0CTa-
TOYHOCTBIO 1 TIOJIMOPTAHHBIM ITOpaXkeHneM Ha (POHE OTIIOXKE-
HUS MOHOKJIOHaNbHBIX JILI, mpeamosoXuB CyliecTBOBaHUE
HOBOI (DOPMBI TITIA3MOKJIETOUHOM TMCKPa3uu, HOCSIIEN Te-
nepb ero ums [29]. JanbHeiilee U3y4yeHue yabTpacTpyKTyp-
HBIX ocobeHHocTeit JIL mo3Bonuio mrddepeHINpoBaTh PsIT
CaMOCTOSITeJIbHBIX 3200J1eBaHUI B 3aBUCMOCTH OT BApPUAHTOB
TKaHEBOU OpraHM3alluy BBISIBICHHOTO 3JIEKTPOHHOIUIOTHOTO
matepuana (Taosu. 1).

Tabmuma 1
Buap! yasTpacTpyKTYPHO# OpPraHu3amuu JIETKUX Heneii

1) OpraHu3oBaHHbIE OTIOXEHMUSI
a). OuoPWILIBI
* AL-AMuinounno3s
0). MukpoTpy604YKH
* MoHOK/IOHaIbHAasI KPUOTJIO0YIMHEMUST
* IMMYHOTAKTOMIHBINA TJIOMepyJIoHe(GpUT (TI0MEe-
pyJIOTIaTHs)
B). Kpucraninl
* Kpucran-HakamiuBaroluii r’MCTUOLMTO3 (crystal-
storing-histiocytosis, CSH)
2). HeopranmszoBaHHBIC TPaHYISIPHBIC OTIOKCHMS
* bosie3Hb 0TIIOXKEHUSI MOHOKIOHANIbHOTO Ig (MIDD)
(6one3nb otrnoxeHus Jjerkux ueneir (LCDD),
Oosie3Hb oTioXeHUus Tsekeabix Leneir (HCDD),
00JIe3Hb OTJIOXECHUS JICTKMX M TSDKENBIX IIeTei
(LHCDD))
* [IponudepaTUBHbBIIA ITOMEPYIOHEDPUT C OTIOXKE-
HMEM MOHOKJIOHAJIbHOTO Ig
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Liensio HacToswen pabotsl sensietcs 0606LeHUe MMEIOLMXCS TUTEPATYPHBIX AAHHBIX O PACMPOCTPAHEHHOCTH, KIIMHUKE,
BMArHOCTHMKE, OCHOBHBIX CTPATETUSX NIEYEHUS U NPOTrHO3€ 6ONe3HU OTIOXKEHMS NErKMX Lieneld MMMYHOToBYMHOB, sBnsoLencs
OfHMM M3 BAPUAHTOB 60ONE3HM OTNOXEHUS MOHOKIOHANBHOTO MMMyHoOrnobynuHa. MoagpobHo manoxeHsi mopdonornyeckme
BAPMAHTBI MOPAXEHUs No4eK, 0cobeHHOCTU NabopaTopHOi AMarHOCcTMKM 3abonesanus. [laHbl pekomeHaaummn no auddepeH-
LManbHOM auarHocTike, 0606weHsl pakTopsl, ycyrybnsiowme nporHos sabonesaxus.

KnioueBble cnoBa: 6one3Hu OTNOXEHMS, OTIOXEHHUE NErkMX Lieneid UMMYHOrnoBynMHOB, MOHOKIIOHANbHBIA MMMYHOFO-
6ynuH, NOpaXeHHe NoYeK, NOPAXKEHUE FIOMEPYSPHOM MeMBPaHbI noyek.

PacnipocTpaHeHHOCTD

Hctunnas vacrora BJILL HeusBecTHa M, MO-BUIUMOMY,
TIPOIOJIKACT HEMOOIIEHUBATHCS. AYTOTICUITHBIE MCCIIETOBAHMS
0OHAPYKMBAIOT 3TO 3a00jIeBaHUE He MeHee YeM y 5% malueH-
TOB C MHOXECTBEHHOI Muesomoit (MM), Hanuuue KOTOpoit
obycnopnuBaet passutue MIDD B 40—50% cnyuaes [12]. TTo
npanHbiM Mallick N.P. ¢ coaBt. u3 260 6MONTATOB [TOYKH, BbI-
IMOJTHEHHBIX Y TAIIMEHTOB C MANONATUICCKON MIPOTeUHYPUCH,
BJILI onpenensinack B 5 cinyyasx. B To ke Bpems 1ieneHanpan-
JIEHHOE M3y4YeHue 47 MalMeHTOB ¢ TUIa3MOKJIETOYHBIMU JIMCK-
paszusmu mo3Bosiwiio Pirani N.P. u coaBT. onpenenuTs 10CcTo-
BepHble pu3Haky BJILL y 10 u3 Hux. OT™MevaeTcs HeOObIIoe
npeobiagaHnue MyKIuH (M : K — 4—8 : 1) TpyaocImocoGHOro
Bo3pacrta. [Tuk 3a001eBaeMOCTH MTPUXOAUTCS Ha ISITOE NECSTU -
netue ku3Hu (40—66 jer).

Mopdonorus

Ceemosas mukpockonuss (CM) — TIO3BOJISIET OIpeNeanTh
JIMIITb KOCBEHHBIE MPU3HAKM 3a00eBaHmst. HecMoTpst Ha Kin-
HUYECKUE TPUZHAKU TPEUMYILECTBEHHOIO TOPAXKEHUsI KITy-
0OOYKOB, B THITMYHBIX cTydasx Tpyu CM TropaxkeH1e KaHaIbIIEB
MOXET BBIXOJWTH Ha TIEPBBIN IIaH. XapaKTepHO OTJIOXEHUE
so3uHOGMIBHOTO Shiff (PAS)-mio3uTHBHOTO, TIPEIOMIISIONIC-
ro JICHTOIIOJOOHOTO MaTepualia BIOJIb 0a3aJbHOM MeMOpaHbI
KaHajbLeB [35]. Haubosblive n3MeHeHUsI OTMEUatoTCsl B AMC-
TaJIbHBIX KaHaNblIax 1 netie [eHe, a Takke — coOmpaTeTbHbIX
TpyOOUKax, Tie HaOMomaeTCs YIUIOMICHE 1 aTpohUsl SITUTe-
Jvst. TUNTMYHbBIE MUEJIOMHBIC CJICTTKU KaK MPaBUJIO BBISIBIISIOT-
s B HE3HAUNTETbHOM KOJTMUECTBE U TPEOYIOT MCKITIOUSHMSI CO-
YyeTaHHOTO nopaxeHust ¢ MM. [1ist no3nHux ctanuii 3a0oseBa-
HMS XapaKTepHO MPUCOSTNHEHNE BRIPAXKCHHOTO MHTEPCTHUIIN -
ajpHOTO (h1bpO3a, MPOrpeccCupoBaHue aTpPOUU KaHAJIBLEB.

IMopaxeHne KiyooukoB Oojiee MHOroodpasHo. Hanbo-
Jiee XapaKTepHOW OCOOEHHOCTHIO SIBJISIETCS HAJTMUWE Y3JIOBOTO
IJIOMEPYJIOCKIIEP03a, KOTOPBIM IT0 JTaHHBIM pPa3HBIX aBTOPOB
orMeuaercst B 60—100% citygaes |7, 27, 30, 31]. B ommuue ot
WCTUHHOTO IMa0eTUYECKOro TIJIoMepyJocKiiepo3a (0one3Hu
Kimmelstiel-Wilson) mnst BJIL xapaktepHO: OTHOCUTEIbHAsK
PacIpoCTpaHEHHOCTh Y3JIOB B KIIyOOUKAX, OTCYTCTBUE DKCCY-
JIATUBHBIX U3MEHEHUN («(PUOPUMHOMIHBIX IIATOYeK»), a TaK-
K€ TMaInHO3a 3 ¢GepeHTHBIX apTepro. Takke HexapaKTepHO




BbIpAXXKEHHOE YTOJIILIEHUE 0a3aibHOM MeMOpaHbl KIIYOOUYKOB,
KOTOpbIE KaK IMpaBUJIO yBEJIUMYEHbI B pasMepax. Kpome Toro,
otMeuaeTcst U dy3Hast WM y3JI0Bast SKCIaHCHsI Me3aHTHaTb-
HOTO MaTpUKCa ¢ TMIEePKICTOYHOCTHIO ME3aHT ST JIETKOM /yMe-
PEHHOI CTEIeHM BBIPAXKEHHOCTH. BaxkHO OTMETHUTH, UTO IIpHU
MOJIOXKUTEJILHON peakliMi Ha KOHIO KpacHbIil (HabIogaemMoit
y ~10% manmeHToB) B MOJISIPU30BAHHOM CBETE OTCYTCTBYET Xa-
paktepHoe Wit AL-amuionno3a si6JI0YHO-3eJIeHOE CBeueHUe
BCJICIICTBHUE IBOMHOTI'O JTy4EeTIPEIOMIICHUS.

HUmmyrnopayopecuenmnas muxpockonus (MPM) — Kimnoude-
Boe 3BeHO B auarHoctvke BJILL. Onpenensommm mpu3HaKoM
3200JIeBaHMSI CIMTACTCS OOHAPYKEHUE TMHEIHOTO OTIOKEHUS
onHoro Buaa JII, mpeumyinectBeHHo K-Tuma (~80%) BoOJIb
TYOy/IsIpHOI Oa3aabHOM MeMOpaHbl, UTO HauboJiee YacTo Ha-
OmonmaeTcsl B IUCTAIbHBIX KaHaJIbIax U Temie [eHie, ogHako
HepeIKo BCTpeUaeTcs U B IIPOKCUMATBHBIX OTIe/IaX HehpoHa.

DnekmponHas Mukpockonus (9M) — sIBIsIeTCsT 00s13aTeNb-
HBIM 3TarioM auarHoctTuku BJILL He ToiabKo a1t yrouHeHust
pacrpocTpaHEeHHOCTH M Xapakrepa opraHusauuu JILI, Ho u
YUUTBIBAasE MIMEIOIIMECS TaHHBIE O CHIDKCHWH YYBCTBUTEIIb-
Hoctu UDM ¢ yBenmueHUEM <«BO3pacTa» OTIIOXKEHUIA. Yiib-
TPaCcTPYKTypHasi OLieHKa MaTepuraja IO3BOJIIeT BbISIBUTh BHE-
KJIETOYHbIE HEOpPraHW30BaHHbIC TPAHYJSIPHBIE OTJIOXKECHMS
3JIEKTPOHHOIUIOTHOTO MaTepurasia B 0azaJbHO MeMOpaHe KiTy-
00YKOB 1 KaHaubleB rnpakTndecku B 100% cirydaes. bonee uem
B 85—90% city4aeB OHM TaKKe OTMEUYAIOTCSI B ME3aHTMAIbHbBIX
y3eKax, Karcyie boyMeHa M CTeHKaX METKHUX MEXMUOIIU-
TapHbIX aprepuii. Hamnmuue HeamwonmHbIx (puOprUT Hexa-
pakTepHo. OgHAKO BCTpevyaeTcsl coueTaHue (pUOPUUISIPHBIX 1
TpaHy/ISIPHBIX OTJIOXKEHUI B OMHOM WJIM HECKOJBKUX OpraHax
OIHOTO TMalleHTa.

Cpenu apyrux opraHoB Hanbosee yacto npu bJILL mopaxa-
IOTCS TI€YEHb, CEIEe3CHKA, KOXAa, CEple, TOHKUI KUILIEYHUK,
HepBHas cuctema [4, 5, 25, 27, 32, 34]. UcTtuHHas yacToTa mo-
pakeHUs TOTO WJIM MHOTO OpraHa OCTAeTCsI HEM3BECTHOM M3-3a
4acTo OECCUMITTOMHOTO TeUeHUsI. BaXHO OTMETUTH yabsTpac-
TPYKTYPHYIO UICHTUYHOCTD TIOYCUHBIX I BHEIIOYCUHBIX U3ME-
HEHUI, BBI3BAHHBIX KOHKPETHBIM TMOATMIIOM MOHOKJIOHA/Ib-
HbIx JIL y KOHKpeTHOTro GOJILHOTO.

Kmmnuka

3abosieBaHMEe MOXKET OCTaBaThCSl HEBBISIBICHHBIM B Te-
YeHUe JJTMTEIbHOTO BpeMeHU. B HacTosiiee Bpemsi MMEIoTCs
OTMCcaHMsI 0ECCUMITTOMHOTO TeUeHMsI 00JIE3HU Ha MPOTSIKEHUH
15 neT ¢ MoMmeHTa oOHapykeHust omnoxkenwnit JILL [23].

B otcyrcTBHe aKcTpapeHalIbHBIX MOpaXKeHUil oblee co-
CTOSTHME TIAIMEHTOB Ha HayaJIbHBIX 3Tarax OOJIe3HM MOXET
OCTaBaThCSl OTHOCUTETLHO YIIOBIETBOPUTETBHBIM. [Ipocpeccu-
pyroujee noxyoauue (B CpeTHEM Ha 2—3 KT B MECSII) SIBJISICTCS
OIIHUM U3 TIEPBLIX IIPU3HAKOB 3a00JieBaHus. [1py npucoeanHe-
HMM OTEYHOTO CHHIPOMA BEC MAllMEHTOB MOXET COXPAHSATHCS
CTaOWJILHBIM U JTasKe UMETh TeHICHIINIO K TIoBbIIeHn 0. HeoO-
XOIMMO OTMETHUTh Pa3BUTHUE amuompoghuil, HanboJjee paHo BbI-
SIBJISIEMBIX B MBILIIIAX TIJIEYEBOTO U Ta30BOT0 MosicoB. [1pu aTom
o0111ast ¢1aboCcTh B OTCYTCTBHME coYeTaHMsl ¢ Jumbonposude-
paTMBHBIM 3a00JIeBaHNEM OOBIMHO BO3HUKAET B Pa3BepHYTOM
cTamuu 0OJIE3HN B paMKaX TUCIMPKYISITOPHO-TUTTOKCHUECKO-
To CMHIpoMa Ha (poHEe aHEMUU, JIEKTPOJIUTHBIX HAPYLICHUIA,
JIEKOMIIEHCUPOBAHHOTO aruno3a. [ToBblieHre TeMIiepaTyphbl
TeJla Kak MPaBUIO HEXapaKTepPHO U TPeOyeT UCKITIOUCHUST WH-
(beK1IMOHHOTO TpoIIecca M OYEBUIHOM TUMMOTIpodepaIm.

B nutepatype BcTpeuaroTcs aTUITMYHBIE BApUAHTHI 1e010Ta
3ab0oseBanus: c-M IllerpeHa, hpudOpUUISIUS TPEACEPANiA, TsI-

JKesasl IbIXaTeIbHasl HeIOCTaTOYHOCTh B paMKaX KMCTO3HOTO
TOopaKeHUsI JISTKUX, ojiuHeliponarus [19].

IMoyeunas HemoctatouHocTs (ITH) sBaAsieTcss moMuHM-
PYIOLIMM IPU3HAKOM 3a0ojieBaHusI, oxBarbiBast Oosee 90%
MMAIIMEHTOB 1 CJIy>KUT OCHOBHOM TPUYMHOI TOCTIMTAIN3ALINI
[26]. B kimmHMYecKoi KapTHHe TipeoliianaeT xpoHndyeckas [TH
(70—80%), cKOpOCTh MPOrpecCUpOBaHMUsI KOTOPOM BapbUpy-
€T B IIIMPOKUX Tipenenax [27]. B uenom, OIMIUTETBHON 0CO-
OEHHOCTBIO ATOTO BUIA He(DpomaTuy SIBIIeTCs OBICTPHII TeMIT
Hapacrtanus [TH: cpenHee Bpemst pa3BuTust TepmMuHanbHoit [TH
B OTCYTCTBME 9KCTpapeHaIbHBIX TTOPaXKEHUI COCTABIISIET BCETO
18—25 mecsiuieB. He meHee 30% GOJIBHBIX HYXKIAIOTCS B TIPOBE-
JIEHUM TIpOrpaMMHOTr0 reMoauanusa. Ocmpas [1H pa3BuBaeTcst
B 20—30% ciyuaeB. Hapsimy ¢ peHaIbHBIMM IPUYMHAMU €€ BO3-
HMKHOBEHMSI, TAKUMHU KaK OCTpasl TyOysionatusi, HeoOOXOIMO
TaKkKe OTMETUTh W BKJIAJl BHYTPUCOCYIMCTON TUTIOBOJIEMUH,
4acTo YCyryomsieMoii Ha3HAaYeHHMEM MAaCCHBHOI IUypeTHdec-
Kol Teparuu. B ominune oT MUEIOMHOI HedporaTtuu, y rma-
uueHToB ¢ BJILL (maxke nmpu BeIsIBAeHUM M-TpaairieHTa B MoUe)
ocHOBHBIM (80—100%) TepsieMbIM ¢ MOYOI GEJTKOM SIBIISIETCSI
anpoymMuH. OTeKM BCCACTBUE TUIIOATHOYMUHEMHUH Pa3BUBa-
forcst 'y 40—50% nalnueHToB, MOJIHBIA He(PPOTUIECKMIA CUHI-
poM dopmupyetcs B 30% cinydaeB. Ha HauabHbIX aTanax 3a00-
JIEBAHUST BBIPAXKEHHOCTh aJTbOYMUHYPUU MOXET HE KOppesu-
POBATh C PaCIIPOCTPAHEHHOCTHIO M TSLKECTHIO Y3JIOBOTO TJIOMe-
pynockiiepo3a. Takske MHOTHE aBTOPBI HE HAXOAST KOPPEJISLIUU
MEXTy BHIPAXKEHHOCTBIO aJTbOYMUHYPUU Y CKOPOCTBIO CHITKE-
HUS KITyOOuKoBOM (uisTparimu. Y 25% 6obHbIX 3a001eBaHe
MPOTEKaeT TIPEHMYIIECTBEHHO B BHIC TYOYJIOMHTEPCTHUIIN-
albHOTO HedpuTa, TIPU KOTOPOM CYTOYHAs MPOTEUHYPUST HE

Tabauna 2
OcHoBHble BHenoYeuHbie nposiBienust BJILI

1.Cepnue [8,13,37]
o Aputmuu
e PecTpuKTHBHAS KapAUOMUOMNATHUS
o OcTpblii MH(MAPKT MUOKapaa™
o KopopoHapuut*
2.ITeuenn [27]
o [emaromeranus
o [lopTasibHast TUMepTEeH3US
e AcuuT
o BHyTpHuIIeueHOUHAsI X0OJIecTaTUIeCcKast XKeJITyxa
e OcTpas neyeHOUYHast HeJOCTATOYHOCThL™®
3.HepBHas cuctema [10,24]
o [lepucdepuueckasi CCHCOMOTOPHAasl HelponaTust
o MHOXXeCTBeHHBIC MOHOHEBPUTHI
e OHMK mno umeMuyeckoMy / reMopparudyeckoMy
TUnam™
4. Jlerkue [1,4,5]
o OOCTpPYKTHBHAS ObIXaTeIbHASI HEIOCTATOTYHOCTD
o PeliunuBUpyoIe CIIOHTaHHBIE ITHEBMOTOPAKCHI
5.Tnaza [6,23]
o [UmepnuUrMeHTaIIs KOXHU YIJIOB TJ1a3
e OTtcroiika ceTyaTkm™
6.2KKT
e C-mMm IllerpeHa (KcepocToMusl, KCepoDTaabMus)
o DHTEPOKOJIUT*
7.CycTaBbl*
o AMUJIOMIONIONO0HAS apTPOIATH

*- eMMHUYHbIE HAOTIONEHUS



npebimaer 1,0 rpamma. MuKporemMaTypusl, COITYTCTBYIOILIASI
HC, ynomuHaemasi pakTU4eCKU BO BCEX KPYIHBIX 0030pax,
nocesiieHHbix BJIL, TeM He MeHee He sIBsieTcs creuuduy-
HBIM TIPU3HAKOM 3a00JIeBaHNs, HAaNOOoJIee YacTO OTMEYasIach y
MaIMEeHTOB C M30JIMPOBAaHHBIM WJIM COYETaHHBIM ITOPAXKEHUEM
TSDKEJIBIMU LETISIMA UMMYHOTJI00Y/IMHOB [ 3].

HakormuieHHble 3a nociaeanue 30 JeT JaHHbIE KIMHUKO-
MOpPGhOIOTUIECKX HAOMIONECHMIA 3a TMallMeHTAMHU C pasind-
HbIMM BapuaHTamu TedeHus1 BJIL] moarBep:kaaloT CUCTEMHBIIA
XapakTep ropaxeHuii, ormeueHHbIi eiie Randall R.E. OcHoB-
Hble KIIMHWUYECKHW TIPOSIBIICHUSI BHEITOYCUHBIX ITPOSIBIICHMIA
BJILL cymmupoBaHbl B TabuLe 2.

JIabopaTopHasi IMArHOCTHKA

Ipn BBIABICHNM NPOTEUHYPUM, BBI3BAHHOM ITATOJIOTH-
yeckumu JIL HEOOXOIMMO YIUTHIBATh YaCTOTY BCTPEUACMOCTHI
JILL mpu 1iesioM psizie pa3amuHbIX 3a0oeBaHuit, Bkiatodas bJILL
(Tabnuua 3). 3onmpoBaHHas IJIIOKO3ypUsl, B OTCYTCTBUE MHBIX
MPUINH, 3a9aCTYIO0 MOXKET OBITh IMHCTBEHHBIM ITPOSIBIICHIEM
TOpakKeHUsI KaHAJTBLIEB JISTKUMU LETISIMI.

IIporpeccupyromiasi HOpMOLIMTApHAST aHEMUsS, 3a4acTyIO
HE COOTBETCTBYIOIIAsl CTENIEHU BBIPAXKEHHOCTH IMOYEYHOI He-
JOCTAaTOYHOCTH, TOPIUIHAS K Teparuy SPUTPOITOSTHHOM,
Haubosiee yacto pa3BuBaetTcs y 60mbHbIXx ¢ MM. KocBeHHBIM
MPU3HAKOM IUCIIPOTEMHEMMH, MTHOTIA OTIePEXKAIOIIM Pa3BU-
THEe aHeMuU, sBiigeTcs nosbieHue COD. B ormune ot AL-
aMIJIOMI03a, TIPY KOTOPOM HaOJTI01aeTCs TTOBBILICHNE YPOBHS
TpoMOoLMTOB, 151 BJILL Gosiee xapakTepHa nepcucTUpyoIas
yMepeHHast TPOMOOLIMTOIIeHUs. YpoBeHb C-peakTHBHOTO OeJl-
Ka KaK MpaBUJIO HE BBIXOAUT 3a paMKU pedepeHCHbBIX 3HAUCHMIA.
BrIsiBIIeHIE TMITOKOMIDIEMEHTEMUN TTOMUMO  WCKITIOUCHUS
CTaHIAPTHBIX TIPUIMH ¢¢ BOSHUKHOBEHUS (ITOCTHMHMEKIIMOH-
HBII, BOTYaHOYHBIN MEeMOpaHO-TIpOJIdepaTUBHBIN, KPUOTJIO-
OyIMHEMUUYECKHUIA TJIOMepYJIOHe(MPPUTHI), Hauboiee 4YacTo OT-
MeyJaeTcsT y OOJTbHBIX C MPUCOSTMHEHNEM WITA N30JTMPOBAHHBIM
TOPAKEHUEM TSDKEJBIX LIETIe UMMYHOTIJIOOYTMHOB.

B otcyrerBre npuzHakoB MM, Mopdoitornueckoe ncciie-
JIOBaHUE KOCTHOTO MO3Ta BBISIBISIET KaK IMPaBUIO YMEpEHHOE
MOBBIIIEHNE YPOBHS IUTa3MauToB. [Ipr MMMYHOTMCTOXM-
MMWYECKOM UCCJIEIOBAHUU Y OMPENETICHHON YacT MalleHTOB

Tabmuma 3
3a0o.ieBaHns, acCOMUPOBaHHbIe ¢ HaMuueM JIII B Moue
[2,15,21]

YacTteie acconmanuu

1. MuoxecrtBeHHasa muesioma (47-70%)

e [gG — 60% (-Tur)

o [gA — 71% (x-TuIn)

e IgD — 100 (A-Tum)
2. Makpornobyaunemus Bannencrpema (30-40%)
3. AL-Amumonnios (92%) - h-tur

MeHee yacTbie acCOIMAIMU

1. JIlumdpoma
2. Jletikemust (B T.9. XpOHUUYECKUI TUMQOITUTAPHBII 1
MJ1a3MaKJIETOYHBII BAPUAHTHI)

Penkue accommpanuu®

1. MGUS

2. OnpeneeHHbIe BUAbI HEPETUKYJISIPHBIX OIYXOJIeii:
aHTHUOMMMYHOOJIaCTHAS TMM(baaeHOITaTHsI, alleHOKapIIMHOMA
MOIKETYIOYHOM XKeJIe3bl, MeayJUIIpHasl KapLiImHOMa
IIATOBUIHOM XKeJIe3bl.

3. PudamnuuuH-uHayuupoBaHHas mporeuHypust JIL

*- e IMHUYHBIC HAOTIOACHUS

00HapyXMBaeTCS OTI0KEHIE MOHOKIOHATBHBIX JILI, mueHTId -
HBIX C BBISIBJIIEMBIMU TIPU OMOIICUM TTOUKMU.

Jleuenne

Jleuenue BJILl npencraBisieT coboii KpaiiHe CJIOXKHYIO
3amauy. [ToMrMO OCHOBHOIA 1Ie/IM Teparuy — JOCTVDKEHUS Te-
MaTOJIOTMYECKOI peMUCCUM 3a00JIeBaHUS, T.€. TIOAaBICHMS aK-
TUBHOCTM TATOJIOTMUYECKOro KjoHa B-nmumdormToB, 3a4acTyio
HEOOXOMMMO TIPOBEACHNE aIeKBATHOM KOPPEKIINHU TTOYCTHOM
HEIOCTaTOYHOCTH, HE(POTUIECKOTO CUHAPOMA, apTeprUaTbHOM
TUIEP/TUTTOTEH3UU, TUTTOBOJIEMUHM, SKCTPAPEHATbHBIX OCIIOXK-
HEHMI, a TaKKe — HeXXeJIaTeIbHBIX PeaKINii XUMUOTepaIiu,
YTO TpeOyeT MPUBIICICHUS CIICITUACTOB PA3IMIHOTO ITPOhU-
JIsl, VICTIOJIb30BAaHMST JOPOTOCTOSIIIINX METOIOB JICUSHUS.

B Hacrosiiiee BpeMs CYIIeCTBYIOT pa3IMdHbIC CXeMBbI Jiede-
nust BJIL, 60sibIast yacTh KOTOPHIX 3aMMCTBOBaHA M3 apceHasia
Tepariu MM. TpaguliMoHHONM cYMTAeTCs KOMOMHALIMST aJIKU-
JIMPYIOIINX areHTOB (HanboJIee YacTo UCTOJIb3yeTcsl MedanaH
B 03¢ 8 Mr/M?) ¢ KOpTUKOCTeporaamMu. TeM He MeHee, HaKarl-
JIMBAIOIIMECS B ITOCIICIHNE TONBI JaHHBIC CBUICTEIBCTBYIOT O
JIOCTATOYHO HU3KOM 3 (PEKTUBHOCTY 3TOI KOMOMHAIIN: Yac-
TOTa JOCTVKEHUST TeMaTOJIOIMYECKOI peMUCCHU He TMpeBbIIa-
eT 30%, MenuaHa BbDKMBAaEMOCTH — 18 MecsieB. OCI0XHIET
Tepanuio HePOTOKCUIHOCTh MehasaHa, 9acTO 3acTaBIISTIO-
11ast KOPPEKTUPOBATh €ro A03Y B CTOPOHY YMEHBIICHUSI, TJT1-
TEJIbHOCTh TIEPHOIa MEXIY HauaJIoM Teparu U HACTYTIICHUEM
a¢deKTa, a TakKKe BbICOKas 4acToTa PeLIMAMBUPOBAHMS 3a00-
JIEBAHMSI, YTO TPEOYET ITOMCKA HOBBIX METOIOB JICUCHUS.

KombouaupoBanasle cxembl JedeHus (VAD, MEVP,
ABCM), nprMeHsieMbIe MPEUMYIIIECTBEHHO Y JINLL <65 JIeT, 1mo-
Ka3bIBAIOT HECKOJIbKO JIYUIINE Pe3yiIBTaThl Y MalreHToB ¢ MM
1 AL-aMuIIonI030M (YMCII0 OTBETOB TocTUraeT 54%, MenuaHa
BBDKMBAeMOCTH ~50 MeCS1IeB) U, B IICJIOM, CPAaBHUMBI CO CpPEll-
HMMHM Ao3aMu MeidanaHa (25 mr/M?) Kak 1o 3GeKTUBHOC-
TH, TaK U MO CIMOCOOHOCTH JOCTVKEHMSI TeMaTOJIOTMYECKOTO
oTBeTa. TeM He MeHee, BBICOKAss TOKCUYHOCTH CYIIECTBEHHO
OTpaHNYMBACT UX ITpuMeHeHre. [1ponopKaloT N3y9aThCst KOM-
OuHauu ¢ 6opTe3oMuaoM [14], reHaauIoOMUIOM, JaHHBIE IO
5P dHEKTUBHOCTH 1 0€30ITACHOCTH KOTOPBIX B HACTOSIIIICE BPEMSI
OTpaHNYCHBI eAMHUTIHBIMUI HAOTIOICHUSIMI.

AJIBTepHAaTUBO KOMOMHNPOBAHHBIM CXeMaM JICUCHUSI SIB-
JIIeTCsl BBICOKOAO03HAas xumuoTtepanus (Meiadarad 100-200 mr/
M?) ¢ MOCTIEAYIOIIMM MPOBEACHUEM ayTOTPAHCIUIAHTALIMM T1e-
prdepIIeCKIX CTBOJIOBBIX KJIETOK, TIOTYJalOIast B IIOCTICIHIE
roapl Bce OoJbliiee pacrpocTpaHeHue. Hakaruisaronyecs: pe-
3yJIBTaThl KPYITHBIX MCCIIEAOBaHMIA IPEMMYILIECTBEHHO V Tl -
eHtoB ¢ MM u AL-amwionno3om (Tadna. 4) CBUAECTENbCTBYIOT
O CYIIIECTBEHHOM CHIDKCHWH paHHE! CMEPTHOCTH, He TIPEBHI-
waroiteit 15%, 10CTOBEepHOM YBEJIMYEHUU MeIUAaHbl BbDKIBA-
eMmoctu manuyeHToB [20, 33, 37]. IIpoTuBonoKa3zaHUsIMU K €€
TPOBEIEHUIO B HACTOSIIIIEE BPEMSI SIBJISTIOTCSI: BO3PACT CTapllie
70 JeT, IeKOMIIEHCUPOBaHHAsI PECTPUKTUBHAS KapIHMOMKOIIA-
tust (OB <40%), croiikas runotonus (Al cuct. <90 MM.pT.CT.),
tsekenast (111 ct.) dpyHKMoHanbHAs HEIOCTATOUHOCTD, XPOHU-
yeckas runokcus (SO, <95%).

Kak ybenutenbHO mokaszan onbIT KIMHUKUA Mayo [18], B
otcyTrcTBHE 3((MEKTUBHOIO JICUSHNST PEIIMANB 3a00JIeBaHUS B
TpaHCIUIaHTaTe TIPOMCXONUT B TEUEHME HECKOJIbKMX MECSILIEB C
MOMEHTA OIlepallii Y OOJIBIIMHCTBA OONBHBIX. B ¢Bs3M ¢ yem
TTOTTBITKA BBITIOJTHEHMS TPAHCIUIAHTAIIMY TTIOYEK Y TAIleHTOB,
HaxOmSIIMXCS Ha TIPOrPaMMHOM TeMOAMaIn3e, BO3MOXKHA
TOJIBKO B CJIyyae MOCTMKEHHs I'eéMaTOJIOTUYECKOW PeMUCCUU
3a00JIeBaHUsT Ha TIPOTSDKEHUM He MEHee OIHOTO Tofa Mpu OT-




PeSy.IleaTl)l INPOBEACHUA BBICOKOI03HOM XUMHOTEpANNHU C HOCﬂeIlymlIleﬁ

ayTOTPAHCIIAHTAIMEH CTBOJIOBBIX KJIETOK

Tadmmma 4  JTOXHEHMS, TepMUHAJIbHAS TTOYeYHast
HegoctaTtodHocTh [21]. dPakropamu,

yCyTryOJISIIOIMMU  [IPOTHO3  3a00JieBa-

- HUST SIBJISIIOTCS BO3pacT TIAIlMCHTOB,
ABTOD, o1 0. gen Knunnueckuii | [TonHas remar. BLIKIBACMOCTS MM
P, ) otBer, % pemuccnst, % COUYETaHUE C , HAJIM4Iue 3KCTpape-
HaJIbHBIX PU3HAKOB MOPaXKEHMUSI, T103-
Royer B., 2004, 11 ¢ BJILL 36 55 1 - ymep Hee Haqanlc)) JeyeHns [2%] ’
(51 mec) [32] (10 c MM) A :
Weichman.K, 2007 | 9¢BJL | nporennypun 88 100% CIHCOK COKpALIEeHHii
(17 mec) [39] 75,3
bJIL — Dbonesnp  omnoxenus
Skinner M., 2007 312 (AL) I-iiron — 66 |40 —He meHee | CpenH. — 4,6 rona JIETKMX LieTieil UMMYHOTJIOOYJIMHOB
(8 mer — PKH) [36] 30 — 6e3 1 rona 5-u netHsist - 60% 'H — DiomepysoHedpuT(bi)
reMaToJIOoT. 100 gH. cM-c1b —13%
OTBeTa JIL — Jlerkue 1ienyu MMMYHOT-
JIOOY/IMHOB
KMIT — Kapnuomuonarus
CYTCTBUU 3KCTpapeHaJbHbIX MPU3HAKOB mopaxkeHus [17]. B Mr — MoHOKJIOHAIbHAS raM-
CBSI3M C BHINICU3IOXKEHHBIM, MPUBJICKAECT 0c000¢ BHUMAHME MOTIaTHS
Haomonenne Kuypers D.R. ¢ coasr. [16], mokasaBIInx MOTeH- MM — MHOXeCTBEeHHAas MUEI0Ma
LMAJIbHYI0 BO3MOXHOCTb MPEIOTBPALLCHNS PELIMINBUPOBAHUST MIITH — Me3saHruo-npoaudepaTUBHbII TIOMEPYJIO-
3a00j1eBaHMsI HAa (DOHE MPUMEHEHUSI MOHOKJIOHAJIbHBIX aHTU- Hedput
Ten K CD 20" HecymmM muMdonntaM. Tak, mpuMeHeHue 4-x HC — HepsHasg cucrema
HeJIeTbHOTO Kypca pUTYKCHMMaba Ha 7-¢ CyTKM TOCJIe alJIOTpaH- OHMK  — Octpoe HapyllleHe MO3TOBOr0 KpoBooOpa-
CIUTAHTALIMM MOYKM Y TALIMEHTKH C MpealleCTBOBaBIIEH MOTe- MICHUS
peii TpaHcI1aHTaTa 13-3a peuuauBupoBaHust BJILL, npuBeno OITH — Ocrtpas noyeyHast HeIOCTaTOUHOCTh
K CTa0WIM3aliK IIpoIiecca, MOATBEPXKICHHOE pe3yJIbraTaMu MMHC — INepudepuyeckas HepBHAs CUCTEMA
KOHTPOJILHOM OMOIICHM TIOUYKU 4epe3 | Tof Imocie ornepanuu, CM — CaeToBast MUKPOCKOIIHS
roKa3zaBlIei UL MUHUMAJIbHbIE MPU3HAKK OTJI0XKeHus JILT CH — CeprevHast HEIOCTaTOYHOCTh
npu MUOM u DM. TloBTopHas Ouoricusi TOM Xe TMOUKHU YKe COd — CKOpOoCTh OCEIaHUS SPUTPOLIUTOB
yepe3 2 ToIa ¢ MOMEHTA ITPOBEICHNUS OIIePALINY, BBISIBIIA MU- TITIH — TepMuHaIbHAS TOYEUHAS HETOCTATOYHOCTD
HUMaJIbHbIE pU3HaKu nporpeccupoBanus bJILI, morpedoBaB- OCIC — MokaybHO-CerMeHTapHBII TIIOMEPYJIOCKIIE-
1111€ MIOBTOPHOTIO MPOBeAeHMS 4-X HEETbHOTIO Kypca pUTYKCH - po3
maba. Ha 5ToM (hoHe MHTEpECHO TaKKe OTMETUTh BbIPAXKEHHOE XITH — XpoHuueckas oyeyHast HelloCTaTOYHOCTh
(693—74 mr/n) u gutenbHOe (~4 Mecsilia) CHIKEHME KOHLIEH - 5M — DJIEKTPOHHAA MUKPOCKOITUSA
TpalWM JEeTKUX LeTeli B ChIBOPOTKE OOJTLHOIM.
VYuuThiBasi BbISIBIEHUE TECHOI B3aMOCBSI3U MEXIY BEPO- ABCM — Adriamycin, Carmustine (BiCNU®),

SITHOCTBIO BO3HUKHOBEHUSI, TSDKECThIO TSUCHMSI TTOUCIHOM He-
JOCTATOYHOCTH U YPOBHEM SKCKPEIINY TTATOJIOTMYECKUX JIETKUX
LIeTIel, UX yaaJleHue C TTOMOIIbI0 adepe3HbIX METOAMK C TEO-
PETUYECKUX MO3ULIMIA BBITISAUT onpaBaaHHbM. Zucchelli P. ¢
coanT. (1988) nmokazanu 60s1ee BHICOKYIO BBLDKMBAEMOCTh Mall-
eHToB ¢ OITH Ha one MM mpu iprMeHEHNH IJIa3MOOOMeHa
(66% vs 28%, p<0,01). B Toxke BpeMs1 paHIOMU3UPOBAHHOE KC-
cnenoBanue, mposeaeHHoe Jonson W.J. 1 Kyle R.A. B 1990 roay
TOKa3aJI0 OTCYTCTBUE NOCTOBEPHBIX PA3INUMiA B YIIYUIIICHUN
(byHKIIMY ITOYEK B aHAJIOTUIHOM TPYIIIE MAllUeHTOB, OTMETUB
JIMIIIb HEKOTOPOE IMOJIOXUTEIbHOE BIMSHUE IUazMadepesa B
TpyIINe MalMeHTOB C TSKEJION MOYeYHON HeI0CTaTOUHOCThIO.
Tem He MeHee, HECMOTpsI Ha OoJsiee yeM 15-JIeTHIOI UCTOPUIO
TpYMEHEHMS, B HACTOSIIIIEE BpeMsT YOeIUTEIbHBIC TOKA3aTe/Ib-
cTBa 3(PHEeKTUBHOCTH JaHHOTO METOMA JICYEHUST OTCYTCTBYIOT.
MbI peKoMeHIyeM KpaliHe OCTOPOXKHBIN 1 B3BEIIEHHBIN MO -
XOII K IPYMEHEHMIO ahepe3HbIX METOIOB JICUCHUST ITPEUMYIIIeC-
TBEHHO y MMAIIIEHTOB C BEICOKMMHM 3HAYCHUSIMUA KOHIICHTPALINHI
JILI chIBOPOTKM, € YYETOM YACTOTHI Y BHIPAXKEHHOCTH TUIIOBO-
JIEMUU, HECTAOUIBHOCTA TEMOIMHAMUKH, a TAKKE OMACHOCTH
PA3BUTHUSI TSDKEITBIX MH(PEKIIMOHHBIX OCTOKHCHUIA.

ITporHo3

IIporHo3 3ab0sieBaHUsST OCTAETCS TSDKEIIBIM: S-JIETHSIST BbI-
SKMBAEMOCTb MallMeHTOB He TipeBbliaeT 70%. CpelHsist BbIKU-
BaeMOCTh IMAIIMEHTOB cocTaBisieT 34 mecsma (12-18 Mec. mrs
AL-amunonnosa). OCHOBHBIMM MPUYMHAMU CMEPTH OBLIUA U
OCTaIOTCSI cepleyHasl HeIOCTaTOYHOCTb, MH(MEKIIMOHHbIE OC-

Cyclophosphamide, Melphalan

FLOTCH — Familial occurrence of total LeukOnychia,
Trichilemmal cysts and Ciliary dystrophy with dominant
autosomal Heredity

HCDD  — Heavy-chain deposition disease

LCDD  — Light-chain deposition disease

LHCDD — Light- and heavy-chain deposition disease

MGUS — Monoclonal gammopathy of unknown
significance

MIDD  — Monoclonal Ig deposition disease

MEVP — Mitoxantrone, Etoposide, Vindesine,
Prednisolone

POEMS — Polyneuropathy, Organomegaly,

Endocrinopathy, M-spike, Skin lesions

VAD — Vincristine, Adriamycin, Prednisolone
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