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Beenenue.
AKTYaJIbHOCTb.

OnurocekpeTropHasi MOHOKJIOHanbHass TamMamatuss (MI'), 3a kotopoit
3aKpeIuiICsl TEPMUH MOHOKJIOHAJIbHASI TaMMaInaTHs HeOTPeIeIEHHOTO 3HAUCHUS —
MGUS (tepmun BBeneH B 1978 rogy R.Kyle u rpymmoif) mo coBpeMEeHHBIM
OpEICTaBICHUSIM  —  pe3ydbTaT  THUNEPHPOAYKIUH  OJHOTO  MAajoro
npoinudepupyromero  KJIoHa  KIeTOK  B-nmuMmdorutapHoit  nuHWHM,  yarie
wiazmaTuueckux. Jlo Hacrosimero BpeMenn MGUS cuntanm mpemmyIiecTBEHHO
MPEI0IYX0JIEBbIM KJIOHAJIbHBIM COCTOSIHHEM, IPAKTUYECKU BCeraa
MPEANIECTBYIONMM TI0 PE3YJbTaTaM JBYX HE3aBUCHUMBIX JMHUAEMHUOJIOTHUYECKUX
uccienoBanuii [72, 102] 3a HECKOJBKO JIET Pa3BUTHIO MHOYKECTBCHHON MHEIIOMBI
(MM), makporiooynuaemun Banbaenmrpema (MW) u apyrux cekpeTHpYROLIUX
B-xi1eTouHBIX OITyXOJIEH. YcTaHoBiieHa JTOCTATOYHO BBICOKAs
pacrtipoctpaneHHocTh MGUS B o0mieit momymnsiiiun — Gosee yem y 3% mroneit
crapuie 50 net, mpu 3TOM PUCK TpaHchopMalmu B «OVErt» reMaTosorHuecKyro
ormyxosb cocraBiisier 1% B rox [67, 68 71]. AxtuBHoe usyuennme MGUS B
MOCJICTHUY TOJIbI TIOKA3aJI0, YTO OHA MOXKET ObITh TPUUUHON PA3BUTHS TIOPAKEHUS
OpraHoB W TKaHel HeomyxojieBoi npuponbl [80, 59, 50, 13]. OrkpeiThe
HEOMyXOJIeBOr0, B TOM UHCIE HWMMYHO-BOCHAJIUTENBHOTO  TOTEHI[HANIA
MOHOKJIOHAJBHBIX ~ O€JIKOB  OOYCJIOBWJIO TOHHWMAaHUE OJIMTOCEKPETOPHOU
MOHOKJIOHAJIbHOW TraMMamnaTHH HE TOJIbKO KaK TeMaTOJIOTMYECKOH, HO M Kak
OOIIETEPAIEBTUIECKOMN MPOOIEMBI.

Omnwucano oxono 130 3a6oneBanuii, accounupyromuxcs ¢ MGUS — xononosas
arrIlOTUHUHOBasg O0Jie3Hb, HEKOTOpble (OopMbI mepudepuyeckord HEBPOIATHH,
KpUOTJIOOYTMHEMUS, KCAHTOMATO3 W JPYTHE, BKIIOYAs M JOCTATOYHO OOJBIION
KpyT' MOYEUYHBbIX 3a00J7eBaHUM, CBSA3b KOTOPHIX ¢ MI' mpu3Haercs yCTOWYMBOM,
npuuuHHoOM [34, 76, 97, 13, 28].

B 2012 romy onns pasrpanmuenus MGUS € ee  BO3MOXHBIM

I[O6p0Ka‘{€CTB€HHBIM TCUCHUEM OT BapuaHTa C YETKOM HanpaBJICHHOCTBIO



TKaHEBOTOKCHMYECKUX A(PGPEKTOB MOHOKIOHAJIBHBIX OCJIKOB Ha TIOYKH ObLI
MPEIIOKEH OOBEIUHSIONINN TEPMUH «MOHOKJIOHAJIbHAS TaMMaIlaTusi PeHaJIbHOTO
sHaueHus» — MGRS [76, 84]. W3yuenue 3a0o0jeBaHHi, BXOAIIMX B TIPYIIIY
MGRS, sBnseTcs TEpCIEKTUBHON 00JAaCThI0 HAYYHBIX HCCICIOBAHUNA B
He(POJIOTHH, TTIOCKOJIBKY OTKPBIBACT HOBBIC MOAXOABI K TAPTETHOM TEepamuu depes
BO3/ICICTBME HA  OTBETCTBEHHBIM  KJIETOYHBIM  KJIOH, IPOAYUHUPYIOIIUN
HepolnaToreHHble  MOHOKJIOHaNbHBIE Oenku [81, 37, 54, 39, 103]. MHorue
BOIIPOCHI, B TOM YHCJI€ Kacarluecs W KIMHHUYECKHUX AacCHeKTOB MPOOIEMBbI —
nuddepeHanIbHOr0 UarHo3a, BapuaHTOB TEUCHHS M OCOOCHHO OIpeiCcIICHUS
TAaKTHKW JICUEHUS HEAOCTATOYHO pa3pabOTaHBl, B CBA3M C YEeM, UX H3yUCHHE

MIPECTABIIACT COO0M aKTyadbHYI0 MEAUITMHCKYIO ITPOOIIeMY.
eab uccienoBaHus.

OnpenenuTps 4acTOTy BBISBICHUS U BAPUAHTHI MOHOKJIOHAJIBHOW raMMaraThuu
(MI') cpeam TepameBTHYECKUX OOJBHBIX, B TOM YHCJIE C HEOIYXOJICBBIMHU
MOPKCHUSMH TOYEK, JIJI1 ONTUMHU3AIMA METOJ0B UX JHATHOCTHKU U Pa3pabOTKH

TAKTHUKHU JICUCHUS.
3aaa4M HCCIACTOBAHNA.

1. VYcranoButh uactrotry MIT cpean OONBHBIX, TOCHUTATU3UPYEMBIX B
MHOTONPO(QMIbHBIA ~ TEpPaneBTUYECKU CTalMOHAp, OXapaKTEepU30BaTh ITHUX
OOJIBHBIX 1O BO3PACTY U MOJY, OYEPTUTH KPYT 3a00JI€BAHUI, aCCOLIMUPYIOLTUXCS C
MI', u wux cooTHOLIEHHE, HU3Y4YuTh 4YacToTy MI B rpynme OOJBHBIX C
HEOMYXO0JIEBBIMU MMOPAKEHUSIMU TTOYEK.

2. CpaBHUTHh pa3UYHbBIC HCIOJIb3yeMble B KIMHUYECKOW IMPAKTUKE METOJIbI
ucciaenoBanuss MIT  u  ux  koMOMHANuUu, OUEHUTH  A(PPEKTUBHOCTH
TypOUIUMETPUUECKOTO METOJa ONpeleieHUs CBOOOJHBIX JIETKUX  Lenen
ummyHornoOymuaoB, FLC — «Freelite» u ero mecro B 00cienoBaHUU

Hedposornueckux 60IbHBIX.



3. Ouenutrb pasnuuyHble BapuaHTel MIT 1m0 BeIMYMHE U COCTaBy
MOHOKJIOHAJIBHBIX ~OENMKOB Cpenu OONbHBIX  HEPPOIOTUYECKOTO  MPOPHIIA,
BBIJIETIUTH XapaKTepHbIE ISl He(Pposornyeckux 00JapHbIX 0co0eHHOCTH MI'.

4. N3yuuth Mopdosornueckme dbopMbI MOpPaKEHUs MOYEK
UMMYHOBOCHIAJIMTEIBHON MPUPOJBI — XpoHUYeckoro riomepynoHedpura (XI'H)
¢ BbIsiBJIeHHOW MI', omnpenenuTs HMMYHO(]IIIOOPECIEHTHBIM METOJOM YacTOTy U
XapakTep UMMYHHBIX OTJIO)KEHUU B HeppoOHuomnTaTe, OIECHUTh 3HAUCHHUE JAaHHOTO
METOJa B IMOATBEPKICHUHU (BepU(UKALMK) TUArHo3a acCOUMUpPOBAaHHOTO ¢ MI
XTI'H.

Hayunast HoBuU3HA padoOTHI.

BnepBele B OTEUECTBEHHOW  MEIMIMHCKOM  TIpakTUKe Ha  0Oasze
MHOTOITPO(QHIBHOTO TEPaANeBTUYECKOTO CTallMOHApa W3y4YeHa
pacIpoCTPaHEHHOCTh MOHOKJIOHAJIbHOU raMmmanaTuu (MI) cpeau
TE€paneBTUYECKUX OOJIbHBIX.

OnpeneneHa cpedHss MO CTallMOHApPY yacToTa BbisiBIeHU M1 u yactrora MI'
cpeau OOJIbHBIX Pa3HOI0 TepaneBTUYECKOro Mpouis, MpH 3TOM OHA OKa3ajach B
2 paza BbllIe cpeau Hedpoaornuyeckux O0IbHBIX. Y CTaHOBJIEHO, UTO BeinurHa MIT
y TOJABJISIONIET0 OONBITUHCTBA Hedposornueckux O0mbHBIX (99%), Kak u y
OOJBIIMHCTBA OOJBHBIX HEHEPpoaorudeckoro npoduis (82%, mocie UCKIOYEHUS
OOJBHBIX C BHOBb JIMAarHOCTUPOBAHHBIMU B TEPANIEBTUYECKOM cTauuroHape MM u
JPYTMMH  CEKPETHUPYIOUIMMH  B-KJI€TOYHBIMH HeOIUla3MaMH) OTHOCUTCS K
onurocekperopuoit MI', mo o0beMy COOTBETCTBYIOIIEH Tak Ha3bIBaeMOM
MOHOKJIOHaJILHOM raMManaTiy HeorpeaeaeHnoro 3nauenus — MGUS.

BnpeBble a5ig  ycTaHoBiieHUs ~ HaumOojee HMHGPOPMATUBHBIX  METOJOB
onpenenenuss MI', B ToM yucie Masnoil o o0beMy, B Tpymnine HEPPOIOTHYECKUX
OOJBbHBIX MPOBEACHO CpaBHEHHE AIEKTPOPOPETHUECKUX METOIOB HCCIEIOBAHUS
OCNKOB CHIBOPOTKM KpoBU M Moun — O® um HUD ¢ 3-Xx KOMIOHEHTHOMU
CBIBOPOTOYHOM CKPMHMHIOBOM IIAHENBIO, BKJIIOYAIOUIEH KPOME TOTO METOJ

onpeneneHus cBoOomHbIX Jerkux Iened, FLC — «Freelitey, ngokazano ee



npeumyiiectBo B guarHoctuke MGUS  mepen  uWcCHonab30BaHHEM  TOJBKO
TPaJAUIIMOHHBIX YJIEKTPOPOPETUIECKUX METOJIOB.

BnepBble Ha J0CcTaToyHO OOJNBIION MJi JTAHHOW TATOJIOTUM BBIOOpPKE
OXapaKTEePU30BaH CIEKTP MOHOKJIOHAIBHBIX OEIKOB, BBIABIIEMBIX Y OOJIBHBIX
Hedposornueckoro  mpoduias B 3aBHCHMOCTH  OT  HO30JOTHYECKOMN
NPUHAIJICKHOCTH, B TOM YHCIE MPEUMYIIECCTBEHHBIA THUIl JIETKUX IENed, BO
MHOTOM OMpENEISIONMNi TkaHeBocnenupuyeckue 3(PQPexTl MOHOKIOHAIBHBIX
OEJIKOB MpHY MATOJIOTUH MOYEK.

B ycnoBusx  ogHOro - je4eOHOro  IEHTpa  MPOaHAIM3UPOBAHBI
Mopdomornueckrne BapuanThl XI'H, acconuupoBannoro ¢ MGUS, u oreHeHsI ¢
MOMOIIBI0  UMMYHO(MIIOOPECIIEHTHOTO  METOJa  MCCIEJOBaHUS  4YacToTa
OoOHapYKEHHSI M XapaKTep JEMO3UTOB MOHOKJIOHAIBHBIX UMMYHOTJIO0YJIMHOB B MX
KOMITOHEHTOB B TKaHHW IMOYKUA ITHX OOJBHBIX, YTO BAXXKHO JIA MOATBEPKICHUS

JUIITHO34a 1 000CHOBaHMS TapFGTHOﬁ TCpallnu.

TeopeanecRaﬂ U NMPaAaKTHICCKasA SHAYUMOCTD.

B kiIuHMYECKMX  YCIOBHUAX  Cpeau  OOJBHBIX  MHOTONPO(UIBLHOTO
TEpaNeBTHYECKOTO CTallioHapa ObUla OmpeaeieHa YacToTa COMYTCTBYIOIICH
MOHOKJIOHAJFHOM TraMMarnaTtuu, NTPEeUMYIEeCTBEHHO Majoro oobema — MGUS,
KoTopass TpedyeT yTOYHEHHMS W JUHAMHYECKOTO  HAONIONEHUs  U3-3a
COXPOHSIIOIIETOCST B TEUEHHWE MHOTHX JIeT pHUCKAa WPOrpeccuu B  «OVerty
cekperupymoire B-nmumdornnazMakieTouHble reMaToJI0rHueCKie HEeOM1a3Mbl.

Ha pmoctaTo4yHOM KIMHUYECKOM MaTrepuajie TOATBEPKICHO 3HaueHUE
uccienoBanuss Ha Hamuyne MGUS nedpomormuecknx OONBHBIX B CBS3U C
JIOKa3aHHOW B HACTOAIIEE  BpeMsl  CIOCOOHOCTBIO  MOHOKJIOHAJIBHBIX
UMMYHOTJIOOYIMHOB W WX (ParMEHTOB BBI3BIBATH HEOMYXOJIEBHIE TOPAKECHUS
MOYEK, B TOM YHCJIE UMMYHOBOCHIAIUTEIBHON MPUPO/IBL.

YcraHoBNeHa 11€71€CO000pa3HOCTh BBICHHS B alTOPUTM  OOCIIEIOBAHHS
Hedposornueckux 00ibHBIX ¢ mogo3penneM Ha MGUS wmerona «Freelitey ¢ ero

BBICOKOM YYBCTBUTCIIbHOCTBIO K OIPCACIICHUIO CBO6OI[HBIX JICTKHUX ueneﬁ



uMMmyHorno0ynuHoB, MFLC — ocHoBHO# cocrtapmstomedn MGUS y 0GoibHBIX
U3YYEHHBIMH (JOPMaMH aCCOIMHUPOBAHHBIX 3a00ICBaHHI MMOYEK.

[Tokazana HEOOXOAMMOCTB TIpH MTpoBeeHuH Hedpobduorncuu 6oabHbIM XI'H ¢
MGUS BrimomHeHUST UMMYHO(TFOOPECIIEHTHOTO UCCIICIOBAaHMS: OOHAPYKEHUE B
TKaHU TOYKH JIEO3UTOB MOHOKJIOHANBHBIX OCJNKOB YyKa3blBaeT HAa HaJUuue Yy
00JBLHOTO MaJIOTO MPoNUGEPUPYIOLIEro KIoHa KIETOK B-nmuMdountapHoil munum,
OLIECHKa KOTOpPOrO JaeT OCHOBaHHWE [JIs  IEJICHANIPABICHHOCTH  BBIOOpa

XUMHOTCpPAIINU.
OcHoBHbBIE IMOJIOKCHHNHA, BBIHOCUMbIC HA 3aIIIUTY.

1. MonoknonanbHass rammanatuss (MI') BeisiBiasiercss B cpemnem y 1,5%
OO0JBHBIX MHOTOMPOMUIBEHOTO TEPANIEBTUUECKOT0 CTAIMOHAPA, MPEUMYIIIECTBEHHO
Cpeau Il cTapiiero Bo3pacta (>50 jeT) He3aBUCHUMO OT Toja; y OOJIBIIMHCTBA
3TUX O0JBHBIX MI' OTBEUaeT KpUTEpUAM OJIMTOCEKPETOPHOM Tak Ha3bIBaEMOU
MOHOKJIOHAJFHOM raMManatu HeompeneneHHoro 3Hadenuss — MGUS (<15 r/x),
MaKCHUMAJIbHO MOJIHAs WACHTU(DUKAIMS KOTOPOM JOCTUTaeTcs ¢ MOMOIIbI0 3-X
KOMITOHEHTHON CBIBOPOTOYHOM CKPUHWHIOBOW ITAHEIW C UCIIOJIB30BAHUEM KpPOME
TPaJMIIMOHHBIX METOJI0B 3JiekTpodopesa (3P) nu ummynoduxcamuu (MD) Taxxke
BBICOKOUYBCTBUTEIBHOTO METOJIa OMNpeeNieHUs] CBOOOAHBIX JIETKUX Iened —
«Freelitey; onpeaeneane MGUS y TepameBTHYeCKHX OONBHBIX TpeOyeT
pacuiupoBKM U JIUHAMUYECKOTO HAOJIOJCHUS HU3-3a PUCKA OIyXOJIEBOU
MPOTPECCUH, COXPAHSIONIETOCA B TCUEHUU MHOTHX JIET.

2. YacroTa nmuarHocTupyemoi B TepaneBThyeckoM ctarmonape MGUS Beiie
cpeau OOJIBHBIX Hedposioruyeckoro mnpoduias — B nenoM y 3,2%, croektp
accoruupoBaHHbIx ¢ MGUS 3aboneBanuii mouyek BKIO4YaeT momumo AL-
aMuiIou03a, KpuorinoOynnHemuueckoro rioMmepyinonedputa (I'H),  oObrunHO
HCV+, 00JIe3HN OTJIOKEHMSI JIETKHMX IIeMe W BBIABISIEMONM B Mpoliecce
muddepennmansro  auarHosa  Cast-Hedpomathu, TakkKe W XPOHUUYECKHM

rnomepynoHedput (XI'H) (B HacTosiimeM HaOaoAeHHH 00jiee ueM B 1/3 ciaydaeB),



NOATBEpPkKIas BO3MOYHBIH MMMYHOBOCTIAJIUTEIbHBIH NOTEHIHAI
MOHOKJIOHAJILHBIX OCJIKOB.

3. MoHokIoHanbHbIe Oeniku Mpu accorumupoBaHHbIXx ¢ MGUS  mopaxeHusx
IIOYEK MOTYT COCTOSITh M3 HMHTAKTHBIX UMMYHOTTIOOyiMHOB (lg) M30IMpOBaHHO
WIH B COYCTAHWH ¢ MOHOKJIOHAJIBHBIMU CBOOOAHBIMU Jerkumu nersmu (FLC); y
46% OonpHbIx auarHoctupyercs MGUS tombko u3 FLC, cnektp KoTopbIx
pas3nuYaeTcs B 3aBUCHMOCTH OT HO30JIOTHIECKON (POPMBI IOpaKEHUS TIOUYEK — TIPH
AL-ammiounioze npeo6namaer A-tur, npu XI'H — k-TuUn Jerkux uemnew, mpu
(HCV+)kpuoriomepyiaonedpure Tak K¢ K-THUI, HO MPH NPEHUMYIIECTBEHHOM
BBISIBIICHUU IgMK -  MOHOKJIOHAJILHOTO KOMIIOHEHTa  CMEIIaHHOU
KpUOTJIOOYJTMHEMUH, YTO YKa3bIBaCT HA 3HAUCHUE BHYTPEHHUX ocoOeHnHocteit FLC
B pealn3aluu uxX TkaHeBocnenupuueckux 3¢p(PpexTos.

4. Hawmbonee gacto accomuupoBanuoit ¢ MGUS wmopdomorudeckoit popmoit
XI'H saBnsercs memOpanonponudepatuBHbii rnomepyinonedput (MIIIH), HO
oTMeuyaroTcss W apyrue  Qopmbl —  MemOpanosweii  I'H  (MI'H),
dbokansHOCErMEeHTapHbIN TioMepynockiepod (PCI'C), 'H ¢ mMuHUMambHBIMU
ME3aHTUATLHBIMU U3MEHEHUSIMU ¢ OOHApYKEHUEM TPU UMMYHO(ITIOOPECIIEHTHON
mMukpockonuu 6onee uem B 50% nHedpoOnonTaToB AEMO3UTOB MOHOKIOHAIBHBIX
O0enkoB — MIQ w/mim JIeTKuX 1enel oJJHOTo THIa, Jaie K, a Tak xe C3 6e3 Ig (C3-
['H), cBUAeTeNnbCTBYIOS O HAIMYMU Yy OOJIBHOTO CEKpETUPYOUIEro B-KiieTouHOro
WIM TJIa3MalMTapHOTO KJIOHA, KOTOPBIM HEOOXOIMMO OXapaKTEpH30BaTh s

000CHOBAs TAPTETHON XUMHOTEPAINH, ATAITUPOBAHHOMN K IPUPOJIE ITOTO KIIOHA.
CreneHb JOCTOBEPHOCTH M anpodanusi pe3yJabTaToB.

Anpobanus paboTel coctosuiack 19 mapra 2019 roga Ha 3acegaHuu KadeIpsl
BHYTPEHHUX, MNpo(ecCHOHANbHbIX OOJe3HEH U  PEeBMATOJIOTMH  MEIUKO-
npoduiaktuueckoro (dakynprera Ilepporo MIMY wumenn UW.M.Ceuenosa.
Martepuainsl paboThI 10JI0KEHBI Ha!

XXI PoccuiickoM HauMOHAJIBHOM KOHrpecce «YenoBek u jekapctso» [ - 11

anpens 2014 rona, Mocksa;


https://pandia.ru/text/category/11_aprelya/
https://pandia.ru/text/category/11_aprelya/
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IX obmepoccutickoit kondepenuu Poccutickoro Juanuznoro O6mectsa 15.09 -
16.09.2015, Cankt-IletepOypr;

XIX ®dopyme «HanuoHanbHble THU JabopaTopHOi Meauiinabl Poccun — 2015y 23
— 25 cenTsa6ps 2015, Mockga;

VIII Cne3ge Hayunoro O6mectBa Hedpomnoros Poccun (HOHP) 11-13 Hos6ps
2015 roga, MockBa,

XXIII PoccuiickoM HanmoHalnbHOM KoHrpecce «YenoBek u jnekapctso» 11 - 14
anpensa 2016 roga, MockBa,

XXIV Poccuiickom HammoHalbHOM KOHTpecce «YernoBek u jexapcto» 10 - 13
arnpensa 2017 roga, Mockaa,

XXV PoccuiickoM HallMOHalbHOM KoOHrpecce «YenoBek u jekapctBo» 09 - 12
arnpensa 2018 roga, MockBa,

XII O6mepoccuiickoii koHpepermmu "PJIO - 20 mer" 18.10.2018 - 20.10.2018,
Mockaa;

XIII HanmmonansHOM KOHTpecce TepameBToB 21.11.2018 - 23.11.2018, Mocksa;
XXIV Bcepoccuiickoii HaydHO-TIpakTU4YecKoW KoHbpepeHu «JlabopaTtopHas

ciyx0a B coBpeMeHHbIX peanusix». 20-22 mapra 2019, Mocksa.
JInyHbINA BKJIAJ aBTOPA.

Bxiag aBTOpa 3akimrodaeTcss B HEMOCPEICTBEHHOM YYacTHH B TEOPETHYECKOM
000CHOBaHMM (IIOMCK W AaHAJIW3 JUTEpATyphl 1O TEMEe JAHCCepTaluu) H
NPAKTUUECKON pealu3alii IOCTaBJICHHBIX 3a4ay (BbIOOp MAalMEHTOB, AaHAIU3
ucropuii  Oone3nw, QopMupoBaHue 0a3bl JaHHBIX, O0O0OOIIEHWE U aHAIU3
MOJIYYEHHBIX PE3yJIbTaTOB, CTATUCTUYECKAsT 00pabOTKa, OOCYKIEHUE PE3yIbTaTOB
B HAy4YHBIX MyOJMKAlMUAX M HX BHEIPEHHE B MPAKTHKY). ABTOPOM OCBOCHBI
METOJIMKH OTpEACIICHUs] HCCIeAYEeMbIX (aKTOpPOB B MOYE, CHIBOPOTKE KPOBHU U
TKaHW TIOYKWA. BKiag aBTopa SBISETCS ONPECISIIONIMM W 3aKII0YaeTcsl B

HCTIOCPCACTBCHHOM YYAaCTHU HAa BCCX 3TAllaX UCCIICIOBAHUAA.
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BHenpenne pe3yJibTaTOB padoThl B PAKTHKY.

Pe3ynbratrhl nuccepTalliOHHON pabOThI UCTIONB3YIOTCS B KIIMHUYECKOM NMPaKTUKE

OTIEJICHUH He(dpOoJOoruu, TeNnaroJIoTUH, MYJIbMOHOJOTMM U PEBMATOJOTUU
YKb Ne3 knuHuku peBmMaTonoruu, Hedpojoruu u mnpodmaronorun um. E.M.
TapeeBa, OCHOBHBIE TTOJIOKEHHSI TUCCEPTALIMN BKJIKOYEHBI B MAaTEPUAIIBI JICKIUNA U
IIPAaKTUYECKUX 3aHATUM JUIS CTYACHTOB, OPAMHATOPOB M Bpadyeu IO Iporpammam
MOBBIIICHUSI KBaJTU(PUKAIUU Kadeapbl BHyTPEHHUX, MPO(HEeCCHOHATBHBIX 00JIe3HeH
U PEBMATOJIOTUU MeauKo-npoduiaktudeckoro ¢akynpreta I[lepporo MI'MY

umenu U.M.CeuenoBa (CeueHOBCKUII YHUBEPCUTET).
CooTBeTCcTBHE QM CCEPTANUM NACTIOPTY HAYYHOH CHIEIUAJIbHOCTH.

HayuyHble MONOXKEHUsS] AMCCEPTALIMU COOTBETCTBYIOT (hOpMYJE CIEeUHUaIbHOCTU
14.01.04 — BHyTpeHHHE Oosie3HU. Pe3ynbTaThl MPOBENEHHOTO WCCIEAOBAHUS
COOTBETCTBYIOT OOJIACTH MCCIIEJOBAHUS CIIEHUAIBbHOCTH, KOHKPETHO MyHKTam 2,3

U 4 macrnopTa BHyTPEHHUX OOJIE3HEH.
yoaukanum.

[To Teme muccepranuu omnyoJMKOBaHO 6 meyatHbIXx pabor (M3 HUX 2

OpPUTMHAJIbHBIC CTaThH), BCE B PELEH3UPYEMBIX JKypHajax, PEKOMEHIOBAHHBIX

BAK
O0beM U CTPYKTYpa AUCCEPTALMMU.

Huccepranust u3noxkeHa Ha 121 cTpaHWIax me4aTHOrO TEKCTa W COCTOUT U3
BBEJICHUA, 0030pa JuTepaTyphl, IaB «Marepuaabl U METOAbI HCCIIEIOBAHUSY,
«Pe3ynbTatel HWCCIENOBAHUA W WX OOCYXICHHE», 3aKIIOYCHUS, BBIBOJIOB,
MPAKTUYECKUX PEKOMEHJAIMN, CIHCKAa COKPAIEHWH M CIHUCKA JUTEPATYPHI.
Cnucok nureparypsl coaepkut 108 nctounuka, u3 KOTopbix 29 0T€UECTBEHHBIX U
79 3apyOexHbiii. Jluccepranus wimoctpupoBana 13 pucynkamu, 14 tabmuramu,

COJIEP)KUT 4 KIIMHUYECKUX HAOIOICHUM.
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ba3a npoBeneHus ucciaea0BaHus.

HccnenoBanwe TPOBEACHO B KIWHUKE PEBMATOJIOTHH, He(posoruu u
npodnaronorun umenu E.M. Tapeesa (YHuBepcuTeTCKas KIMHUYECKas OOJIbHUIA
Ne3) Tleporo MI'MY umenu M.M. CeuenoBa (qupekTop — A.M.H., mpodeccop
C.B. MomuceeB). CrnenuanbHble OHOXMMHUYECKHE UM  HWMMYHOJIOTUYECCKHE
WCCJIEN0BaHUs MPOBENEHb B monpaszneiicHusx Ilepporo MI'MY umenn U.M.
CeycHOBa — B MEKKIMHUYECKOW OMOXMMHYECKOW jabopatopuu (3aBemyromias
nabopatopueid — Bpad KIMHAYECKOM JIa0OpaTOPHOW JUATHOCTHKU BBICIICH
kateropun  TyrapuHoBa [T'aqmHa  BuKTOpOBHA), B  MEKKIMHHUYCCKOM
MMMYHOJIOTHUYECKOM stabopaTopun (3aBenyromas jgadoparopueid — CepoBa AHHa
['puropreBHa), a Tak k€ B JabopaTOpud T'yMOPAJIBHOTO HWMMYHHUTETA
['emaTonornyeckoro HaydyHoro nueHtpa M3 P®. H3yuenue OHONCHIHOTO
MaTepuana BbIMOJIHEHO mpodeccopom B.A. Bapmasckum Ha Kadenpe

narosjoruyeckoit anaromuu [lepporo MI'MY umenn M.M. Ceuenona.

I'nasa l.

0030p JuTepaTyphl.

. 1. MoHOK/JIOHAJIbHASI TAMMANATHS HEOMPeIeJIeHHOTO0 3HAYEHUS

(MGUS) — coBpeMeHHO€ COCTOSIHME BOTIPOCA.

Pa3paboTka KOHIENMIMM MOHO - U TOJUKJIOHAIBHBIX TraMmamnaTuii B
HMCTOPUYECKOM IUTaHE MO npaBy npeHauiexkuT Jan Gosta Waldenstrom, KoTopblii
BIIEpBBIE TIpeAcCTaBWI ee B cepuu Jekumii Ob6mectBa Harvey B 1961 rony.
[laniueHTHl ¢ Y3KMM MHKOM TaMMarjioOyJuHOB Tpu 3JeKTpodopese OenkoB
CHIBOPOTKH OMHUCBHIBAIUCh UM KaK HMEIOIIME MOHOKJIOHAIBHBINM Oeyok. YacTh
MaIMeHTOB 0e3 MPU3HAKOB 3JI0KAaYeCTBEHHOTO HOBOOOpa30BaHUs Oblla OTHECEHA K
rpynme ¢ COMyTCTBYIONIIEH rumepraMMarioOyJnuHeMuend Wik 100pOKauyeCTBEHHON

MOHOKJIOHAJIbHOM FaMMaHaTI/ICfI, KOTOpad o0o3HayYaeTsa B HAcCTOAIICC BpPEMA
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TEPMUHOM MOHOKJIOHAJIbHAsI rammarnartus HeomnpeneneHHoro 3Hadyenus (MGUS)
U3-32 YCTAHOBJICHHOTO Yy JIIOJICH C €€ HaTu4HheM, MOBBIIICHHOTO PUCKA Pa3BUTHUSA
MHOXECTBeHHOUW Muenombl (MM) wu  japyrux  JuMbonpoaudepaTHBHBIX
3aboneBanuii. Kpome toro Jan Gosta Waldenstrom abcomoTHO crpaBeIInBO
paccMaTpuBai NIMPOKUHN MUK THIEPraMMOIIOOYIMHEMHUH Ha 3JeKTpodoperpamme
OCJIKOB  CBIBOPOTKM  KpPOBH, KaK CJIEACTBUE  YBEIMYCHHOW  CEKpEIUu
MOJIMKJIOHATFHOTO O€JKa, BCTpEUalolIeicsl MpH IeJIOM psiie MH(EKIMOHHBIX,
ayTOMMMYHHBIX U OHKOJIOTHYECKHUX MPOIIECCOB.

TepMuH MOHOKIIOHAJIbHAS TaMMaratusi HeonpeaeneHHoro 3nadenus (MGUS)
npemioxmwt B 1978 romy Robert Kyle co coeli Hay4yHoi rpymmoi. /o 3Toro
ar0boe  ciyyailHoe — OOHapy)KeHHE  ChIBOPOTOYHOTO  MapamnpoTeuHa Yy
«aCUMIITOMATUYECKUX» HAa MOMEHT UCCIECIOBaHMs JIMI[ TPaKTOBAJOCh Kak
no0poKauecTBEHHAs: MOHOKJIOHajdbHas rammamnatuss Waldenstrom'a wu HuKakux
NOCIEAYIOIUX PeKOMeHJauil He TpedoBana. OgHaKo 3aTeM B IPOTUBOBEC 3TOMY
TepMuHy  yrBepamica  tepmuH  MGUS, mockonbky B pe3yJsbrare
AMUAEMHUOJIOTUYECKUX UCCIEA0BaHUI ObUIO YCTAHOBIICHO, UTO Y TaKHUX MAIMEHTOB
NOBBILIIEH PUCK U B KOHIIE KOHILIOB BO3MOYKHO BO3HHMKHOBEHHUE 3JI0KAUECTBEHHOM
iasma - uin B-mumdorurapHoi omyxomu [72,102].

HMuarno3 MGUS ycranaBnuBaeTcsi NpH KOHUEHTPAUUA MOHOKIOHAIBHOTO
MPOTEHHA B CHIBOPOTKE KPOBHM B OTCYTCTBHU TMPHU3HAKOB MHOYKECTBEHHOMU
muenombl  (MM), MakpornoOynmunemun Bampaencrpema (MW), apyrux B-
mumponponudepaTuBHbIX 3a001eBannii u AL-amunonosa.

[To manHbIM paznuyHbiXx aBTOpPOB, OT 50 10 65% BCEX MOHOKJIOHAJIBHBIX
raMManaTuii MepBOHAYAIbHO AuarHoctupyrTcs kak MGUS, urto mnpuBeno k
CYIIIECTBEHHON TEPEOIeHKE MpEeJCTaBIeHN 00 uX pacmpoctpaHeHHOCTH. (CTajo
oueBuAHBIM, uT0 MGUS BeIsSIBIISIETCS TpUOIM3UTENbHO v 3,2% mroaeit crapiae 50
aet. Y moxuiblx Jui crapiie 70 JeT JyacToTa ero oOHapy>KEHHUs BO3pPacTaeT 0
5,3% [67,68, 72,73]. IIpu 3TOM YacToTa MPOrpeccUpoBaHs 3a00JIeBaHUs B «OVEIrt»

ceKkpeTupymrolre B-kineTounble HeoIia3ubl COCTaBIsIeT 0KoJo 1-2% B roa.
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CornacHo pesyabTatam wuccienoBaHuss kiuHukud Mayo (CIHIA) 73%
MOHOKJIOHAJIbHBIX HMHTAKTHBIX HWMMYHOIJIOOYIMHOB, cocTaBisitonux — MGUS,
uneHtTuunupyorcs kak IgG, 14% - IgM, 11% - IgA u 2% - kak OUKIIOHATBHBIE.
[Mpumepro y 1/5 mammentoB ¢ MGUS oTMeyaroTcsi TOJIBKO H30JIHMPOBAHHBIC
cBoOoubIe Jlerkue - FLC [45, 84].

B kmaccuueckom HaOmomenuu [67] 1384 manmentoB ¢ MGUS KIMHHKH
Mayo B nepuoa mexay 1960 u 1994 r., mokazaHo mporpeccupoBaHue 3a00IeBaHUs
B «OVerty B-numdouurtapHbible U MIa3MakieTouHble onyxonu y 115 manueHtoB
(~1% B rOm). BeposATHOCTH pa3BUTHUS MHOKECTBEHHOM MHUEJIOMBI CPEIU ITHX
MalKreHToB ObLIa BhIIE B 25 pa3, MakporioOynuHemun BanbaeHcrpeMa B 46 pas
u nepsuuHoro AlL-ammiionsos3a B 8,4 paza ueMm B oOmieil nonynsuuu. HanGonee
BOKHBIMU (haKTOpaMU  TMPOTPECCUPOBAHUS OKA3INCh W3HAYAIbHAS BEIMYMHA
KOHIIEHTpaIuu M-TpaueHTa 1 KJIacC MMMYHOTJIOOY/IMHA, KOTOPBIM Tpe/ICTaBlIeHA
MGUS: namuentsl ¢ IgM u IgA uMeOT NATUKpaTHO OO0Jee BBICOKUN PHCK
nporpeccupoBanus o cpaBHenuro ¢ [gG-MGUS [86, 48].

[Tpu TOM IgM-MGUS, MOXET TpaHCHOPMHUPOBATHCS B
MaKpOTJIO0YTMHEMUIO Banbnencrpema, penKo B TJCIONIYIO WIH
CUMITOMAaTH4YECKYI0 MM.

B 1o xe Bpemsa ne IgM-MGUS - IgG, a Ttak xe IgA, IgD, sBustomuecs
HamOoJee pacnpocTtpaHeHHbIMU TToaTHaMu MGUS, ¢ TeueHreM BpeMeHH MOTYT
MIPOrPECCUpPOBaTh B TICIONIYI0 (OECCHMITOMHYIO) WJIM CHUMITOMATHYECKYIO
MHOXECTBEHHYI0 MHEJIIOMY, a Takxke B AL-ammionso3 u 00Je3Hb OTIOKEHUS
JICTKUX ILETICH.

Tompko FLC-MGUS, mnpu koTOpoil BbIpaOaThIBacTCs  H30BITOYHOE
KOJMYECTBO CBOOOJHBIX JIETKHX IIENICH HW HEIOCTATOYHOE IS IOCTPOCHUS
WHTAaKTHOW MOJICKYJbI MMMYHOTJIOOYJIMHA KOJIMYECTBO TSDKEIBIX IIETel, MOMKET
TpanchopmupoBaTthcss B muenomy benc-Jlxonca, AL-amunonnos, ©6051e3Hb
OTJIOKCHHSI JICTKUX IIeNell M TaK Ha3bIBAEMYIO HIMOINATHYECKYIO TPOTCHHYPHIO
benc-/[)oHCca — HEOMHOPOIHYIO TIO COCTaBY TPyMMy 3a00JeBaHUi, TPEOYIONIYIO

pacmudpoBKH.
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To, yto MGUS mnpakTudyecku Bcerjma MpeaniecTByeT pa3putuio MM u
JIPyTUM B-nmumdoxerounpim OMyXO0JIsIM OBLIO MOKa3aHO IBYMS
SIUAEMUOJIOTHYCCKUMU  uccieaoBanusamMu. B 2009 romy Weiss B.M. et al.,
uccienosas rpynny u3 30 manuentoB ¢ MM, ycraHoBWiIH, 4TO B 27 Ciaydasx ee
pasputHio mpeamectBoBaia MGUS. C momomipio 3iekTpodope3a OenkoB
CBIBOPOTKH cpenu 3TuX 27 nanueHtoB y 21(78%) Obu1 BbIsiBIEH M-TpaaueHT, y 6
(22%) npu ucnons3oBannn Merona Freelite — Tomeko FLC. U3 3-x ocraBmmxcs
nanreHToB ¢ MM, 1 uMen eauMHCTBEHHBIM 0Opas3ell CHIBOPOTKU 3a 9,5 jer 10
YCTAHOBJICHHSI JUAarHo3a, y 2-X APYrux NalUEeHTOB, Yy KOTOPBIX THArHOCTUPOBAHA
IgD-MM, o06pa3ipl ChHIBOPOTKA OBLIM B3SATHI 3a 3 M 5 JET OO YCTaHOBJIIEHUS
nuartosa. Takum oOpa3om, UCTHHHAs yacToTa oOHapyxeHuss MGUS no pa3Butus
MM wmorta gocturaytsh 100% [102].

Landgren O. et al., npoanammsupoBaB k 2009 romy 77469 3m0opoBBIX
JO0OPOBOJIBIICB, BKIFOUECHHBIX B CKpuHHHTOBOE uccienaoanue US PLCO (Prostate,
Lung, Colorectal, and Ovarian), cpopmupoBanu rpynny u3 71 nanueHra, y
KOTOpbIX paszBwiack MM. B o0Opa3max ChIBOPOTKM KpOBU JTHUX IMalMEHTOB,
UCCJICIOBAHHBIX Ha Hamuuue M-TpaaueHTa ¢ TMOMOIIbI0 3JeKTpodopesa,
UMMYHO(HKCAIMU M METOoAa ompeneneHus cBoooaupix yerkux tenerd (FLC) B
npoMexyTke Mexay 2-9,8 rogamu 1o paszsutus MM, MGUS BrisBisiiaces 3a 2
rojga o0 ycraHosjieHus nuaraoza MM y 100.0% (87.2%-100.0%), 3a 5 et — y
94.6% (81.8%-99.3%), cBbitie 8 net —y 82.4% (56.6%-96.2%) [72].

C coBpeMeHHbIX no3unuid kputepuamu MGUS sBisieTCss KOHUEHTpaLUs
MOHOKJIOHAJILHOTO OejKa B ChIBOPOTKE MalueHTa cocrapisier meHee 30 r/n (mpu
omurocekperopuoii  MGUS wmenee 15 1/1), KOJIMYECTBO  KJIOHAIBHBIX
IJJa3MaTUYECKUX KIETOK B KOCTHOM Mo3re - MeHee 10%, mpu oTcyTcTBUUM
KOHEYHBIX OpraHHbIX TMOpakeHui, oOo3HayaeMbix Kak CRAB-cungpom
(rumepkanbIueMus, MOYeYHask HEJOCTATOYHOCTh, AaHEMUSI M TIOBPEIKIACHUS KOCTEH)
XapaKTepHBIX JUIS 3JI0OKAYECTBEHHBIX KJIOHAIBHBIX B-muMdoriazMakieToubix

nuckpasuii [66, 70, 3].
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HoBbiM acnektom wu3ydeHuss MGUS cTano OTKpbITHE HEOIMYXOJIEBBIX
s dexTon MOHOKJIOHAJTLHBIX MIPOTEHUHOB. B pe3ynbTare psana
SIHUAEMHUONIOrHYeCKuX uccaeaoBanuii [69, 108, 80] MI', oTBeuaromas KpuTepusM
MGUS, wmoxer poiaroe BpeMsl OCTaBaTbCcsl HeMoaupuuupyeMmoi, umes
T0OpOKAaYEeCTBEHHOE TEUEHHE, HO Yy OOJbINEH dYacTh Yepe3 pasHble CPOKU
TpaHC(hHOPMHUPOBATLCA B «OVEIt) omyxoyi (MpU TUIa3MOKJIECTOYHOM (PEHOTUIIE B
MM, npu mumponutapaom genotune B B-mumdonponudeparususie). [IpumepHo
B 10% ciyqaeB MGUS moskeT ObITh MPUYUHON HEOMYXO0JIEBBIX 3a00J€BaHUMN, IPU
ATOM MaJiblii B-KJIeTOUHBII KJIOH — HMCTOYHUK MOHOKJIOHAJIIBHON OEIKOBOU
CEKpELUH, HE MPOSIBISIET CBOMCTBA AKTUBHOM (OECKOHTPOIBHOM) Mposrdepannu u
UHOUIBTPATUBHOMY POCTY, YTO HE XapaKTEpU3yeT €ro Kak 3J0KAYECTBEHHYIO
OITyXOJb.

K Hacrosmemy Bpemenn omucano Oosiee 130 HeEomyxoJIeBBIX 3a00JICBaHMIMA,
KOTOpble MOTYT ObITh accouuupoBaHbl ¢ MGUS, u3 HUX y 4YacTu 3Ta CBS3b
paccMaTpUBaETCs KaK YCTOMYMBAs, HECIy4dalHas: XOJOJOBas arritOTHHUHOBAsS
oonesup (IgM  k-MGUS, cunapom Peiino, akpormano3, C3-ayToMmMMyHHas
reMoJIMTHUecKass —aHemwusi), nepudepuueckas HeBpomatus (IgM  MGUS,
TUCTaNbHAs ~ CEHCOpPHAs  CHMMETpPWUYHAs, dYacTOo  JUEMHEIMHU3UPYIOMIAs
HEeBpomartus), KcaHTomato3 (MoHOkioHambHBIH 1gG - 80%, KOXHBIC
KCAaHTOMATOMHBIC TTOBPEXICHHUS, BHEKOXXHBIC BOBJICUCHHUS - OpOMTA, KOCTHBIN
Mmor, JauMdoy3nel, medeHb W apyrue), ckiaepomukcenema (IgG A, auddysnoe
YTOJIICHUE KOXKH, JIETOYHAsI TUTIIEPTECH3MS).

K rpynne accouuupoBanubix ¢ MGUS cocTostHult OTHOCSITCS M1 HEKOTOPbIC
penkue CUHAPOMBI: Kak cuaapom Schnitzler (IgM k - 80%, ueirpoduabHbIit
ypTUKapHbIH aepmato3 ¢ nosbiienueM CPb u SAA, aptpanruu, 6011 B KOCTSX,
rernaro-, CljicHoMeraius, aumdaaceHonaTus, peako — AA-amwmionnos); TEMPI-
CHHIPOM  (TeleaHTMIKTa3Wh, OSPHUTPOIMTO3 C  TOBBIIMICHUEM  BBIPAOOTKU
sputponiodTuHa, MGUS, mnepuHedpanbHblii OTEK, BHYTPHICTOYHBIC IIYHTHI);
POEMS-cunapom (1gG A - 90%, nepudepuieckas HeBpomaTus, OpraHOMETausl -

rémmaro-, CIUICHOMCIaausid, J'II/IM(I)aI[eHOHaTI/Iﬂ, SHAOKPHHOIIATHU, MOHOKJIOHAJIbHAA
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raMmanarus, u3MeHeHHs Koxu). B cBsi3u ¢ atum MGUS cTaHOBUTCS HE TOJIBKO
reMaToJOTUYECKO, HO U 00IIeTEpaneBTUUECKON TPOOIEMOH.
Kpome Toro ¢ MGUS MoryT ObITh CBSI3aHBI U HEKOTOPBIE (DOPMBI TTOPAKEHUS

IMOYCK — I''TOMCPYJIOIIATUH U TY6y.]'IOHaTI/II/I.

1.1.1. MGUS kak npeacraaus mjiasMakjJIeTOYHbIX H B-iuM@pouuTapHbIx

HeoIlIa3M.

MGUS mnpakTtruecku BcerJa MPEIIIeCTBYEeT PAa3BUTHIO TUIA3MaKJIECTOYHBIX
reMarojoruyeckux omyxosied. Y nauueHtoB ¢ MGUS manurauzanms kinetok B-
JUMQOIIMTAPHON JIMHUN YBEIIMIUBAETCS ¢ Bo3pacTom [41, 68, 34].

Tneromyro (smoldering) muenomy (SMM) cuutaroT ciemyromei mocie
MGUS craaueit gopmupoBaHus MHOKECTBEHHOW MuenoMbl (MM). Jlns Hee
XapakTepHbl TMOBBIIEHUWE KOHIEeHTpauuun M-O0enka g0 30 r/m u Oozee,
coJiep KaHue TIa3MaTUYECKUX KJIETOK B KOCTHOM Mo3re Bhiiie 10%, HO Takxke Kak
Ha pa"Heidl ctagmum — MGUS, oTcyTCTBYIOT BBIpa)KCHHBIC KOHEUHBIC OpPTaHHBIC
nospexaeHus (CRAB-cunapom) [70, 3].

[Tpu MM B oTiimuue ot npeabiaymux craauii - MGUS u SMM, BoisBisieTcs
CRAB-cuHIpoM, BaXHEHIINM M3 TMPOSIBICHUNH KOTOPOTO CYUTAIOT  KOCTHBIC
NOBpPSXKICHHUS (JIM3MC KOCTEH, OCTEONMOpO3, MATOJOTHYECKUE IIePEIOMBbI),
BO3HUKAIOIIME BCJEACTBUEC HHPUIBTPALMM KOCTEH CKeJeTa IJIa3MaTUYeCKUMU
kietkamMu. OOs3aTeNbHBIM TPU3HAKOM JIOJITOE€ BpPEMsI CUUTAIM  BBICOKOE
coJiep>kKaHNEe MOHOKJIOHAJILHOTO Oelka B CHIBOPOTKE KpOBU - Oosiee 35 r/1 u
MIOBBIIIIEHUE COEP KaHUS TIJIa3MaTUYECKUX KJIETOK B KOCTHOM Mo3re 6oiiee 10%.

B Hacrosiiee BpeMsi BBeICHBI MONPAaBKUA B kputepurn MM, KoTOpbie ObLIH
IPHUHATHI Ha cornmacuTenbHoi komuccuu (International Myeloma Working Group —
IMWG, 2014). CornacHo, kOTOpbiIM MM MOXeET OBITh AMArHOCTHPOBAHA MPH
mt060M ypoBHe MI 1 KJIOHANBHBIX TUIA3MAaTHYECKUX KJIETOK B KOCTHOM MO3T€, HO
c o0s3arenbHbIM Hannunem CRAB- cunapoma.

[Tockonpky mepexon or MGUS k 370Ka4eCTBEHHBIM CHMIITOMATHYECKAM

COCTOSIHUSIM  SIBJISIETCS  OBOJIIOIIMOHHBIM TPOLIECCOM, TO AudepeHnanbHbIi
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nuarno3 mexay MGUS u stumu «0verty HeoriasMaMH 4pe3BbIYaliHO BaXKEeH, HO

9acTo 3aTpy/IHEH.

1.1.2. /iBe monesn cTpaTupukanuu pucka nporpeccuposanusa MGUS.

Ha ceromusimnuii 7eHb HE CYIIECTBYET HA/ICKHBIX OMOJIOTMYECKUX MapKepOB,
C TOMOIIBIO KOTOPBIX MOXHO OBUIO OBl OMPENEIUTh, PUCK MPOTPECCUPOBAHUS
MGUS B MM wunu npyrux accouuupoBaHHbIeX B-mumdoruTapHble HEOIIa3MBbl.
Crpatudukaius pucka MPOTPECCUPOBAHUS  OCHOBBIBACTCS HA  KIMHUYECKHUX
MOKAa3aTeNIIX, YCTAHOBJIEHHBIX B XOJAE SIMHUJIEMHOJIOTHYECKUX HCCIEIOBaHUN.
OpueHTUpYIOTCS Ha JIBE MporHoctuueckue moaenu pucka MGUS B MM. Onna
Obuta pa3paboTraHa B KJIMHUKE Maifo, BTOpasi - MCIIAHCKON HCCIEeI0BaTEIbCKON
rpynmnoil. Monens kiMHUKM Maiio 0a3upyercs Ha OLICHKE KOJMYECTBAa W THUIIA
MOHOKJIOHAJFHBIX OEJTKOB CBHIBOPOTKHM KpPOBU C BBIJICIIEHUEM TPEX OCHOBHBIX
(dakTopoB 11l CTpaTU(UKAMU pUCKA MPOTPECCUpPOBaHUSA. BBICOKMM pHUCKOM
obnanaet He-IgG uzotun MGUS, koHueHTpamus M-rpagueHnta B CbIBOpOTKE = 15
I/ W W3MEHEHHE HOPMAJbHOTO OTHOIIEHHUS CBOOOAHBIX JIETKUU Lemnen
ummyHorooymmHoB FLC «/A (<0,26 u >1,65).

OcHoBaHMEM J1s1 BBEICHUS MTOCIEAHETO KPUTEPUSI TIOCITYKUIU UCCIEAOBAHUS
Rajkumar S.V. et al.. cpemn 1148 mnamuentoB ¢ MGUS, cymecTBeHHOE
YBEIIMUEHUE PUCKA 03JI0KaueCcTBIEHUs K 20 rojlamMm aBTOpPHI BBISIBUIIU Y TEX U3 HUX,
KOTOpbIE UMEJIM HApYIICHUE COOTHOIIEHUS K/A 1ierel (OTHOCUTENbHBINA pUCK 2,0),
BHE 3aBHCHMOCTH OT Ben4uuHbl U THITa MGUS [86].

beutn  cmonmenupoBaHbl 4eThipe Tpymmbl pucka: w3 1148 2% mnamueHtoB
uMenu Hu3kyw (6e3 dakropoB pucka), 10% - mpomexyTouHO-HU3KYIO (J1IF000M 1
u3 3 ¢akropoB pucka), 18% mnpomekyTouHO-BBICOKYIO (t00bIe 2 U3 3 (pakTopa
pucka), u 27% - BBICOKYyIO CTemneHb pucka (Bce 3 dakTopel pucKa). OTH

HCCIICAOBAaHUA JCTIIN B OCHOBY CTpaTI/I(i)I/IKaHI/IOHHOI‘/’I MOJCIIN pHuCKa
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nporpeccupoBanuss MGUS, pekomengoBanHyto k npumeHenuro IMWG B 2014
roxy [86].

VYBenuueHue OTHOCUTENBHOTO pucKa mnporpeccupoBanuss MGUS npu
OOJBINICH CTETICHN HApPYIICHUS COOTHOIICHHS K/A Iened CBS3aHO C KJIOHAJLHOU
ABOJIIONMEN  TJIa3MaTUYECKUX  KJIETOK. MONeKyasipHble W T€HETHYECKHUe
MexaHu3Mbl, Beayne k TpaHchopmamumu MGUS B MM, B KOHEYHOM HTOre
MPUBOJAT K PAa300IICHUIO CUHTE3a JIETKUX U TSKEIBIX 1ENe MMMYHOIJI00YIMHOB
Y HapyUIEHUIO CUHTE3a MOHOKJIOHAIBbHBIX FLC.

Pe3ynbTaThl MPOBEICHHBIX MCCICAOBAHWN BHOBb TIOBBICUJIIM HMHTEPEC K
00CYXIEHHUI0 HEOOXOIMMOCTH U CPOKOB oOcienoBanus naiuentoB ¢ MGUS. Ecnu
panee oOcienoBanue mnanueHToB ¢ MGUS ¢ 1enbio BBISIBICHHS MPU3HAKOB €€
IIPOTrPECCUPOBAHUS MPOBOAWIOCH €KerojgHo, To cormacHo IMWG 2014 rona
MOBTOPHOE OOCIEeAOBaHUE MAaIlMEHTOB Mocie BbIsiBIeHUA y HUX MGUS nomkHO
MPOBOJUTHCA Yepe3 KaxkIble 3-6 MecsleB B 3aBHCHUMOCTH OT YCTaHOBIJIEHHOTO
pUCKa  TPOrPECCUPOBaHUsS,  TOJBKO  MAIMEHTHI C  HU3KUM  PUCKOM
nporpeccupoBanus (2%) MOTyT MPOXOJHWTH MOBTOPHOE OOCienoBaHue pa3 B 2-3
roxaa [50].

HecMmoTpss Ha yCTaHOBJICHHBIE K HACTOSIIEMY BpeMEeHH (HaKTOpOB pHCKa
MpOrpeccUpoBaHus 3a00JIeBaHUs, JaHHBIE O HEOOXOJIWMOCTH TMPOBEACHUS
MPEBEHTUBHON TEpanuu y MallMEHTOB C BBICOKUM PHUCKOM MPOrPECCUPOBAHUS
MGUS oTCyTCTBYIOT, M 3TOT BOIIPOC TPpeOyeT JOTOJIHUTEIIBHBIX UCCISTOBAHUM.

Rawstron A.C. et al. B He0OIBIIOM HCCIICIOBAaHUH TOKA3aH, 4TO (EHOTHII
mazMatuyeckux kietok (CD138/38/45) u wanmume MoHOKIoOHaimbHBIX FLC
CBIBOPOTKM  (OPMHUPYIOT  OTHCIBHBIA  HE3aBUCUMBIM  (akTop  pHCKa
nporpeccupoBanus MGUS [88].

Ha BbIsSIBIICHMM aHOMAJIbHBIX IUIa3MallUTOB B KOCTHOM MO3re OOJBHBIX C
MGUS mpu wucCmonp30BaHMM METO/JA MYJBTUIIAPAMETPUUICCKON MPOTOYHOM
IUTOMETPUU U ITUTOTEHETUYECKOT0 METO/Ia OCHOBAHA TaK Ha3bIBaeMasi MCIIaHCKas
MOJENb, NPEUIOKEHHAsT UCCaenoBarenbckon rpynmnod w3 Henmanunm.

HOPMAJIBHBIX IIa3MalMUTOB XapakTtepHa 3kcrpeccuss CD138 u CD38. B 1o xe
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BpeMsi K OCOOEHHOCTSIM aHOMAJbHBIX IIJJA3MAIIUTOB OTHOCUTCS CHUKEHHUE
skcnpeccun CD38, moseimenne skcrpeccun CDS6, a taxxke orcyrctBue CD19
u/umu CD45. CornacHo ucnaHckoi Mozenu (akTopaMu pucka MporpeccupoBaHuUs
MGUS sBASITOTCSI COOTHOLIIEHUE AaHOMAJIBHBIX U HOPMAJIbHBIX TIa3MaIuToB > 95%
u aneymwmonnus JHK. Wcxoas u3 stux 2 kputepueB, cTpaTHPHUKAIUS pPHUCKa
MIPOrpPECCUPOBAaHUS B T€UEHUE 5 JieT cocTaBmia: 2% Mpu OTCYyTCTBUU KPUTEPHUEB,
10% npu wHanuuuu 1 kputepust u 46% npu Hanumuuu 2 Kputepuen. [IpumepHo y
10% mnamuentoB ¢ MGUS HaOmroganock mnporpeccupyroiiee yBenudeHue M-
npoTeuHa, Beaymee K SMM wu, 3ateM, K CHUMIITOMaTH4YecKod wmueinome. B
pe3ynbTare MPOBEACHHBIX HUCCIEAOBAaHUI CIeNaH BBIBOJ, YTO MPOrpPECCUPYIOLIas
MGUS ¢ MOoMeHTa CBOETO IMOSBIEHUS COOTBETCTBYET MEJIEHHO Pa3BUBAIOLIECHCS

WJIU paHHEW MUEJIOMe, B OTJIMYHE OT cTabmibHOM oOpokadecTBeHHOM MGUS.
11.2. Metoasl nuarnoctuku MGUS .

OCHOBHOW JMAarHOCTUYECKUH MapKep MOHOKIOHAJIbHBIX TamMManaThui —
WHTAKTHBIN MOHOKJIOHAJIbHBIN MMMYHOTJIO0YJIHH. 3J10Ka4YeCTBEHHBIE
IJIa3MaTUYECKUE  KIETKA  CEKPETUPYIOT  MOJIEKYJbl  MOHOKJIOHAJIbHBIX
UMMYHOTTIOOYTMHOB — MIQ, ¥ B OOJIBIIMHCTBE CIIy4aeB ATO MPOUCXOIUT
napajuIeTbHO C MPOAYKIHer cBoOoaHbIX Jerkux neneit — FLC. Kaxnas monekyna
UMMYHOTJIOOYJIMHA COCTOMUT U3 JIBYX TSDKEIBIX IETed, ONMpeeNsionnX €€ Kiacc
(G, A, M, D, E) u nByx JIlerkux Iieneit K - u A, Ipu 3TOM HPOAYKIHS K JISTKUX
merne B JBa pasza MPEBBINIACT MPOAYKIUIO A-mierniei. Jlerkme menu A-Tuma
MIPEICTABIISIOT COO0M AMMEPHI ¢ MOJIEKYJIIpHO# Maccoit 50 k/la, B To Bpemst Kak K-
CBOOOJHBIE JIETKME LMW SBISIOTCS MOHOMEpaMHU C MOJIEKYJISpHOW Maccoi 25
k/la, 4TO TO3BOJSET MM MPOXOJUTH YEPE3 TIOMEPYISIPHBIA (PUIBTP MOYEK CO
3HAYUTENIHHO OOJbINEH CKOPOCThIO. MIMEHHO pa3HMIla B MOJICKYJISIPHOM Macce U
CTPYKType OOYCIOBIMBAECT Pa3HYI CKOPOCTh (DHIBTpAIIMU K - U A — CBOOOJHBIX
JeTKUX Leneil uepe3 MmouyeuHble KIyOOukd U OOBsCHSET HaOI0JaeMoe B HOpME
OTHOUIEHHUE: K/A B CBHIBOPOTKE KpoBH, paBHOoe 0,625. YacTh mpoaynupyeMbix

JIETKUX TeNeld HE CBSA3BIBACTCS C TSOKEIBIMH IEMSAMH M 00paszyeT (Qpakiuio
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cBoOOMHBIX Jerkux nened — FLC, kotopas BeIcBOOOXIaeTcs B pycio KpoBu. B
HOpME KOHLIEHTpalus CBOOOJHBIX JIETKUX IENEl B CHIBOPOTKE KPOBU HHU3Kas.
[upkynupytonme B CHIBOPOTKE KPOBH CBOOOAHBIC JIETKHE €U MOTYT
dbopMHpOBaTH TOMOJMMEPHI, HW3BECTHbIE Kak Oenok benc-J[»koHca, KOTOpBIH
ABJIIETCSI MApKEpOM MHOXKECTBEHHOM wmuenoMbl benc-J[xonca. CkopocTh
KJTyOOYKOBOM (DMIIbTpAllUd JaHHBIX BBICOKOMOJIMMEPU3OBAHHBIX (DOPM MEHBIIIE,
YeM MOJIEKYJ K - U A — CBOOOHBIX JIETKHX LEMEN.

Jlo HemaBHEro BpEMEHM [IUAarHOCTHKA, MOHUTOPUHI U OIICHKa MPOTHO3a
MOHOKJIOHAJIbHBIX TaMManaThii OCHOBBIBAJIACH HA KOJTUYECTBEHHOM OMpEICICHUU
IUPKYJUPYIONTUX MOHOKJIOHAIBHBIX HMHTAKTHBIX HWMMYHOTJIOOynmmHOB. K HuUM
OTHOCSITCS: AJEKTpodope3 OETKOB CHIBOPOTKM KpPOBU C KOJIMYECTBEHHBIM
Ompe/eNieHueM ypoBHS M-rpagueHTa, UMMYyHO(UKcalnus OEIKOB CBHIBOPOTKU
KPOBH C ONpEIEICHHEM HX THIIA, 3JeKTpodope3 OENKOB CYTOUYHOH MOUYU C
KOJIMYECTBEHHBIM  ONpPEJEICHUEM  YPOBHS  MOHOKJIOHAJbHOro Oenka u
UMMyHOQUKcalMsi  O€aKOB  CyTO4HOW Moud. g  uwaeHTHUKALIMH U
KOJIMYECTBEHHOM OLIEHKU MOHOKJIOHAJIbHBIX OEITKOB B JJa0OPATOPHOU AMArHOCTHKE
MPUMEHSIET B TMEPBYIO odepensb AekTpodopes OenkoBbix (pakmwmii. IlprusHakom,
KOCBEHHO  YKa3bIBAalOIIMM HA  BO3MOXKHOE HAJIMYHE€  MOHOKJIOHAJIBHOTO
KOMITOHEHTA, SIBJISIETCS — MUK 3JIEKTpooperpaMmbl, KOTOPBII MOXKHO U3MEPHUTH C
MOMOIIIBIO ICHCUTOMETPHH.

Onextpodope3 (OP) mpuHAMISKUT K 0a30BBIM METOAAM KIUHUYECKON
OMOXMMHH W HIMPOKO HCIIOJIb3YETCS MPU HCCIEIOBAaHUM HApYLIEHUH OEITKOBOTO
CTIEKTpPa CHIBOPOTKH KPOBH, MOYH.

OCHOBHOM  MNPUHUUI  3JIEKTPOPOPETHUECKOTO  METOJa  HMCCIeAO0BaHUS
3aKJIF0YAeTCs B TOM, YTO HAXOSIIHUECS B PAacTBOPE MOJICKYJbI, PacIoiararoime
DIIEKTPUIECKUM 3aPsIIOM, MO JEHCTBUEM CHII IEKTPUYECKOTO TOJSI CMEIAIOTCS
B CTOPOHY HPOTHBOIOJOXKHO 3apsHKEHHOro 3iekTpoaa. CKOpocTh MHUTpaLUuu
BELIECTBA B CPEAEC C OJAHOM U TOM K€ CHJIOW IJIEKTPUUECKOTO IOJISI 3aBUCUT OT
pa3Mepa dYacTHUIl M BEIWYMHBI 3JEKTpHUuecKkoro 3apsaa. llox BmusHueM cui

SJICKTPUICCKOT'O I1OJIA KOMITIOHCHTBI paBFOHﬂeMOﬁ OeIKOBOM CHCTCMbI
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pacripenensroTcsl COrJIaCHO MX 3apsay, MPHoOpeTas COOTBETCTBYIONIYIO CKOPOCTH
JBIDKEHUS, TO €CTh MPOUCXOIUT 3JIEKTPOPOpEeTUUECKOE pa3ieiiecHne OCIKOB Ha
bpakiuu.

Buenpenue s1ekTpoOpeTHYeCKUX HOCUTENEH TMPHUBEIO K YIyUYHICHHUIO
TEXHOJOTHH M OJHOBPEMEHHO K YMpOIIEHUI0 (pakuuoHupoBaHus OenakoB. B
KauyeCTBE HOCHUTEJICH HCIONB3YIOTCs (QIIBTpOBalIbHAS Oymara, areTaTieluTii03a,
pa3iuuHble Tenu (MoJMaKkpuiamuna), araposza u apyrue. [lpum sTom BO Bpems
anekpodopesa, HapsAy ¢ pa3ielicHHeM OCIIKOBBIX YaCTHUI[ COTJIACHO WX 3apsiiaMm,
BCTYNAeT B CUJIy TaK Ha3bIBaEMbIH MOJIEKYJISIPHO-CUTOBOM 3(pdeKT, Korja rejaeBas
CTpyKTypa BemeT ce0si 10 OTHOUICHHI0 K HWOoHaM Kak ¢uibTp. HWoHHL,
MPEBBIMIAIOININE TOPUCTOCTh (GUIBTPA, HE MPOXOJAT WU TPOXOASIT OYEHb
MeAJIeHHO, a Oojiee MEJKHWE MOHBI OBICTpPEE MPOHHUKAIOT Yepe3 MOPhl HOCHUTEIIS.
Taxum 00pazoM, CKOPOCTh MEPEIBIKEHUS 3aBUCUT HE TOJIBKO OT 3apsiaa MOHA, HO
U OT BEIWYUHBI TOp reis, (QOpMbI TMOpP, BEIUYUHBI JIBIKYIIMXCS HOHOB,
B3aMMOJICHCTBHS MEXIy MaTpPHUIICH Teisl U IBIKYIIUMUCA HOHaMH (afcopOuus u
JpyTHe).

CornacHO OJHOMY W3 TOJIPOOHBIX MCTOYHHMKOB, TIOCBALICHHBIX 3THUM
BOIIpOCaM MCTOpPHS CO3JaHUsI MeToAa dJekTpodopesa O6enkoB Hayangack ¢ 1807
roga, korga npogeccop MOCKOBCKOro rocyaapcTBeHHOro yHuBepcutrera dEnop
®EnopoBnu Peiicc OTKpBLI Takve SBICHMS, KAaK JJIEKTPUYECKUH DHIOCMOC U
karogopes. OJTHAKO MPaKTUUYECKOE UCTIONIBb30BAHUE 3TOTO Mpoliecca B OMOJIOTUHU U
MEAMIIMHE HaJyalloCh 3HAYMTEIBHO IMO3KE M CBSI3aHO C HMEHEM Jiaypeara
HoOGenesckoit mpemun o xumuu Arne Wilhelm Kaurin Tiselius, koropsrit B 1938
rojy Mo pyKOBOACTBOM cBoero yuutens Theodor’a Svedberg’a xoToOpbIil MOHS,
4TO pacTBOp OCNKOB - A3TO KOJUJIOMIHBIA PACTBOP, CyMeEN JIOBECTH TEXHHUKY
aNIeKTpodope3a U ONTUIECKUE METOIBI KOHTPOJISI 32 MUTPAIMEe MOJICKY OEIKOB
JI0 TaKOTO COBEPIICHCTBA, YTO CMOT Pa3ACIUTh OCJNKH, KOTOpPbIE €ro YUUTeNb HE
MOT' pa3AeiuTh MPU MOMOIIM HEeHTpUdyYTrH, pazpadoTaB MeToj 3JieKTpodope3a B
cBOOOIHOM JKUIKOCTH U CKOHCTPYHUPOBAB ropasio 0oJjiee 4yBCTBUTEIbHBIN MPUOOP

st AnekTpodopesa cMmeceil OEeTKOB METOIOM CBOOOJIHBIX WIIM TIOJBUYKHBIX
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rpanull. OCHOBHBIM HEIOCTaTKOM 3TOT'O0 METO/A SBJISIIOCH BBIJCIICHUE TeIia TpU
IPOXOXKACHUU Yepe3 KHUAKOCTh JJICKTPUYECKOTO TOKa, YTO MPEmsITCTBOBAJIO
4eTKOMY pa3ielieHuIo0 (ppakiuii U MPUBOAMIO K Pa3MBIBAHUIO TPAHUI[ MEXTY
oTnenbHBIMU 30Hamu. B 1940 romy Philpot J.S.l. mpemmoxwmn wmcnoib30BaTh
KOJIOHKHA C TPaJUeHTOM IUIOTHOCTU Oy(epHBIX pacTBOPOB, YTO MPEMSITCTBOBAJIO
KOHBEKIIUW, CTaOWIM3UpPYs 30HBI, KOTOpBIE OOpa30BBIBATNCH B Ipolecce
anekTpodopesa, a B 50-¢ roapr H. Svensson’om metos ObLT yCOBEPIIEHCTBOBAH U
Ha €r0 OCHOBE CO3/IaH MPUOOp s dNeKTpodope3a B TpaAUeHTE TUIOTHOCTH.

OpHako METOJI OCTaBajCsi HEJOCTATOYHO COBEPIICHHBIM, TaK Kak IOCIe
OTKIIFOUEHUS] DJIEKTPUUYECKOTO TOKa, 0Opa3oBaBIIMECS B XOj€ 3eKTpodopesa
30HBI, paciuibiBaIKCh. [locnenyromme JoCTHKEHUS B AMEKTpodope3e CBsI3aHbl CO
cTabuimn3aieit 308 B TBepAoi nmoaaepkuBatoiieit cpeae. B 1950 rony B kauecTBe
TBEPJIOTO0 HOCHUTEJSI CTaJIU MCIOJIb30BaTh PuibTpoBaibHYIO Oymary, B 1955 roay
O. Smithies’om ObUTO TPEAIOKEHO HCIOIB30BATh KpaXMalbHBIN Tejb, a YK€ B
1957 romy J. Kohn mpemnoxuia MCrosib30BaTh B KavyeCTBE TBEPIOTO HOCHTEIS
TJICHKU alleTaTIEIUII0NI03bl, KOTOPBIE 0 HACTOSAIIETO BPEMEHHU OCTAIOTCS OJHUMU
13 Hau0oJIee YaCTO UCTIOIb3YEMBIX HOCUTENICH MPU KIIMHUYECKUX MCCIIECIOBAHUSIX.

[TpumepHO B 3TO ke Bpems ObLT pa3paboTaH METOM, B KOTOPOM B KauecTBE
OCHOBBI HCHOJIb30Baslachk araposa. B 1960 romy Obln paspabotan Oosiee TOUHBIN
METOJI KanuwuIApHOTo 3iekTpodope3a u B 1989 rogy ObuUT BHEOpPEH B MPAKTUKY
COOTBETCTBYIOIIIUIA aHATM3AaTOP, HA OCHOBE KAMUJUISIPHOTO dJIeKTpodopesa.

Jlnst oOHapy>XeHUs aHOMaui OeIKOBOTO Mpoduis Ha CErOMHSAIIHUN JICHb
WU3BECTHBI ~ pa3IMYHBIC  COBPEMCHHBIE  MMMYHO(DEpMEHTHBIC, = HWMMYHO-
XEMUJITIOMUHECIICHTHBIE, HEe(PEeIOMETPUYECKUEe W UMMYHOTYPOUIUMETPUUYECKUE
METO/BI, HO TP BCEH HHPOPMATHBHOCTH W J0KA3aTEILHOCTH OHU TIOKa B
OCHOBHOM MaJIOJO0CTYITHBI u3-32  HEOOXOIMMOCTH  HCIIOJIb30BAHMS
JIOPOTOCTOSIIIETO 000PYI0BaHMUSL.

[TosTomMy 25eKTpodOpeTHUECKUM aHaau3 OETKOB CBHIBOPOTKM U CETOIHS
ocTaeTcsi HapsAAy ¢ OMOXMMHUYECKMM aHaM30M KPOBHU HamOojee MPUMEHHUMBIM

CKPUHHHTOBBIM ~ METOJIOM  HccienoBaHus. M3BecTeH psag  cBOeoOpa3HbIX
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ANEKTPOPOPETUUECKUX CUHAPOMOB - TUIHMYHBIX KapTUH 3jeKTpodoperpamm, B
TOM 4HCJ€ 00pa3yeMblX MOHOKJIOHAJIBHBIMU O€JIIKAMH B BHJE XapaKTEPHOIO
MaTOJOTUYECKOT0 MHUKA HA JEHCUTOMETPUYECKOW KpPUBOW, KaK IPaBWIO B
00J1acTH Y-raMMario0yInHOB — M-TpaareHTa (0T CJIOBa MOHOKJIOHAJTBHBIH ).

Meton snexTpodopesa SBISETCS «30JI0TBIM CTAaHIAAPTOMY» [IJISl BBISBICHUS
MOHOKJIOHAJIbHBIX TraMManaTuid, C KOTOPOrO0 HA4YMHAKT JIHArHOCTHYECKUUN
CKPUHHMHI 3TOTO COCTOSIHUS, TMOCJI€ BBIMOJHEHUS OOIICKIMHUYECKUX METOJ0B
uccienoBanus (OOMMI aHaMM3 KPOBHM M MOYH), PA3BEPHYTOTO OMOXMMHUYECKOIO
aHanu3a KpoBU (OenKOBbIE (pakiuu, YpPOBEHb KpEaTUHWHA, MOYEBHHBI,
AIIEKTPOJUTOB U JIPYTUE MOKA3aTeln).

OCHOBHOE 3Ha4Y€HUE NPUAAIOT OLEHKE BEIWYMHBI M-TpagueHrta, KoTopas
oTpaxkaeT maccy onyxoiu. B cBsa3u ¢ 3tuMm M-rpaguent (M-nuk) sBisieTcs
HAJIGKHBIM U JOCTaTOYHO YYBCTBUTEIBHBIM MapKEpOM CEKpeTupyromux B-
KJIETOYHBIX HEOIIa3M TPHU MAacCOBBIX O0OCHEOBaHUSX. BOJIBHBIM, y KOTOPBIX
BBICOKa BeposTHOCTh MI', HO OOBIUHBIN 35ieKTpodope3 He BbIsABWI M-TuKa, a
TaKXKe ¢ 1eNblo yrouneHus: tuna MI™ mokasan snektpodope3 ¢ uMMyHOPUKcauen
(U®). Ognako nerkue 1emnu (Karmrma wid JsM0a) B CBIBOPOTKE KPOBU BBISBIISIFOTCS
METOJIOM HUMMYHO(MUKCAIMUU TOJIbKO MPU YCIOBUM, YTO HUX KOHIICHTpaIus
npesbimaetr 10 HopM.

Kpome Ttoro meronq U® He sABAsSETCS KOJUYECTBEHHBIM W TO3TOMY HE JAET
BO3MO>XHOCTH M3MEPUTh KOHIEHTPALIMIO MOHOKJIOHAJIBHOTO KOMIIOHEHTA. B TO ke
BpEMsI €r0 MPUMEHEHUE MO3BOJISIET MOIYYUTh PE3YJbTaT B TEUCHHUE Yaca, BaKHBIM
JIOCTOMHCTBOM METOJa SIBJISIETCSI €ro BBICOKAas YyBCTBUTEIBLHOCTh. Kpome Toro,
Jae Mpu N30bITKE aHTUTEHA TI0JTyJaeTCsl BUANMAs KapTHHA.

JIns1 BBISIBIICHUSI MOHOKJIOHQJIBHBIX KOMIIOHEHTOB MeToioM D B chiBOpOTKE
KPOBU HCIOJIB3YIOTCS CIlelHalibHble HaOOphl peareHToB. BhHauane Oenku
pa3feisaloTCa B JJEKTPUYECKOM Tojie B reie arapo3sl npu  pH  8.8.
JlonoJIHUTENBHBIEC TIOJIOCKI, KOTOPhIE 0OHAPYKUBAIOTCS B MEPBYIO OUYEPElb B 30HAX
y- ¥ B-TIIOOYIMHOB, YKa3bIBAIOT HAa HaMuue rammanatuu. [[ns wnentudukanmm

9TUX II0JIOC HCIIOJB3YIOT I/IMMYHO(l)I/IKCEILII/IIO C IIOMOIIBIO MOHOCHGHI/I(bI/I‘-IeCKI/IX
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anturen npotuB y-(1gG), a-(1gA), p-(IgM) Tsokenbix 1iemei, a Takke K- U A-
CBOOOJHBIX JIETKUX IIETNEH, YTO MO3BOJSET WASCHTU(DUIIUPOBATH MOHOKJIOHAIBHBIC
MoJIOCKI,  OOHapykeHHble mpu  dnekTpodopese. Ilocne  oOpazoBanus
UMMYHOTIPCIIUITUTATOB ~ O€JIKM  OKPAIIMBAIOT KHUCJIBIM  (DUOJETOBBIM  WJTH
aMUJIOIIBAPIIEM.

[Ipu nposenenun snektpodopesa ¢ NP oOpasenr CHIBOPOTKH WU MOYHU
HAHOCHUTCS TMIecTh pa3. OauH W3 HUX HEOOXOMUM IS TONY4YEHUsS OOBIYHOM
ANeKTpooperpaMMbl, Ha KaxAbli M3 OCTaJbHBIX OOpa3lOB MOCIE OKOHYAHUS
mpoLeaypbl 3JeKTpodope3a HAHOCIT AHTUCBIBOPOTKU TPOTHB TSHKEIBIX WITU
CBOOOJHBIX JIETKUX Ilenel. MOHOKJIOHaJbHAsT TraMmanaTusi MPOSBISETCS
o0pa30BaHUEM PE3KO OKPAIICHHOM IMOJIOCHI B BUJIE YT B MECTE B3aHMOICHCTBHUS
co cnenuduueckoil aHTUCHIBOPOTKOM MPOTUB MPHUCYTCTBYIOIIETO (parMeHTa
UMMyHOTJI00yMHA [29].

[Ipy miIa3MakIeTOYHBIX JUCKPA3UAX MOKET CEKPETUPOBATHCS 3HAYUTEIHLHOE
M30BITOYHOE KOJIMYECTBO K WJIM A JIETKUX Ilened, KOTOphi€ MPUCYTCTBYIOT B
MUPKYJISIUN, He OyJy4Yd CBS3aHHBIMH C TsDKENbIMU mernsMu |g. ITu cBoOO HBIC
JIETKHE Ieny ObUTM HasbiBaHbI OenkoMm beHc J[)koHca 1O MMEHHM aHTJIMMCKOTO
XMMHUKa W Bpada, eme B 1845 r. MpeanosoXuBIIEro OEIKOBYIO MPUPOAY
MATOJIOTHYECKOW TePMOIAOUIILHON CYOCTaHIIMKM B MOYE MAIlMeHTa, CTPAJaBIIETrO
“mollities ossium”. Ha3BaHusi kK ¥ A WU30TUIIBI JIETKUE MM TMOJYYUIU B YECTh
uccienosareneir L. Korngold m R. Lipari, BriepBbie BbIIETUBIIMX JBa Kiacca
oenka benc JI>xoHca mpu MHOXKECTBEHHOU Muenome [5].

B nawane 2000-x r0AOB MOSBWICS HOBBIA aBTOMATHU3WPOBAHHBIN
YYBCTBUTEIBHBIM KOJWYECTBEHHBIN TypOUIUMETPUUECCKUI METOM OIpeaesieHus
COJICp)KaHUsl CBOOOJHBIX JIETKUX IICNe B CBHIBOPOTKEe KpoBu — «Freelitey.
[TpuHIMIT JEHCTBUS METOJa OCHOBAaH Ha B3aummojcicTBuu yerkux neneit (LC)
TUMA K U A ¢ BBICOKOCTICIIU()UUHBIMU JIJI1 HUX aHTUCHIBOPOTKaAMHU (OBE€YbU aHTH-K
¥ aHTH-A aHTUTENIa MPOTHB 3MHUTONOB JETKMX Ienei). Ilpu sToM mocturaercs
B3aMMOJICUCTBUE aHTUTENT ¢ TemH dacTsamu (dnutomamu) LC, xoTopbsie 0OBIYHO

3aKpPbIThl JJId MPHUKPCIVICHHA, TaK KakK BBaHMOHCf’ICBy}OT ATOM IMOBCPXHOCTBIO C
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TSDKEJIBIMU [ENSIMUA TIPU TTOCTpoeHuH nmojiHoro 1g. B Monekyne cBoboaubix LC ati
ATUTOIBI JOCTYITHBI JUIT IMMYHOXUMHUYECKUX PEAKITUH, YTO TTO3BOJISIET TPOBOIUTH
nerexknuio LC ¢ BBICOKOW TOYHOCTBHIO B 00pa3lax C IIMPOKUM JIHAMAa30HOM
KOHIIeHTparuil. OJHUM M3 MPEUMYIIECTB OMPEIEICHUs COJIEPKaHus CBOOOIHBIX
JAETKUX IIeTel SBISETCS BO3MOXHOCTh HMX MPAKTHUYECKOTO HCIONb30BAHUS B
KauecTBe paHHEro mapképa OTBeTa Ha Tepamuio, 4To OOyCIIOBIEHO Ooiee
KOPOTKHM TIEPHOJIOM UX TOJypacnaaa (HECKOJIbKO 4acOB) IO CPAaBHEHUIO C MOJie-
KyJlaMd HWHTAaKTHBIX HMMYHOIJIOOYJMHOB, KOTOpbIE MOTYT HaxOJUThCS B
COCYJIUCTOM pyCJI€ 10 25 JTHEH).

s onpenenenus koHreHtpaun LC B HacTosimee BpeMsl MCIIONB3YIOT HAOOPHI
pearentoB FreeliteTM Kappa kit u FreeliteTM Lambda kit (The Binding Site Ltd.,
BenukoOpuTaHnusi) Ha aBTOMAaTHYECKOM OnoxumudeckoM ananuzarope Hitachi
911, mpu STOM OTHOUIICHHE K/A pACCUMTHIBACTCS aBTOMaTHUecku. B Hopme
OTHOIIICHUE KOHIIGHTpAIlMii K M A B CBHIBOPOTKE KPOBH HAXOJWUTCS B
nuarHoctuueckoM uHTepBasie  0,26-1,65. Hapymenwe 53TOro COOTHOIICHUS
ABJIIETCSI MapKEepOM Mposudepalii 0JJHOTO U3 KJIOHOB IJIa3MaTUYECKUX KIIETOK.
[60, 75, 35]. TTopor obHapyxenusi LC-k cocraBnsier 1,5 mr/m, LC-A — 3 mr/n (1o
cpaBHeHuio ¢ D@ OGenko kpoBu 500-2000 mr/m m UD — 150-500 mr/m), d9ro
CBUJIETEIHCTBYET O BHICOKOW aHAIMTUYECKON UyBCTBUTEIBHOCTH METO/IA.

Ha ocHOBaHMM MHOTHX MCCIIEIOBaHHUM MOKa3aHa BHICOKAs YyBCTBUTEIHHOCTh
tecta. Tak, B kiuHuke Maiio, CIIIA, 6pun npoanamusupoBansl ucropuu 1000
NAIMEHTOB U ObUIO YCTAHOBJIEHO, YTO METO0M 3JIeKTpodope3a ChIBOPOTKH KPOBU
¢ UMMYHO(DuKcaruet ObuT mocTaBieH auario3 71% 6onsHbIx AL-amuioniozom, ¢
nobaBiieHHeM MeToja 3JeKTpodope3a Moun ¢ uMMyHodukcanueir — 84 %, a
COYCTAHUC BBINICTICPCYNCICHHBIX METOAMK ¢ MeTofoM «Freelitey mamo Bo3MOXk-
HOCTb ITOCTAHOBKH JuarHo3a B 99% ciyuaes.

MexyHaponHoil paboueit Tpynmnoi mo MHEIOME, YYUThIBash HAKOIUICHHBIE
JIAHHBIE TI0 HCCIICIOBAHUI0 MOHOKJIOHAIBHBIX OCJKOB, ObLJIa PEKOMEHJIOBaHa 3-X
KOMIIOHEHTHAsl CBHIBOPOTOYHAs JMAarHOCTUYecKas TaHelb, Kak oOJjaaarormas

,Z[OCT&TO‘IHOﬁ YYBCTBUTCIBHOCTBIO, [OJI BLBIABJICHHA IIAlIUCHTOB C MI'. Omna
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BKJIIOYAET B ce0S METOJ OMNpe/eNiCHUs] B CHIBOPOTKE KPOBU CBOOOJHBIX JIETKUX
neneii («Freelite»),  meToxm amekTpodope3a OEIKOB CHIBOPOTKH W METOJ
UMMYHO(HKCAIMU, Y MAlMEHTOB C Mojao3peHueM Ha AL-amuiounmos, mis Oosee
HAJCKHOTO BBISIBIICHHS MI B JONMONHEHHE PEKOMEHIYIOT BBITIOTHSTH
anekTpoope3 OCTKOB CYTOYHOH KOHIEHTPUPOBAHHONH MOYM C IOCIEAYIOICH

UMMYHO(UKCAIIUEH.

1.3. MoHOKJIOHAJILHBIE rammanaTun, aCCOIMUPOBAHHBIC C MOPAKCHUEM

MOYeK - MOHOKJIOHAJIbHbIE TaMMAaNaTHH peHaJibHOro 3HayeHust (MGRS).

AcconuupoBannsie ¢ MI' rinoMmepysisipHble U TyOyJIsIpHbIE MTOPAKEHUS MMOYEK
CTaJId HOBOM aKkTyaJbHOW MpoOJIeMO HEPPOJIOrUH, IUPOKO M3Yy4aeMON B MHpE.
BaxxHoe 3HaueHue 3TOW mpoOeMbl MOAYEPKUBAETCS TEM, YTO JUIsl 00O3HAUEHUS
JAHHOM TpyIIbl MOYEYHBIX 3a00JI€BaHUNM OBUIM TPEIJIOKEHBl CHEIUaTbHbIC
TEPMHHBI, CPEIU KOTOpPbIX Haubosiee yHOTpeOUM B MEIUIIMHCKOW JIUTEpaType
tepmuH MGRS — MoHOKIOHaNMbHAsT ramMMmamnaTHs PEHAJIbHOTO 3HAYEHUS WIH C
PECHAIBHBIMU TIOCIEACTBUSIMU [55]. DTOT TEpMHUH CTall MPOMAraHAMPOBATHCS C
nenbio otaenenus or MGUS (¢ ee BO3MOXKHBIM T0OpPOKAaUYE€CTBEHHBIM TEUECHHUEM )
BapHaHTOB OOJE3HU, KOTOpble OTBe4aroT kpurtepusim MGUS, HO mpu 3TOM
XapaKTEPU3YIOTCS MPU3HAKAMU ITI0YEYHOIO MOBPEXKICHUS, B TOM YUCIE MOYEHHOU
HEJOCTATOYHOCTbIO, M JIEMO3UTAMH MOHOKJIOHAJIBHBIX OEJIKOB B  IOYKE.
Breinenenne  MGRS BakHO ¢ KIMHMYECKHMX TO3UIMH, TaK Kak JIEUCHHE,
HaIpaBJICHHOE HA «OTBETCTBEHHBIN» MPOJUMEPUPYIOMUA KIOH KIETOK B-
JUM(OUUTAPHOW JIMHUM MOET OKa3blBaTh AHTUIPOTEMHYypUUeCKHl 3(ddexT u
aCCOLMUPOBATHCSA C BOCCTAHOBJICHUEM W/WJIM COXpPAHEHHEM MOYEUHON (YHKIUH
[52, 40, 93, 94, 96, 97, 59, 37].

[To »snekTpoHHOMUKpOCKOMYeckuM mpu3HakaMm MGRS MoXHO yClIOBHO
NOJpa3eauTh Ha JBe KaTeropuu. OnHa KaTeropus XapakTepU3yeTCs HAIUYUEM
OpraHU30BaHHbIX Jeno3uToB: (QuOpuusipHbix (mpu AL- u AH-amunounose),
MUKPOTYOYJSIpHBIX (MpU  KPUOTJIOOYJIMHEMHUYECKOM UM HMMMYHOTAKTOHUHOM

HepuTe) WM KpucTtalumdeckux (mpu accoruupoBanHord LC mpoxcumanbHOU
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TyOynonatuu ¢ HaauuueM win 0e3 cunapoma ®dankonu). Bropas kareropus

XapaKTEPHU3yeTCs] HEOPTaHW30BAHHBIMU JICTIO3UTAMH, OOBIYHO TPAHYISIPHOTO

xapakTepa, W BkmoyaeT B cebs BOJIL, a Takke HEKOTOpble BapHaHTHI

aCCOLIMUPOBAHHOTO C MOHOKJIOHAJIbHBIMH Ig npoaudepaTUBHOTO
riomepyionedpura [5]. [lepeuens Gopm mopakeHHsI TOYEK, BXOISIIIUX B TPYIITY

MGRS, npusezaens! Hrke [97]:

*  I'momepynonarun

—  AlL-amunounnos

—  bBonesnp aeno3unmym UMMyHOTIIOOYTHHOB M UX KOMIIOHEHTOB - JICTKHUX IICTICH
(BOJILY), Tsoxensix u sterkux nenei (LHCDD), tsoxensix neneii (HCDD)

—  MukpoTryOynsipHblii  (MMMYHOTaKTOUJHBIN) Tiomepyioneppur (I'H) ¢
JIETO3UTaMi MOHOKJIOHAJIbHBIX HMMMYHOTJIOOYIMHOB, HanbOonee dacto 1gG, y
50% OGosbHBIX HaXOAAT JTuMPomy miu XJIJT

—  IIponudeparusnsiii (MemOpanonponmdeparuBubiii) ['H ¢ MOHOKIIOHAIBHBIMU
IgG (1gG3x) u IgA, MOHOKJIOHaJTBHBEIM IgM (B TOoM wuucne mnpu
MakporiooyauHemun BanbaeHmrpema-MW)

—  C3-rnomepynonedput, 00J€3Hb «IUIOTHBIX JICTIO3UTOBY

—  Kpuorno6ynunemuueckuii I'H nipu kprorno6ynuuemun |l u | Tumnos

TybOynonatuu

— LC (o06brano K1) mpokcumanbhast TyOynonatus (LC curgpom ®dankoHH C
KpUCTAJUIAMM)

—  LC (k wmu L) npokcumainbHasi TyOysonatus (He 00s3aTeIbHO ¢ CHHAPOMOM
DaHKOHH)

—  T'ucrronmtos ¢ LC kpUCTaANIMUECKUMH BKIIIOUCHUSIMU
HaubGonpiryro  TpyaHOCTH TMpPEACTaBIsSET MOHHUMAaHHME TaTOreHe3a |

muddepeHnranbias  AMArHOCTUKA  HedpomaTHii ¢ TPEUMYIIECTBEHHBIM

nopakeHueM kiyooukoB. Ilokazano, uyto B 51% cioy4aeB OCHOBHBIM
3aboseBaHueM npu napanporenHeMusix sisisgercs MGUS, B 18% — MM, B 16% —

SMM, B 11% — AlL-amunonmo3, Ha OO0 3JI0KAYECTBEHHBIX JUM(OUTHBIX
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3aboneBanuii npuxoautcs 4% ciydae (Ronco P.M., 1999, Cook L. et al., 2007,
Veillon D.M. et al., 2007).

[laToreneTnueckasi pojb B MOBPEKACHUH MOYEK CEKPETUPYEMbIX B-kieTkamu
MOHOKJIOHAJLHBIX 0ekoB, BKItouas FLC, cioxkHa u He 10 KoHIa onpeaenena. Ho
MOJIYYCHHBIC B TIOCTIEAHIE TOABI SKCTICPUMEHTAIILHBIE JAHHBIC MTO3BOJISIOT ClIeTaTh
HEKOTOPbIE MPEANOI0KEHNS OTHOCUTEIILHO MEXaHU3MOB TKaHEBO-CIIEIU(DPUUECKUX
ahdexToB 3THX OenkoB. KimoHbl B-kineTok u mpoaynupyemMbie UMHA aHOMAaJTbHbBIC
O€JIKM MOTYT ObITh OUYEHb HEOOJBITUMU U MHOTJIAa HE OMPENESATHCA B CHIBOPOTKE
¥ MOY€ BCJIEJICTBHE HU3KOTO YPOBHS WJIM OBICTPOM YTHUIIM3AIMKM B TKAHSAX, HO MX
BO3JICHCTBHE TIPOSBIISACTCS BBIPAKECHHBIMH CUCTEMHBIMH A dEeKTaMu W/ WiIn
JIOKaJbHBIMU IMOYEUHBIMU CUMIITOMAMHU.

[Tockonmbky  KaTabOMM3M  MOHOKJIOHAJIBHBIX  O€JIKOB, B  YacCTHOCTH
mupkympytonux FLC, ocymectBisieTcss myreM KiITyOO4YKOBOH (GUIBTpalMH, a
3aTeM peabcopOIuu U HHAOLUMUTO3a C MOMOIIBIO JIM30COMANBHBIX (DEPMEHTOB B
KJIETKaX MPOKCUMAJbHBIX KaHAJIBIIEB, TO WMEHHO ITOYKH IPEICTABISIOT COOOM
OCHOBHOH OpraH-MHIIICHb IIPX OOJIBIIMHCTBE cliydaeB 3toro tuna MI™ [32].

[IpeanonararoT cBsizb HeppoTokcuyeckux 3¢dexkroB FLC ¢ BHyTpeHHUMHU
O0COOEHHOCTSIMU CaMHUX 3TUX MPOTEUHOB.

B 3aBucumoctu 0T Kiacca, cyOTuna U (PU3MKO-XUMUYECKUX CBOMNCTB
MOHOKJIOHAJIbHBIC JIETKHWE TN OKAa3bIBAIOT MHOTO00Opa3HOE BO3JCHCTBHE Ha
MoYeyHyr0 TkaHb. HexoTopsie n3 HUX O0Jiee TOKCUYHBI, TpuueM pa3Hbie THIbl LC
BO3JICHCTBYIOT HAa T€ WJIW WHBIC MOYEYHBIC CTPYKTYypHhI. [lomararoT, 4To B mepByto
ouepe b aMUHOKHCIOTHAS TIOCIICIOBATEIIPHOCTh MOHOKJIOHABHBIX JICTKUX IICTICH
JNETEPMUHHUPYET TUT UX JICTIO3UIINH B TOYeUHOM TKaHU. Kpome Toro, CTpyKTypHbIE
HapyIIeHUs TEHICHIIMH K 0O0pa30BaHUIO TETPaMEPOB, HECIIOCOOHBIX MPEOA0JICTh
(GUILTPAIMOHHBIN Oapbep, TaK)Ke OINPEACISIT MPEUMYIISCTBEHHOE TOpaXECHUE
6o KIyOo4ykoB, MO0 KaHaibIeB. [JIoMepyJomaTHuecKue JIeTKue Ienu
B3aMMOJICCTBYIOT C ME3aHTHAIBHBIMUA KIIETKAMH, BBI3bIBAs MOCPEICTBOM JBYX
pa3sTUYHBIX MEXaHU3MOB paszBuTHe AL-amunonmo3a wiam OOJE3HU OTIOKEHUS

MOHOKJIOHaIbHBIX Jerkux 1neneit — BOJIL. CuutaroT, 4TO oOmNpeaenaeHHas
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MOCJIEIOBATEILHOCTh AMUHOKUCIIOT B JIETKUX LEMAX MPEUMYIIECTBEHHO A-THIIA -
VAVI-noarpynmel, a Takke HX MOCTTPAHCISLUOHHBIC W3MEHEHMS, TaKUe Kak
INIMKO3WIMPOBAHUWE, U CHOCOOHOCTh K B3aMMOJIEUCTBUIO C KOMIIOHEHTAMH
HKTCPALICIUTIONIAPHOTO  MAaTPUKCA, OTBETCTBEHHBI 32 UX aMUJIOUJOTECHHBIN
noTeHnuan. CUUTarOT, YTO MOJ BIUSHUEM aMHIonaoreHHbIXx LC Mme3aHruanbHbIe
KJIETKH TTpuoOpeTaroT MakpodaromnoooHbiii ¢penorur - CD68, B pesynbrare mocie
B3aMMOJICUCTBUS C TIOBEPXOCTHBIMH periennitopamu LC daromutupyrorcst BHyTpb
KJIETOK, B 3peiblXx (aroiM3ocoMax TMOJABEPraloTCcs MNPOTEOJIU3y, 3aTeM
AKCTPAAUPYETCSs B IKCTpaneutosipHbiii Mmatpuke (3L[M). I[Iporpeccupyromemy
HAKOIUICHUIO aMMJIOMJHBIX Jerno3uToB B DM crnocoOTCTBYyeT COMyTCTBYIOIIEE
HapyllIeHUEe TMPOIECCOB CHUHTE3a W Jerpaaanuu KoMrnoHeHToB DM (cHuxeHue
npoaykuuu T GF-f, MoBbIIIEHUE SKCIPECCUU MATPUKCHBIX METaUIONpPOTEHHA3 —
MMP 6e3 noBeIIeHnst THaHEBBIX HHrHOMTOpoB MMP) [99, 31, 59].

B 80% cnyuaeB BOJIL] oOycnoBieHa OTI0KeHHEM MOHOKJIOHANBHBIX LC K-
tuna (K IV u 1). B otiuune ot AL-amunonnosa LC npu BOJIL] He noasepratorces
OHJOLUTO3Y U OCTAIOTCS (PUKCHPOBAHHBIMU HA MEMOpaHe ME3aHTHOIINTA (a TaKKe
TyOynouuta). Ilpu »TomM kileTka mnpuoOperaeT ¢eHotun MuopudpodiIacTa,
AKCIIPECCUPYET MOJICKYJSIPHBIE MapKephl (O-TJIaJKOMBIIIICYHBIA aKTHH | JIp.),
XapakTepHbIe Uil MUOPUOpOOIacTa, U CTAHOBUTCS MPOIYIIEHTOM BHEKJIETOYHOTO
Mmatpukca (pudposza) B mouke, uro npu BOJIL] coueraercs ¢ CHHTE30M T€HACLMHA,
3aKperuIftoNiero Heooparumocth Grodpo3a B mouke [107, 99, 63, 59].

TyOynonaruyeckue JIETKHE IIEMU HE B3aWMOJICHCTBYIOT C ME3aHTHEM, HO
MOBPESKIAOT KaHAJBIIbI, BbI3bIBAs pa3BuUTHE cuUHApoMa {DaHKOHM WM cast-
HedpomaThy, MOCKOJIbKY THUIEPIPOAYKIIUS JIETKUX IIETEeH CO37aeT Harpy3Ky Ha
MPOKCUMAaJIbHBIC KaHAJBIIbI, IPEBBIMIAIIYI0 CIHOCOOHOCTh IMOCIEIHUX K
peabcopOIu 1 SHIOIUTO3Y. BapraHThl MOBPEXKICHUS 3aBUCIT TaKXKE U OT ILIEJIOTO
psina npyrux (GpakTopoB, BKIIIOYAsi OCOOCHHOCTH JIOKAJIIBHOTO KaTa0om3Ma JIETKUX
ernei, cnenupuyeckne B3auMOJICHCTBUS MOHOKJIOHAJIBHBIX OCIIKOB C TKAaHEBBIMHU

H KJIICTOYHBIMHA KOMIIOHCHTAMHU U XAPAKTECP TKAHCBOT'O OKPYIKCHUS.
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[TomuMo Jierkux uened, MOBpEXIAIUM (AKTOPOM MOTYT OBITh TaKkKe
MOHOKJIOHAJIbHBIE aHOMajbHBIe TsbKenple wenu u 1ensie 1g. CybcrpaTom
MOYEYHOTO TMOBPEXKICHUS SIBIIETCS B OCHOBHOM O0Opa3oBaHUE JEMO3UTOB
MOHOKJIOHAJIBHBIX OENKOB, B Psijie CIy4aeB MEXaHU3M IMOPAKEHUS CBA3BIBAIOT C
AHTUTEIbHOW aKTHBHOCTHIO MAPANPOTEHMHOB MPOTUB TKAHEBBIX ayTOAHTHUTEHOB.
Tak, npu (HCV+)kpuormoOynnHeMudeckoM He(pHUTE YCTaHOBJCHA TPOIHOCTH
WA-TiepeKpecTHOTO UANOTHIIA MOHOKJIOHAJIbHOTO KOMIIOHEHTa KPUOTJIO0yInHA K
(GbuOpOHEKTHHY Me3aHTHaabHOro MaTpukca riaomepyn mouek (Knight G.B. et al.,
2010).

[Ipu peumauBe MOHOKJIOHAJIBHOTO MeMmOpaHo3Horo I['H B moyeunom
tpaHciutantare 1gG3k mposBisieT ce0si Kak aHTUTENO K penentopy ¢Gpocdommasbl
A; [42].

[Ipu C3-MII'H gumerpudeckue MOHOKJIOHAJIbHBIE A-IIEMH  MOTYT
nercTBoBaTh Kak MuHu-aHTUTeNa (AT) kK naruoutopHomy ¢daxkropy H, Benymemy
K 0eCKOHTpOJIbHOM akTuBaruu C3 albTepHATUBHOTO MyTH KOMIUIEMEHTA.

[Tpu MIIT'H ¢ monoknonansueiMu 1gG3 memosutamu 3T0T cyOkiacc mlg
UMeeT YHUKaldbHbIe (U3HKO-XUMHUYEcKHe cBoiicTBa. bmaromapst stomy mlgG3
CTaHOBSITCS BHYTPEHHE HE(PPUTOTeHHBIM (HE3aBUCUMO OT OOBbeMa KIIOHA, €ro
MPOAYLHUPYIOIIEro), Ojarojiaps CHOCOOHOCTH K camoarperauuu uepe3 FC—FC
B3aMMO/ICHCTBHE M TIOBBIIICHHOW CIIOCOOHOCTH K (pukcaruu koMruiemeHTa. M sto
BEIET K AaKTHBAIlMM  BOCHAJIMTENBHBIX  MEIWATOPOB C  MOCHEIyIOIIEH
rJIOMEPYJISIpHONM mponudepanueit, JeUKoUUTapHO WHQUIBTPALMK U PA3BUTHUIO
rIioMepyJaoHepuTa.

He WCKITIOYaeTCs, 9TO MOHOKJIOHAJIbHBIC TIPOTEHHBI MOTYT
B3anMojeiictBoBath kak AT ¢ moka eme He UWICHTHQUIMPOBAHHBIMU
TJIOMEPYJISIPHBIMA aHTUTECHAMMU.

N3-3a manoro o0beMa npeiexamuii B-knetounsiit (ma3MaldTapHblii) KJIOH
IJI0XO  TOABEPraeTCs OdpaJuKalid HW  MOXET pPElUUIUBUPOBATH  TOCTE

TpaHCIUIaHTallUKW IIOYKH, B TO XK€ BpEMsS NOCTHIKCHHC IIOJTHOM IeMaTOJIOTHYECKOM



32

PEMUCCHMHN MOXET CHHU3UTb OTY BCPOATHOCTb MW IPCAOTBPATUTL IIOTCPIO

tpanciuianTara [90].

I'nomepyJionaruu.
1.3.1. AL —amusi0oum03.

AL-amunonsio3 - maronorusi, IJs KOTOPOM XapakTepHa H30bITOYHAS
MPOAYKIMSI aHOMAJIbHBIX JIETKUX LIENEHl C aKKyMYJSIMENd MX B TKAHAX B BHJIC
GubpwiI, Kak CIEICTBUE KIOHAJBHOM SKCHAHCHMU aMHJIOMJAOTEHHOIO KIJIOHA
kieTok B-numdouurapuoit mmHun. Oxono 20% ciuywaeB AL-amunonnosa
aCCOLIMMPOBAHO C MHOXECTBEHHOM MHENOMOW M Oone3Hbto BanbneHcrpema, a
TaKke, B PEIKUX CilydasX, C TaK Ha3bIBAEMBbIMU «CEKpETUpPYIOIMUMU» B-
KJIEeTOYHbIMU  JuMpoMamu. Y  OonbimuHcTBa O07bHBIX (80%) mnpu3HaKU
3JI0Ka4Y€CTBEHHOTO JTUM(ponpoaudepaTuBHOro 3a001€BaHUsl OTCYTCTBYIOT, B TAKUX
cllydasix JUarHOCTUPYIOT mepBuYHbI AL-amumonno3 [5]. Ilpu AL-amuiounmose
MOTYT HaOmoAaThcsi cxoaHble ¢ MM  1UTOreHeTHYeCKHe AaHOMAaluu -
TpaHcnokamus 14q, npeneuust 13q. Otinoxkenwe aMwiougHbix GuOpuUT B
MEKKJIETOUHBIX  MPOCTPAHCTBAX  BHYTPEHHUX  OPraHoB  MNPUBOJUT K
nporpeccupyloneMy HapyuieHuro ux (yHkiuu. [loMumo sierkux memnei B cOCTaB
aMUJIONJa BCEX THUIIOB BXOJAT BBICOKOMOJICKYJISIPHBIA TJIMKOJIU3UPOBAHHBIN
npoteuH («SAP- KOMIIOHEHT aMWIOWJa CHIBOPOTKWY»), amoJunonporeuH E,
KOTOpPBIE TAK)Ke CIIOCOOCTBYIOT POPMUPOBAHUIO (GHOPHILT M UX cTabmin3anuu [1].

[TopaskeHne moyek ¢ MpeodIaTaHueM TIOMEPYISIPHOTO MoBpexaeHus (60—
74% cnydaeB) W pa3BUTHEM HEPPOTUUECKOTO CHUHApPOMA SBISIETCS HauboJsiee
TUMUYHBIM TIposiBieHuEeM. Y 20% O0JbHBIX K MOMEHTY MTOCTAaHOBKH JIMarHO3a yKe
MMeeTCsl XpoHuueckasi noyeyHass HenocrtaroyHocTh (XIIH). [Tomumo moueyHoro

MOpaAXCHHUA 4aCTO Pa3BUBACTCA IMOPAXKCHUC CCpALa U MAKPOTIJIOCCHUA, MOI'YT TaK¥XKC
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BOBJICKaTbCsl Tepudepuyueckas M BEreTaTUBHAs HEPBHAS CUCTEMa, >KEJIYJ0YHO-
KHUIICYHBIA TPAKT, HJIOKPUHHBIC KEJI€3bl, KOXKa, MSATKUE TKAHU, CBEPTHIBAIOIAS
CHUCTEeMa KpPOBH, KIMHHUYECKU ITH TMOPAXKEHUS IPOSBIAIOTCS HEJO0CTATOUYHOCTHIO
KpOBOOOpAIICHHS, HApYIICHUSIMHA pUTMA CepJIa, THUIOTCH3UEH, CHHIAPOMOM
HApYIICHHOTO BCAChIBAHWS, TEMOpPpPArmdeckKuM CHHApOMOM u apyrumu  [20, 11,
12, 23, 24, 25].

Jlnarao3 moarBepKAacTcs Ipu MOP(OTOTHIECKOM HCCIAEAOBAHUH TTOUYCIHOM
TkaHu, a Takxke ciauzuctod JKKT, mogKoKHOW KUPOBOW KIIETYATKUA MEpPEIHEH
OprolmHOM CTeHKH. B 1modke MeTogoM CBETOBOM MHUKPOCKOIHU aMHJIOW]
OOHapyXUBAE€TCS MPEUMYIICCTBEHHO B ME3aHTMU M B CTEHKAaX KamWUIAPOB U
npejcTaBisieT codoi amopdHbIe, 0€CKICTOUHbBIC, C1a00-303MHOMUIBLHBIE MACcChI,
npuodpeTaronue npu okpacke KOHro-kpacHbIM pO30BO-OPAHKEBBIN 1IBET, a MpHU
MOJISIPU3ALIMOHHON MUKPOCKOIHUHU XapaKTepHOE 3eJieHoe cBeTomnpenomieHue. [pu
AJIEKTPOHHONM  MHMKPOCKOIIMM  OTJOXKEHHS aMWIOWJA COAEPk AT XAOTHUYHO
pacrnionoxkeHHbie ¢uOpusuibl 8—10 HM B JauameTpe, B CTEHKax KamuUISIPOB
OTIIOXKEHUS (PUOPUILT MOXKET TPUOOPETATH CIIMKYJIOTIOI00HBIN BH/I.

[IporHOo3 TpW  E€CTECTBEHHOM TCUYCHHH  HEOJAromnpusTeH, MeauaHa
BBDKMBA€MOCTH C MOMEHTa YCTAaHOBKM JuarHosa — MeHee 2 Jer. Tepanusd
HampaBjieHa Ha TNOJABJIICHUE NPOAYKIMM MOHOKJIOHAJIBHBIX JIETKUX IICTei
(MPUMEHSIOTCS  pa3IMYHBIC CXEMbl XUMHOTEpAlMH, BO3MOXXHA BBICOKOI03HAS
XUMHOTEparusi MeliparaHoM C MOCIEAYIONeH TpaHCIIaHTAIMEeH ayTOJOTHYHBIX
CTBOJIOBBIX KJIETOK), a TaKXK€ Ha KOPPEKIMIO0 OPTaHHBIX CHUMNOTOMOB. JleueHue
nuTenbHoe, 3ddekt orcpoueHHbIM. [Ipu olleHKE T'eMaTOJOrHYecKoro OTBeTa
UMEET 3HaueHue KOHIeHTpamus cBoOogubix serkux nereir (FLC), cumkenme
KOTOpOM  TpeamiecTByeT  kiauHuueckomy  sddexry. Ilpu  goctuxeHuu

reMaTosjorudeckoro apdexra S-1eTHssi BEHKMBAEMOCTh OOJIbHBIX cOCTaBisieT 78%.

[5].

1.3.2. boae3nb otio:kenusi jgerkux uemneii (BOJIL), TakeabIX H Jerkux

neneii (BOTJIL), Taxennix neneii (BOTII).
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Kak w npu amwmiongnoit, npu HeammiougHow npenosunuu LC (BOJILY)
B [IOYKAaX MOpa)kaloTcsi KIyOouku, B cBsizu ¢ yeM Hepenko (y 40% OOIbHBIX)
HAOJIOAAIOT Pa3BUTHE MPOTEHUHYPUU HEPPOTUUYECKOTO YPOBHS, KaK 3TO ObIBaET
npu amuiongose [85], Ho B ommume ot AL-ammtonmosa npu BOJIL] moyeunas
HEJIOCTAaTOYHOCTh pa3BHUBaeTCs panblie. B mpotuBoBec amunounaoly npu bOJIL]
oOpa3yloTcs TpaHyJsipHbIE JIEMIO3UTHl C TIEHEPAIU30BAHHBIM TMOpaKECHUEM
0a3adpbHBIX MEMOpaH - BHYTPUKIYOOUKOBBIX M TIEPUTYOYSIPHBIX. YPEMHIO Y
nanueHToB ¢ BOJIL] auarHocTupyloT B cpeHEM B TeueHue 3 JIeT, a yepe3 S5 JieT
oHa HaOJogaeTcs moutu y 2/3 6omnpHbIx [85]. Kak u amunonnos, BOJIL] sBasercs
CUCTEMHBIM 3a0oJieBaHUEM C mopakeHueM cepana (y 21% OonbHBIX), nedeHu (y
19%), cenezenkun (y 8%), mnepudepuueckoir HepBHOW cucteMbl (y 8%).
CrnepnoBatenbHO, 00J1€3Hb NPEICTABIIAET COO0M OOIIETEPANEBTHUECKYIO MPOOIEMY
U, MO-BUJIMMOMY, paclpoCTpaHeHa 0ojiee MUPOKO, YEM MPUHSITO CUUTATh, BBUIY
BBICOKOM 4acTOThI BhisiBIeHUsI MGUS B nomysisiiuy, a TakkKe SKCIIePUMEHTATbHBIX
JIAHHBIX, CBUJETEIbCTBYIOIINX, UYTO MOHOKJOHaIbHble LC peanusyoT cBou
naToreHHeIe cBoicTBa B 85% ciyuyaes [33, 77, 30, 37, 97].

Taxke xak u AL-amwminounos, BOJIL moxer HabmomgaTbCs B OTCYTCTBUH
MPU3HAKOB  3JIOKAYECTBEHHOro  JmmdornpoaudepaTuBHOr0  3a00JIeBaHUs,
MPEACTaBIISsE COOOM CaMOCTOSTEIBHYIO HO30JIOTHUECKYIO (hopMy.

[Tpu mopdonorunyeckomM MCCEeI0BaHUN MMOYEUYHON TKaHW METOJOM CBETOBOM
MUKpockonuu B TUNUYHBIX ciydasx bBOJIL BeisiBisiercss KoHro-HeraTuBHBIM
Y3JIOBOM TJIOMEPYJIOCKIEPO3, n3MeHeHus no turny MIII'H, mHOorna ormeuaercs
oOpazoBanue mnonynyHuid. Ilpu HD ¢ aHTUTENIaMHM K JIETKUM  IIETMSM,
OOHapY>KHUBAIOTCS JIMHEWHO PACIIONOKEHHBIE aMOP(HBIC TPAHYJISIPHBIE JEMO3UTHI
yamie BAOJb Oa3aibHOW MeMOpaHbl KIyOOUKOB M KaHAJBIEB, COACPXKAIIMX
MoHokoHaNbHBIE Jierkue 1ernu (K |, IV u3ortuma), pexke B Me3aHTUU, apTEpUsX,
apTepuoyiax, BEHaX, B UWHTEPCTHIIMM H BIOJb Kancyiael boymena. Ilpwm
AIEKTPOHHON MHKPOCKOIUU JICTIO3UThl HUMEIOT HEDUOPUIUISIPHBINA, 3JIEKTPOHHO-

IIJIOTHBIM MEJNIKOTPAHYJISIPHBIN XapaKTep.
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[Iporuo3 npu BOJIL] B 1nenoM HeOMaronpusTHbIA, © BO MHOTOM 3aBUCHUT OT
HaJIMYMsI BHETIOYEYHBIX JIETTO3UTOB U CTEIICHN HAPYIICHUS (PYHKITUU IMOPAKCHHBIX
OpraHoB. YJyyllIeHHME BBDKHBAEMOCTH YJABAJIOCh JI0OMBATHCA MPUMEHEHUEM
BBICOKOJO3HOM XUMHUOTEPANTUU c MOCIIETYOIIEH TpaHCIUIAHTALUEN

nepudepruIecKuX CTBOJIOBBIX KJIETOK [1].

1.3.3. Kpuorsnooyaunemudeckuii I'H npu kpuornodyaunemun (KI') | u 11
THIIOB.

B 1974 r. J.C. Brout et al. xnaccuduiupoBaiyu KpHOTrJIo0yIMHEMHUIO Ha TPU
TUIIA B 3aBUCUMOCTH OT KOMIIOHEHTOB Kpuomnpenunurara. CorjiacHO 3TOH
kinaccuukanuu, tansl I uw III otHOocarcs k cmemannodt KIT u coctosT u3
MoHokIoHansHOTO IgMK (Tun II) wnam momuxnonansHoro IgM (tum III) co
cBolicTBamMu  peBmatouaHoro (¢dakrtopa (PP) wu aHTUreHa —  OOBIYHO
nojukioHansHoro IgG.

[Tocne unentudukanuu B 1989 r. Bupyca renatura C (HCV) ormedeHa cBs3b
cmemanHoil KI' ¢ HCV-undexuueit. B nacrosimee Bpemst cmemannyto KI' II tTuna
paccMaTpHBalOT Kak crienuduueckuii mapkep xponnueckon HCV-undekmun.

Mopdonornuecku kpuornoOynmuHemuueckuii ['H mpencraBnsier coboii
memOpanonpoympeparuBHbiid (MITTH) / mesanrnokammmspusiii 'H (MKI'H) ¢
MakpodaranbHOii ~ WHOUIBTpAIMEd U XapaKTepu3yeTrcss  yTOJIICHUEM
IJIOMEPYJSIPHBIX 0a3alibHBIX MEMOpaH, WHTpPaKaNWUIAPHOW mponudepanuedn u
HAJIMYUEM B TIPOCBETE KIYOOUKOBBIX KANMWUIAPOB KPYIMHBIX JEMO3UTOB,
CoJIep KaIuX KPUOTIOOYIUHBI — «THATMHOBBIX TpoMOoB». K pazputnio HCV-
accouuupoBanHoro MIII'H npuBoguT oOTI0KEHHE HWMMYHHBIX KOMILUIEKCOB,
cocrosiux u3 IgMk-P® u antu-HCV xnacca IgG B cyOsHIoTenuanbHOM
MIPOCTPAHCTBE U ME3aHTHU KITyOOUKOB IMOYEK.

[Tpu 371eKTPOHHOI MUKPOCKOIIMY YacTO, HO HE BO BCEX CIy4asX BBISBIISIOTCS
MUKpPOTYOYJISIpHBIE WJIM  KOJBIIEBUJIHBIC JEMO3UTHI B CYyOIHIOTEIUATEHOM

IMPOCTPAHCTBE U B BHYTPUIIPOCBCTHLIX TpOM6aX, HHOrga ACIO3WMTEI MOI'YyT UMCTh

GuOpIILISIpHYIO CTPYKTYPY [5].
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BHernoueuHble MpOSBIEHUS BKIIOYAIOT KOXHBIA BAaCKYJIUT (COCYIUCTAs
mypIypa), BOBICUCHHE CYCTaBOB, MOPAKEHUE CIIOHHBIX KeJe3, mepudepuieckon
HEPBHOM cucTeMBbl. Pexxe pa3BUBaeTCs JIETOYHBINA BaCKYJIUT UM (pUOPO3UpYIOIIMiA
QJIbBEOJIUT, BOBJIEKAIOTCS COCYJIbl JKEIyIOYHO-KHUIIEYHOTO TPAKTa, T'OJOBHOIO
MO3ra, KOpOHAPHBIE COCY/IbI.

[IporHo3 ompenensieTcss TSKECTBIO  MOPAXKEHUS  MOYEK, Pa3BUTHEM
MIEYCHOYHON HEJOCTaTOUYHOCTH, CEPCUHO - COCYAUCTHIX U 1EepeOpPO-BaCKYISIPHBIX
OCJIO)KHEHUH, AaCCOLMUPOBAHHBIX C TSDKEJIOM apTepuaJbHOW THUIEPTEH3UEH.
YcnemHas Tepanus OCHOBHOTO 3a00JIEBaHUSI CONPOBOXKAAECTCA CMATMYEHUEM WU
VMCYE3HOBEHWEM  CHUMIITOMOB  KpPUOIJIOOyJIMHEMHH.  Xumuorepanus  B-
auMmdonpoaudepaTUBHON  TUCKpa3UW  MOXKET TNPUBOAUTH K  PEMHUCCHH
HE(PPOTHUYECKOTO CHUHAPOMA U YIYYIICHUIO (QPYHKUUU T[OYEK, YTO CIYXKHUT

IOJITBEPIKJICHUEM MaTOreHeTHYecKor cBsi3u remonatnu u ['H [21, 22, 6, 7, 8, 9,

10, 26, 27, 14, 15, 16, 17, 18, 19, 2]

1.3.4. MuxpotyOyasipHblii (MMMYHOTAKTOWAHBI) TIJ10MepyI0HePPUT

(I'H) ¢ neno3uTaMu MOHOKJIOHAJIbHBIX HMMYHOIJIO0YJIUHOB.

Penkuii BapyMaHT HOpaXEHUsI MOYEK, accoUMUpoBaHHbIM ¢ MI', cBA3aH ¢
BBICOKOOPTAHU30BAHHBIMU  KPUCTAJUIONOJOOHBIMU  CTPYKTYpaMH. Y  OoJbliei
yacTh OOJBHBIX € UMMYHTakTOMAHbIM ['H B CBIBOpOTKE KpOBU BBISBISIOTCA
MoHOKJoHaNbHBIE [gGk wmmm FLC «-Tuma ¢ HapymeHWssMH B CTPYKType
BapualOenbHON YacTu, KpuorinoOynuHeMusi orcyrcTByeT. [Ipu mMopdonoruueckom
UCCJIEIOBAHUM IIOYEYHOM TKAHW TIPU CBETOBOM MHUKPOCKOIHUHM BBISBIISIETCS
MIITH/MKT'H wnun nuddy3nsiii nponudeparuBubiii ['H, B OTAEIBHBIX Coydasx C
OKCTpPAKaNWUIIPHON  peakuumed, a  TakkKe  aTUOMYHas  MeMOpaHO3Has
riioMepyJjonarusi, MHOrga  OOHApY)KHMBAIOT  ATUIMYHBIE  DO3UHO(PUIBHBIC
TMJIMHOBBIE  TICeBIO-TpoMObL. [lpu WD BOosnb CTEHKH TIIOMEPYJSPHBIX
KalWUISIPOB U B ME3aHTMU HAXOAAT IPaHysIsipHbIE AENO3UThl MOHOKJIOHAIBHBIX |Q
yame kiacca G, C3, wim LC, B psane ciydaeB HMIACHTUYHBIE COJEPIKALIUMCS B

KpoBU. IIpyu >IEKTPOHHOW MHUKPOCKONMM OTMEYAIOT BBICOKOOPTraHW30BaHHbBIE
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HEaMUJIOUIHbIE MUKPOTYOYIIsIpHbIE eno3uThl AuameTpoM 10—60 HM, ¢ mpocBeTOM
BHYTPH, PACOJIOKEHHbIEC TapajlieIbHO U 00pa3yIolue MyYKd MPEeuMYIECTBEHHO
CyOsnUTEINANBHO, & TAKXKE CYOIHI0TEINAIBHO, BJIOJIb TJIOMEPYJIAPHON Oa3aabHOM
MeMOpaHbl U B ME3aHTMyMe. Y HEKOTOPBIX TAKUX OOJBHBIX MPHU HCCIEIOBAHUU
KOCTHOTO MO3ra BBISBISIOT MOMYSALUUI0 JUMGOIMTOB, SKCIPECCUPYIOIINX
MOHOKJIOHaNbHbIe |g. KnnHnuecku 3aboneBaHre MPOTEKAET C MPOTEUHYPUEH WUITU
HE(QPOTUUECKUM CHHIPOMOM, MHKpPOTeMaTypuel, apTepHalbHOM TUIEepPTEH3HUEH,
XITH, noMuMO mOYeK MOTyT OBITh 3aTPOHYThl CHHOBHAJIbHBIE OOOJIOYKH, YTO
MPOSIBIISIETCS TSDKENIOM 3po3uBHOM apTponarueit. [IporHo3 HebmaronpusTHbINA, HO

NIPY TIPOBEICHUH arpeCCUBHON XUMHUOTEPAINH yiryqmaercs [5].

1.3.5. IlpoaundeparuBubiii (MemOpanonposungepatuBuniii) I'H ¢

MoHokJoHAAbHBIME 109G (1gG3K).

BapuanT nopaxeHus mouek, KOTOPBIA Hauald U3ydaThCsl TOJBKO B IMOCIETHEE
Bpems. B modeyHON TKaHU BBIABISIIOT JIEMO3UTHI MOHOKJIOHajdbHOro IgG, vy
OTJENbHBIX OONBHBIX, OOBIYHO MPU HamU4uu 1eno3uToB 1gG3K, MOHOKIOHATBHBIN
IgG B cbiBOpoTKE KpoBU HE ompeaensics. [Ipu cBeToBOM MHUKPOCKOIMHM HAXOISAT
MIIT'H/MKT'H wunu nquddy3sbiii nponudepaTUBHBIN TIIOMEPYIOHEPPUT, UHOTIA C
nonynyHusiMu. [Ipu  27IEKTPOHHONH MHUKPOCKOIIMK OTMEUAIOT TpaHyIlspHbIC
AIIEKTPOHHO-TUIOTHBIE ~ JIETIO3UTHI B ME3aHTUH, CYO’HAOTENHAIbHO U
CyOsnuUTEINANbHO, HATOMUHAIOIIME OOBbIYHBIE UMMYHHbIE KOMIUIEKChl. [Ipn D
3TH JIEMIO3UTHI CoiepKat g oJHOrO Ki1acca, MPEUMYIIECTBEHHO UMMYHOTTIOOYIUH
kiacca G(G3), ¢ ogumm Tmmom LC — nubo k, nmu6o A. B 90% caydaes
00HapYKUBAIOT TAKXKE JICTIO3UTHI KOMITIeMeHTa [5].

B naomoaennn Sethi S. et al., (2010) cpean 61 mnammenta y 28 (46%) ¢
nponudepatuBabiMu ['H (nocne uckmouenuss CKB u Bupycusix renatutoB B u C)
BBIABISUICST M-mpoTeH B ChIBOpOTKe KpoBu. Y 20 cpenu 28 (71%)
MOHOKJIOHAJIbHBIE MMMYHOTJIOOYJIMHOBBIE JETO3UThl TAaKOTO € H30TUIA Kak

CBIBOPOTOYHBIH M-nporeuH, ornpe/eseH B riioMepysax npu
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UMMYHOQIIOOPECIIEHTHOM — HccleoBaHuu. M30Tunbel  MOHOKIOHANBbHBIX g
npeactaBisu coboit 19G, pexke IgM u B omHoM cimydae IgA [93, 94].

HaunbGonee wyacro Oonesns mnposiBisuiack A, IIY u  mnodeuHoi
HEJ0CTaTOYHOCThI0, C3 1 C4 — YPOBHH B CBIBOPOTKE KpOBU ObUIH CHUXEHBI Yy 40%
MAI[MEHTOB, YKa3bIBasi HA aKTUBAILIMIO KIIACCUYECKOTO IMyTH KOMILIEMEHTA.

MGUS Obuta Haubosee yactoit (57%) MOHOKIIOHAJIBHON raMManaTuei y 3Tux
NAIMeHTOB, B JApPyrux ciaydasx BeiBIsum XJUI, aumdonnazManutapHyio
muMmpomy/MakporiooyrnHeMuto BanbaeHmrpemMa, HU3KON 3710Ka4eCTBEHHOCTH B-
KJIeTouHyo Jumbpomy, MM. [34, 93].

PerpocniektuBHOE wHccieqoBaHue 37 MAlMEHTOB MpoJii(epaTHBHBIMU
dopmamu 'H ¢ MOHOKIOHANBHBIMH JIEMO3UTaMU TMokazano [81], 4TO
COOTBETCTBYIOIIUNA CBHIBOPOTOUYHBIA M-TIpOTEHH ObUT TOKYMEHTHUPOBAH TOJBKO Y
11 (30%) sTux GONBHBIX, Mpenanoiaras 4To npoiudepatuBabiii ['H MoxeT OBITH
BbI3BaH MaJIbIMM KOJIMYECTBAMU MOHOKJIOHAJIBHBIX Ig — HUXE TOro ypOBHH,
KOTOPBIN ONpEaesieTcs B CHCTEMHON ITUPKYJIISIIUN METOA0M UMMYyHO(HKcaru. Y
1 u3 11 manuMeHTOB MOHOKJIOHAJIbHAs TaMmamnaTusi ObUla OmpenesieHa TOJIbKO
cnycts 3 roja Mpu NPUMEHEHMH Oojiee YyBCTBUTEIBHBIX MeTonoB Freelite u
MYJIbTUTIAPAMETPUUECKON MPOTOYHON ITUTOMETPUUA KOCTHOTO Mo3ra. 32 marfeHTa
B 3TOoM HccienoBanun umenu 1gG-n3zotum: (19G1 — 9 (28.1%), u3 Hux 7 - IgGlx
u 2 - IgGIA, IgG2A - 2 (6.3%) u IgG3 - 21 (65.6%), nuwxe 17-1gG3«k u 4-I1gG3A.
Nmenno  IgG3 MoXeT accouumupoBaThCcsi € OTCYTCTBHEM M-NpOTEMHA IMpuU
CHIBOPOTOYHON UMMYHO(HKCAIIH.

Jledenne He OOCTATOYHO pa3paboOTaHO, pe3yIbTaThl MMMYHOCYIPECCHUBHON
Tepanuu pa3IMuYHBIMH TPYIIIIAMH MIPENapaToB BapuadeIbHbI, OTUYETIUBBIN d(PPeKT
¢ukcupyercss He Bcerma. Ha cOBpeMEHHOM JTamne KPHUTEPHSIMH BKIIOYCHHUS B
rpynny accouuupoBaHHeix ¢ MIT T'H npemgnararor cuurare Haiudue
TJIOMEPYJISIPHBIX MOHOKJIOHAIBHBIX eno3uToB (ogHoro cyOkiacca IgG u ogHOro
U30THIIA JICTKUX LEeMei), TpaHy/SIPHOTO XapakTepa TMpH  SJICKTPOHHOM
MUKPOCKOIINH, C SHAOKAMWUIAPHONU mponudepanueil 1 yepTramu, XapakTepHbIMU

st MIITH wimu MH, B otcyTcTBUM Kprormodymmaemun [81, 97, 37, 54, 90].
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1.3.6. C3-rnnomepynonedpur, 60J/1e3Hb «IJIOTHBIX A€MO3UTOBY.

C3-rnomepynomnatusi ~ Kak  oThedbHas — Mopdonoruueckas — Gopma
XapaKTEpU3yeTcs, NPEXKIe BCEro, OTIOKEHHEM B CTpykTrypax mnoudek C3
KOMIIOHEHTa KOMILUIEMEHTA MPH OTCYTCTBHH JCTIO3UTOB MMMYHOTJIOOYIHUHOB, 3TO
OTJINYAET C3-rnmomepyrnonaruro oT MeMOpaHonponnudepaTUBHOTO
riomepyioHegpura | tuna, Ui KOTOPOro TUIUYHO OJHOBPEMEHHOE BBISBICHHE
C3 u Ig. Beigenstor ase ¢popmber C3-MIIT'H/MKI'H: Gosie3Hb MIOTHBIX AETTO3UTOB
(DDD) u nnunonaruueckuii C3-riomepynonedpur [4].

OCHOBHBIM  JITMarHOCTHYECKMM KputepueM DDD  sgBasrorcs Haxoaku
JICHTOBUAHBIX  JE€MNO3UTOB  MOBBIIIEHHOW  3JIEKTPOHHOM  IUIOTHOCTH B
rIioMepyJsipHoi O6a3anbHOM MemMOpaHne, karcyie boymena, TyOynsipHoi 6azanbHON
MeMOpaHe TpH 3JIEKTPOHHOM MuKpockonuu. Haumbomee wyacTto B cocTaBe
JIETIO3UTOB  OOHapykuBalOT  (C3-KOMIOHEHT KOMIUJIEMEHTa IO  JIaHHBIM
UMMYHO(DIIOOPECHEHIIMN, HO COCTaB IUIOTHBIX JEMO3UTOB BO MHOTMX CIIydasx
OCTAE€TCs HEBBIICHEHHBIM. XapaKTepHbIMU i1 mnauueHTtoB ¢ DDD  susroTcs
HayvaJo 00JIe3HU B BUJI€ HEPPUTUYECKOTO CUHIPOMA U TUIOXOM MPOTHO3 - pa3BUTHE
XIIH yepe3 2—4 rojma y MOJOBUHBI TManueHTOB. [[pyroit ocobennoctsio DDD
SABJISIETCS MIPAKTUYECKH 100% BO3BpAT TAHHOU NaTOJOTUN B
TPAHCIJIAHTUPOBAHHOW MOYKE B CpeHEM uepe3 9 mecsleB, yacTo eie OwbicTpee,
yKa3blBaeT HA HaJW4Me UUPKYJIUPYIOUIEro mnoBpexaatroniero (akropa. Xors
npupojia 3Toro (akropa (MMMYyHHas WM HEUMMYHHasl) HE SICHA, I0IyCKAloT, YTO B
pe3yJsbTare NEPBUYHOU aKTUBALIUU KOMILJIEMEHTA oOpasyercs
MeMOpaHaTakytouui komiieke (C5b-9), kotopsiil u nospexaaer bBMK.

Cunraror, 4yro  u30bITouHas axkTuBamuss C3 cBs3aHa C HapylIeHEM
aktuBHocTh  (C3-koHBepTasbl, Koropas perynaupyercs C3-HeppUTHUECKUM
bakTopom, sBistoIMMCS 10 cyTu aytoanturenom IgG. Hedputuueckuii daxrop,
CBA3BIBAsICh C HeOaHTUreHoM Ha (C3-KkoHBepTase, JenaeT €€ PE3UCTEHTHOM K
neiictBuo mHruOutopHoro gakropa H, mpucyrctBue Heppuruueckoro ¢akropa

u/umn  aebunut Gaktopa H (Myramus reHa, HanmWuuMe aHTUTEN) BEAYT K
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OCCKOHTPOJBHOM AaKTUBALIMM KOMIUIEMEHTa MO aJbTEPHATUBHOMY IyTH, C
HepoctatoyHor ero mHaktuBanueil. AT k C3-kouBeptaze (C3-nedpurnueckuii
dakTop) ObUIM OOHApPYKEHBI y 7 wu3 9 mnanuentoB (78%) C3-I'H,
aCCOMMPOBAHHOM C MOHOKIIOHAJBbHOM TaMMalaTued, MNpeanojaras, 4ro
MOHOKJIOHaNbHBIE [g wMoryt peiictBoBath Kak C3-Hedpurnueckuid (HakTop
YcTaHOBIEHO Takke, 4YTO MOHOKJIOHaNbHbIE A-LC BBI3BIBAIOT HMHTUOUIUIO
¢dbynkun gakxropa H. [95, 106, 96].

Nmeromuecs: HaOJIIOACHNS CBUIETEIBCTBYIOT B T0JIb3Y TMIIOTE3bI O 3HAYCHUU
B maroreHesze DDD  ornoxenwmii  merabomutoB C3 B pe3ynbrare
MPOTEOIUTAYECKOr0 ero paspyuennus Ha ['BM. OaHako 10 HaCTOAILIETO BPEMEHU
TOYHO HEU3BECTHO, OTBETCTBEHHBI Jin OTioxkeHus ¢parmentoB C3 B I'BM 3a
(GbopMHpOBaHKE IUIOTHBIX JAEMO3UTOB, WIHM IUIOTHBIE JIETIO3UTHI MPEAIIECTBYIOT
OTJIO)KEHHIO KOMIUIEMEHTa. Takke 10 CUX MOp HEMOHATHO, IOYEMY Y HEKOTOPBIX
MalMEHTOB C HEPEryJIHPYEMON AKTHUBAIMENW KOMIUIEMEHTA MO aJlbTEPHATUBHOMY
nyTH pazsuBaercs DDD, a y npyrux — atunnunbii ['YC u npyrue riomepysissipHbIe
3a00JIeBaHUS.

Servais A. et al. (2012) npoaHaaM3UpOBAIM POJIb TNPHOOPETCHHON U
TF€HETUYECKOW aHOMAJIMM KOMIUIEMEHTA B KOropre nu3 134 B3pOoCIbIX NallMEHTOB U
nerei, u3 KOTOpeIX 29 wumMenn O0J€3Hb IUIOTHBIX JICTIO3UTOB, 56 —
riioMepynoHedpuT ¢ uzogupoBaHHbIMH (C3-menosutamMu U 49 — NEepBUYHBIN
MIIT'H/MKTH I-ro tuma. B oOmieit crnoxkHoctr y 53 manueHToB ObUT HUZKUN
ypoBeHb C3 1y 65 — MONOKUTEIHHBIN HEPPUTUUECKHUHN (PaKTOP, TOCTOBEPHO YaIlle
BBISBJISIOIIUICS Yy OOJBHBIX ¢ OOJIC3HBIO TJIOTHBIX JEMO3UTOB, YeM MPU JIPYTUX
THCTOJIOTHYECKUX Tunax [92, 4].

B na6mronennn Sethi S. et al. (2010) cpenu 14 manuentor ¢ DDD B Bo3pacte
40 net u crapue, 10 (71%) umenu comyrctByromui nuarno3 MGUS, y 6 u3 10
(60%) manuenToB Habmomanack nporpeccust B XbIT u y 1 (10%) — peuuaus B
MOYEYHOM TpaHCIUIaHTaTe. B yka3aHHBIX ciy4asx, HU3KUE ypoBHM ¢akropa H,
Hanuuue ayTo-AT unu renerndeckas ocHoBa (H402 annens KOMIIEMEHTapHOTO

daktopa H) Opmm  ompenmeneHsl. OTO  MOATBEPXKIAaeT  CIIOCOOHOCTH
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MOHOKJIOHAJBHBIX g nelicTBoBaTh kak aHTu-hakTop H AT, pesynbTupysice B
aKTHUBALIMIO albTEPHATUBHOIO IMyTH KoMiiemeHTa u pazsutrue DDD. Ilpu stom 5
MalMEHTOB MMEIIA MNPOrPECCUI0 K TEPMHUHAIBHOM CTaauud B Iepuoi Ookono 47
MECSIIEB HECMOTPS Ha XUMHOTEpAINHIo Yy 4 marueHToB [94].

[Ipu wu3yuenun 32 cnyyaeB C3-I'H B xnmuHuke Maiio ObUT 0XapakTepu30BaH
npemnexanuii kioH kiaetok: 10 (31%) umenu MOHOKIOHAIBHBIN [g B ChIBOpOTKE.
Cpenn Hux y 9 manmentoB. y 5 BeisiBaeHa MGUS, y 1 —XJIJI u y ocranpHbIX 3
MalMEHTOB aHOMAJIbHbIE KJIOHBI. Ba)XHO, 4TO y ManMEHTOB, KOTOPBIE MOIydYalu
TEpaInuio, HaIPABJIEHHYIO HA PaJIUKALNI0 MOHOKJIOHAJIBHOTO MPOsi(epaTUBHOTO
npolecca, HaOIIOJaN0Ch 3HAYUTENbHOE CHIDKEHHE reMarypun U IIY n

crabmm3aiuio ¢pynkmnuu [36, 105].

1.3.7. AccounupoBaHHasi ¢ MOHOKJIOHAJbHbIMHU Jerkumu uensimu (LC,
o0b1uH0 kK1) mpokcumanbuHas TtyOyjaonmatusi (LC cunapom ®@Dankonm C

KPHCTAJJIAMH).

Bozaukaer y 30% OonpHBIX ¢ MOHOKJIOHaNbHBIMH LC BceneacTBue wux
TOKCUYECKOTO  BO3JICUCTBHS HAa  KIETKH  TMPOKUCMAJIbHBIX  KaHAJBIIEB.
Monoxknonansubie LC obnagator narubupytomeit cnocodoHocteio k K-Na AT®-
a3e KJIETOK KaHAIBLEBOTO OJMHUTENUS, UYTO TMPUBOAUT K HaPYUICHHUIM
peabcopOIMOHHON (DYHKIIMM MPOKCUMAJIBHBIX KaHAJBIEB C PA3BUTHEM CHHIPOMA
daHKOHHU. Knunnueckue TPOSIBIICHUS: KaHaJbIeBas POTEUHYPHS,
HOPMOTJIMKEMUYECKass TJIFOKO3YpHs, amMuHoamuaypus, docdaTypus, a TakKe
IPOKCUMAJIbHBIA PEHANBbHBIN TYOYJISpHBIA alua03, BO3MOXHO THIIOKAIHEMHS,
runodocharemusi, runoypukemus. ONucaHbl TaKXke ciaydan AUCHYHKIUN Kak
MPOKCUMAJIBHBIX, TaK U JUCTANTBHBIX KaHAIbIEeB. CHMKEHUE KOHIICHTPAIIMOHHON
CIIOCOOHOCTH W peadcopOIMu HATpHUs MOXKET NPUBECTH K ACTHApPATAIMHU, YTO
YBEIMYHMBACT PHUCK Pa3BUTUS [HWIWHAPOBOM HeppomaTHu W TOYCYHOM
HEJOCTATOYHOCTH.

[Ipu wmopdonoruyeckoM MCCIENOBAHUM  BBISBISAIOT — KPUCTALIIMYECKUE

(urompyatoit  ¢Gopmbl) GubpuIo-ooOHBIe BKIOWeHHs LC B snurtenuun
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MPOKCUMAJIbHBIX KaHalbIEB M TyOyisipHas arpodusi. OOpazoBaHUE KPUCTAIIIOB
CBA3BIBAIOT C BKJIOUEHHEM B KIETKM MPOKCHMAJIBHOIO TYOYJISIPHOIO SMHUTENIUS
Vkl cyoruna LC, B KOTOpbIX HMEETCs 3aMeHa aMUHOKUCIOTH B 30 mo3unuu
BapuabenpHOU mopiuu. Takue LC pe3nCTeHTHBI K MPOTEONU3Y W TMOITOMY HE
MOJIBEPraroTCs SHAOLUTO3Y U AErpafalii B KJIETKaX NPOKCUMAIbHBIX KaHAJIbLIEB.
Jleuenne BkrO4aeT B cebs  OoppOy € TUNOrMaparanuer, KOppeKIUIo

MeTaboTMYecKoro aru103a u runodocdaremun, u xumuorepanuio (XT) [5].

1.4, 3akarouenue.

MoHOKIOHaTpHAsT TaMMaraTusi 10 COBPEMEHHBIM TPEACTABICHUSM 3TO
pe3ysbTaT TUMEPHPOAYKLIMHA OJHOTO MAJlOro KJIOHa KIETOK B-nmuMmdouurtapHoii
JTMHHH.

MOHOKJIOHAJIbHOM TramMmanaTthei HeompeneneHHoro 3Hadenus (MGUS)
0003HAYaIOT COCTOSTHUE, NPU KOTOPOM MOHOKJIOHAIbHBIA MPOTEUH HAXOIAT B
KPOBHU C MOMOUIBIO CTAHJIAPTHBIX JTAOOPATOPHBIX TECTOB B KojudecTBe MeHee 30
/11 (MPY OJUTOCEKPETOPHBIX BapruaHTax MeHee 15 1/11) mpu OTCYTCTBHHM KOHEYHBIX
opranHeix Tmopaxkenuii - CRAB-kputepueB (runepkaibliueMusi, TMOYEYHAS
HEJOCTAaTOYHOCTh, aHEMUs, MOPAKEHUE KOCTEH), XapaKTEpHBIX Al MHEITOMHOMN
00JI€3HU U JPYTUX aCCOLMUPOBAHHBIX B-KIETOUHBIX OITyXOJIEH.

Tepmur MGUS 6bu1 BBenen B 1978 romy R.Kyle m ero rpymmoit mis
OTTpaHWYCHHUs] ~ OT  TOHATHS  «J00pOKauecTBEHHAs  MapanpoTEUHEMUSD)
Waldenstrom’a (1960 roj), mockoJibKy Ha OOJIBIIIOM KJIMHHYECKOM MaTepuaie -
okoio 1400 dYeaoBEK «aCMMITOMATUTHYECKMX» Ha MOMEHT HCCJIeIOBaHUS,
OTMETWJIM CpeAM HHUX OoJjiee BBICOKUM, YeM B OOIIeH MOMyJsSIUU, PUCK PA3BUTHUS
OVert-remMaToJorM4ecKux CEKPETHUPYIOIIMX OMyXOJiel ¢ 4acToTord okoso 1-2% B
rof. JaneHelmee uszydyeHue mnokazano, yto MGUS moxHO paccMarpuBath He
TOJIBKO KaK IMPEelIOoMyX0JIeBO€ COCTOSTHUE, TPAKTUUECKH BCEria MpeAecTBYOIIEe
pa3BUTHIO MHOXKeCTBeHHOW Mmuenombl (MM), Gonesnn Waldenstrom’a (Wm) wu

JIPYTUX CEKPETUPYIOIIMX HEOIUIa3M, HO U KaK OOIIeTepaneBTHUECKYIO TPOooIeMy.
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HoBbiM HampaBieHueM B M3y4eHUHU 3a00JI€BaHUN HEOMYXOJIEBOW MPUPOIbI,
accouuupoBanHbix ¢ MGUS, cranm, B mepByio ouepenp, MOPaKEHUS MOYEK —
opraHa, 4epe3 KOTOPBIM OCYIIECTBIISIETCS KIMPEHC MOHOKJIOHAJIBHBIX OEIKOB,
BKo4ast cBoOomubie Jerkue 1ienu  (FLC), BBIABIAEMBIX €  TOMOIIBIO
IPEII0KEHHOTO B nocieaHee BpeMsi BBICOKOYYBCTBUTEIHHOTO
TypOoauMeTpudeckoro  meroma  Freelite.  BaknocTh  3TOW  mpoOJIeMBI
nouepkuBaeTcs BBeeHreM B 2012 roay TepMuHa 111 00bETMHEHHS CBSI3aHHBIX C
MGUS riomepynomatuii ¥ TyOyJomaTuii - MOHOKJIOHAJIbHAs TaMMaraTus
penanpHoro 3HadeHuss (MGRS). Cpeau paznuusabix QopM THOpa)keHUs MOYEK,
BXOJSIIIINX B 3Ty TPYIITy, OOJIBIIOE BHUMAHHUE B TOCIEIHUE TOABI YIEISIIOT
u3ydeHuto memOpanonponudepatuBHoro riomepyiaonedpura (MIITH), uwacro
pedpakTepHOr0 K CTaHAAPTHBIM CXeMaM HMMYHOCYIIPECCHBHOW TEpaIuu.
AKTyanpHON siBIsieTcs MpoOiemMa pa3pabOTKH anropuTMa oOcCIeOBaHUS 3ITOU
Kareropun OOJNBHBIX JUIsl  yiaydiieHus JudQepeHrnalbHON TUAarHOCTUKU U
00OCHOBaHHUsI HOBOTO TMOAXOJa K TapreTHOW Tepamuu Yepe3 BO3JACUCTBHE Ha
Majblii  B-KI€TOYHBIM KJIOH, CEKpPETUPYIOIIMNA MOHOKJIOHAJIbHBIE O€IKU C

He(pONaTOreHHBIMHU TOKCHUECKUMU I heKTamu.
I'nasa Il.

MaTepI/IaJIbI N METOABbI HCCJICAOBAHUSA.

Ha mnepBom »JTame wuccienoBaHUs TMPOBEACH PETPOCIICKTHBHBIA aHAIIN3
uctopuii 6one3an 20402 GOMBHBIX, TOCMUTATU3NPOBAHHBIX B PA3HBIC OTICICHUS
Knunauku Hedposiornu, BHYTPEHHUX M NPO(PECCHOHANBHBIX 3a00JIEBAaHUM  HM.
E.M. TapeeBa YKb Ne3 Ilepsoro MIMY wumenu .M. CeuenoBa MuH3apaBa
Poccun (CeuenoBckuii YHuBepcutet) B niepuoa ¢ 2013 mo 2016 r.r. (3a yeThipe
rojia), cpeau KoOTopeix oToOpamu 11392 GoyibHBIX, y KOro OBLT BBIOJTHEH
anekTpodopes 6enKkoB CHIBOPOTKH KpoBH (DD) U Mo moKa3aHUsIM APyrrue METOJbI
U3ydeHus OEIKOBBIX (QpaKiui KpoBu (M Moun) — uMMyHoduKcaius (D) u meron

OTIpe/IeTICHUs] CBOOOIHBIX JieTKHMX Iereld mmmyHoriooynuHoB — FLC (Freelite),
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JUIsL ONpeJesieHUus] CpeAHEeW 4YacToThl BhIABIECHU MI' cpeau TepaneBTUYECKUX
OOJBHBIX M YTOYHEHHUS MPOQPUIS TEPANEeBTUUECKON MAaTOJOIMH, COYETAIOIIEHCS C
MI'.

Cpenu OONBHBIX HE(POIOTUYECKOTO NPOGUIs, KOMY BBIIOJHEHBI BCE
UCITIOJIb30BaHHbIE MeTO/bl HccienoBaHusi MIT mpoBeIeHO COMOCTaBIEHHWE 3THX
METOJIOB C OIPEJEICHUEM UX TUATHOCTUUECKOM IIEHHOCTH.

JInst pelieHust MOCTaBIEHHBIX 3a/1a4 UCCJEI0BAHUS CPAaBHUBAIM JIBE TPYIIIIbI
OONbHBIX C BbIIBIEHHOM MI: rpynma 1, B KOTOpyH BOLLIM OOJbHBIE
HEHEPPOJIOrHUECKOro Npouiast U3 TenaToorHYeckoro, MyJbMOHOJIOTHYECKOTO,
PEBMATOJIOTMYECKOTO U TEPANEBTUYECKOr0 OTIEICHUM, U rpymnmna 2 — OOJbHBIE C
HEOITyXO0JIEBBIMU 3a00JIEBAHUSMU MOUYEK U3 HEPPOPIOTUYECKOTO OTACICHUS, KaK

OCHOBHas rpymnra.
11.1. MeToabl HccIeT0BAHUS.

Bce manueHTsl, BKIIOYEHHBIE B UCCIIEI0BaHUE, ObLIN 00CIIEI0BaHbl COTJIACHO
IJIaHy, MPUHATOMY B pa3HBIX OTACICHUSX KIWHUKA B COOTBETCTBUU C €r0
npopuiem. OOmieKIMHUYECKOe 00CIeI0BaHUE BKJIIOYAIO H3YYEHHE HCTOpUM
OoOJIe3HNW ¢ aHaJIuM30M >Kalo0, aHaMHe3a, HaCTOSIIEro cTaTyca OOJIBHOTO,
MHCTpYMEHTaNbHBIX (peHTrenorpadus, KT opraHoB rpyiHON KJIETKH U OpIOIIHON
nosioctu, DXO-KTI', Y3U, V3T cocynoB mouku) u J1aOOpaTOPHBIX TMOKa3aTesen
(oOmrre aHaMM3bI KPOBU M MOYH, OMOXMMUYECKHE U UMMYHOJIOTUYCCKHE aHATN3bI
KPOBH).

st Bepudukanuu quarsoza MM u npyrux B-nmuMdoxineTodnsix omyxoseit
MPOBOJMIIN MYHKIIMOHHYIO OUOIICHIO U TPENaHOOUOIICHIO KOCTHOTO MO3Ta, Y YaCTH
OOJBHBIX ¢ UMMYHO(PEHOTUITUPOBAHUEM.

Jlnst omleHKM JAeCTpyKIuu (Mu3uca) KocTel - BaxkHoro kommoHeHnta CRAB-
cugapoma npu MM, npumensnu pentreHorpaduto, KT u npu HeoOXogumocTu
MPT kocren.

Y OonpHBIX Trpynmnbel 2 (Hedposorumueckoro mnpoduiifa) KIMHUYECKOE

o0cieoBaHle MPOBOIUIIM IO MPUHATOMY B HEPPOIOTMUECKOM OTEICHUH TIIAHY:
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U3yYeHUE aHaMHe3a, OCOOCHHOCTEeW TEYEeHHs] U KIMHUYECKOW CUMITOMATHUKU
3a0onieBaHus, OOIIEr0 aHalaM3a KPOBM M MOYM, OIpPEACICHUE CYTOYHOU
nporeunypun (CIIY), uccnegoBanue Moyd 1O 3UMHHUIKOMY, OMOXMMHUYECKOE
uccienoBanne kpoBu Ha ammapare «Hitachi» ¢ ompenenenuem ypoBHS
CBIBOPOTOYHOTO KpeaTWHHHA, o0mIero 0enka, anbOyMHHA M IPYTHX MOKa3aTeneil;
(GyHKUHMOHATIBHBIE TMOYEYHbIE TPOOBI B MEKKIMHUYECKONM OHOXUMHUYECKON
naboparopun Knunuueckoro nenrpa llepporo MI'MY  umenun .M. Ceuenona
Mun3znpasa Poccun (CeuenoBckuit YHupepcurer). CKOpOCTh KIyOOUYKOBOM
¢unbrpanuu (CK®) onpenensian Mo KIMPEHCY SHAOTEHHOIO KpeaTuHUHa (1mpoda
PebGepra-TapeeBa) u  pacuetHbiM MetonoM 1o  ¢opmyne CKD-EPI.
YapTpa3ByKOBOW METOJ HM3Y4YEHHUs MOYEK C OLEHKOM HMX Pa3MEpOB M TOJIIVHBI
NapeHXHUMBbl, a TaKXK€ JPYrMe MHCTPYMEHTAJbHbIE MCCIEIOBAaHUSA MPOBOJMUIN Ha
0a3e KJIMHUKU HEe(POIOTUM, BHYTPEHHUX U MPOPECCUOHATIBHBIX 3a00JE€BaHUI UM
E.M.TapeeBa. Y 6onpHbix ¢ XI'H BoImOmHSIM HEedpoOUOIICHIO C  ONpenesieHueM
Mopdosoruueckod  (Gopmbl  HeppuUTa  OpU  CBETOBOM  MHUKPOCKOIIUH,
UMMYHO(DITIOOPECHEHTHOTO U 3JEKTPOHOMHKPOCKOMUYECKOIO0 H3Y4YEHHsI TKAHU
nouku Ha kadenpe matosoruueckor anaromuu llepporo MI'MY wumenun U.M.
CeuenoBa Mun3npasa Poccun (CedyeHOBCKMI YHUBEPCUTET) [.M.H.
npodeccopom B.A. BapmmaBckum.

Y  OOJABHBIX C  KPHUOIVIOOYJMHEMUYECKUM  TJIOMEPYJIOHEPPUTOM,
ACCOLIMMPOBAHHBIM C BHPYCHBIM renaTutoM C, NMPOBENEHO BHPYCOJOTHYECKOE
UCCIIEIOBaHUE — OmpenesieHrne MapkepoB Bupyca remaruta C (anturena, HCV-
PHK, reHotun u BUpycHast Harpy3Ka).

JUis BbAENEHUS LUPKYJIUPYIOMIUX KPHOIJIOOYIMHOB B CHIBOPOTKE KpPOBHU
ucnonb3oBaan Meroauky R.Pellicano (1999): chavana kpoBb OTCTamBaiu B
teueHue 2 yacoB npu 37°C u neHTpuyrupoBajiv AJig MOJYYEHHUS] CHIBOPOTKH B
teuenue 10 munyTt npu 3000 06/mMuH, 3aTeM CHIBOPOTKY MHKYyOUpoBayu npu 4°C B
TeYeHUue 7 CyTOK, 0Opa30BaBIIMMCS OENKOBBIM MPEUUNUTAT LEHTPUPYTrHpOBAIU

npu Toi ke Ttemmneparype 4°C B Teuenne 20 MuHYT. BenmmuumHy KpHOKpHTa
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onpecAcsAiIn 110 OTHOIICHHUIO OCAXKIACHHBIX KpI/IOFJIO6y.]II/IHOB K O6H.I€My O6’b€My

CBIBOPOTKH U BbIpAXXaJIX B IIPOLICHTAX.

Taomumna 1.
MeTtoab! ucciaenoBaHus 60J1bHBIX MHOTONIPO(UIBHOTO CTAIIMOHAPA
HeHedposiorndeckoro (rpynmna 1) u HedpoJsrorudeckoro (rpymnmna 2) npopuis,

HalpaBJeHHbIX Ha BbiaBJeHue MI'.

Mertonsl uccineq0BaHus I'pynma 1 I'pyrmima 2
(n=61) (n=113)
OOLIEKIINHIYECKHE METOABI UCCIIEIOBAHUS 10 61 113

IJIaHy, IPUHATOMY B KaXKJOM OTJICJICHUU
CTallMOHApa COITIACHO €ro MPoQuIIIo
Metonp! BeigBieHUSI MI

» Onekrpodopes (OD) GenkoB OCIIKOB 61 113
CBIBOPOTKH *

» Onekrpodopes (OD) 6enkoB Moun™* 20 90

» DOnekrpodopes ¢ UMMyHODHUKCAITHCH 28 105
(D) GenkoB cbIBOpOTKU™ *

» Onekrpodopes ¢ UMMyHODUKCAITHEH 20 90
(D) 6enkoB Mmoun™*

» OmnpeneneHue CBOOOIHBIX JIETKUX IETICH 28 97

uMMyHOTI100ynuHOB — FLC
TYpOUAMMETPHYECKUM METOJIOM
Freelite**

*Uccnedosanue GubINOIHANU 6 MeNCKIUHUu4eckou aabopamopuu Knunuueckoco
yenmpa Ilepsoco MI'MY umenu U.M. Ceuenosa

**Uccnedosarnue 8blnoHAIU 8 1abopamopuu 2ymopaibHo2o ummynumema PI'BY
«HayuonanvHulii MeOUyuHCcKUll uccie008amenbCKull YeHmp 2emMamonocuuy
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11.2. Metoanl uccaenoanusg MI'.
11.2.1. MeToa P Ge kOB CHIBOPOTKH KPOBHM U MOYH.

Bcem 6osbHBIM Tpynmibl 1 u 2 ¢ MIT (Tabi. 1) 6611 ipoBesieH anekTpodopes
(OD) 6enkoB CHIBOPOTKH KPOBH, KOTOPBIM BXOAWI B OO0S3aTENbHYIO IMPOrpaMMy
OMOXMMHUYECKHUX HCCIEAOBaHMM, y yacTu Takxke D@ OenkoB mouu. MccienoBanue
BBINIOJIHSJIA B MEKKJIMHUUYECKOW OMOXUMUYecKoil nadoparopun KimHuyeckoro
uentpa Ilepporo MI'MY  umenn U.M. CeuenoBa MuH3npaBa Poccun
(CeuenoBckuii YHuBepcuteT) (3aBenyromas jgabopaTopueii — Bpad KIMHHYECKOM
7abopaTOpHON  TUAarHOCTHKW  BbIcIIeW  kateropuu  TyrapunoBa ['anuna
BukTopoBHa) Ha aBTOMATHYECKOM NPUOOpE Ui TPOBEACHUS KaMWLIPHOTO
anekrpodopesa oenkor Capillarys (Sebia), ¢ ucmonbp30BaHKEM CBEKEH CHIBOPOTKU
KpOBH, IOJly4eHHOU HeHTpudyrupoBanueM npu 1000 o6/muH.

Bricokass 3(p(}EeKTUBHOCTL M CKOPOCTh paboThl mpubopa oO0yCIOBICHA
MPUMEHEHUEM KaMMIIJIIPOB, KOTOPbIE 00ECIICUNBAIOT pa3/ieieHue GppaKkiuii OeIKoB
3a cueT KanmwUBIPHBIX 3(G(EKTOB U MTHOBEHHOW JACTEKIIMH OENKOBBIX (hpakiuii
MpU MOPOXOXKIECHUU CHIBOPOTKH YE€pEe3 CBETOBOM IYYOK BEKTOpA HCTOYHUK -
dboTtonmoa miuHON BoaHBI 200 HM B KaTOJHOM YacTH Kamujuisipa. DTa Mmpoieaypa
MO3BOJISIET OTKa3aThCsl OT dTalla MNPUTOTOBJICHUSA Teled M UX MOCIenyrouiei
dbuKcalMi W OKpPAaCKH; 3HAYUTENbHBIM (DAKTOPOM YyCKOpeHHUs dJeKTpodopesa
ABJIIETCSl TaKXe€ MPUMEHEHUE BBICOKOTO HAMpPSDKEHUS AJIEKTPUUECKOro TOKa, K
KOTOPOMY PE3UCTEHTHhl Kamwuigpbl. (OJIHOBPEMEHHO ammapar MPOU3BOJIUT
KOJJMYECTBEHHYIO OIICHKY (pakimuu OENKOB, YTO TPH HU3BECTHOM IOKa3aTele
oOmiero Oenka MO3BOJSET PacCUUTATh U A0CONIOTHBIE 3HAYEHUS ATUX (PpaKIUH.
Baxxnoe 3HaueHue niist moBbIeHUS 2(h(PEKTUBHOCTH METO/IA SBISIETCS TO, YTO MPHU
HaJUYUU TIOJO3PUTENIHLHBIX B OTHOIIEHUHW M-rpajgueHTa OENKOBBIX (Ppakiuii,
CBIBOPOTKHU OOJIbHBIX MCTOIIATN aHTUCHIBOPOTKAMU K TOJI03PUTEIIBHBIM (hpaKIusaM
UMMYHOTJIOOYJIMHOB, YTO TPOSBISJIOCHh HWCYE3HOBEHHEM M-TpaaueHTta mnpu

MOBTOPHOM 3JIeKTpodopese.
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11.2.2. Metog U® GejikOB CbIBOPOTKH KPOBU MU MOYH.

BonbmMHCTBY OOJIBHBIX TPYHIBI 2 U YacTH O0JbHBIM Ipymnmbl 1 (Tadm. 1) mo
NOKa3aHUsAM IPOBEJEH AJIEKTpodope3 OEIKOB CHIBOPOTKM U MOYU C
ummyHopukcauuer (U®). UHccnemoBanwme BuIMONHsUIM B Jaboparopuu
IryMOpajabHOr0O HMMyHHUTeTa @DenepallbHOTO TOCYJAapCTBEHHOIO OIOKETHOTO
yupexaenusi «HamumoHanpHOTO MEAMIIMHCKOTO HCCIIEOBATEIbCKOTO IIEHTpPA
remarojorun» MuHHUCTEpPCTBA 3apaBooxpaHeHust Poccuiickonn denepanmu. i
BBISIBJICHUSI CEKPELMHM MOHOKIOHAJIBHOTO HMMMYHOTIJIOOYJIMHA  HCCIIEIOBAIN
00pasIbl CHIBOPOTKH KPOBH M 24-4acoBOW KOHIIEHTPHUPOBAHHOW MOYM METOJOM
anekTpodopesa B reje arapo3bl U UMMyHo(pukcauuu. KoHueHTpauuioo u TUll
mapanpoTernHa B CBHIBOPOTKE KPOBH W MOY€ OLEHHUBAIM  COTJIACHO
CTaHJAPTU3UPOBAHHBIM MPOTOKOJAM C HMCIOJIh30BAaHUEM amMapaTHOW JHWHEHKH,

BKJTIOYAFOIIIEH METOJT KallMILISIPHOTO 3JekTpodopesa Ha anmaparax «Sebiay.

11.2.3. Metox Freelite (MeTox onpenejieHnsi CBOOOIHBIX JETKHX IeMel B

CbIBOPOTKE KPOBH).

BonbHBIM ¢ MOpaxkeHueM modvek (rpymnmna 2) B 1a0OpaTOpuu ryMOPabHOTO
uMMyHHTeTa DenepalibHOTO TOCYJAapCTBEHHOIO  OIOKETHOTO  YUPEXKIACHHUS
«HannoHanbHOTO MEIUITMHCKOTO HCCIIEI0BATENLCKOTO IIEHTpa T'eMaTOJIOTHI)
MununcrepcTBa 3apaBooxpanenus Poccniickonn denepannu ogHoBpeMeHHO ¢ D
OPOBOAMIM  KOJUYECTBEHHYIO  OLEHKY  CBOOOJHBIX  JIETKMX  Lene
UMMYHOTJI0O0YJIMHOB (FLC) BBICOKOUYYBCTBUTEJIbHBIM
UMMYHOTYPOUIUMETPUYECKUM METOJIOM.

Bricokas crnenmduyHOCTh MeTOoAa obOecreunBaeTcsl Onaromapsi HaJUYUAIO B
COCTaBE AHTHCHIBOPOTKM TOJBKO AHTUTEN K DIUTOMAM JIETKUX Iernei, OOBIYHO
CKPBITBIM B COCTaBE€ MMMYHOIJIOOYJIMHOB, II€ 3TH 3MUTOIBI CBA3AaHbI C TSHKEIBIMU
HensIMH W HE JOCTYHmHBI Jis B3auMmojeicTBus. Takas crenuduuHOCT
AaHTHCBIBOPOTOK TOJIEKO K cBOOOIHBIM JierkuM 1iersiv, FLC (Freelite) nocturaercs

C MOMOIIBI0O MHOTOCTAUIHOTO U BBICOKOCENIEKTUBHOTO oTOopa antuten k FLC.
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MCTO,Z[ CTaHIAPTU3UPOBAH K PAAY AOCTYIIHBIX OMOXUMUYECKHX AHaJIM3aTOpPOB, B

TOM YHUCJIe K MPUMEHCHHOMY B JJaHHOM HccienoBanuu Hitachi 911,
11.3. MeToabl cTaTHCTHYECKOH 00padOTKH.

AHanu3 TOJIy4eHHBIX pEe3yJbTaTOB MPOBOJMIN C HCIOJb30BAHUEM METO/IOB
BApUALlMOHHOW CTATUCTUKU C moMoulpio nporpammubix naketoB STATISTICA
6,0. [Ins onucaHus KIMHUKO-TA0OPATOPHBIX JAHHBIX PAaCCUUTHIBAIM MEIUAHy U
WHTEPKBAPTUIBHBIN pa3sMax, BKIOYAKOmUA 25-U U 75-i npoueHtwnu. Jlus
BBIBJICHUS W OLEHKM CBSI3€d MEXAYy MCCIEIyEMBIMU IIOKA3aTEISIMU  —
HEelapaMeTpu4eckuii ~ Mero paHropoid koppemsiuun Chnupmena. Pasmnuums

CUMTAIM JOCTOBEPHBIMHU IpH 3HaueHuu p<0,05.
I'nasa I11.
Pe3yabTaThl HCCIEA0BAHMSA U UX 00CYXK/ICHUE.

I11.1. Yacrora BbIsiBJeHUS] MOHOKJIOHAJbHOW rammanatu (MI') cpean

00JIbHBIX MHOTONPO(PUJILHOT0 TEPANIEBTUYECKOI0 CTAIMOHAPA.

Cpenu 11392 6onbnbIX (U3 00mIero yucia - 20402, rocnuTaIM3upOBaHHBIX B
pa3Hble OT/ENEHNs MHOTOMPO(MUIBLHOTO TEPANIEBTUYECKOTO CTAIlHIOHAPA B TCUCHUE
4-x ner (2013-2016 r1r.)), KoMy B xome oOcCjemIOBaHUS OBLI IPOBEACH
anextpodopes (OD) GenKOB CHIBOPOTKH M JIPYTHE METOAbI OLIEHKH OEIKOBOTO
coctaBa kKpoBu (rnaBa «Matepuanbl U Mmetons») MIT Obuta BeIsiBIeHA y 174
0onpHBIX — 1,5% (puc.1), npubmmkaercsa k nokasareinto (3%), yCTAHOBIEHHOMY B

OOIIeH MOMyJISIIH.
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1,5%

Pucynok 1. Cpeansisi yacrora BoisiBiaeHuss MI' cpeau 11392 60bHBIX,
HA0JII0IABIINXCH B MHOTONIPO(PHUIBHOM TepaneBTHYEeCKOM

cranuonape B nepuoj ¢ 2013 mo 2016 rr.

Cpenu 174 Gombubix ¢ MI' Obuto 86(49%) Myxuumn u 88(51%) >keHIuH,
otHOomeHue M/ = 0,98: Bo3pacT O60IBHBIX KoJiebaycs ot 18 mo 85 met, cpemHuii
BO3pacT coctaBuia 57 (49;66) ner.

Exeromnas yactora BbeIBiIeHUs MI B TeueHue 4 et HaOMOAeHUA ObLIa
NPUMEPHO OJMHAKOBOM ¢ TeHeHIMeH K yBennueHuto B 2015-2016 romax (tabdm.2),

0JIHAKO pa3HMIlA HE JOCTHIJIa CTATUCTHYECKOM JocTOBEpHOCTH (p > 0,05).

Tabmaua 2.
YacTrora MOHOKJIOHAJIBLHOM raMManaTuM cpeau 00JbHBIX
MHOTONPO(PUIBHOTO CTAIIMOHAPA, OIIEHEHHBIX M0 0EJIKOBOMY COCTABY KPOBH,

3a KasKIAbli IOA M B CPeJHEM 3a YeTbipe roga Haduwoaenus (2013 - 2016 rr.)

I'on 2013 2014 2015 2016 (2013-2016)
HAO0JII0IEeHUSA
Oouree yncaIo 3475 3025 2424 2468 11392
00JbHBIX (N)
Yuciio 00JbHBIX 42 41 43 48 174
c MI (1,2%) (1,3%) (1,7%) (1,9%) (1,5%)
(n/%)
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YuuthiBas  3aJadyy ~ MCCIEAOBAHMS  OXapaKTepU30BaTh  YacTOTy U
HO30JIOTHYECKUE OCOOSHHOCTH TOPAKEHUH MOYEK, aCCOIMUPOBaHHBIX ¢ MI', Hamu
ObLJIO OTAENBHO OLIEHEHO uucio OoyibHBIX ¢ MI' 1Mo oTHOmIEeHHIO K oOleMy
KOJMYECTBY OONBHBIX, HAXOJIUBIIUXCS Ha JICYCHUHM B HEPPOIOTHICCKOM
OTJIEJIEHUU B T€UEHUHU 4-X aHaIM3upyeMbix jeT. Yacrora BeiaBieHus MI cpenu
Hedposornueckux O0oyibHBIX coctaBmia 3,2% (113/3494), npesbimas B 2,1 pasza
CpeIHUI MOKa3aTeNb B LIEJIOM Yy TEpaneBTUUECKUX 00JbHBIX 1,5%.

Pacnpenenennie OonbHBIX ¢  BbIABICHHOM MIT  cpemu  oTneneHuid
HeHepoJoruueckoro npoduiis ObUTO0 IPUMEPHO OJUHAKOBBIM (puc.2): cpenu 174
oosbHBIX ¢ MI' B 11€710M MO cTarmoHapy oHa quarHoctupoBana y 13(7%) 601bHBIX
renaToJoruyeckoro oraeneHus, y 15(9%) —myabMOHOIOrMYEeCKOro OTAENEHUs, Y
21(12%) — pemaronorudeckoro otaeneHus Uy 12(7%) — otnmeneHus oOmei
Tepanuu (pa3HuIla CTATUCTHYECKU He 3Hauuma, p > 0,05). Jlons GonpHbIX ¢ MIT
Hedpostoruyeckoro otaeiacHus cocraBmwia 113(65%), yTo 3HAYMMO BBIIIE IO
CPaBHEHUIO C OTACICHHSIMHU HEHEPPOJOTUUECKOTO MPODHIT BMECTE B3SATHIX —
61(35%). [lonydyenHsle pe3ynbTaThl Jajdl OCHOBAHHE aHAIM3UPOBATh B CPABHEHUU
JIBE€ TPYIIIbI OOJBHBIX — HeHedposoruyeckoro npoduiis B 1enom (rpynmna 1) u

Hedpopioruyeckoro npoduis (rpynna 2).
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B Hedponoruyeckoe

M renatonoru4yeckoe

i Nyn"bMOHONOrn4ecKoe
B peBMaToNOrnyeckoe

B obwetepaneBTUYECKoe

PucyHnok 2. PacnipenesieHue 00JbHBIX ¢ BbisiBJIeHHoit MI (N=174) cpean

Pa3HBIX OTJeJIEHHIT MHOTONpo(UJIbLHOI0 TepaneBTHYeCKOro CTAalMOHapa

(2013 —2016rT.).

Il. 2. KiuHndyeckasi oOmeHKAa MOHOKJIOHAJIBbHOW rammanatuu (M),

BbISIBJICHHOM Y 00JIbHBIX OT/IeJICHMH HEeHe(pPOoJIorndecKoronpoduis.

CnexTp TepaneBTHYECKOW martoysiorud y 61 OoJbHOrO  OTAEICHUM
HeHedposorudeckoro mnpoduns (rpynma 1) ¢ BeisiBiaeHHOM MIT  moctatodyHo
mmpok (tad6s.3). HampaBuTeabHBIME B TEpaneBTHYCCKHIA CTAIMOHAP JHATHO3aMH
Ol runepronnueckas 6oine3ub (I'B) (y 13), B ToM umcie ¢ XpOHHUYECKOM
CepACYHON HeI0CTaTOYHOCTHIO (Y 7); 3a00eBaHus MIEYEHU — BUPYCHBIM T'eMaTut
C/mmppo3 medenu (XI'C/LIT) (y 12), uz wux c xpuorioOymunemueit (y 3);
crearorenatut (y 1); peBMarojornueckue 3a00J€BaHUS — TpaHyJlIeMaTo3 ¢
nomuanruutoM  (Berenepa) (y 7); cuctemHas ckiepoaepmus (y  2);
reMopparudeckuii Backyiaut (y 1); pematounusiii aptput (PA) (y 2); cuctemnas
kpacHas BoindaHka (CKB) (y 7); Oponxoserounsie 3a00JjieBaHUSI — XPOHHYECKAS
oO0ctpyktuBHasg Oone3np jerkux (XOBJI) (y 5); xponuueckuit Oponxut (y 1);
OponxmanbHas actma (y 1); capkounos (y 4); apyrue - Backynomatus (y 1);

noxarpa (y 2); nankpeatur (y 2).
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Tabmura 3.
CrnekTp TepaneBTHYECKOI MATOJOTHN — MPUYMHBI TOCIUTAIU3ANNU B

oTeJeHusI HeHe(PpPoIorudeckoro npoguJis 60JbHbBIX ¢ BbisiBJeHHOH MI

(rpynma 1) .
Cunekrp YucJio Ho3ogoruueckue ¢popmbl
TepaneBTHYECKON | 00JbHBIX
NaTOJOTHH n=61
Cepaeuno- 13 e AprepuanbHas runepronus (13), B
COCYIUCTbIE ToM ymcie ¢ XCH y 7
3a00/1eBaHuA
3abos1ieBanus 13 e XpOHMYECKHH BUPYCHBIH IenaTuT
nevYeHu C/ nuppo3 neyenu (12), B ToM ynce
¢ KpHOrJI00yJInHeMHen y 3
e crearorenatur (1)
PeBmarosiornueckue 19 e ['panynemMarTo3 ¢ HOJTHAHTHUTOM
3a00/1eBaHUA (Berenepa) (7)
® cHucTeMHas CKJepoaepmus (2)
e remMopparuvyeckuii Backyaur (1)
e peBmarouaHblii apTpur (PA) (2)
® CHCTeMHasi KpacHasi BOJIYaHKA
(CKB) (7)
BponxoJierounnie 11 e OO0cTpyKkTHBHAasl 00JIE3HB JIETKHX
3a200J1eBAHUSA (XOBJI) (5)
e xpoHunveckuii oOpouxur (Xb) (1)
e OponxmajbHas actma (bA) (1)
e capkouaos (4)
IIpoume 5 e [Iloxarpa (2)
® XpOHHYECKHI MaHKpeaTur (2)
e BackyJonarus (1)

Cpean 61 GosibHOTO OTIENEHUN HEHEPPOJOTHYECKOro Mpoduiis, y Koro Bo
BpeMs rocnutaigusanuu BeisBieHa MIT (rpymma 1), 6buto 25(41%) MyXuuH ©
36(59%) xenuuH, oTHOIIeHUE M/>K =0,69: aHamM3 BO3pacCTHOrO COCTaBa MoOKa3al
npeoOnaganne cpeau Hux auil ctapire 50 jet — 52(85%), uto B 5 pa3 Gomblie, ueM
a1 6osee Monozoro Bospacta — 9(15%), cpemuumii Bo3pacT coctaBuin 63(53;73)

roaa (puc.3, Tabmn.4).
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Pucynok 3. Pacnpenesienue 00JIbHBIX OTeJIeHU HEHeQPOIOrHIecKOro
npo¢uias ¢ BpisijaenHoit MI' (rpynna 1) mo Bo3pacty (n=61).
Tabmuma 4.
CooTHoOLIEHHE JINL PA3HBIX BO3PACTHBIX I'PYNII Cpeay 00JbHBIX OTACJICHUI

HeHedposiornyeckoro npopuiasa ¢ MI' (rpynna 1) (n=61).

Oo0mee Jo30 | 31-40 | 41-50 | 51-60 | 61-70 | 71-80 | Crapme
KosmyecTBo | N/% n/% | n/% n/% n/% n/% 80
MAIUEHTOB n/%
1 1 7 16 20 13 3
61 (2%) | (2%) | (11%) | (26%) | (33%) | (21%) (5%)
9 52
(15%) (85%0)
[lonmyyeHHbIE HaMM JaHHBIE IO OLEHKE MI" cpean  OOJIBHBIX,

TOCIUTAIN3UPOBAHHBIX B MHOTONPO(MUIBLHBIA TEPANEBTUYECKUN CTallMOHAp C
MPU3HAKaMH KaKOro-IMOO TepareBTUYSCKOro 3a00JIeBaHUsS, B IICJIOM OTPAKAIOT
3aKOHOMEPHOCTh, OTMEUEHHYIO B MOMYJISALIHUOHHBIX HMCccaeaoBanusax [67, 72, 73].
OTH aBTOPHI YCTAHOBWIIU MPEUMYIIECTBEHHOE BBISIBIICHUE «aCUMIITOMATHYECKOM»
(6€3 KIMHUYECKUX IPU3HAKOB TIeMaTOJIOTMYECKOM TIATOJIOTHM Ha MOMEHT

uccnenoBanusi) MI', oObryHO Manoro oowema (<30 r/i), 0003HaUEHHOM MMM Kak
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MOHOKJIOHAJIbHAsI TaMMariatusi HeornpeaeneHHoro 3Hadenus — MGUS, cpenu nun
IPEUMYLIECTBEHHO cTapuie 50 yer.

B o6meit nonmynsauuun MGUS BeisiBnisiercs npumepHo y 4,2% mnrozeit crapiie
50 ner, y 5,3% - crapmie 70 net, u tonbko y 0,3% - monoxe 50 jeT; puck
MIPOTPECCUPOBAHUS B TEMATOJIOTHUECKYI0 B-KileTodHass OmyXoyb COCTaBIsET
okoJi0 1% HOBBIX Ciy4yaeB B IrOjl, a €€ PacHpOCTPaHEHHOCTh CPEIU HaCEJICHHUS
3HAYMTEIHLHO TPEBBINIAET YACTOTY aCCOIMHPOBAaHHBIX ¢ MI' HeorasM BMecTe
B3aThIX [69, 108, 74]. B HacTosiiee Bpems MOSBHIMCh BCE OCHOBAaHHS CUMTATH
MGUS He TOIbKO TeMaTOJOTHYeCKOM, HO CKopee oOIeTeparneBTHYSCKOM
npobnemoii. Tak, B kpymHoMm uccienoanuu Doyle L.M. et al. (2009) cpenn 7090
MalMEeHTOB 0e3 aHamMHe3a TeMaToJIOTHYEeCKOTo 3a00JieBaHusl, KOMY IO Pa3HbIM
MOKa3aHUsIM ObLT TPOBEACH dJieKTpodope3 OENKOB CHIBOPOTKH, Y 3% ObLia
nuarnoctupoBana MGUS u Tompko y 1% u3 HUX - JauMQOIIa3MOIUTapHbIC
3JI0KAYECTBEHHBIE OIyXald, Npu 3ToM y OomnbmmHcTBa (81%) Tectht Ha MI

Ha3HAYaJIMCh He reMaTojioramu [46].

I11. 2.1. U3MeHeHHMs KIMHUYECKOTO JUATHO32 Y UCXOHO HeHe(PPOJIOTrHYEeCKHUX

00JILHBIX ¢ BbIABJIeHHO MI'.

VY 61 GonpHoro rpynmnbsl 1 MI' Oblia BbISIBJIEHA METOIOM 3JIeKTpodopesa
OCNKOB CHIBOPOTKM KpPOBM Ha OCHOBaHUU OILEGHKM M-rpanuveHta (muka
ANEeKTpodoperamMmmat).

Cpemu  GompHBIX rpymmbl 1 (tabm. 5) ¢ MIT y 16 B pesyabrare
n000ce0Banns ObUTM JUATHOCTUPOBAHBI 3JI0KaYeCTBEHHbIE B-mumorurapHbie
OIyXOJIM — MHOXKecTBeHHass wmueiaoma (MM) (y 12); makporiaoOyiuHeMus
Bansnencrpema (MW) (y 2); B — kierounas nexomkkunckas aumponma (B-HXJT)
(y 2). duarnos «overty B-nmumdonponudepaTuBHBIX 3JI0KAaY€CTBEHHBIX OMyXOJen
y yKa3aHHbIX 16 OOJBHBIX Tpynnbl 1 MOATBEPKJIEH HAa OCHOBAHUM TPUHSTHIX
COBPEMEHHBIX MEXKAyHapoaHbIx pekomernaammii (IMWG, 2014r.) ¢ yuetom CRAB
— KPUTEPHUEB, MPU HUCIIOIB30BAHUU LUTOJIOTMYECKUX, UMMYHO(EHOTUITUUECKUX,

OUTOI'CHCTHYCCKUX METOOO0B HCCICOA0OBaHUA B CriconaJin3npOBaHHOM
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reMaToJIOTUYECKOM cTanuoHape («HaumonanbHbIi MEUIIUHCKUM
UCCIIEIOBATENbCKUNA IIeHTp remaTtojiorun»). Cpenu 3tux 16 OOnbHBIX y 7
3a()MKCUPOBaHbl BBICOKHE HHAWBUIyadbHble BeauuuHbl MIT (64,9; 64.,4; 39.9;
30,9; 26, 22,1, 17,5 1/n), B cpeanem - 30,9(20,4;64,4), y npyrux 9 oHu ObUTH HUKE,
9TO OTPa3WIOCh Ha cpemHeM mokazatene MI B stort moarpymme - 7,9 (5,3; 8,9).
Eme y 4 OoJbHBIX TakKe BBIABJICHBI 0OJiee BBHICOKME, YeM B CPEIHEM IIO
noarpyme, 3HadeHust MI' — y omroro 6ombaoro ¢ CKB 40 netr (MI - 20,7 r/n), y
OJIHOM 00JIbHOM ¢ TeMopparudeckuM BackyiauTom 18 et (MI' - 21,4 r/n), y onHou
c PA 62 ner (MI' - 16 /), y ogHO# ¢ XpoHnueckuM mnankpearutoM 64 et (MI -
16 /1), uyto cocraBuio B cpennem 18,4(16,0;21,1). Cea3p MI' ¢ 3abosieBanueM -
MPUYUHON TOCTIMTAIIM3AIMN B MHOTOPOMUIIBLHBIN TeparneBTUUECKUI CTallMoHap, B
JAHHBIX 4-X CITydasiX MPEICTaBISIaCh MAJOBEPOSATHOM, B TO K€ BPeMs HAIHUNE Y
HUX TEMAaTOJOTHYCCKON OIyXOJ B YCIOBHUSIX TEPANECBTHYECCKOTO CTAI[MOHApa HE
ObLJIO  TONTBEPX ACHO. boJIbHBIE  HampaBlieHbl B CHEIUAIU3UPOBAHHOE
reMaToJIOTUYECKOe YUpexaeHue Ui OoJjiee THIATENbHOrO0 OOCIEAOBAHMS C
MPEANOIOKUTEIBHBIM IUarHO30M JIUMQoTpordepaTuBHOE 3a00IeBaHNKE.

VY ocHOBHO# 9acTH 0OJbHBIX HEHEDPOJIOTUIeCKOoro npodus - B menom y 50
O0onpHBIX - (82%), BenmnumHa MI' He mpeBblmana 15 r/m, TO ecTh oTBedana
KPUTEPHUSIM OJIMTOCEKPETOPHONW MOHOKJIOHAIBHOM TaMMaraTuu HEOIPEACeICHHOTO
snauenus (MGUS) (Monoclonal Gammopathy of Undetermined Significance)
(2014), cpennuii ee ypoBeHb coctaBui 5,5(4,3;8,3), 4TO JOCTOBEPHO HIKE, YEM B
MOATPYIITIe OOJBHBIX C  JUAarHOCTUPOBAaHHBIMH  TE€MATOJIOTHUYECKUMU
cekperupyromumu omyxossima  (P<0,05). Cpeau >Tux OOJNBHBIX y OJHOTO B
pe3ynbTare 00CiieIoBaHus B CTallMOHApe ObLI nuarHoctupoBaH AL-amuiionsos ¢
MIPEUMYIIIECTBEHHBIM MTOPAXKEHUEM CEPJIIa U y TPeX ¢ BUPYCHBIM rematutom C —
KpUOTJIOOYIMHEMHUSI, Yy TOCIEIHUX OOJIbHBIX OOHApy)KEHUE Hapsay C
KpuorinooyiauHemueir MIT 00yclOBHIO TPEANONIOKEHHE O pPa3BUTUU Yy HHX
HCV-acconuupoBannoit B-kiierouHoit JuM@pomMbl U 00CIEIOBaHHE IO 3TOMY

MMoBOAYy B CIICHHUAJIM3UPOBAHHOM I'C€MATOJIOTUYCCKOM CTAlIMOHApPEC, I'ZIC Y JABYX H3
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HUX  TIOJIy4eHbl JaHHblE 3a B-KJIETOYHYIO HEXOHKKUHCKYIO JUMpOMYy U3
MapruHanbHOH 30HbBI (B-HXJT) (Tadmn. 5).
Tabmuria 5.
Kiaunuveckas onenka MI', BbISIBJI€HHOH Y 00JIbHBIX OT/IeJIeHU I

HeHe(poJioruyeckoro npoduas (rpynmna 1).
(n=61)

Menuana Yuciao Kiannuyeckas ouenka MI' npu Beinucke
BeJInunHbI MI', | 00JbHBIX
HUKHSAA U n=61
BepPXHSA
KBapTWib, I'/J1

30,9 (20,4; 64,4) 7 e MHOXeCTBeHHas mueiioma (MM) - 6

e B-kierouyHas HEXOKKUHCKas JTUMPpoma
(B-HXJI) - 1

7,9 (5,3; 8,9) 9 e MHOKecTBeHHas Mueaoma (MM) — 6

e MakporiooynuHeMus Banbiencrpema
(MW) - 2

e B-kierouyHas HEXOKKUHCKas JTUMPpoma
(B-HXJI) - 1

18,4 (16,0; 21,1) 4 o JmMdonpordepaTuBHOE 3a00ICBaHIE

HEYCTaHOBJICHHOU Tipuposl (?) - 4

5,5 (4,3; 8,3) 41 e AL-aMuI0u103 C IPEUMYIIECTBEHHBIM
nopakeHueM cepjua - 1

e xpoHudeckuii rematut C ¢

KpuornooynuHemuer,  B-kierounas

mumbpoma (?) - 3

cuaapom Schnitzler — 2

TEMPI-cunapom - 1

POEMS-cunapom - 2

MOHOKJIOHAJILHASI TAMMANATHUs

HeoIpe/1eJIeHHOT 0

3Havenuss (MGUS) -32

C coBpeMEHHbIX NO3UIUN OOJIbHBIE, 0XapaKTEPU30BAHHBIE KaK HMEIOILIUE

MGUS, nyxnatoTcs B AMHAMHUYECKOM HAOJIOJCHHUM, YYUTHIBas JOKa3aHHBIA B
AIUJIEMUOJIOTUUECKUX HCCIeoOBaHUsIX (pakT OoJjiee BBICOKOTO YeM B OOIIeH
MNONYJISIIUM PHUCKAa  Pa3BUTHUS CPEIM HUX MHOXKECTBEHHOW Mmuenombl (MM),
MakpornooynuHemun Bampaenctpema (MW) u  npyrux  acconmmpoBaHHBIX

AuMQoIIa3MakIeTOUHbIX omyxoJe [72, 102]. IIpu 3ToM pUCK IPOrpeccupoOBaHuUs
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B overt B-kierounsie aumdonuTapHbie OMyX0Jid He ucye3aer aaxe crycts 25-30
ager mocne auarHoctuku MGUS, mostomy mammentsl ¢ BoisiBieHHO MGUS
JOJDKHBI HaOMonaTbest (aKTHYECKH TMOXKU3HEHHO (MHTEpBaJl OT JuarHo3a o
nporpeccupoBanus B MM coctaBnser or 1 no 32 ner, B cpegnem 10,6 rona
(Kyle R., 1978). BonpHBIM pPEKOMEHIYIOT MPOBOJIUTH KIMHHUKO-Ta00paTOPHOE
oOcnenoBaHue 4yepe3 6 MecsIeB MOCie MHUIMAIBHOIO JMAarHo3a, (BEpOSATHOCTH
IIPOrPECCUPOBAHUS OCOOCHHO BBICOKA B TEUYEHUE IMEPBOrO roja) a 3aTeM ¢
NEPUOJIMYHOCTBIO 3-5 JIET WM €XKEroJHO B 3aBUCUMOCTH OT CTpaTh(uUKanuu
pHUCKa IPOrpecCHpOBaHus, BKIOYAs MOJIHBIN aHAIN3 KPOBH, YPOBEHb B CHIBOPOTKE
KpPOBU KaJIbLIMsI, KpEaTUHUHA, CBIBOPOTOYHBIE (MM IPU HEOOXOIUMOCTH MOYEBBIE)
tectel Ha MIT  [50]. CormacHo KpuTepusiM  CTpaTH(PUKAIMK  PHUCKA
nporpeccupoBanuss MGUS B B-nmumdorutapueie oOmyxonid, MTpeaoKeHHBIM
TPYIIION UccienoBarenae u3 KIIMHUKKM Maio, Hu3kuii puck (2% B Tedenue 20 ser)
OLICHMBAETCs Mpu BenuuuHe M-mportenHa B chiBopoTke <I15r/n, 1gG Tume
MOHOKJIOHaJIbHOM UHTaKTHON MI', HOpMaabHOM K/A OTHOLIEHUH MOHOKJIOHAJIBHBIX
FLC; puck oneHuBarOT Kak BBICOKUU (27% B Tedenue 20 1eT), Korma mMmeeTcs
aHopmaneHoe otHomeHue «/A FLC B xomOunanmuu ¢ IgM  u IgA Tunamu
uHTakTHOM MI', Bennuumne MI" > 151/1 1 0OHapy€HUU KOCTHBIX HAPYIICHUI Npu
MPT, a Takke BBIABJICHHHU ILUIa3MallMTOB B iepudeprudeckoii kposu [86, 45].

Y OOJBHBIX TEpaneBTUYECKOIO CTAlMOHapa C YYETOM KIMHUYECKUX
CUMIITOMOB TIPOBOJAT HCCJIEJAOBAHME HA HAJIMYME AaCCOLUMHUPOBAaHHbIX ¢ MI
HEereMaToJIornyeckux 3adoneBanuii — AL-amuionsi03a (Ha OCHOBaHUH BBISBIICHUS
PECTPUKTUBHOM KapJAMOMHUONATUH, MPOTEUHYPUH HEOPOTHUECKOTO YpPOBHS,
rernaTo- M CIUICHOMHUTaJIMH, MOBBIIIEHHOTO ypoBHsS B chiBopoTke NT-pro BNP);
ayTOMMMYHHOW TOJIMHEBPOIIATUHA; XPOHUYECKOM XOJOAOBOW AarrJitOTUHUHOBOMU
oone3nu u npyrux. Bcero B acconuamnu ¢ MGUS k Hactosiiemy BpeMeHU
omucano 130 3abosneBaHWl HEOMyXOJEBOW NPUPOABI — JEPMATOJOTUUYECKHUX,
HHAOKPUHOJIOTUYECKUX, PEBMATOJIOIMYECKUX, HEBPOJOTMUYECKUX U HEKOTOPBIX
pPEAKUX CHUHAPOMOB, Yy YacTu U3 Hux cBa3b ¢ MGUS paccmarpuBaercs kak

HECITyyalHasi, YCTOWYHBAA (xonmomoBas arrJIFOTUHHUHOBAS 00Je3Hb,
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KpUOTJIOOYIMHEMUS, AyTOMMMYHHAasi CEHCOPHO-MOTOpHasi IMOJIMHEBPOIATHUS,
HEKOTOphIE TMOpaxkeHus mouek, cuuapom Schnitzler, TEMPIl-cuampom —
TEJICAHTMOAKTA3Us, SPUTPOLIMTO3, MOHOKJIOHAJIbHAS TAMMAIIaTHsl, IEPUPECHATIbHBIN
OTEK, BHYTPHJIETOYHOE IIyHTHpOBaHHE B coderaHuu ¢ |gA-nedponatueit). [IBa
COOCTBEHHBIX HAOJIIOJICHHS TAaKUX PEAKUX acCOLMHPOBaHHbIX ¢ MI' cuHIpOMOB
MIPUBOJUM HUKE.

Kannuveckoe Hadoawaenne Ne 1 (cuagpom Schnitzler).

IHamuent U., 55 net, BoeHHbIN B oTcTaBke. B 2008 roay BnepBbie OTMETHI
MOSIBJICHHE BBICHINIAHUI HA KOXE TYJIOBUIIA U KOHEYHOCTEW MO TUIY KPalMBHULIBI,
0e3 3yna. Y maiueHTa MOCTOSIHHO HAOJII0alii BBICOKUN ypoBeHb obuiero IgE no
2000 ME/mu, B TO e BpeMs He ObLIO YKa3aHUM Ha HAJIMYKE aJUIEpTUU B aHAMHE3e
U ypoBeHb crenupuueckux IgE k pa3HbIM amnepreHaM ObUT B MPEAENax HOPMBI.
BonpHOI coOn0oan TUNOAJUIEPIEHHYI0 JUETy, NPUHUMall AHTHUTMCTaMHUHHbBIE
MpenapaTbl, BbIPa)KEHHOCTh BBICHIIIAHUN HECKOJBKO YMEHBIIWIACH, HAMETUIIACH
TEHJEHUUsI K CHIDKEHHUIO MMMyHornoOynuHa E. CmycTs ToJ NpUCOeIUHHUIINCH
0onu B 00MacTH KPYIMHBIX CYCTaBOB KOHEUHOCTEH, OCCAJITMM MpelaIyieuni,
rOJIEHEeH, CTalld BO3HUKATh 3MH30/1bl GedpuiibHOM uxopanku 10 39C, orMeuancs
BBIPOKCHHBIH HeHTpo(HIbHBI neiikonuTo3 10 22-26 x10%/1. Ipu obcnenoBanmn
BBISIBJICHO  YBEJIMYECHHE TMEpUPEPUUECKUX, BHYTPUTPYIHBIX 3a0pIOMIMHHBIX
muMmpaTtuyeckux y3ioB. Takxke OOHapyXeHa OJIMIOCEKPETOpHAas MPOIYKIHUs
MOHOKJIOHAJTLHOTO ~ MUMMYHOrJIoOynuHa Mk 5,6r/n.  [lpu  wuccnenoBanuu
OWOTICUPOBAHHOTO JUM(ATHUECKOTO Y374, TPEMaHOMOINCUHM KOCTHOTO MO3Ta
NPU3HAKOB JUMoNponrdepaTUBHOTO 3a001€BaHUs WM COJIUIAHOW OMyXOJH HE
BBISIBJICHO.

B 2013r. B HeBbicokoM TuTpe (1:160) oOHapyx)eHbl aHTUHYKJIEApPHBIC
aHTUTENa, C TNPENNoJaraéMbIM JHArHO30M CHUCTEMHasi KpacHas BOJIYaHKa
rOCIUTAIN3UPOBaH B KIMHUKY MM. E.M.TapeeBa. Bo BpeMs rocnuranuszauuu He
BBISIBJIEHO W3MEHCHMM B aHalM3aX MOYM, HApPYUIEHUHA CO CTOPOHBI HEPBHOM
CUCTEMBbI, KPOBH, HE OTMEUEHO CBsSI3U OOOCTPEHUN KPANMBHUIBI C WHCOJSALKEH.

Takum oOpa3om, yOeqUTENbHBIX KPUTEPUEB CHUCTEMHOM KpPacHOW BOJYAHKU HE



60

BbIsABIIEHO. HoOpManpHbIE TUTp aHTUCTpenToNn3nHAa-O MO3BOJIUI OTBEPTHYTH
cTpentojaepmuio. VckmoueHsl Takke MHPEKIUU BHpycamu rematuta, BUY, e
HalJeHbl KpUOTIOOYyIMHBL. OTCYTCTBHE CEMEMHOrO0 aHaMHE3a W OYEBHJIHOMN
IIEPUOANYHOCTH B TEYEHUHU JIMXOPAIKM M KPAlMBHULBI YKa3blBaJlO HA HU3KYIO
BEPOSTHOCTh CEMEUHBIX IEPUOAUYECKUX JIMXOPAAOK, B T.4. KPUONMPUHONATUN
(cunapoma CINCA, Makna-Yanca), runepuMMyHorio0yanaemMun D.

CodeTanve peUUAUBUPYIOIIEH  KpalMBHULBL, OCCAITUH, apTpalirui,
muMdaneHonaTiM ¥ BBIPAKEHHOTO0  HEUTpOo(UIBLHOTO  JeHKonuTo3a ¢
MOHOKJIOHAJIBHOM  raMMarnaThed  IO3BOJWIO  JIHarHOCTHUPOBAaTh  CHUHAPOM
[THuep.

HecMoTpst Ha 3HaueHME MOHOKIOHAJIBHOW  raMMallaTUd B Pa3BUTUU
cuHapoma llIHMIUIEp, OTCYTCTBHME TSDKENBIX OPraHHBIX BOBJICUCHUM JAJIO
OCHOBaHHsA [UI OTKa3a OT IPHUMEHEHUs XUMHOTEpAIllMM, HANpaBICHHOM Ha
AJIMMUHALMIO TATOr€HHOTo KioHa B-muMdouuTos. [Ipu obcnenoBanum obpaiana
Ha ce0s BHUMaHHE aKTUBHOCTh CHCTEMHOr0 BocHalieHHUs - TUTp C-peakTUBHOIO
Oenka mpeBbllIal HOpMY B 7 pa3. bbUIo Ha3HAYeHO JieUeHUE CBEPXBBICOKHMMHU
J1I03aMH IIPEAHU30JI0HA, YTO CONPOBOKAAIOCH HOPMAIM3ALUEN TEMIIEPATYPHI TeJA.
OpnHako, B T€UEHUE MOCIEAYIOMNX 5 JET COXPAHSJIMCh KPAMBHULA, apTPAITUH,
occajlruu, oOyCIIOBIMBAIOIIME MOTPEOHOCTh B OOJIEYTONSIONIMX U CEAAaTUBHBIX
CpEIICTBAX, BBICOKUH ypOBEHb «C»-peakTUBHOIO OejKa, MPEBBIIIAIOIINI HOPMY B
10-20 pa3, nHeiTpodunbHbIi neikoruTo3. OTMedanach TeHICHIUS K HapaCTaHUIO
M-rpaguenta. Ilpy 5>TOM Tmpu TNOBTOPHOW TPEMAHOOMOIICUU TPU3HAKOB
03JI0KauecTBIIeHUs B-nuM@onuTapHoil 1McKpa3uu No-MpexHEMY HE BBISBIICHO.

Takum o00pa3zoMm, MpencTaBiIeHHOE HAONIOCHUE JIEMOHCTPUPYET PEIKHii
cunapom IlIauiyiep, xotopeit Obul BhepBbie onucaH Liliane Schnitzler Bo
Opanuuu B 1972r. B Hactosimiee Bpems B JMTeparype mnpuBeneHo okojio 200
ciiydaeB 3Toro 3aboseBaHus. CodeTaHue ayTOBOCIHAJICHHS C MOHOKJIOHAJIBHOMN
raMmanaTuen sBisgeTcs HaubOosee crneuu@UUHBIM €ro MpOsIBICHUEM, KOTOpPOE
YUHUTBIBAETCA npu POBEICHUN auddepeHnaIbLHOro JMarHosa.

[IpeumyIiecTBeHHAss CEKpeLUUs MOHOKJIOHANBHBIX HMMMYHOIIOOynuHOB Ig-M-
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Kjjacca B HAcTOALIEM  HAOMIOACHMM  YKa3blBa€T HA  MPUHAJIEKHOCTh
CEKpeTHpyIoIIero KiaoHa kK B-mumdonurapHomy (EeHOTHIY € MOBBIIICHHBIM
puUcKoM  TpaHcopmanuu B MakporjoOyiuHeMuto  BanpaeHmTpéma
B-KkiIeTOUHYI0  HEXO)KKMHCKYIO  JUM(OMY, MEHEe BEpPOATHO  pPa3BUTHE
MHO>KECTBEHHOI MUEIOMBI.

B neuenun cunapoma IlHuigep moryt ObITh 3P GEKTUBHBI HWHTHOWUTOPHI
uHTepiieiKkuHa-1 win crepouasl. OmHAKO, 3TH NIpernaparbl CIOCOOHBI BbI3BATh
JMILIb BPEMEHHYIO PEMHCCHIO 3a00JI€BaHMs, T.K. HE SJIUMUHUPYIOT MAaTOTE€HHBIN
KJI0oH B-nmumdonuTos. C 1enpio 3aMMHUHALMKA KJIOHA OOJIBHOMY MpPU OYEpPEIHOMN
rocnurtanu3auu B Knnauky B 2016 rony pekoMeHI0BaHO PUCOECINHNUTD aHTH-B-
auM@ouuTapHyto tepanuto — aHTu-CD-20 areHT putykcumab. [lpu atom ¢ camoro
Hayaja HEOOXOJMMO MPUMEHATh CXEMbl, OTpaOOTaHHbIE I JIEYEHUs
MakporiooyianHemMun BanpaeHmTpéma, 4TO MO3BOJMT HM30€kaTh (POPMUPOBAHUS

PE3UCTCHTHOI'O K TCPAIINK KJIOHA B-J'II/IM(i)OI_[I/ITOB.

Kannuueckoe nHaoawaenne Ne 2 (TEMPI-cunapom).

Boabnoii K., 48 jger. M3 anamHe3a H3BECTHO, 4YTO y OOJILHOTO B TEUYCHHUE
JUIUTEJIBHOTO BPEMEHU MEPCUCTUPYIOT TEJICAHTMAKTa3W Ha KOXKe Juua, rpyaud. B
2016 romy oTMETHII TOSIBIEHUE KPACHBIX 0€300JIE3HEHHBIX TSATEH B 00JIACTU PYK,
00JM B KOJICHHBIX CyCTaBax, MEJKHX cycTaBax kucteil. B ¢espane 2017 rona -
00JM B KUBOTE, YYALIEHHBIN XUAKUW CTyJ, Brepsble nosbimieHne AJl no 170 u
100 mm.pt.ct. Ilpu obcnenoBanuu mo mecty xutensctBa: IIY - 0,62 r/cyr,
NOBBIIIEHUE ypOBHA KpeatnHuHa (l164Mkmonw/n), remornobuna (229r1/n),
sputpormtos (7,94x10%%/1), TOBBIICHHE IEYEHOYHBIX TPAHCAMHHA3, OOLIErO
owmpyouna, aucnunuaemusi, CPb 12.58mr/n. IlpoBeaeHo AOMOIHUTENBLHOE
obcnenoBanne s uckimodeHuss CKB u cucremnoro Backymuta (AT k JIHK,
komriement, AHIIA, AT k OasambHON MemOpane kiyboukoB, AT K
KapIUOJUIKNHY -  OTPHIATEIBHO),  MHEIONpPOM(EPaTUBHOTO (IPUTPEMHUS)
3a0oneBaHuil (CTepHANbHAS TYHKIMsA Oe3 martosorum), npu Y3U OpromHON

MOJIOCTH, MUTOBUAHOMN >xene3bl, KT opraHoB OpromiHO# MONOCTH MATOJOTHU HE
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BBISIBJICHO. B TUIeBpasibHBIX MOJIOCTSX OMpenessiiaach *KUAKOCTh. [IpoBoaunack
AHTUTUIIEPTEH3UBHAS, AHTHArPEraHTHAsl, AHTUKOArYJSHTHAs TEepamnus, CEaHChI
spurporutodepesa No5. B ampene-mae 2017 roma rocnurtanuszupoBadn B ['Kb
r. Cankr-IlerepOypr. B cBsI3u ¢ COXpaHAIOMIMMCS 3PUTPOLIUTO30M IPOBEJIECHA
TPEMaHOOHNOIICUSI KOCTH - HOPMOICTIONSAPHBIA KOCTHBIH MO3r 0€3 TMPU3HAKOB
muenonponudeparupHoro  3aboneBaHusi.  OTMEUYeH  BBICOKMH  YpPOBEHb
sputponodtura (590 MME/mn - Hopma 3,5 — 17,6), mapatropmona (108mr/mm —
470mnr/mi - HopMma 10 88). IIpoBeaeHo reneTudeckoe oocnenopanue — JAK2V617F
— oTpull. BeimonHeHa MyHKUIHUOHHAs OWONCHUS MOYKU: Mopdosorudecku IgA-
He(pponatus. B urone 2017 roga rocnuTalv3UpoOBaH B DHJIOKPUHOJIOTHYECKUI
Hay4HbIN 1IEHTp T. MockBa - ¢pochopHO-KaabIueBbIX Hapymienuit ver, [ITT 192,9
nr/ma. B asrycte 2017 roma - rocnuTanu3anusi N0 M/ B CBSI3U C IOSIBIEHUEM
BBIPDAKEHHBIX O0JIell B JKMBOTE, MPU OOCIEAOBAHUM  COXPAHSUIMNCh MNPU3HAKU
MOYEYHOM  HEJAOCTAaTOYHOCTH  (KpeaTUHWH  CBHIBOPOTKH  200MKMOJIB/M),
JBYCTOPOHHUN  THJIPOTOPAKC,  MOBBIILIEHHBIA  YPOBEHb  CHIBOPOTOYHOIO
sputrponiodtuna (750MME/mn), CPB (189mr/n). [lo manmneim Y3/I' cocynos
OpIOITHOW  MOJIOCTH  BBIABJIEHBl ~ TPOMOO3bl  MOPTaJbHOW  BEHBI, INpHU
MyJbTHCIIUpaTbHast KommbioTepHas ToMorpadus (MCKT) takke Tpom003
CEJIC3EHOYHOM U BOPOTHOM BeHbI ¢ ee BeTBsiMU, BBB. [IpoBoannace nudysnonnas
tepanus (parmuHoM. IlepeBeneH B remartosiormueckoe otaesieHue. OrnpezeneH
NOBBIIICHHBI  ypOBeHb JA-muMepa 1.9SMKr\Mj, CBIBOPOTOYHBIA KpEaTHHUH
125MKMOIIB\IT, COXpaHsUICS dpHTPoLmTo3 (6,76x10%/1), TpoMGoumTos (511 x10%/1).
[Iponomxena tepanusi remapudom, C3IT Ne5 (1500mu1), remoskcdyszum No7;
IPOBEICHA  IUIEBpaJbHAas  MIYHKUMWSA, 3BakyupoBaHo 1600mMia  >KMIKOCTH.
[IpoBeHAEHO TEHETUYECKOE UCCIEeNOBaHME Ha Haauuue TpomMOoduInu:
onpenenensl rerepo3urorubie mytauuun MTHFR, PAI-1, ¢ubpunorena Oerra,
rOMO3HWroTHasi - uHTerpmHa 2. B okta0pe 2017 roma oTMeYeHO HapacTaHWe
OJIBIIIKY, YBEJIMYEHUE OO0BbeMa THUIPOTOpAKCa, B CBSI3M C YE€M YCTaHOBJICHBI
MOCTOSTHHBIE APEHaXbl ¢ 00EMX CTOPOH (exXeaHEeBHas 3Bakyaius okoyo 1000mu

IUIEBPAJIbHON KHUJIKOCTH, UCCIIEI0BaHNE HA MUKOOAKTEpHH TyOepKyie3a — TPHKIbI
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orp.). I'ocurasmsupoBan B Knunuky um E.M.TapeeBa B oktsi6pe 2017 ¢
JMarHo3oM XxpoHudeckuil riaomepynonedput (IgA-uedponarus). CoxpaHsiuch
OCHOBHBIE CHUMITTOMBI 3a00J1eBaHUs (3pUTpOIUTO3 7,7x10%/x,
runepkpeatuauaemus 1,61 mr/mm), 6e3 [1Y u u3menenuit B ocagke Moun. BHOBB
IIPOBEJICHO IUPOKOE UMMYHOJIOTHYECKOE, SHIOKPHHOJIOTUYECKOE,
KOaryJoruueckoe  HucciefoBaHus.  BrepBble  Npu  UMMYHOXUMHUYECKOM
UCCIIEIOBaHUM OENKON CHIBOPOTKHM BBIABIEHA MOHOKJIOHANbHAsg rammamnatus 1gG
kanma  (10,9r/m).  Hwmerommiics 'y  OOJBHOTO  CUMITOMOKOMILIEKC — —
pacIpOCTpaHEHHBIE TEJICAHTMOAKTA3HH, 3PUTPOIIOITUH3ABUCUMBIA 3PUTPOLIUTO3,
MOHOKJIOHaJIbHas ramMmmarnaTus 19G Kara, MOJIOCTHBIE OTEKH
(OBICTpOHAKAIIMBAIOIIMICSA ~ TUAPOTOPAKC, AaclUMT, HapaHepalbHbI  OTEK)
MO3BOJIWJI YCTAaHOBUTH JMAarHo3 kpaiHe peakoro cuHapoma [EMPI. Tlockonbky
TEMPI-cunapom naToreHeTHYecKH CBS3BIBAIOT C IIa3MOKJIETOYHON JHCKpa3ueH,
TO METOJOM JIEYEHUS 3TOrO0 CHHIPOMA CYHUTAIOT JJIMMHUHALMI0 NATOT€HHOIO
a3MaTUyeckoro kioHa. [lo aHamoruum c JIeYEHWEM MHEIOMHON OOJie3HU U
APYrUX IUIA3MOKJIETOYHBIX JHCKpa3ud, B JAHHOM CIIy4ae pPEKOMEHAYETCs
Ha3HaueHue OopTe3omuba (BENKeWI) B COYETAaHUM C JEKCAMETa30HOM U
ankepaHoM. [[ns mpoBeneHus Jne4eOHOM MporpamMMbl OOJIBHOM NEpEBENECH B
['emaTonornyeckoe OTAeICHUE YHHBEPCUTETCKON KIMHUYECKOH OombHHUIIBI Nel

KI] CeueHOBCKOrO YHUBEpPCUTETA.

Hamu BoisiBniena craructuuecku 3Hauumast (p < 0,05) cBsa3p Benuuunbl MI y
O0JIbHBIX HeHedposiorudeckoro mnpodusis ¢ ypoBHeM oOiiero Oenka, ramma-
rJI00YJMHOB CHIBOPOTKH KpoBU M BenuunHo COD — mpsmasi, U KOHIICHTpanuen
remMoryioonna — obpatHas (puc. 4 a, 6; 5 a, 0). B To xe BpeMsi JOCTOBEPHBIX
KOPPEJSIUA C ypOBHEM CHIBOPOTOUHOTO Ca, KOTOPBIM PEKOMEHIYIOT UCCIEI0BATh
y OompHbix MGUS 115 omeHKkM pucka MpPOrpeccud B TEMaTOJOTHYECKUE

CEKpEeTUPYIoINe onyXoiu, U C-peakKTUBHOTO OeJiKa HE BBISABIICHO.
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Scatterplot of O6wnn 6enok,r/n against M-rpagneHT
MGUS12 131v*101c

O6unii Benok,r/n = 65,9487+0,6967*x
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| M-rpagueHT:O6wnin 6enok,r/n:  r = 0,7728; p = 0.0000 PaﬁlweHT

Pucynok 4a. Koppeasinust mexay Beanunnoii MI' u ypoBHem o611ero oesika

CHIBOPOTKHU KPOBH Y 60JIbHBIX HeHedpoJiornueckoro npopuis (n=61).

Scatterplot of ramma-rnobynuHbl against M-rpagueHT
MGUS12 131v101c

ramma-rnobynuHel = 17,9708+0,2354*x
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ramMmma-rn O6y]'| VHbI

_10 1 ! 1 ! ! 1 !
-10 0 10 20 30 40 50 60 70

M-rpagueHT.ramma-rnobymvHel:  r = 0,3346; p = 0,0090 faﬂ.”eHT

Pucynok 46. Koppeasinust mexay Beqmunnoid MI' u ypoBHem ramma-
rJ100yJIMHOB CHIBOPOTKH KPOBH 'y 00JIbHBIX HEHE(PPOJIOTHUECKOro Mpopuist

(n=61).
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140

Scatterplot of CO3 against M-rpagueHt
MGUS12 131v101c
COQ = 22,4621+0,8769*x
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Pucynok 5a. Koppeasinust mexnay Beqnunnoil MI' u Betuuunoit COJ y
00JIbHBIX HeHedpoJiornyeckoro npopuias (N=61).
Scatterplot of Hb against M-rpagueHT
MGUS12 131v101c
Hb = 132,7114-0,7548*
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Pucynok 56. Koppeasiuusi mexxkny BeauuuHoii MI' u koHIleHTpauuei

reMoryioonHa y 60JIbHBIX HeHe(poornyeckoro npoguias (N=61).
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[TomyueHnHbie pe3ynbTaThl 0OOCHOBBIBAIOT HEOOXOAWMOCTH YUYHUTHIBATH ITH
(bakTophl MpU OMpEeNeNeHUH MOKa3aHUW K MPOBEICHUIO CKPUHUHTA HA HaJu4He
MGUS . Cpenu 16 GONbHBIX C JUArHOCTUPOBAHHBIMU CEKpEeTHpYyrOIUMU B-
AUMQOIIIa3MaKIETOYHBIMA ~ OMYXOJSIMH Yy OAHOW  OOJNIBHOM  ynajoch
3adukcupoBath MGUS 3a 12 net 1o knuHMYeckoi Manudecranuu MM.

[To coBpemennbiM npezactasieHussM MGUS kak pe3ynpTaT rUIEpIpoOTyKIIUU
OJIHOTO MaJoro KJOHa IJIa3MaTUYECKUX KIETOK WM B-muMdouuToB MOXKET ObITh
NPUYUHON HEKOTOPHIX (OPM HEOIyXOJIEBOTO MOPAXKEHUs IOYEK BCIICJCTBUE
YCTaHOBJIEHHOTO TKAHEBOTOKCHYECKOTO JEHCTBHS MOHOKIOHAIBHOTO Oenka [80].
OcoObIii UHTEpEC B MOCHEAHUE TOJbI MPUBJIEKAIOT accouuupoBanHbie ¢ MGUS
HEOITyXOJIeBbIC MOPaKCHUS MOYeK C UMMYHOBOCTIAJIUTCITEHBIM
UMMYHOKOMIUICKCHBIM MEXaHH3MOM.

[Ipu »TOM cpeau OOJBHBIX C HEOIMYyXOJEBBHIM MMOPAKEHUEM TOYEK,
accormupoBanHbiM ¢ MGUS, Takke oTMedaeTcs MOBBIIIICHHBIN PUCK OITyXOJIEBOU
nporpeccun. Tak, mo mnocienauMm nanabiM  Steiner N. et al. (2017) puck
TpaHchopmaru B B-mumdonurapusie onyxonu cpeau noutu 3000 marueHToB ¢
MGUS B TeuyeHre TiepBOro rojaa rnocjie auarsosa cocrasui B neiaom 1% (0,6-1,4),
a B IPYIINE MAIMEHTOB, Y KOTO OTMEYaIoCh KpoMe Toro nopaxxenue noyexk — 10%
(4-29), yto TMOBBIIIAECT 3HAYCHHE YJIy4IIeHHUS NU(PPEPEeHIINATBHOIO JUArHO3a |

JICYCHHSI OTOU TPYIIBI MopaXkeHus mouek [98].

I1l. 3. YacTtora BBIIBJICHHS H KJIHHHYECKAS OLCHKA MOHOKJIOHAJILHOM
rammanatu (MI') y 60J1bHBIX HE(PPOJIOTHIECKOT0 PO uJis.

Cpean 4087 OOJBbHBIX, TOCIUTAIM3UPOBAHHBIX B  HEPPOJIOTUYECKOE
OTJIeJICHHE MHOTONPO(UILHOTO CTallioHapa B TeueHue 4 net HabmoaeHus (2013-
2016 r.r.), MOHOKJIOHaJbHbIE OenKku ObUTM OOHapykeHbl y 113 OonbHBIX B
CBIBOPOTKE KpoBHM (M y yacTh - B Moue). Eme y 8 Gompubix XI'H oHu ObLIH
BBISIBICHBI MMMYHOTHCTOXMMUYECKA TOJILKO B TKaHW TIOYKH, TOTJa Kak B

CHIBOPOTKE KPOBH W/WIM MOYEe N0 pa3HbIM MNpPUYMHAM JIKOO COBCEM HE
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uccnenoBanuch (y 4), 1u6o He ObuH omnpesesneHsl (y 4) Ipu UCIIOIb30BaHUH JIUIIb
OJIHOTO MeTona 3JeKTpodope3a OENKOB CHIBOPOTKH H3-3a €r0 HEJAOCTATOYHOU
YYBCTBUTEIBHOCTH B OIPEACIICHUH BO3MOXKHOM onurocekperopHoit MGUS.

JIst penpe3eHTaTUBHOCTH CPAaBHEHUS B TPYIITY OOJIBHBIX HEPPOIOTHIECKOTO
npodwis (rpynma 2) BKIIOYEHBI TONBKO 113 OOMBHBIX C MOpaKEeHUEM TOYEK, Y
KOro Obljia BHISIBIICHA M 13MepeHa MI' B CBIBOPOTKE KPOBH.

Cpenu 113 GonbHBIX Heposornueckoro npoduis ¢ BeisaBieHHON MI y 46
(41%) nauarHOCTHpOBAaH MEPBUYHBIA CUCTEMHBIH AL-aMHIIOWT03 C MOpaKCHUEM
nouek (AL-amumnouanas Hedpomarus), y 20(18%) — kpuorioOyImHEMUYECKUN
TJIOMepYyJIOHE(PUT, CBI3aHHBIN Kak MpaBmwio, ¢ xpoHmdeckor HCV-uHbpeknmei
(HCV + xpuornoOynuHemMudyeckuii riomepysonedpur), y 40(35%) —
xpoHudeckuii riomepynoneppur (XI'H), B Tom wuymcie y 2 BOIYaHOYHOU
stuosioruw, y 4(3,5%) — Oonesnp otrnoxkenums jerkux teneit (BOJIL) ¢
nopaxkenueM nouek. Eme y 3(2,5%) BoisiBiieHa MHOXXecTBeHHasi muesnoMma (MM)

C TIOpakeHHEeM Touek — Cast-Hedpomnarueii (puc.6, Tadm.s).

3% 3%

m AL-amunnonpos
® (HCV+)KpmolH
m XIrH

m O,

M cast-HedponaTma

Pucynok 6. Hozosnornueckue ¢popMbl mopakeHust Mov4eK y 00JbHbBIX

Hedposroruyeckoro oraesenus: ¢ MI'.
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Taoauma 6.
Pacnpenesienue 601bHBIX HeQPOJIOTrHYECKOTO OT/IeI€HNs B 3aBUCUMOCTH OT

HO30J10rH4YecKoi GpopmMbl mopazkeHust movyek (N=113).

Yucao AL- (HCV+) XT'H BOJIL cast-
00JIbHBIX | aMWI0KA03 | kKpuo-I'H HedponaTust
(n/%)
113(100%) | 46(41%) 20(18%) | 40(35%) | 4(3,5%) 3(2,5%)

Takum 00pa3oM, CHEKTOpP HO30JOTUCEKUX (OPM MOpaKEHUS MOYEK,
npotekaronmx ¢ MI', y HeremaTosorudeckux OOJBHBIX, KOTOPbIE TPATUIIMOHHO
TOCIUTAIIUZUPYIOTCS B TEPANeBTUYECKUE CTAIMOHAPBI, BKIIOYAET TMEPBUYHBIN
cucteMHbli AL-amunono3 (6osbiast 1ot 60apHbIX AL-aMHIION1030M B JaHHOM
HAOJIIOICHUH MOKET OBITh OOBSICHEHA HAYUYHBIM UHTEPECOM Kaeapbl U KIMHUKH K
aTO  mpobneme), kpuormoOymunemuueckut ['H, xak mnpaBwio HCV-
nonoxutenbabii (HCV+), xponndeckuii rmomepynonedput (XI'H) 3nauntensHO
pexe Oone3nb otnokenus jerkux 1eneit (BOJIL) ¢ mopakenuem Movek U B
nopsake auddepeHImaIbHOTO JUarHo3a MOXKET BBIABIATHCS Cast- Hedpomartus,
Kak nposiBieHne MM, a TakKe acCOIMUpPOBaHHAsE C JIETKUMU LEMsIMU
mpoKcuMaibHasi TyOynomnatus ¢ cuHapoMoM MDaHkKoHU uiu 6e3 ero Hamuyus (B
HanieM HabOJo1eHnH 3Ta (opMa HE KOHCTATUPOBAHA).

[TaTorenernueckass cBsi3b AL- amuiongo3a, KpUOITIOOYIMHEMUYECKOTO
rnomepyionedputa u bOJIL] ¢ MOHOKIIOHABHBIMU OEJIKAMHU JJOCTATOYHO XOPOIIIO
YCTAHOBJIEHA, B TO K€ BpPEMs pPOJIb MOHOKJOHAJILHBIX OelkoB B pa3Butuu XI'H
BCJICJICTBUE WX TKAHEBOTOKCHYECKOTO W WMMYHOBOCTAIMTEIHLHOTO BIUSHUSA Ha
MOYKH CTaJIa U3y4aThCs JUIIH B TIOCIEIHUE TOBI KaK OJTHA U3 HOBBIX TpodsieM MIT
HEOITYXO0JIEBOU IPUPOJIBI.

Cpean 113 nedpomornueckux OompHBIX ¢ MI (rpymma 2) HEKOTOpoe
NMPEUMYIIECTBO MMENH JIMI[a MY)KCKOIO IMojia — OTHomeHue M/k = 61/52 (1,2),
Torjna kak cpeau 61 OosbHBIX HeHedponormyeckoro npoduns (rpymnma 1) ¢ MIT
OTHOIIIEHWE M/ K ObUIO B ToONB3y skeHmmH 25/36 (0,69), HO pasHuIa HE

A0CTOBCPHA.
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Cpennuii Bo3pacT OOJBHBIX Hedposorndeckoro mpoduiast coctaBun 54
(47;64) rona. Tak ke kak u B rpymie 1 OOJBITUHCTBO OBLIO MPEACTABICHO JTUIIAMHU
crapie 50 net - 72(64%) cpeau 113 GonbubIX (B rpynme 1 - 52 (85%) cpenu 61

0oJsbHOrO) (puC./, Ta0I.6).

40%

35%

30%

25%

20%

15%

10%

. :.
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£030 £040 no50 £o 60 £o70 no 80 ctaple 80
6% 11% 19% 34% 19% 11%

Pucynok /. Pacnpenesienue 00,1bHBIX Heposorudeckoro oraenenus ¢ MIT

(rpynna 2) mo Bo3pacry (n=113).

Taoauna /.
CoorHomrenue jui B Bo3pacrte 10 S0 jiet u crapiue cpeau 00J1bHbIX

He(posorudeckoro npoduias (rpynna 2) ¢ MI'

(n=113).

Oo6uree o 30 | 31-40 | 41-50 | 51-60 | 61-70 | 71-80 | Crapmue 80
KoJm4yecTtso | nN/% n/% n/% n/% n/% n/% n/%
NMAanucHTOB

7 12 22 38 22 12 -
113 (6%0) | (11%) | (19%) | (34%) | (19%0) | (11%)
41(36%0) 72(64%)
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Opnako nosst 60npHBIX Mosioke S50 ser B rpynne 2 cocraBuia 41(36%) u3
113, B cpaBHenuu B rpymnme 1 — 9(15%) u3 61; x rpynme 2 npuHaaiIexaio u
Oompiiee ynucao MoaonbiXx O0onbHbIX 10 40 ner — 19(17%) uz 113, (B rpynne 1
Bcero 2 (4%) u3 61), kak mokasai aHaJIu3 B OCHOBHOM 3a cueT 00ibHbIX ¢ XI'H u
(HCV+) kpuornodOymmaemudeckum ['H (Tadi.7).

[IpoBeneHHBIN aHAU3 BO3PACTHOIO COCTaBa OOJIBHBIX TPYMIBI 2 C pa3HbIMU
dbopMamMu TIOpaKEHUS TMOYEK TOATBEPAWNI B KaKIOH TMOATPYIIE OOMIYIO
TEHJICHIIMIO K YBEJIMYEHUIO0 pucka BbisABieHuss MI' cpenu nui Oosiee cTapiiero
BO3pacTa, Kak yCTAaHOBJICHO B OOIIEH MmomyJisiiuu Kiiaccudeckumu padoramu Kyle
R. et al., 2004, 2007 r. 1 HaIIMM HCCIIETOBAHUEM KOTOPTHI OOIIETEPAITEBTUYCCKUX
O0onbpHBIX (Tpynmna 1).

Tabnuma 8.
BospacTHoi 1Mana3oH 00JIbHBIX ¢ PAa3HBIMHM HO30JI0THYECKUMH (popMaMu

nopaskeHus movek (rpynma 2)

(n=113).

Ho3zoaornveckune | N | Jdo30 | 31-40 | 41-50 | 51-60 | 61-70 | 71-80
(dhopmbI n/% n/% | n/% n/% n/% n/%
NopakKeHust
MoYeK

- 2 10 13 12 9

AL-amuinonmos | 46 (4%) | (22%) | (28%) | (26%0) | (20%0)

12(26%0) 34(74%)
(HCV+) kpmo- - 6 5 6 2 1
T'H 20 (30%) | (25%) | (30%) | (10%) | (5%)
11(55%) 9(45%)
5 6 6 17 6 -
XT'H 40 | (12,5%) | (15%) | (15%) | (42,5%) | (15%)
17(42,5%) 23(57,5%)
2 2
BOJII 4 (50%) | (50%)
2(50%) 2(50%0)
cast- 1 2
HedponaTus 3 (33%) (67%)
1(33%) 2(67%)
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OTa TEeHACHIMS OCOOCHHO YEeTKO MPOSBWIACH B MOArpymme OonbHbIX AL-
aMuiIon1030M (Tabi.7), rae OCHOBHAs 4acTh O0nbHBIX — 34(74%) u3 46, umena
Bo3pact crapiie 50 jet. B To e BpeMs B noarpynmax 6onbHbix XI'H u (HCV+)
kpuornooynuHemudeckuM ['H oHa Obuta MeHee BhIpaKeHa 3a CUeT YBEIWUYCHUS

nonu Oosiee MOJIOABIX OOJBHBIX 0 S0-TETHEr0 BO3pacTa — COOTBETCTBEHHO —

17(42%) u3 40 u 11(55%) u3 20 (Tabmn.7).

MeHee TecHasi CBsI3b C BO3PacTOM OOJBHBIX, NMPH aCCOIMUPOBAHHBIX ¢ MI
XI'H u (HCV +) kpuorioO0yIuHEMUYECKOM TJIOMEPYIOHEPPUTE MOXKET OBITh
OOBSICHEHa TEM, 4YTO C COBPEMCHHBIX TIO3UIMH B TeHe3e OTux (Hopm
HEOMyXO0JIEBOr0  MopaxkeHuss moyek ¢ MI  Beaymyro  poiib  OTBOJST
UMMYHOBOCTIAJINTEIILHOMY He(PpOmaTOreHHOMY IOTEHITMATY MOHOKJIOHATBHBIX

OenkoB, a He Bo3pacTHOMY (akTopy [76, 96, 59].

I1l. 4. KouuvecrBenHass ouneHka MI' 'y O0o0JbHBIX  OTAeJeHUH
HeHedpoJiornueckoro (rpynmna 1) u Hedposiorndeckoro (rpynna 2) npoguiis

(mepuoa 2013-2016 rr.)

CpaBHeHue cpegHed BenuuuHbl MI B JIByX Trpynmax OOJbHBIX
MHOTOMPO(PHIHLHOTO TEPANEBTUUECKOIO CTAIlMOHApA MOoKa3alia, 4yTo B rpyrime 1 oHa
ObuTa mocToBepHO Bhiie — 7,2 [4,56; 10,9] r/n, wem B rpymnme 2 — 1,22 [0,1; 3,12]
r/n (puc. 8), 3a cuer Oojee BBICOKMX HMHIWBUAYAJIBHBIX MOKa3aTelell y OO0IbHBIX
rpynnel 1 ¢ ycraHoBieHHOW BrepBble MM u apyrux B-numdoumtapHbix
OIMyXOJieH, a TaKXke Wu3-3a MPUMEHEHHUS B Tpynma 2 METOJOB, CIOCOOHBIX

OLICHUBAaTh HU3KHUE 3HauUeHUss MI', BIusArOIME HA CPEHUIM TTOKA3ATENb.



72

70

60 r

50t

40

30

M-rpagneHT

20

10 ¢

-10 ' ' O Median
[0 25%-75%
pynnbl T Min-Max

Pucynok 8. Cpennsisi Besiuuuna MI' B 1ByX rpynnax 60JIbHbIX -

HeHedposiorudeckoro (rpymmna 1) u Hedposoruueckoro (rpynmna 2) npogu.is.

[Ipn ouenke pacnpeneneHuss OOJNBHBIX B ABYX Tpynnax no BenuuuHe MIT
oKazasoch (Tabn.8), 4yTo B OTJIMYME OT TPYNIbl OOJBHBIX HE(PPOIOTrHYECKOro
npoduiis (rpymmna 2) B rpynne 00JbHBIX UCXOAHO HeHehPOoJIOTuuecKoro mpodus
(rpynma 1) He 3adukcupoBanbl HU3KME 3HaueHuss MIT — menee 1 /1, Kak MOKHO
MoJlaraTh BCJEACTBUE IPUMEHEHMS Uil uccienoBanuss MIT B srou rpynmne B
OCHOBHOM TOJIbKO OJIHOTO METOJa — KJIACCMYECKOro MeTojia 3JieKTpodopesa
OEJIKOB CHIBOPOTKH, Pa3pellaoiias CIOCOOHOCTh KOTOPOTO HEAOCTaTO4YHa st
BBISIBJICHUS BceX BapuaHToB MI, B TOM 4uciae OTBEHArOUIUX KPUTEPHIM

MOHOKJIOHAJIbHOM ~ ramMmamnaTui  HeompeaenenHoro  3Hadenus  (MGUS)

[62].
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Tao0muma 9.

Pacnpenesienue 00J1bHBIX HeHepoJiornueckoro (rpynma 1) u

HedpoJsiorudeckoro (rpymnma 2) npoguiis no sejanuute MI'.

Beanunna I'pynna 1 I'pynna 2
MI, r/a (n=61) (n=113)
<1 - 52(46%)
1-5 17(28%) 45(40%)
5-10 24(39%) 11(10%)
10-15 9(15%) 4(3%)
>15 11(18%) 1(1%0)
Besuuuna MI', mr/an | I'pymma 2 (< 1 r/a)
(n=52)
150-30 7(14%)
500-150 10(19%)
1000-500 35(67%)

B To xe Bpems B rpynmne 1 daiie, ueM B rpymnne 2 ObUITM KOHCTaTUPOBAHBI
BbIcOKHUE 3HaueHus MI" — Oonee 15 r/ny 11 (18%) cpenu 61 GonbHOrO (B rpymme 2
Tosibko y 1(1%) cpenu 113 GonbHBIX).

[Ipu aHanM3e HO30JOTUYECKOW NPUHAMIEIKHOCTH OOJNBHBIX Tpynmbl 1
YCTaHOBJICHO, UTO K noarpymnne 0oiasHbix ¢ MI™ >15 1/1 oTHOCHIIaCh MOJIOBUHA U3
16 OONBbHBIX C BIEPBbIE JUATHOCTHUPOBAHHBIMU B YCJIOBHSX TEPANEBTHUYECKOTO
CTalMoHapa reMaToJIOTHYeCKUMU B-nmumdonurapasiMu OTTYXOJICBBIMHU
3a0oneBanusiMu (7 ¢ MM u 1 ¢ B-kieTouHoil HEXOMKKMHCKON nuMdomoit - (B-
HXJI) (tabn. 4 u 8), Ho Takxke m 3 OompHBIX (1 ¢ CKB, 1 ¢ peBMaTOMIHBIM
apTpuTOM U | ¢ XpOHUYECKHM TMAaHKPEATUTOM), Y KOTOPBHIX CBSI3b 3a00JIeBaHUS,
MOCITY>KUBIIETO MPUYMHON MOCTYIJIEHHUS! B TEPANEBTUUECKUIN CTAlMOHAP, C KAKOW-
160 cexpetupytomieit MI' remaToornueckoi Omyxosbio He Obliia MOATBEPKICHA
(oTM  OONBHBIC HAMpPABJIEHBI B  CHCIHAIU3UPOBAHHBIE TE€MAaTOJIOTUYECKUE
YUpEXJIEHUS Ha I000CIIeI0OBaHHE).

VY ocranbabix 50 (82%) OonpHbIX (rpymma 1), BKiIrodas u emie 9 Apyrux
OOJMBHBIX C BIEPBbIC TUATHOCTHPOBAHHBIMU B-nmuMorutapusiMu omyxonsamu (6 ¢

MM, 2 c¢ wmakpornodoynunemuerr Bampaencrpema (MW), 1 ¢ B-knetounoi
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HeXO/DKKUHCKON siuMmbomoit - (B-HXJI) (tabn. 4 u 8), BeisBisiace MIT menbiei
BETMYMHBI — MeEHee 15 1/1, mo o0BeMy COOTBETCTBYIOMIAS MOHOKIOHATHHOU

raMmarnartuu HeompeaeaeHHoro 3naueHus — MGUS [80].

[To coBpemennbIM npeacTaBieHusM quarno3 MGUS nomumo oOHapy eHHs B
CBIBOPOTKE MOHOKJIOHAJILHOTO Oeiika Masioro oobema (MeHee 15 r/m) OGasupyercs
Ha orcyrctBun CRAB-kpuTepueB — KOHEUYHBIX OpPraHHBIX MOBPEXIACHUN
(TunepkanblMeMHUH, MOYEYHOW HEIOCTATOYHOCTH, aHEMUH, MOPAKEHUS KOCTeH),
CBOMCTBEHHBIX «OVert» HeomnazMaMm — MM u apyruM — accolMHUpPOBAHHBIM
omyxoisim (IMWG, 2014).

AHanu3 xapakrepa TepareBTUYECKON MaTojoruu y HalOmrogaemMoro Hamu 61
oompHoro rpynnel 1 ¢ MI, wuckmodas OOJBHBIX C yKa3aHHbIMU B-
JUM(OUUTAPHBIMA  OIYXOJIEBBIMUA 3a00JIEBAHMSIMHU, HE Jall OCHOBaHUA A
IPEINOJIOKEHNSI O HAJIMYUMU TaTOreHETUYECKOM CBsI3u Mexay HuMU. OnHako
oOHapykeHHE y OOJbHBIX MHOTOMPO(PUIBHOIO TEPANEBTUYECKOrO CTalMOHapa
comytctBytomeir MGUS 3aciyxuBaer MNPUCTAIBLHOTO BHUMAHUA U Tpedyer
JTUHAMHYECKOro HaOmoAcHus, yduThiBas ToT ¢akr, uro MGUS, kak ObLI0
JIOKa3aHO JByMsI HE3aBUCUMBIMHU SITUICMHUOJOTHYCCKUMHU HCCIICIOBAHUSIMU [72,
102], mpakTHuecKd Bcerjaa MPeaIiecTBYeT 3a HECKOJBKO JIeT pa3BuTHio MM wu
JIPYTUX OIyXOJied M Yy YacTh OOJbHBIX MOKET BbI3bIBATH HEOMYXOJIEBbIE

MOpa)XCHUSI OPTAHOB M TKAHEH, B YaCTHOCTH 3a00JICBaHUSI TIOYCK.

OreHka pacripenerneHus: O0JIbHBIX Hedposiorudeckoro npoduis (rpymma 2)
no BenuunHe MI' mokaszana, uro y ocHoBHOM "actu — 97 (86%) u3 113 60abHBIX
oHa Obuta MeHee 5 r/n, mpuueM y 52 (46%) w3 Hux — meHee | r/nm (Takue
MUHUMAaJbHBIC 3HAYCHUS HE 3a(UKCUPOBAHBI HU y OJHOTO HEHE(HPOIOTHIECKOTO
6onpHOTO — Tpymmsl 1), eme 11 (10%) umenu Bemmunny MIT 5-10 /1 1 TOnBKO ¥

5 OoJIbHBIX ompezeneHbl Oosiee Bbicokue 3HaueHuss — 10-15 r/n u Gonee 15 1/n

(1a61.8).
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Onmnako  KJIMHWYECKass KapTHHA MW Pe3yibTaThl  MOP(OJIOTrHYECKOTro
UCCIIeIOBaHUsI OWONTaTa TMOYKU CBHUCTEIBCTBOBAIM O HAIMYUM Yy OOJBHOTO
MIIT'H, a He 6onee xapakTepHoit 11t MM «cast-nedpomnatumny.

Cpenu »Tux 5 OOJBHBIX B TIEPUOJ HAyaJbHOM TOCIHUTAIM3AlMU B
He(poJIOTHYECKOE OTACNCHHE y 3 OOJIBHBIX JUArHOCTUPOBAH MepBUYHBIA AL-
amuion103 (cBs3b ¢ MM He Oblia J0Ka3aHa) U y OJTHOM OOJIbHOM ¢ BhICOKOW MI
(28 r/n) nuarnoctupoBana CKB ¢ TopnuaHbIM TeueHHEM BOJIYAHOUYHOTO HedpuTa
5 Kiacca, Ipu 3TOM paccMmaTpuBaeMas B mopsake auddepeHnalbHOro JuarHosa
B-HXJI y Hee He Obuta moarBepikaeHa. Eme y omHoro 6onpHOrOo BeamyumHa MIT

JlaBajia OCHOBAHME JIJIS IMarHo3a MHOKECTBEHHOUN Mueaombl (MM).

Kiaunnunueckoe Hadaogenmne Ne 3

Boabnoii /I., 55 aert, noctynui B He(POJIOTHYECKOE OTACICHUE KIMHUKH C
)ano0aMy Ha TOJOBHBIE OOJIM, TOBBINICHUE apPTEPUATBLHOTO JIaBJIICHUS, OTEKU
rojeHed. M3 aHamHe3a M3BECTHO, 4YTO B Bo3pacte 23 jer OoJibHOMY ObLia
BBITIOJIHEHA pe3eKIus 2/3 jkenmyiKa B CBsI3U ¢ MPoOOAHOM sI3BOM, B Bo3pacTte 52 Jer
—  JIamapocCKOoMHuuecKass TMPOCTATIKTOMHSI MO  TOBOAY  3JIOKAY€CTBEHHOTO
HOBOOOpa30BaHUs IMPEACTATENIbHOM  JKeNe3bl, B  IOCIEAYIOIIEM YPOBEHb
mpocTarcrnenuuueckoro aHTUTeHa OCTaBajCs B Tpenesiax HOpMbl. Yepes3 roj
MIOCJIC OTepaIliy BIEPBBIC CTaJ OTMEUYATh MOBBINICHUE apTEPUATBHOTO JTABICHUS
1o 140/110, B TOT e mepUoJ - SMHU30]1 MOYCUHON KOJIMKUA C CAMOIPOU3BOJIBHBIM
orxoxnenueMm kamus. [Iporeunypus (I1Y) cocraBnsma 0,381/1, sputpouutypus
QYY) — 2-4 B nm.3p., oOmuit Genok ChIBOPOTKU 60T/, KpeaTUHUH 9SMKMOJIB/II.
Uepes 3 mecsma (mapt 2015) romoBubie 6omu ycunmunuchk, Al 190/110, ITY —
4,41r/n, 9Y — 40-90 B nm.3p., KpeaTUHUH CBHIBOPOTKU 162MKMOJb/J. [TpoBoaMIIOCH
JICYEHUE aHTUTUIIEPTEH3UBHBIMU cpeacTBamu. C anpens 2015 nosBunucey U cranu
HapacTaTh OTEKH HOT, MPOTEHHYpPHs YBEIUYIIACh 0 HEPPOTHUECKOTO YPOBHS
(14r/n), coxpansutace DY (375 ThIC/MII), YPOBEHBb KpeaTMHHWHA TOBBICHICS JI0

208,6 mxmonw/1, CK® cam3unack ¢ 62 1o 25 mu/muH, ki — 5,9 mmons/n. [lpu
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MOCTYIJIEHUU B HEPPOJIOTHYECKOE OTACIICHHE COCTOSHHUE TSKEIOe — aHacapka,
nosioctaeie oTeku, AJ[ 180/120 mm pT.cT., 00muii 6e0Kk chiBopoTkH 44-38 1/,
OTMEUEH HEOMpEeesieMblii YPOBEHb N€MOJIMTHUYECKOW aKTUBHOCTH KOMILJIEMEHTA,
noBeimenue J[-gumepa (10,01, Hopma menswine 0,5 mxr/mi). [lpoBenena Guorncus
nouku, U3 11 KiIyOO4YKOB 2 CKIIEpO3UPOBAHBI, B OCTAJIBHBIX HEPABHOMEPHO
yTojiieHa Oa3ajgbHasi MeMOpaHa KamwuUIIpOB, ME3aHTUUA 0YaroBO pPacIIMpPEH U
CKJIEpPO3UPOBAH, COCYAMCTBhIE METJIM CKJIEPO3UPOBAHBI C OOpa3OBaHUEM JOJIEK,
MHO>KECTBEHHBIX CHHEXHM, B MPOCBETE KANMWUIAPOB JIPUTPOLMUTHI, OTMEYACTCS
dbubpormacTuyeckas TpaHchopmarus TyOyJIOUHTEPCTHUITHS. [Ipu
MMMYHOTUCTOXUMHUYECKOM  HCCIEIOBAHUM  OOHApY>KEHO  TMOJHUKJIOHAJIBHOE
CBEUYEHHUE 0YaroBOro KOMKOBATO-JIMHEHHOT0 XapakTepa UMMYHOTII0O0yIHHOB G, A,
M, kanma u aamOaa Jerkux uener, komnoHeHToB komiementa C3 um Cql Ha
0azanpHON MeMOpaHe KamuuisapoB. VMckitodanach napaHeorjiacTuueckas mpupoja
rJioMepyJoHeppHUTa, YUUTHIBAsl OIyXOJEBbI aHaMHE3, OJHAKO JIaHHBIX 3a
pPELUINB 37I0Ka4Ye€CTBEHHOM OIMYXO0JIM MPOCTATHl WU APYTUX OPraHOB HE MOJIYUYECHO.
[Ipy MMMYHOXMMHUYECKOM HCCIICJOBAHUU KPOBU BBISBICH MOHOKJIOHAJIBHBIN
uMMmyHornoOymuH G-karma 3,6r/71, npu uccineaoBaHuu Mmouu 0enok benc-/[xonca-
kanmna 2,05r/cyr. KonndecTBO CBOOOJHBIX JIETKUX IIeNed WMMYHOIJIOOYJIMHOB
ceiBopoTkr Metogom Freelite 3000mr/n (FLC). OOpamano Ha ceOs BHUMaHHE
TaKKe€ TOBBIIIIEHNWE CHIBOPOTOUHOM KOHIEHTpanuu «Cy»-peakTUBHOTO Oeika U
OeTa-2-mukpornooynuHa.  MccnemoBaHme  KOCTHOTO — MO3ra,  BBISIBHUBIIEE
M1a3MoIuTO3 KOocTHOro mosra 11,8%, Hapsiny ¢ BBIpa)K€HHOW NPOTEUHYpUEH
benc-/Ixonca Oonee 1r, B T.4. BbICOKHI ypoBeHb FLC, mo3Boinan CKIOHUTHCS K
JIMAarHO3y MHOKECTBEHHOW MHEJIOMbI, HECMOTPS Ha TO, YTO TpPH OOBIYHOU
peHTreHorpaduyd KOCTeM HE BBISABICHO Ba)KHOTO KPUTEPHUS MHEIOMBI — OYaron
octeosinza, Bxosamux B kputepun CRAB. Ouaru ocreonusuca ObUIA BBISBJICHBI
IIPY MCTIOJB30BaHUK OoJiee YyBCTBUTEIBHOTO MeToga MPT. B aTom HaGmoneHuun
THIATEbHBIA TOUCK KOCTHBIX JECTPYKIHUA OBbLI OCOOCHHO Ba)X€H, MOCKOJBKY Y
0onbpHOTO BbIsIBIEHA Tiomepynonatus — MIITH, a ne nunuaaposas Hedpomnatus,

JAUArHOCTHYCCKHU 3Ha4YUMasa AJI1 MUCIIOMBI.
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OCHOBHOI JMAarHOCTHMYECKOW mpoOIeMOM B 3TOM HAOMIOAEHUH ObLIO
JIOKQ3aTEIbCTBO CBSI3M MOPAXEHHS IMOYEK C MOHOKJIOHAJBbHOM TaMMamnaTHel,
MOCKOJIbKY TPU MMMYHOTHCTOXMMHUYECKOM HCCIIEOBAHUU MOYEYHOro OHoITaTa
oOHapy)KeHa  TOJMKJIOHAJIbHAs (BCEX  KIAccOB)  (UKcAMsl  HWHTAKTHBIX
UMMYHOTJIOOYJIMHOB U JIETKHX ITieneil. B 3Toi cBsi3u ObLIa IpoBeieHa B YCIOBUSIX
CHEIUATN3UPOBAHHOTO T'eMaTOJIOTUYECKOI0 CTallMOHAapa IOBTOpHAs OHOICHS
MOYKA U TOJIbKO NMPUMEHEHHE B MOCJIEAYIONIEM METOJa MPOTEOMHOrO aHaau3a
(BBIIIETIEHUE UMMYHOTJIOOYJIMHOBBIX KOMIUIEKCOB M3 TKaHU MOYKH 0]l KOHTPOJIEM
MUKpPOCKOIIA — MHKPOJHUCCEKIMS C TMOCJIEAYIOEed Macc-CIEeKTPOCKOMHEH )
MO3BOJIUIIO MOATBEPIUTH MOHOKJIOHATbHBIH xXapakrTep JIETIO3UTOB
UMMYHOTJIOOYJIMHOB B MOYyke OonpHOTO. JlaHHOEe HaOmIOIeHWe —SBISETCS
yOeAUTEIbHBIM apryMEHTOM B MOJIb3y HMMMYHOBOCHAJIUTEILHOIO MOTEHIIMAIA
MOHOKJIOHAJBHBIX OE€JIKOB M MX CHOCOOHOCTU BBI3BIBaTh TJIOMEPYJIOHEDPUT.
borpHOMY pekOMEHJOBaHO JieUeHHWE TO CcXeMme Belkea-nukiodochan-

JCKCaMCTa30H.

VY Bcex 3 GonbHBIX Tpymmbl 2 ¢ Cast-Hedpomnatuelr — xapakTepHon (hopmoit
nopakeHus movek npu MM, KoTopasi BIepBbie ObllIa JUArHOCTHPOBaHAa HaMHU B
Hedpoaornueckom otnaenennn, MI o BeamumHe cooTBeTcTBOBaa Takxke MGUS
(5,52 v/n, 5,13 1/n, 5,0 v/;1), 4TO coryacyeTcsi ¢ COBPEMEHHBIMU MEXKIYHAPOHBIMHU
kputepusimu MM (IMWG, 2014), nonyckaromumu Ijsl YCTaHOBJIEHUS IUarHo3a
MM mo6oro ypoBHs MI' u mmasMarm3almyi KOCTHOTO MO3ra TPH HaJTWYUd
cumrnromokomiuiekca CRAB.

VY 4 6onpHbIX ¢ yctaHoBieHHoW BOJILl, xak u y O0OnbIIMHCTBA OOJIBHBIX
rpymmbl 2 Obuia BeisiBieHa MIT manoit Benuunabl — Menee 1 /1 (y 3) u 3,2 /1 (y
1).

DT  pe3yiabTaThl MOATBEPKIAIOT BAaXKHOE 3HAYCHUE  HCCIEAOBAHUS
Heponoruueckux OoJbHBIX Ha Hamuuue MGUS, ¢ onHoW CTOpOHBI, s
YTOYHEHHUS TMPUPOIBI accoruupoBaHHoro ¢ MI mopaxeHuss mo4yexk — JuOO

BBISIBJICHUSI CPEAM HUX CEKPETHPYIOIIUX B-mumdouutapHbIX HeoIiazMam, JU0o
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HEOIMYXO0JIEBOI0 MOPAXKEHUS TMOYEK, C JAPYyro — s 0OOCHOBaHHMS M BbIOOpa
TapreTHOM TEPAIUH.

3Ha4yeHUE 93TOW MpoOJeMBbl ToaUYepKuBacTcs TeM, 4to B 2012 roay [76] mis
o0o3HaueHus accouuupoBaHHbix MGUS 3aboneBanuil modek ObLI MPEAsOKEH
O0BEIUHAIOMNN TEPMUH — MOHOKJIOHAJIbHASI TaMMarnaTHs peHaJbHOTO 3HAYCHUS,
MGRS.

Beenenne mousatus MGRS 06bi1o moneiTkoit otrpannuuth or MGUS C ero
BO3MOXHBIM JOOpPOKAYECTBEHHBIM TEUYEHHEM BapHaHT C YETKO YCTAHOBJICHHOMN
HAIpPaBJIEHHOCTHbIO TOKCHYECKOTO JEHCTBHS MOHOKJIOHAJIBHBIX OCJIIKOB Ha TKaHb
noukn. MGRS o0benunsieT ciydau, KOTopble oTBeuatoT kputepusm MGUS, HO
XapaKTEPU3yIOTCSI KIMHUYECKUMH (IPOTEUHYPHs], TOUEUHAasi HEJOCTaTOYHOCTh) U
TUCTOXUMHYECKUMU (JI€TO3UTHl MOHOKJIOHAJBHBIX | M UX KOMIOHEHTOB, wim C3-
KOMIIOHEHTOB KOMIUIEMEHTA) MPU3HAKAMHU MOPAKEHHS MOYEK, YaCTOTON pelnanBa
1OCJI€ TPAHCIUIAHTAI[MU OpraHa.

CrnekTp mopakeHus mouek, Bxoasmux B rpynny MGRS gocraTtouno mupok

196, 97] u BrITIOUaET:

|. [nomepynonatuu ¢ opraHu3oBaHHbIME Jenozutamu  (Al-ammnonnos,
MUKpPOTYOYJISIpHBI ~ MMMYHOTAKTOMAHBIA  TioMepyloHedputr, I['H) wu
HEOPraHW30BAHHBIMU JIeNI03UTaMHU (0O0JIE3Hb OTJIOKEHUS JIETKUX M TSKENbIX
neneit, nponudeparuBrapii ['H, wamme MIITH ¢ Ig G3x, C3-T'H u 6one3ns
IUIOTHBIX JETIO3UTOB, KpUOTIIOOY TMHEMUYECKUN I'H IIpU
kpuornooynuHemuu | u |l Tunon);

Il.  TyOynonatuuu (accorumpoBanHas ¢ LC, oObruHo K1 mpokcumanbHas

tyOynonatusi ¢ CuHapom @Pankonu, LC K wmm A mnpokcumanmbHas

TyOymonatusi, BO3MOXHO 0Oe3 cuHAapomMa DaHKOHW, THUCTHOLIUTO3 C

L C-kpHCTAIITNYECKUMHU BKIIOYEHUSIMU ).

Ycranosnenue cBsi3u nopaxkeHus nodek ¢ MGRS nmeer BaxkHOe 3HaueHUE
Uit OOOCHOBaHMSI M BbIOOpa KOHKPETHOM CXEMbl TapreHTHOM Tepamuu,

HAIpaBJIEHHOW Ha JpaguKkanuio B-kiaetoyHoro mauMEQOIUTapHOTO  KIIOHA,
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BBIpa6aTI>IBaIOH_ICFO MOHOKJIOHAJBbHBIC OenKu NN ux q)paI‘MeHTBI C

HEPPOTOKCUUECKHUM JeiicTBrueM [59].

I11. 4. 1. 3dppexTnBHOCTL MeTO0B onpeaesenusi MI' y Heppoaoruueckunx

00bHBIX (rpynmna 2).

Mamas Benmuumna MI', ycTaHOBJICHHas y TOJABIISIFOIIETO OOJBITUHCTBA
(86%) OOMBHBIX HEPPOTOTUUECKOTO MPOUIs, TOTIECPKUBAECT HEOOXOIUMOCTH
UCIIONIb30BaHUS IS €€ ONPEICICHUS YyBCTBUTEIBHBIX METOJIOB, BKIIIOUAsk METO]T
Freelite [60, 61, 62], ¢ momMoIIEI0 KOTOPOTO BO3MOYKHO BBISBIICHUE MHHHMAJIbHOM

no oobemy MI' (1r/n) 3adukcrupoBaHHON HaMH y OOJBHBIX HEPPOJOTHYECKOIO

npoduis (rpynma 2).

Cpenu 113 medponornueckux O60apHBIX ¢ MIT OblT O0TOOpaHBI OOJIBHEIE,
koMy MI' ycTaHOBIIEHa TpPU MCHOJB30BAaHUU 3-X CBIBOPOTOYHBIX  METOJIOB
uccle0BaHus — AekTpodopesa oenkos (D), ummyHopukcaru (UD) u Freelite,
0003HaYaeMuX Kak 3-X KOMIIOHEHTHAsl JIMAarHOCTHYECKass CKPUHUHTOBAs IMaHEIb
[62].

[Tocne wckmroueHUs: OONBHBIX ¢ cast-HedpomaThel B Hee OKOHYATEIBHO
Bonio 87 OonbHBIX: 39(45%) - OombHBIX ¢ AL-amunoumoszom , 16(18%) - ¢
(HCV+) xpuornooymuaemudeckum ['H, 28(32%) ¢ XI'H, 4 (4%) ¢ 6one3Hbro
ornoxenust yerkux uened (bBOJIL). Cpemnsis Benmuumna MIT B aTO# Tpymme
cocramia 1 rv/m (0,1; 3,43), TO ecTh MO HO30JOTHYECKOMY COCTaBy W
MIPEUMYIIIECTBEHHO OJIMTOCEKPETOPHOMY Xapaktepy MI' 3Ta rpymnma moJHOCTHIO
OTpaxkaja rpyIiy 2 B LIEJIOM.

Hamu mnpoBeneHo cpaBHeHHE B OTOOpaHHOW Trpynne 3¢PpGEeKTUBHOCTH 3X
KOMIIOHEHTHOM JHWAarHOCTUYECKOM MAaHEJM, BKJIIOYAIOMIEH METOJ OIpEACICHUS
FLC, ¢ »30dQeKkTUBHOCTBIO  HUCIIOJB30BAHUSA  TOJBKO  TPaAUIIMOHHBIX
AMEKTPOPOPETHIUECKUX METOJIOB HCCIACAOBAHHUS OCIKOB CBHIBOPOTKM W MOYH -

KJ1accruyeckoro Meroa DP 0eskoB U ero coyeranus ¢ meronom UD.
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[TpoBeneHHOE CpaBHEHHE TIOKA3aJI0, YTO C MOMOIIBI0 KJIACCHYECKOTO METOa
O® 6enkoB ceiBopoTkr MI™ Opl1a naeHTudumEpoBana B 1ienoM y 38(44%) cpenun
87 wnedponornueckux O0dbHBIX ¢ MI, ycTaHOBJIEHHOM ¢ TIOMONIBIO 3-X
KOMITOHCHTHOM JIMarHOCTUYECKOW CKpHHUHTOBOHM maHenn (puc. 9a): y 14 (36%)
cpenu 39 60pHBIX ¢ AL- ammtonmosom, y 10 (63%) cpeau 16 6osbHBIX ¢ (HCV+)
kpuornooynuHemudyeckuM ['H, y 12(43%) cpenu 28 6onbubix XIT'H n'y 2 (50%) u3
4 6onpHEIX ¢ BOJILI.

PesynbratuBHOCTH BhIABICHUS MI mocie npucoenuHenus k 9P meroga D
ChIBOPOTKH Obuta Bhiie: MIT unentudunupoBana B nenoM y 63 (72%) cpenu 87
6ompHBIX (puc. 90): y 26(67%) u3 39-¢c AL-amumonmozom, y 13(81%) u3 16 - ¢
(HCV+) kpuornooynunemuueckum ['H, y 22 (72%) u3 28 —¢ XI'H u y 2-x u3 4
(50%) — ¢ BOJILI.

clo) 30+UD

Puc. 9 a u 6. Yacrora BuisiBjienusi MI' npu ucnob3oBannu Metoaa dd (a) u
KoMOMHAIMH MeTOA0B DD u UD (0) cpeam 87 Hedposoruyeckux 00JbHBIX €
MI', ycTaHOBJIEHHOI ¢ MTOMOIIBIO 3-X KOMIIOHEHTHOM THATHOCTUYECKOH

CKpUHMHTOBOW naneau @ — UD — Freelite.
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OpaHako  BHE  UYyBCTBUTEJIBHOCTH  O3TUX  JBYX  TPaJULHUOHHBIX
ANEKTPOPOPETUUECKUX  METOJIOB  HUCCIICIOBaHMSI ~ CBIBOPOTKH  OKa3ajlach
3HAUUTEIbHAS YaCTh HEPPOIOTrHUECKUX OOJIBHBIX C HAJIMYUEM OJIMTOCEKPETOPHOMN
MI' - 56% mnpu wucnoms3oBanuu Todpko O® u 28% - mpu TpPUMEHEHUU
koMmOuHaImu Meto 0B DD u D (Puc. 9 a u 0).

D10 Kacanoch OOJBHBIX BCEMH HCCIEAOBAHHBIMM HAMH HO30JOTUYECKUMHU
dbopMaMu MOpakeHUsI MOYEK HEOMYXOJEBOM MpHpobl, B Oonblieii crerneHu AlL-
aMuIIou103a:; cpeau 00JabHbIX AL- aMUIION1030M 707151 OOJIBHBIX C HEBBISIBIICHHON
(nponymennoi) MI™ okazanack Haubosbiei (Tabi.9).

[TomydeHHbIE HAMH PE3YJIBTAThl COMIACYETCS C JIAHHBIMH JIMTEPATyphl [62,
44, 43] OCHOBaHHBIMM Ha HW3YYCHUH OOJBIIOT0 KIMHUYECKOTO MaTepuala,
BKJTIOYAIOMIETO  MOMHMO OOJIBHBIX C OIyXOJeBbIMH 3abosieBanusmu (MM u
JIPYTHMH), TaKKe marueHToB ¢ AL-amumono3zom, BOJIL], MGUS.

OTH  JaHHbIE CBHUJIETENBLCTBYIOT O BBICOKOM  YYBCTBUTEJIBHOCTH B
uaeHTugukanun MI' koMOMHaIMKM CBIBOPOTOUYHBIX MeToA0B DD, D ¢ meTonom
ompenencuust FLC - Freelite. IIpu yeM mo MHEHHIO aBTOPOB, COBIALAIOIINM C
pe3ynbTaTaMi HalIUX HCCIEIOBAHUN, MPU TaKOW KOMOHWHAIIMU CHIBOPOTOYHBIX
CKPUHUHTOBBIX METOAOB y OOJBHBIX BCEMH WM3YUCHHBIMH 3a00JICBAaHUSMHU, KPOME
AL-amunonnosa, He o0s3aTebHO IpuMeHeHue nekTpodoperudeckux (D u UD)
UCCIIEIOBAaHUM CyTOUYHOU (24-4acoBOM) MOYM BBUAY «MaJIOW JOMOJHUTEIbHOU
YyBCTBUTEIBHOCTH» 3THX MOYCBBIX TECTOB B OTHOIICHWUHU BbisiBiieHuss MI [53,
57].

Onnako, B uccnenoBanuu Palladini G. et al (2009) ¢ dokycom Ha AL-
amusiono3, cpeau 115 OonbHBIX AL-amumommo3om 5(4,3%) OONbHBIX OBLIN
NPONYIIEHbl TMPH OLEHKE MeToaaMu chiBopoTodHbix WD u  Freelite, wo
UACHTU(DUIIMPOBAHBI ¢ TOMOIIBI0 MoueBoro tecta Md [82]. B paborax Katzmann
J.A. (2006, 2009) npu UCKIFOYECHHH U3 JUATHOCTHYECKOW CKPMHHUHIOBOM MaHEIH
MOYEBBIX METOJOB IMpOIMycKk mnanueHToB Al-amuiionno3zom ¢ MIT cocraBui
cootBeTcTBeHHO 0 cpenn 23 (0%) u 6 cpeam 581(1,0%) [61, 62]. Dtr pe3ynbTaThl

7l OCHOBaHUE B coBpeMeHHBIX pekomeHmammsx (IMWG, 2014 r.)
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PEKOMEH/I0BaTh MPHUCOEIUHEHHE K CHIBOPOTOYHOM 3-X KOMIIOHEHTHOM MaHENIH —
DO-UD-Freelite moueBbix anmekrpodoperndeckux mMeronoB DD u UD rmaBHBIM
oOpa3om 17151 6osee MoaHON AuarHocTuku AL- amunonio3za. OCoOOEHHO 3TO BaXKHO
npu A tune FLC, mockonbky OBUIO YCTaHOBIIEHO, YTO cpedu OoipHBIX AlL-
aMIJIONI030M, KOTOpbIE OBUTH «IIPOMYIIEHBI»  CHIBOPOTOYHBIMU METOJIaMH,
BKJIrouast Freelite, Ho waeHTUGHUIMPOBaAHEI ¢ TOMOIIBI0 MeTona D Moun w/wmu
CBIBOPOTKH OOJIBIITMHCTBO 3KCIPECCUPOBAIIH A JIETKHE TienH [62].

Hamu Takxke ObUIM TOMOJIHUTEIBHO NMPOAHATU3UPOBaHbI y 87 OonbHbIX ¢ MI,

BBISIBIICHHOM C IIOMOIIIBIO 3-X KOMIIOHEHTHOM MaHeIN CBIBOPOTOYHLIX TCCTOB Sl

- 1O - Freelite, pe3ynpraTHBHOCTH PUCOCTUHEHUST MOYEBBIX TeCTOB - DD u D
(Tab6s1.9).

Tab6mmma 10.
YacTroTa HeBbISIBJEHHBIX (IIPOMYIIEHHBIX) HE(PPOIOrHIeCKUX 001bHBIX ¢ MIT
NPHU UCNOJIb30BAHUM TPAAUMIMOHHBIX 3JIeKTPO(OpeTHYECKHX METO/I0B
CHIBOPOTKM ¥ MOYHM 10 CPABHEHHUIO ¢ 3-X KOMIIOHEHTHOM TMATHOCTHYECKOI

NMaHeJIbI0 CHIBOPOTOYHBIX TecToB DD+ D+Freelite.

Ho3oJsiornueckue dP+UD+Free dO+UD dO+UD
(hopmMbI oOpakeHust lite CHIBOPOTKH | CHIBOPOTKH U
MoYeK CBHIBOPOTKH (n/%) MOYH
(n) (n/%0)
AL-amuionno3 39 -13 (33%) -4 (10%)
HCV(+) 16 -3 (19%) -3 (19%)
KPHOrJI00yJJMHEeMHYec
kuii I'H
Xpouuyeckmuii 28 -6 (21%) -4 (17%)
rJIOMepyJIoHe(ppUT
(XTH)
BoJjie3Hb 0T/10:KeHUsI 4 -2 (50%) 0
gerkux ueneu (bOJIL)
Bcero: 87 -24 (27%) -11(13%)

JloGaBieHne K CBHIBOPOTOUHBIM 3JIEKTPOGOPETUUECKUM METOJaM BMECTO

metona Freelite D@ nu UD Moun yMEHBIIMIIO YUCIIO TPOMYIICHHBIX OOJIBHBIX C
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MTI - B nenom ¢ 24 (27%) no 11 (13%), B TOM 4uclie ¥ B MOATPYIIE OONBHBIX C
AL-amunonnozom - ¢ 13 (33%) no 4 (10%).

Opnako U 3TOT noaxoA Obl1 MeHee A(()EKTUBHBIM, YeM 3-X KOMITIOHEHTHas
IaHEeb ~ CHIBOPOTOYHBIX  MeTofoB - Od-Hd-Freelite, ¢ ee¢ Bbicokoi
YyBCTBUTEIBHOCTBIO K  ompeneicHuto cBoOomubix Jnerkmx mnemnedt (FLC) -
ocHoBHOHM coctaBiswoniei MGUS y GonbHBIX M3ydeHHBIMH Hamu ¢dopmaMu
HEOITYXO0JIEBOT'O MOPAXKEHUS TIOYEK.

Kpome ToOro m3-3a BbICOKOI peabCOpOIMOHHON CIIOCOOHOCTU TYOYJISPHOTO
snutenus novek g FLC BO3MOXKHOCTh MX OMNpEJEICHUs] B MOYE CHUXKAETCS, K
TOMY H00aBIIA€TCS TaKKe HEOJaronpusTHOE BIMSAHME Ha OelKu mpouecca
KOHIIEHTPUPOBAHUSI MOYH C BO3MOKHOCTBIO TOJYYECHHS JIOKHOIMOJIOKUTEIbHBIX
pe3yabTaToOB, a TakkKe TPYAHOCTh cOopa 24-4yacoBOM MOYHM MapasieibHO
CBIBOPOTKE (TO €CTh OJHOBPEMEHHOTO ITOJyYCHHUS IMapbl 00pa3ion) [56].

B 1menom mpoBeieHHBIM HaMHM aHAIW3 TOATBEP)KIACT OTMEUEHHBIH U
npyrumu uccnenoBanusiva [103] BbIBoa, 4TO no0aBiieHWE K TPAAMIIMOHHBIM
MerogaM oneHkn MI' ¢ nmomompro O® u UD meroma omnpenenennss FLC —
«Freelitey, pacmmpsier BO3MOXHOCTH pacro3HaBanus MI, 0OCOOCHHO Mayoro
oobema (MGUS) u noimkeH OBITH BBEIIEH B aJlTOPUTM 00CJICIOBAaHUS OOJBHBIX C
3a00JIeBaHUEM TTOYEK.

OTO BaXKHO M C TOYKH 3PEHUS YCTAaHOBJIEHHOW B HacTosuiee Bpems posn FLC
B MaTOre€HEe3€ acCOMUPOBaHHbIX ¢ MI' ¢dopM mopakeHus MoUYeKk HEOMMyXOJIEBOH,
B TOM YHCJIC€ UMMYHOBOCTIAIUTEIILHON TPUPOIBI.

Tak, cornacHo JaHHBIM JUTEPaTypbl, mpuMepHo Yy 1/5 (19%) marueHToB ¢
MGUS o06Hapyx)HuBarOT TOJbKO MOHOKIOHAIbHBIE FLC [45], 3 HuUX y yeTBepTH
(26%) TMArHOCTUPYIOT MOYCUHYIO 00J1e3Hb [84].

MoHokOHaIbHBIE O€NKKM NpHU accolMUpoBaHHbIX ¢ MI' 3aboneBaHuUsAX
HEOIyXOJIEBOW MPUPOJBI, B TOM 4YHUCIE OOJE3HAX IMOYEK, MIPOAYLUPYETCS
MPENOJIOKUTEIHHO MaIbIM KIOHOM KJIETOK B-nmuMmdorurtapHoil nIuHUM, Yaiie
IUIa3MaTHYECKUX, u MOTYT OBITh MIPEICTaBIICHBI WHTAaKTHBIMU

ummyHornmooyimmaamu  (MIg), wacro B coderanmu ¢ FLC, wim W30JMpOBaHHO
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tonbko FLC (ymbo «k, mubo A) u, penko, TspKeIbIMU LermsiMu 1 B acconuanuu ¢

FLC wm w3ommposanHo [59].

111.4.2. Xapakrepuctuka MI' y Hedposorudeckux OO0JbHBIX MO COCTABY

MOHOKJIOHAJIbHBIX 0€JIKOB.

Hamu mnpoBenena onenka coctaBa MIT y 87 OoOJBHBIX € pa3HbIMU
HO30JIOTHYEeCKUMU (hopMamu nopakeHust moyek (tadi. 10) 1 4acTOThl BBISIBICHUS
cpenn  Hux MGUS, cocrosuei Tobk0o U3 MFLC, Kak BO3MOKHOTO
HedpoTokcuueckoro  Bapuanta MIT y  Hedppojoruyeckux  OOJBHBIX,
TOCHUTATU3UPYIOUIUXCS B TEPANIEBTUYECKUE CTALIMOHAPBI.

Ta6numa 11.

Xapakrepucruka MI', BbISIBJI€HHON ¢ IOMOIIBI0O TPEXKOMIIOHEHTHOH

CHLIBOPOTOYHOM manen MeToa0B (IP+UD+Freelite), mo coctaBy

MOHOKJIOHAJILHBIX 0€JIKOB Y 00JIbHBIX HE(PPOIOruYeCKOro npoduis

(n=87).
Ho3osnornueckue Touabko mig + Toabko
dopmbIl HHTAKTHBbIE MOHOKJIOHAJIbHbIE mFLC
MOPAa’KeHHUsl MOYEK | MOHOKJIOHAJIbHbIE FLC (mFLC) (n/%)
Ig (mlg) (n/%0)
(n/%)
AL-amuwionno3 2 (5%) 16 (41%) 21 (54%)
(n=39)
HCV(+) 4 (25%) 9 (56%) 3 (19%)
KPHOIJI00yJIMH-
emuuyecknit I'H
(n=16)
XpoHuueckmii 4 (14%) 10 (36%) 14 (50%)
rJioMepyJioHepuUT
(XTH)
(n=28)
Boaesnn 0 2 (50%) 2 (50%)
OTJIOKEHUS JIETKUX
uenein (bBOJILY)
(n=4)
Bcero 10 (11,5%) 37 (42,5%) 40 (46%)
(n=87)
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Kak cBuIeTenbCTBYIOT pe3yibTaThl uccieaoBanus (tad.10 u 11), cpenu 87
6ompHBIX Hedponorudeckoro mpodwis ¢ MIT gums y - 10 (11,5%) ona Obuia
MPEACTaBICHa TOJbKO WHTAKTHHIMA MOHOKJIOHAJIBHBIMU | C OJHUM THUIIOM
Jerkux nenerd — aubo k, aubo A. Haubonee yacto - y 25% OONbHBIX, UHTAKTHAS
MOHOKJIOHAJIbHAsI TaMMaratusi, npeacTtasiennas |gM k-tuna, HaGmronanach HaMu
y OompHbIX C (HCV+) kpuornmoOymunemuueckum ['H. D10 cooTBeTCTBYET
COBpEMEHHBIM TpeAcTaBieHusIM 00 accoruupoBanHoM ¢ HCV-undekuueit
KPUOTJIOOYTMHEMUYECKOM BACKYJIUTE, B TOM YHUCJIE C MOPaXEHUEM MOYEK, KaK O
cMmenieHHo kpuornoyonmuuemun Il tuma mo J.C. Brouet c nHanmuumem
MOHOKJIOHaJIbHOTO  KommoHeHTa IgMxk  peBmaromanoro ¢aktopa (PD),
npezcrasistoriero coooi antu-HCV 1gG (Ferry C., 2016).

Tabmuma 12.
CrneKTp MOHOKJ/JIOHAJIbHBIX 0€JIKOB Yy HedpoJiornyeckux 00JbHbIX (rpymnmna 2)
¢ MI', BbISIBJICHHOM € IOMOLIbI0 TPEXKOMIIOHEHTHOM CHIBOPOTOYHOM IaHeJH

MeTon0B (DP+UD+Freelite)

(n=87).
DopMblI Toabko mlg + Toabko
NMopaKeHusl MoYeK HHTAKTHBbIE MOHOKJIOHAJIbHbIE mFLC
MOHOKJIOHAJIbHbIE FLC (mFLC)
Ig (mlg)
AL-amuiionos GA 1l 2 GA+A, 3 16 A, 14 21
(n=39) Ak, 1 (5%) | A+, 7 | (419%) | k, 7 | (54%)
Gk+k, 6
HCV(+) kpuol'H Mk, 4 4 Mk+k, 8 9 k, 2 3
(n=16) (25%) | Gk+k,1 | (56%) | A, 1 | (19%)
XpoHn4yecKkuii Gk, 1 4 Gk+k, 5 10 k, 10 14
riaomepyaoneppur | Ak, 1 (14%) | Ak+k,1 | (36%) | A, 4 | (50%)
(XTH) GA,2 Mk+k, 2
(n=28) GA+A, 2
BOJIII Gk+k, 1 2 k, 1 2
(n=4) GA+A, 1 | (50%) | A, 1 |(50%)
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VY 37 (42,5%) 60onpHbiXx ¢ MI' rpynmnbl 2 BbisiBI€HAa KOMOMHAIMS MHTAKTHBIX
migM, mIgG umu  mIgA - tumoB MI' ¢ Hanmumem MoHOKIOHANKHBIX FLC

(mFLC), orieHeHHBIX HAa OCHOBAHHWU U3MEHCHHOTO OTHOIICHHS K/A.

Knuanueckoe Ha00aenue Ne 4

boabnas C., 68 Jser, nocrynuna B Hedposoruueckoe otaeneHue KimHukM B
okTa0pe 2017 roma c¢ »xano0aMu Ha OTEKH JMIa W HUXKHUX KOHEUHOCTEW,
noBeimienne AJl. M3 anamnesa 3aboneBanus: ¢ okta0ps 2016 roga Boepsbie cTana
otMeuath mnoBbiieHUe AJl 1o 170 u 90 mMm prt.cT., ¢ Mapta 2017 roga oTeku
HIDKHUX KOHEYHOCTEH, JIMIa, TIEHUCTOCTh MOYM, BBIpa)KE€HHas To0JIOBHasi OOJIb,
cmabocte. B ampene 2017 roma BO Bpemsi Mel. KOMHCCHHM Obla BBISIBIICHA
NPOTEUHYPHUS], JEHKOUUTYpHUs, aHEMUS B CBsI3M ¢ 4eM, B mae 2017 roma Obuia
FOCIUTAIU3UPOBaHa B HEPPOJOTHUECKOE OTACIICHHE MO MECTY >KUTEILCTBY B T.
TonpsatTu. Ilpu obcnenoanuu: CITY — 3.4 r, I1Y — 1.3 1/1, 5pUTpOLUTHIB OCATKE
MOYH — CILIOIIb, TeMorsioouH - 92 r/1, CO3D — 30 MmM/4, 001IMil OEJI0K CHIBOPOTKHU
KpoBU — 57 /1, anbOymun — 59 /71, kpeatunun — 176 mxmons/n. 16.05.2017 rona
MPOBE/ICHA MYHKIMOHHAs Ouoncusi mModku. CBETOONTHYECKOE HCCIEIOBAHUE
BBITIOJITHGHO C WCIIONB30BAaHUEM TEeMAaTOKCWIMH — 303uHa, PAS — peaknun,
Tpuxpoma 1o Maccony, UMIperHainuu coisiMu cepedpa no Jlxoncy. B matepuane
HeppoOuoricun 74 winybouka (CM - 53 , UD - 21), U3 HHUX MOJHOCTHIO
ckieposupoBanbl 10 (14%) kiay6oukos (CM - 4, UD - 6). Knybouku yBeTHYEHBI,
C BBIPAKEHHBIM YTOJIIEHUEM KaNNWISIPHON CTEHKH; J10JbYATOr0 BUIA 33 CYET
nuddy3HOro  y3JI0BaTOro  3HAYUTEIBLHOIO  PACHIMPEHUS  ME3aHTHaJIbHOTO
MPOCTPAHCTBA 3a CYET BHEKJIETOYHOIO MaTpUKCa M €ro BbIPAXKEHHOU
TUIIEPKIIETOYHOCTH; c muddy3Hon BBIPAKCHHOMN OHJIOKAITWIIIPHOU
TUTIIEPKIIETOYHOCTBIO, npeACTaBICHHON MIPEUMYIIIECTBEHHO KPYIHBIMU
MOHOHYKJIeapaMy C TMPUMEChI0 HEUTPOMUIBHBIX JIEHKOIUTOB, 0€3 MPU3HAKOB
Kapuopekcuca U dbopmupoBaHUs MOJTYJTYHUSL. I'bM  paBHOMEpHO

UMIPETHUPOBAHHA COJISIMH cepelpa: ¢ nud@Py3HbBIM BBIPAXKEHHBIM YABOCHUEM
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KOHTYypa: MPOCTPAHCTBO MEXAY KOHTYpaMH BBINIOJIHEHO MOHOHYKieapamu. [lpu
OKpacke TpUXpoMOM N0 MaccoHy — cyOsHaoTenHanbHble (PyKCMHODUIHHBIC
JIEMIO3UTHI; C MPOTPY3HEH B MPOCBETE KAMMILISPOB KIyOOUKOB U (hOPMHUPOBAHUEM
MHOTOUHMCJICHHBIX KPYIMHBIX OOJUTEPUPYIOLUX «IceBAOTpoMOOB». B 34 (46%)
KIyOOUKax — CETMEHTApHBIM CKIIEPO3 C «IEHUCTHIMU» KJIETKAMH B MPOCBETaX
KAaHAJIbIIEB MHOTOYHUCJICHHBIC JPUTPOLIUTAPHBIC CIIAKUPOBAHHBIC IWIIMHIAPHI U
eIVHUYHBbIE UWIMHIPBI, TPEJICTaBICHHbIE TMaToJorMueckuMm Oeiakom. B
WHTEPCTUIIMM  yMEpeHHbI  oTek. [IpusHakoB arpoduu  KaHalbLEB U
UHTEpCTULMAIbHOTO (pulOpo3a B mpeacTaBieHHOM MaTepuaie HeT. CreHku
apTepHo HE3HAYUTENIbHO YTOJIICHBI 32 CUET TUNEPTPO(PHUH MBIIMICYHOTO CIOSI.
CreHku apTepuil MEIKOTO U CPEJHET0 KaauOpoB 0€3 NaToJI0rMueCKUX N3MEHEHUH.
NMMyHO(DII00pECIIEHTHOE HCCIIeIOBAaHUE: BBIMOJIHEHO Ha KPHOCTAaTHBIX Cpe3ax
IpSMBIM METOAOM C wucmnoiib3oBaHueM FITC — KOHBIOTHPOBAaHHBIX AHTHTEN K
yenoBeueckum IgA, 1gG, IgM, Clg, C3, nerkux memeit kappa u lambda. B
ME3aHTHaJIbHOM U CYOSHJIOTEIhaJIbHOM MPOCTPAHCTBAX KIyOOukoB: muddy3Has
MacCHBHas KpyIHOTrpaHyJsipHas ciauBHas oSkcropeccus IgM 4+ kappa 4+;
mubdysnas  rpanymspHas  okcopeccus  1gG 2- 3+ cermeHTapHas
MeNKorpaHyisipHas dkcrpeccus C3 1+ u lambda 1+. B «mceBmorpombax»
KalmuwisipoB KiyooukoB skcmpeccus IgM 4+, kappa 4+, 1gG 3+, lambda 2+.
3akiroueHue: rucroyiorudeckas kaptuHa Aauddy3Horo  mpoaudepaTUBHOIO
rioMepysoHedpuTa ¢ noAasistomiei sxcnpeccueit IgM/kappa u hopmupoBaHrem
cBeTOBOM TUCTOCTPYKTYpbl «MIII'H». bein guarHoctupoBan XpOoHWYECKUU
riiomepynonedput (mopdonorudecku MIITH). XBIT C36. U pexomengoBaH
IpuUeM MpeIHU30JI0Ha Per 0S B no3e 60 mr, aHTurunepTeH3uBHas tepanus. Yepes
HEJIENI0 mpreMa marueHTka camoctoareabHo otMeHnia ['CK mo cxeme B cBsi3u C
IJI0X0M mnepeHocumocTero. B wumrone 2017 roma rocnuTanu3upoBaHa B
reMaToJIOTMYECKOe OTeNIeHUE - BhIsiBIeH M-TpaaueHt Mk — 2.8 1/1, B Moue 0enok
benc — Jl>xkoHca He oOHapykeH. MUETOUIHBIM POCTOK: pa3Mephl B Ipejaenax
HOpMBI, JIuMporuToB — 16.2%. Ilmasmatudeckue kimeTku cocTaBisoT — 1.4%.

OpUTPOIUTAPHBIN POCTOK B MpeeaaX HOPMbI, KOJUYECTBO MErakapuolUTOB -
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YMEPEHHOE, OTIIHYpOBKa TPOMOOIMTOB akTuBHad. IIpu peHTreHorpaduu kocren
Tasza KOCTHO—JIECTPYKTUBHBIX M3MEHEHUW HE BBISBICHO. brina BHOBB
pexkomennoBana tepanus I'KC B noze 15 mr B cytku. 11.08.2017 r BeInmosiHEHa
TPEMaHOOUONICUSI — 3aKJIIOUEHHE: MOpPQOJoruveckas KapTHHA XapaKTepH3yeTcs
BTOPUYHBIM U3MEHEHUEM IeMOI1033a.

B oktsa6pe 2017 rona rocnutanuzupoBana B KauHuky uM. E.M. Tapeesa B
CBS3U C OTEKAMHU HW)KHUX KOHEYHOCTEH, JINIA, HEKOHTPOJIUPYEMOU apTEPUATIbHON
runepTeH3uet (anu3onpl noeimieHuss AJl mo 220 m 100 mm pt. cr.). Ilpu
obocnenoBannu CIIY -4,2 r/cyt, OY 25-30 B 11/3, kpeatunud 1,38 mr/mi, MoueBas
kuciora 435 MKMOJb/1, oommit 6enok 49,0 r/n, aneOymun 26,7 /71, X0necTepuH
8,37mmons/n, P® 3900 ME/mn, kpuornoOynuusl (4+). YuutbiBag OBICTPO
Pa3BUBAIOILIYIOCS KJIMHUYECKYI0 KapTUHY TSXKEJIOTO MOYEYHOTO MOpakeHus (c
mapta 2017 roma): dopmupoBanue  octpoHedputuueckoro curapoma (Al
MoYeyHasi HEJIOCTaTOYHOCTh, TeMaTypHsi, aHEMHs), TMO3[Hee - HEPPOTUUECKUU
cungapom (ITY Oomnbiie 4r/cyT), B COYETaHUU C  BBICOKOM KOHIIEHTpAIUei
kpuornooynuHoB(4+) u PO 6onee 3000 (oxomo 200 N), 6e3 MapkepoB BHUPYCOB
renaTuToB ObUT chOPMYNIHPOBaH KiMHWYeckuil quarno3: XI'H ¢ vedporruueckum
U OCTPOHE(PUTUYECKHM  CHUHApPOMaMH (MOpP(}OJIOTrMYECKH MeMOpaHo —
nposindepaTUBHBIN I'H c¢ mnopaBnsromeit skcrpeccuein IgM  kanma u
dbopmupoBaHueM CBETOBOM ructocTpykrypsl «MIII'H», ¢  BblpaxkeHHOU
ME3aHTUAILHON M SHIAOKATMJUIAPHON TUIEPKIETOYHOCTHIO, ¢ MOJHBIM (14%) u
BTOPUYHBIM CEeTMEHTapHbIM (46%) TIOMepyloCKIepo3oM, 0e3 TMOTYIyHHH C
TyOYJOMHTEPCTULIMAIBHBIM ~ (UOPO30M U apTEPUOJIOCKIECPO30M),  KOXKHU
(pe3uayanbHble U3MEHEHUSI OT MyPITYphl), aCCOLUMUPOBAHHBIE C MOHOKJIOHAJIBHOM
ramMmManatuedn u kpuriooynuHemued |l Tuma, 4TO Jenano MaTOreHETHUYECKU
O00OCHOBaHHBIM JICYEHHE C MpUMEHEeHueM purykcumadba, LIDPA u apyrux
ATKWIMPYIONUX CPEACTB, a Takxke Jekcamero3oHa wmm [13. O6bem u BBIOOD
MOJIMXUMHUOTEPANTUU  ObUIM  OOYCJIOBJICHBI TSKEIBIM MOpPaKEHHWEM TIOYEeK U
HEOOXOJMMOCTBIO  TMPEMATCTBOBATh  (DOPMUPOBAHHMIO PE3UCTEHTHOTO  KIJIOHA

auMmdouutoB. CrenaHo 3akI0UeHHE, YTO, HECMOTPS Ha OTCYTCTBUE KIIMHUYECKUX
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KpUTEpUEB MakporioOynuHemun Banpaentcrpema, 3G(EKTUBHOCTh J€YEHUS
HepuTa BO3MOXKHA TOJBKO TIPM TPUMEHEHUU CXEM —  pUTyKCUMaO+
BEJIKEH 1+ /1eKCaMeTO30H W, 4TO MeHee MPEANOYTUTEIIBHO, —
putykcumad+LdA+nexkcamero3on. [lposeaena «mymnbe» — tepanus ['KC B moze
1250 mMr B/B KamenbpHO 3a TP JHS ¢ JajbHeimuM npucoenunenuem [13 per os B
no3e 30 mr. JlanpHelee gedenne no cxeme purykcumad (Madrepa WM anesuious
no 500 mr 1 pa3 B Henemo Ned B/B kam. ¢ npemenukarueit [13 125 — 250 mr B/B
KareyibHO (C MOBTOPOM 4Yepe3 IMOJroja), 3aTeM uepe3 2 Mecsla MPUCOSAUHUTH
Benkein 2 mr (1, 5, 8,11 qHM nuKkia B cOYeTaHUU C JeKcaMeTo30HOM 20 MT B JIHH
nmpuema Benkepga. C 28.11.17 mo 12.01.18 mnoBTOpHas rocnuranusamus B
Knunuky. B pesynbraTe npoBoaumoin ummyHocynpeccuBHou Tepanuu (I'KC, B
TOM 4YHCJIE€ B CBEpPXBBICOKMX J103aX, HMH(Y3HH pHUTyKCcMMaba CyMMapHO 2T)
JOCTUTHYTa pemuccus Hepporuueckoro cunapoma (IIY — 0,37 r/a, anpOymuH
ceIBOpOTKU 33,1 1/1), ynydmmnack QyHKius nodyek (ypoBeHb kpeaTuHuHa (0,94
MTI/11. BBLIO penieHo, OlleHUB COCTOSIHUE MOHOKJIOHAJIbHOM raMManaTiu, CTeNeH!
nonaBieHuss B-muM@ouuToB W MOYEUHBIE TOKa3aTedd Ha TMPOTSKEHUU
creayrmmx 2-3 MecsieB, 00CyIuTh 2 BO3MOXKHBIE TAKTUKH BEJICHUS: 00PTE30MUO
COJlep)KaHME  CXEeMbl WJIM  MOHOTepamus  putykcumabom.  Cremyromrs
rocnutanu3anuss B KiumHuky B Mapre-anpene 2018 roma. KoncratnpoBano
orcyTtcTBUe Hedpotuueckoro cuniapoma (ITY 0,144 r/n, anpbOyMHH CBHIBOPOTKH
38,9 r/n), ypoBeHb KpeaThHHHA 93,7 MKMOJIB/JI, OTMEUYCHO CHIKCHHE YpPOBHS
napanporenna Mk (¢ 2,8 mo 2,0 r/m). YuuteiBas coxpaHeHue M-rpaaueHra
WMMYHOCYIIpECCUBHAsl Tepamnus OblIa BHUJIOM3MEHEHAa — HA4yaTo JIeYCHUE

O0pPTE30MHUOOM U IEKCOMETA30HOM €KEMECIYHO B CONpoBokaeHnn HMI'.

[Toutn y monoBunbl — 40(46%) OosibHBIX OOHapykeHbl TOJdbkO0 MFLC -
aHopMasibHOE OTHoIIeHHe K /A. YactoTa BbisiBieHUs TOJdbKO MFLC y O0NbHBIX C
ojurocekpeToprori mo oovemy MGUS (Oosee  yOeaWTENbHBIM €€ HaJIUUHE
CUHMTAIOT, €CJIM KOHIICHTPAIIUS BOBJICUCHHONW MOHOKJIOHANBbHON K wim A FLC B

CBIBOPOTKE KpoBH TpeBbimaeT 100Mr/1 kK MOMEHTY IUarHocTukw, - [44, 87] Oblia
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MPUMEPHO OJMHAKOBOM B MOArpymmax OonbHbIX ¢ AlL-amunounmo3om, XI'H u
BOJIIT (p>0,05). Jlmme B moArpymme OOJIBHBIX  C (HCV+)
kpuornodoynuHemudeckum  ['H ona Obuta nmoctoBepHo Himke (19%) wuz-3a
IPEUMYILIECTBEHHOTO BBIABICHHUS cpean Hux uHTaktTHOM MI IgMx wim ee

coderanus ¢ anopMaibHbIM FLC- oTHOIIEHUEM (Y 81%).

BrlsiBIeHHas HaMH 0OJIbIIAsE 4YacTOTa aCCOLMALIMM MOpakeHHs nmoyek ¢ MI,
cocTosiled U3 U30JUpOBaHHBIX MOHOKIOHANBHBIX FLC (Tombko MFLC - MI),
o0BsicHAIOT KuHeTukoil FLC - KIMpeHCOM H3 CHIBOPOTKH TJIaBHBIM 00pazoMm
noykamu. Jkckpennss MEFLC npu ux runepnpoayKiuu Wik IIPU HAIMYMHA KaKUX-
a00 CTPYKTYpHO-(PYHKIIMOHAJIBHBIX HapyUIEHHH B IIOYKAaX MOXET BECTH K

oTioxeHuto wim npenunuraua MELC in situ [56, 84].

[IpoBeneHHBI HAMH JOMOJTHUTENbHBIA aHaNW3 Tokaszan (tabm. 12), dro
uMmeroTcst Hozonorudeckue paznuuanst MGUS y 601bHBIX ¢ TOpaX)EHUSIMH MTOYEK 0
CIEKTPY COCTABIISIONIUX €€ MOHOKJIOHATBHBIX OEJIKOB.

Hms HCV(+) xkpuol'H xapaktepHo oOHapykeHue HHTAKTHbIX IgM
MpakTU4YeCKu y Bcex OonbHBIX (12 w3 13) ¢ HamuuueM B HUX COCTaBe U
uzonupoBadHo LC k-tuna (y 15).

I[Ipu  AlL-amumougo3ze u XI'H  BBISBIANAIOTCA  MHTakTHbIe  MIQ
npeumyiiectBeHHo He IgM u3otuna: mpu AL-ammnongoze migG y 10 u migA y
octanbHbIX 8 cpeau 18 6ompHBIX; mpu XI'H - mIgG y 10 u mIgA y 2 cpean 14
00JbHBIX). O HAKO MpH ITOM cpeau OoJbHBIX AlL-amuionmo3om mpeobiianan B
COCTaBe WHTAKTHBIX Ml wu wu3omupoBanHO BbIsiBIeHHBIX FLC A-m3otun
(otHomrenue K : A = 0,56 : 1), B To xe Bpems npu XI'H — K-u3otun (otHomeHue
k:A=25:1).

[Tpu BOJIL] BeisiBsumcs MIQG (y 2 cpenu 4 6onbHBIX) B couetanuu ¢ FLC

i ToJibko FLC (y 2) ¢ Hannuuem B ux coctaBe K miu A (otHomenue K : A = 1:1).



Hedposornyeckoro npoduisa ¢ MI' (n=87).
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Ta0Omuma 13.
Ho3on0rnueckne pa3jindus B COCTaBe MOHOKJIOHAJIbHBIX 0€JIKOB Y 00JIbHBIX

Ho3oj0rnueckue popmsbl IgM He IgM LC B cocTaBe
MOpPaKeHusl MOYEK (n/%) mligu FLC
1gG IgA k A
(n/%) | (n/%) | (/%) | (n/%)
AL-amuiionaos 0 10 8 14 25
(n=39) - (26%) | (21%) | (36%) | (64%0)
HCV(+) 12 1 0 15 1
KPHOTJI00yIMHEMUYeCKU I (75%) | (6%0) - (94%) | (6%)
I'H
(n=16)
XpoHuveckuii 2 10 2 20 8
riaomepyJonedpur (XI'H) (7%) | (36%) | (7%) | (71%) | (29%)
(n=28)
BoJsie3Hb 0T/107KeHUS JIETKUX 0 2 0 2 2
ueneii (BOJILY) - (50%0) - (50%) | (50%)
(n=4)
Bcero 14 23 10 51 36
(n=87) (16%) | (26%) | (12%) | (59%) | (41%)
Hecmorps Ha  TO, 4YTO  TOYHBIC  HEOMYXOJICBBIE  MEXaHU3MBI

HE(PPOTOKCUYHOCTH MOHOKJIOHAJbHBIX OenkoB, B ToM uncie FLC, 1o koHIa He

SCHBI, TPEIIOJIaraloT CBs3b TKaHeBo-crenuduueckux dPpdexkroB FLC ¢
BHYTPEHHUMHU OCOOEHHOCTSIMU caMHX 3TUX O0enkoB: npu AlL-amuionnoze FLCAVI
(BeistBIsIIOTCS Y 41% G0mbHBIX), ipu BOJIL] — FLC I u xIV (06HapyxuBarTCs y
60% OonbHbIX) [47, 59, 13], B HalleM HAOJFOIEHUU COOTBETCTBEHHO y 64% 1 50%
OOJBHBIX.

YcraHoBiaeHO, 4TO Tpu MeMOpaHO-TIpoJiM(epaTuBHOM TIIOMEPYIOHEPPHUTE
(MIII'H) naToreHernyeckoe 3Ha4Y€HUE MOTYT UMETh JUMEPHbIE MOHOKJIOHAJIbHBIE
LC A-Tuna, aedcCTBYIOIIME KaK MUHHM ayTOAHTUTEIA MPOTUB KOMIUIEMEHTAPHOIO

daxropa H [79, 58, 37]. [Ipu memOpaHO3HOW HedpomaTHu MOPAKEHUE MOKET
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OBITh BbI3BAHO MOHOKJIOHATBHBIMU |JG3Kk, HanpaBiIeHHBIMU MMPOTUB PELENTOPOB K
dochommmaze A, [59],

CuuTaror, 4TO BOBJCKAIOTCS U JAPYrM€ MEXaHU3MbI, KPOME AaHTHUTEIbHOMN
aKTUBHOCTH MIQ, Hampumep Yepe3 CEeKPElHI0 pPa3IUYHbIX OHMOJIOTHUECKHUX
(bakTOpoB.

Tak, mnpu POEMS-cungpome  (monuHelponartvs, OpraHoMerajus,
OHAOKPHUHOIIATHS, MOHOKJIOHAJIbHAS TaMMamnaTHs W TOPAKECHHE KOXKH) MOXKET
pa3BUThHCS TMOYeUHas »dHAOTeNHalbHass aucPynkinus u TMA B pesynbrare
CEKpEIIMHU BaCKYJISIPHOTO SHI0TeIHalbHOTrO (akTopa pocta — VEGF [91].

OOpa3zoBaHue peaKTUBHBIX KUCIOPOIHBIX PaIUKaNIOB Ipu katabomm3sme MLC
CIIOCOOHO CTHUMYJIMPOBaTh HPOAYKLHIO MOHOLIMTAPHOIO XEMOTAKCHYECKOTO
nporenHa — 1 (MCP-1), xoropselii paccMarpuBaeTcsi Kak IOTCHIIUATBHBINA
yuacTHUK ornocpenoBanHoro mLC noBpexaenus [101, 59].

OHpo1mTo3 LC nmpokcuManbHBIMU TYOYJISPHBIMU KJIETKAMH TOYEK YeIOBEKa
UHIYIIHPYET OCBOOOXKICHHUE MPOBOCIATUTENbHBIX uTOKMHOB IL-6, IL-8, MCP-1
yepe3 akTUBalMIO HykieapHoro ¢aktopa kB (NF-kB), Bb3bIBasg mpu
runieprnpoaykiuuu LC nmoBpexaenus uarepcruius u Guodpos [37, 97, 39, 104].

[Ipu (HCV+) - accouumpoBaHHOM KpuorioOyauHemuueckom I'H —
MAaTOT€HE3 TMOPAKEHUSI TOYEK OOBICHSIIOT HAJIMYUEM B AHTHUT€H-CBS3bIBAIOIICH
YaCTU MOHOKJIOHAJILHOTO KOMITOHEHTa KpuorioOynuHoB |l Tumna Tak Ha3pIBaeMOro
nepekpectHoro uanorumna, (WA-Kpocc HAMOTHIA) 00J1adaloNIero CrocoOHOCThIO
CBS3BIBATHCS C (DUOPOHEKTHHOM ME3aHTHAJIBLHOTO MAaTpUKca KIyOOYKOB TOYEK
[65].

C coBpeMeHHBIX TO3UIUN (HOPMUPOBAHHE AMUIOUTHBIX (PUOPUIUT B MOUYKE
MPEACTABIAIOT CIEAYIOMUM oOpa3zom: amuionaoreHHsie LC B3auMoAeiCTBYIOT ¢
COOTBETCTBYIOIIMMHU PEIETNITOPAMU Ha MOBEPXHOCTH ME3aHTHAIBHBIX KIIETOK, YTO
BEJIET K aKTUBAIIMM BHYTPUKIIETOYHOW CUTHAIBHOW CUCTEMBI, PE3YJIbTATOM YETO
CIIY’)KUT U3MEHEHHE (PEHOTHIIA ME3aHTMaJbHOW KIIETKM Ha MakpoQarornoaoOHbIH
(xnetka mpuodbperaer mapkep CD-68). B nu3zocomax 3THX KJIETOK MPOUCXOAUT

U3MeHeHue (HEemoJIHOe MepeBapruBaHre) MOHOKIIOHATIBHOTO Oeika ¢ 00pa3oBaHUuEM
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GbubpUILI, KOTOpBIE 3aT€M S3KCTPATUPYIOTCS B IKCTPAICIUTIONSPHBI MaTpUKC B
BUJIC€ aMUJIOUIHBIX JIETIO3UTOB. DTOMY CIIOCOOCTBYET MapaJIeIbHO MPOUCXOIAIIEE
CHU)KEHHME TPOIIECCOB CHMHTE3a KOMIIOHEHTOB JKCTPAICIUTIONSPHOTO MaTpUKCa C
MOBBIIIIEHUEM €ro Jerpajallid YCUJICHHO SKCHPECCUPYIOMIMMUCS MATPUKCHBIMU
Metautonporennazamu (MMP) u menpeccuss mpoayKIMA TPaHC(HOPMHUPYIOIIETO
daxropa pocta  (TGF-B) [31, 64,59].

B npotuBononoxuocte AL-amunounno3y npu BOJIL] rmomepynonaruueckue
LC mnocne B3aMMOJCHCTBUS CO CBOUMM IOBEPXHOCTHBIMHM pEILEITOpAaMU Ha
ME3aHTUANIBHBIX KJIETKaX JErpaJupyloT B paHHUX JHJOCOMAax ¢ MpUOOpeTeHHuEeM
ME3aHTHaJIbHBIMU KJIETKaMu MuopuoOpobdiacTuueckoro ¢enorumna (Mapkep o-
['MA), 49ro Bemer K  MpOrpeccUpylomeid  MPOIYKIHMU  KOMIIOHEHTa
aKcTpareunoisspaoro Marpukca (3L[M), wepe3 ycwienne cuate3a |GF-f mpu
OJTHOBpeMEHHOM HHruoupoBannu MMP-7 u MMP-3 [31, 99, 89]. Kimanuecku 310
nposiBisieTcs: HOAYJsIpHBIM PAS-no3utuBHbIM  TiOMepynockiepo3om (Kowro-
HETaTUBHBIM) M OTJIOKEHHUEM TaKOT0 e MaTepualia BJ0Jb TYOyJsIpHOUM Oa3albHOU
memOpanbl (TBM).

Bo3moknas Hecnywaiinas accommanus ¢ MGUS  (rmaBHbiM  00pazom
OJINTOCEKPETOPHOM, Kak B HamieM HaOmonennu) XI'H crana HOBOM akTHUBHO
obcyxnaeMoli B mMupe Hedposorudeckoir mnpobiemoit. Ilomararor, uto MGUS
MOXET BECTH K UMMYHHOMY BOCIAJICHUIO B TIOYKaX MPSMbIM MEXaHU3MOM Yepe3
OTJIO)KEHHE B KITyOOUKaX MOHOKJIOHAJIBHBIX OCJTKOB C aKTHUBAIMEH KIaCCHYECKOTO
¥ TEPMUHAIBLHOTO MyTel KOMILIeMeHTa (MHOT/a 06e3 OOHapy»EHUS B CHIBOPOTKE
COOTBETCTBYIOIIIETO THUIIA MOHOKJIOHAJIBHOTO O€JIKa), WJIM HEMPSIMbIM MEXaHU3MOM
— TyTeM JUCPETYJISAINH MOHOKJIOHAJBHBIMH O€lKaMu aJIbTePHATUBHOTO TYTU
KOMIUIEMEHTa ¢ OoTiiokeHueM Tojibko C3 u C5B-9 B kiyboukax 0e3 Jemo3UTOB
MOHOKJIOHAIBHBIX I m WX ¢dparMeHTOB, MpPUYEM TIPH TEPBOM U BTOPOM
MeXaHU3Max B OCHOBE JIGKHUT, KaK TMPaBUJIO ME3aHTHOKAMMILUISIPHBINA

I'H/mem6pano-npomudeparusnbiii 'H — MKI'H/MIITH [36, 95, 105].
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111.4.3. UMMyHHOTHCTOXUMHUYECKAS] KAPTHHA OMONTATOB MOYKH Y 0O0JbHBIX

XTI'H c BoisiBaennon MI'.

Cpenu 28 Oompubix XI'H ¢ MIT gmarmo3 T'H Obu1  moaTBepxkacH
npwKu3HeHHo# Ouonicun modku y 20(71%), u3 aux y 10 BbIABIEH IpU CBETOBOM
Mukpockonuu MeMmOpanonponudepatususiii I'H (MIITH), y 4 - memOpaHO3HBIN
I'H (MI'H), y 2 - dokanbHO-cermeHTapHbii riaomepynockiepo3 (OCI'C), y 4 —
MHUHHMAaJIbHBIE MEe3CHTHAIbHbIC U3MeHeH s (Tab. 13).

O cBs3u ['H ¢ MI' cBuaerensctBoBasid oOHapyxkenue y 11 — u3 20 60apHBIX
(55%) mpu HUMMYHO(IIFOOPECIICHTHOW MHUKPOCKOIMH B ME3aHTHU W BJOJb
KaMWUIIPHOM  CTCHKH KIyOOYKOB  JIEMTO3UTOB  MOHOKJIOHAJTBHBIX  OEJIKOB,
COOTBETCTBYIOIIUX  T€M,  KOTOpble  HJACHTU(GUUIHUPOBAHBI B  COCTaBE

HUPKYJIUPYIOUIUX B CBIBOPOTKE KpoBU MI (Tabim.14).

Tabmuma 14.
Mopdoaoruueckune Bapuantsl XI'H, accounupoBannbie ¢ MI'.
BoisiBjieHHbIE MOP(OJIOTHIECKHE BAPHAHTHI (n=20)

I'H c MI'

memOpanonpiaudeparusubiii 'H 10
(MIIT'H)

(oxaiLHO-CErMeHTAPHBIN IJI0MEPYJIOCKJIepo3 2
(PCT'O)

MemOpano3ubiii I'H 4

(MI'H)
MHUHHMAJIbHbIE€ MEe3aHTHAJTbHbIE H3MEHEHHSI 4
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Tabmura 15.
Pe3yabTaThl HMMYHO(JIIOOPECIIEHTHOT0 MCCJIe0BAHUS He(ppoOMONTATOB

ooabnbIXx XI'H ¢ MI' (n=20).

HmmyHoduoopeceHnus 6HONTATOB n n (%)
noyek y 0oabnubix I'H ¢ MI
Jenmo3utsl Mlg 7
Ig Gk 2
Ig GA 2
Ilg Mk 1
Jlemo3utnl ToJIbKO LC 3
k 2
A 1
Jeno3utbl C3 0e3 1en03UTOB
MOHOKJIOHAJILHBIX 0€JIKOB 1
HeoaHo3HAa4YHBII pe3yabTaT 4 4(20%0)
IMoauKI0HAJIBHBIE HETO3UTHI 5 5(25%)

Jeno3utel, OOHapy>KeHHbIE B 7 OHONTaTaXx COCTOSUIM W3 WHTAKTHBIX
MOHOKJIOHAJIbHBIX UMMYHOTJIOOYJIHMHOB (MIQ) ¢ OJHUM THUIIOM JIETKUX ICTEeH —
Ig Gk (2), Ig GA (2), Ig MKk (1), Ig MA (2) , B 3 — TOIBKO MOHOKJIOHAIBHBIX

JeTKuX 1eneu k-tuna (2) u A-tuna (1).

MemoOpaunonpiaungeparususiii I'H.

boabhoii P., 66 ager: XI'H (MIIT'H), XBII 3 cT.;

(HC, 9V, B ceiBopoTke 1gG kK, K). Puc. 10.

A G

1. Iuddysnoe yronmenune bBMK, pacuiupenue Me3anrus, CKIepo3 COCYAUCTBIX

nerenb. Okpacka TeMaTOKCUIIMHOM M 503UHOM. *x400.
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2. ®uxcanus 1gG va BMK, TBM u crenok cocynos. x400.

3. ®ukcanus kamra ueneit Ha BMK. x400.

P okaJIbHO-CErMEHTAPHBIN IJIOMepY IS PHbII THAJINHO3/CKIIEPO3.

Boasbnoii II1., 55 ger: XI'H (®CI'C), XBII 3cT.

1. Iuddy3znoe yronmenne BMK. Okpacka reMaTokCHIMHOM U 303UHOM. x400.
2. Guxcanus IgM B oTeNbHBIX COCYIUCTRIX METIAX Kiyooukax. x200.

3. duxkcamus aamoaa reneit Ha BMK 1 me3zanrun. x400.

MemOpaHO3Has IrJI0MepyJI0NaTHA.
bouasnoi I, 51.: XI'H (MemOpano3nas Hegponarus), XBII 3 cT;
(HC, 9Y, AT, B chiBopoTtke 1gG A, A). Puc. 12.
e H ¥ 13 "

1. Iuddyznoe yrommenne bBMK. Okpacka reMaTokCHIMHOM U 203HHOM. X400,
2. ®uxcanus 1gG nva BMK, TbM u creHok cocynos. x400.

3. ®ukcarnus gsambaa quddysaoro rpanyspHoro xapakrepa Ha BMK. x200.

MuHuMaJIbHbIE ME3aHTUAJIbHbIE H3MEHEHMS.
Boabnoii @, 61 roa.: XI'H (MuHuUMAJIbHbIE H3MEHEHHSI KJIY0OOYKOB)

(HC, B chiBopoTtke LC 1). Puc. 13.
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1. HeGonbioe pacmmpenue mezanrus, ouaropoe yroamenne BMK. Okpacka
TEMATOKCHWJIMHOM U 203uHOM. X400,
2. Qukcanusa nam6Oaa ueneit Ha BMK . x400.

3. @uxkcanusa IgM B Tex xe cTpykrypax. x400.

VY omHOrO 00JIFHOTO, UMEIONIETO B ChIBOpOoTKe KpoBu |g GK (1,6 r/m) u FLC
K (49 mr/n), ¢ MIII'H npu uMMyHOGIFOOPECIIEHTHOM HCCIICIOBAHUU BBISBJICHBI
otnoxkernsi C3 B ME3aHTUU TPU OTCYTCTBHUH JCTIO3UTOB MHTAKTHBIX M CBOOOTHBIX
MOHOKJIOHAJBHBIX ~ O€JKOB, TMpPH  DBJICKTPOHHOW  MHMKPOCKOIHMH  OTMEUYEHO
MapamMe3aHruaibHO M CYORMHUTENHUAIBHO OTJIOXKEHHS TOMOTEHHBIX HMMYHHBIX
komruiekcoB — C3-I'H.

Eme y 4 OOnbHBIX, KOTOPHIM TMpOBEJAeHA OWUOINCHS TOYKH, pPe3yIbTaThl
UMMYHO(IFOOPECIIEHTOTO HCCJIeIOBaHUsl OUOINCUMHOTrO Martepuajiia ObUIM HE
OJTHO3HAYHBI: B KJIIyOOUYKaX MOYEK — B ME3aHTUU W BJOJb KAMWIIAPHOW CTCHKH
oOHapy>KeHbl UMMYHOTJIOOYJIMHBI Pa3HBIX KiaccoB, vaiie B couetanun (1gG, IgM
w/unu 1gA) TIpu 3TOM BBISBIISICS TOJBKO OJWH THIT JIETKHX IICNIEH — y BCEX K,
MPUHAIICKHOCTh KOTOPBIX K KaKOMy-TO KOHKpeTHoMy |g ¢ momoIisio
WCITOJIb30BAHHOTO METOJMYECKOTO TMOJX0Ja C ONPEICICHHOCThIO YCTAaHOBUTH HE
yAAJOCh.

Y ocranpHBIX 5 OOJNBHBIX B KIyOOUKaxX TOYEK BBISIBICHBI OTJIOKCHUS
TOJIMKJIOHAJTLHBIX UMMYHOTJIOOYJIMHOB C IBYMS TUTIAMH JICTKUX IICTICH.

Takum  0oOpa3oM  pojb  MOHOKJIOHAJIBHBIX  OETKOB B TEHE3e
UMMYHOBOCTIAJIMTEIILHOTO TOPAKEHUS TOYEK B HaIleM HaOIIOJCHUU MOXKHO

CUMTATh JOKa3aHHOW (monarBepxaeHHOW) y 55% OonbHbix XI'H. B ocTtanbHbIX
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ClIydasax ¢ IOMOIIbIO I/IMMYHO(I)HIOOpeCHCHTHOFO METOAAa UCCICAOBAHUA 06pa3u013

TKaHH IIOYKH €€ C OIIPCACIICHHOCTBIO YCTAHOBHUTDH HC Y1aJI0Ch.

Mexnay TeM 5TO MPEACTABISETCS UYPE3BHIYAMHO BAXKHBIM C TOUYKH 3PCHUS
BbIOOpA AIUMUHUPYIONIEH B-KIeTOYHBIM NAaTOJIOIrHYECKUI KIIOH TepaIluu C LEIbI0
TopmoxeHus nporpeccupoBanusi XI'H. C apyroi cTOpoHBI 3TO BaXXHO U MTOTOMY,
YTO HE WCKJIIOYACTCS BO3MOXXHOCTH MPOTPECCHpOBaHHsS B OVert B-kietounyro
OIyXOJIb Y JIAaHHOW KaTeropuu OOJBbHBIX. Tak, B cBoeM uccienoBanuu Steiner N.
et al. (2018) mposenu cpaBHenue cpeau 2935 mamuentoB ¢ MGUS rpymmsl
HaIMeHTOB ¢ opaxenreM nmouek — MGRS (44) u nanuenToB Toiapko ¢ MGUS u
nokasayu 00JbIui puck nporpeccun B MM y nanuentoB ¢ MGRS (18% npotus
3%, p<0,001), uro O6buTO IOATBEpKIeHO M B COX-Monemu (HR 3,3 [1,5-7,4]). Puck
IIPOTPECCUU B MEPBBIN TOJ MOCIIC YCTAaHOBIICHUs auarHo3a coctaBmia 1% [0,6-1,4]
B rpymie manueHToB ¢ MGUS u 10% [4-29] cpenn MGRS-narseHToB.

B Buay orpaHWYeHHBIX BO3MOXKHOCTEH MeTOAa MMMYHO(MIIOOPECICHIINN B
YTOYHEHUU HAJIWYUS U TUNA MOHOKJIOHAJIBHBIX OEJIKOB, C YE€M COTJAIIAITCS U
npyrue aBTopbl (Gu X, Herrera GA., 2006, Bridoux F. et al., 2015), B HacTosimee
BpEMs PEKOMEHAYIOT B CIIOKHBIX CIIy4asX IPOBOJUTH HUMMYHOSJIEKTPOHHYIO
MUKPOCKOIIMIO WJIM METOJ TMPOTEOMHOIO aHajiu3a OHOTNCHUIHOrO MaTepuaia ¢
MOMOIIBIO JIA3€PHOW MUKPOJUCCEKIIMH (TEXHOJIOTHS BbIIENIEHUS (PparMeHTOB
TKaHU J1a3epoM, CHOKYCHMPOBAHHBIM C MOMOIIBI0 MHKPOCKOIA), TOCIE YEero Ha
OCHOBE  MAacC-CIEKTPOMETPUM  CPaBHUBAIOT  KOJMYECTBO W KayeCTBO

MOHOKJIOHAJILHOTO MPOTEHHA B JICTIO3UTAX IMOYKH M B CHIBOPOTKE KpoBHU [54].
111.5. 3akarouenune.

OnurocexkperopHas MOHOKJIOHanmbHas TammanaTtus (MI'), oOo3nauaemas B
MEIUIIMHCKOM JIMTEpaType dYaile TEePMUHOM MOHOKJIOHAJbHAsl TraMManaTus
HeomnpenenenHoro 3HadeHus (MGUS) mocne BBeaeHHsI ITOTO MOHATHS B 1978
rony Pobeprom Kaitsiom u ero rpymnmoil, u3ydajach TIJIaBHBIM 0OOpa3oM ¢

reMaTOJIOTHYECKUX MO3UIUN KakK NpeaonyxajacBo€ COCTOAHHUEC, IPCAIICCTBYIOIICC
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MHOKECTBEHHOM MHeEIIOME U JIPyTUM CeKpeTupyrommm B-mumdbonutapHbsiM
reMaTOJIOTHYECKUM omyxajsiM. HoBbIM HampaBlieHHEeM MCCIIEIOBAHUN, CBI3aHHBIM
¢ MGUS, craim 3aboneBaHHUs HEOIyXOJICBOM MPHUPOJBI U B TEPBYIO OYepeib
3a00JIeBaHUsl TIOYEK — OpraHa, OCYIIECTBIISIONIETO KIUPEHC MOHOKJIOHAJIBHBIX
OenkoB, BKItO4asi cBoOonHbIe yerkue 1enu (FLC), mis BhISIBIEHUS KOTOPBIX B
HACTOsIIIee BpeMs anmpoOMpOBaH BBICOKOUYBCTBHUTEIIBHBIA TYpPOOJUMETPUUECKUIN
meron Freelite.

To, uro MGUS craHoBuUTCI HE TOIBKO TI'e€MaTOJIOIMYECKOM, HO H
OOIIETEPANeBTUIECKOM, B TOM YHCJIE HePpOIOrnyeckoil mpodiieMon, MOCTaBUIO
nepea  KIMHUIMCTAMHU-He(pOJIOTaMHM  HOBBIE  BOMPOCHI,  KacaromIuecs
TEPMUHOJIOTHH, TTaTOTeHe3a, TudPepeHInanbHOr0 1MarHo3a 1 0COOCHHO JICUEHUs
3TOM rpynisl 3a0oneBanuil. [IporpeccuBHyto pois ceirpano Beeaenue B 2012 rony
noustus MGRS (MoHOKITOHANIbHAS raMManaTHs PEeHAIbHOTO 3HAYCHUS) C LEIbI0
ornenenuss or MGUS C ee BO3MOXHBIM JOOPOKAYECTBEHHBIM TEUECHUEM
BApMAHTOB C YETKOW HAMpaBIECHHOCTHIO CHEIH(PUUECKOTO TMOBPEXKIAIOIIETO
JEHCTBUSI MOHOKJIOHAJIBHBIX OETTKOB Ha TKaHb IMMOYKH.

AKTyanpHOE 3HaueHHME TproOpena mpodsiemMa UACHTUDUKAIMN CpEau
acconuupoBaHHbix ¢ MGUS mnopakenuii TOYeK  TIOMEpYJIOMATUUA  C
HEOPTaHU30BAHHBIMU JIETIO3UTAMH, B YaCTHOCTH MeMOpaHomnponudepatusaoro ['H
(MIIT'H), 00b14HO pedpakTepHOTO K CTAaHIAPTHBIM CXEMaM UMMYHOCYIIPECCUBOM
Tepanuu. Pa3paboTka anroputMa JUArHOCTHKK  accoruupoBaHHbix ¢ MGUS
MIITH u npyrux ¢opm nponudeparuBHoro ['H BakHa ¢ mpakTUueCKUX MO3UIUH,
TaK KaKk 0OOCHOBBIBAET HOBBIM MOJXOJI K JICUCHHUIO Uepe3 BO3JICHCTBHE HAa MaJbli
B-xieTouHslii  KJIOH, BOBJEYEHHBIM B  MPOAYKIUIO  HEPPOTOKCHUUYECKHUX
MOHOKJIOHAJILHBIX O€JIKOB C BOCHAINTENILHBIM TOoTeHIamoM[13].

JleueOHas ctpaterusi 60a3upyercss Ha XUMHOTEpAUHU, KOTOpasi J0KHA ObITh
aIanTHpOBaHAa K TMPUPOJE NpeaieKamiero KioHa (TUIa3MaTUYecKoro winm B-
JUM(OUUTAPHOT0), PEHATbHOM (YHKIMM W HAIWYUIO WIM  OTCYTCTBHUIO

AKCTPOPEHAJIbHBIX BOBJICYEHHUM.
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[IpuMeHeHre MOTMXUMHOTEPAITUH 110 TEMATOJIOTHYECKIM CXeMaM Y OOJIbHBIX
¢ MGUS onpaBgano ¥ TeM, YTO MPH ATOM HE HCKIIIOYAETCS MPOTPECCHPOBaHHE
3a00yieBaHUsS B «OVEID» CEKpeTHPYIOUyl0 B-muMQonurapHyr0 OmyXoib, pPUCK
koToporo y OonbHbiXx ¢ MGRS B 10 pa3 Oosbliie M0 CpaBHEHHUIO C OOJIHHBIMU

MGUS 0e3 naroJioruu mo4ek.
BbIBOALI.

1. Cpenu  OGOJBHBIX MHOTONMPO(HIBHOTO TEPaNeBTHUYECKOTO CTaIlMOHapa
BBISIBIIIETCA MOHOKJOHaJbHAsE rammanatus (MI) B cpemnem y 1,5% nun
MPEUMYIEeCTBEHHO cTapiie 50 JIeT He3aBUCUMO OT TI0JIa; Y YacCTH ITUX OOJBHBIX
JTUArHOCTUPYIOTCS  B-muMm@oruia3MakiIeTOUHbIe  OIMyXali — MHOXECTBECHHAS
muenoma (MM), makpornobynunemust Banbnencrpema (MW), B — kierounsbie
HexokkuHekue muMdomsl (HXJT) (B nannoM Habmoaenu B nenoM y 11,5% cpenu
174 Gonpubix ¢ MI' 3a 4 roma), y OONBIIMHCTBA OOJIBHBIX OIpEACIsSeTCS TaK
Ha3bIBaeMasi MOHOKJIOHAJIbHAS raMMaraTHs HeonpeaenenHoro snaueaus (MGUS),
TpeOyromasi AMHAMUYECKOTO HAOJIOIEHUsI HM3-32 BBICOKOTO PHCKA OIMYXOJEBOM
IPOrPECCUU, COXPAHSIOLIETOCS ¥ Yepe3 MHOT'O JIET.

2. Yactora BHOBb auarHoctupoBanHoit MI' cpenn OONBHBIX ¢ 3a00J€BaHUSAMU
MOYEK JOCTOBEPHO BHIIIE, CPETHETO TIOKA3aTeIs CPEId TEPANEBTUUECKUX OOJIbHBIX
B 1enoM, coctaBistl — 3,2%; kpyr 3a0oieBaHUN TIOYEK, KOTOPHIE MOTYT
aCCOIIMMPOBATHCS C MOHOKJIOHAJIBHBIMU TaMMamnaTHUSAMH JOCTATOYHO IITHPOK —
Hapsay C aydIie U3YYEHHBIMH AL-amunonnozom (41%),
KpUOTIIOOyTMHEMUYECKUM Tiomepyioneppurom (18%), OONE3HBIO OTIOKEHUS
JIETKUX IIened U BBIABIIsIEMOM B mporiecce auddepeHimaibHol TMarHocTuky cast-
Hedponarueit, oOycmoBrenHon MM (3% u 3%), Takke W XPOHUYECKUU
riomepynonedput - XI'H (35%), mo wactore BbIsiBIeHUss MI cpaBHUMON ¢
AL-amMunonio3oM, 4YTO TOATBEPKIAET YCTAHOBIICHHYIO B TIOCIEAHUH TOIBI
HECIIy4allHyl0, IIaTOI€HETUYEeCKylo, poiabs MI' mpum  mopaxeHusx IOYeK

HMMyHOBOCHaJII/ITeHLHOﬁ IIPpUPOIHLI.
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3. MoHoknoHaIbHas rammarnarus, COOTBETCTBYIOIIAS KpUTEPUSIM
omurocekpetopHor  MGUS  (<15r/m), omnpenensercs y 82%  GoibHBIX
HeHedpoIornueckoro Npoduiis U y MoIaBIISIONIEro OOJBIIMHCTBA - 99% OOIBHBIX
c 3a0oeBaHUsIMH TIOYEK ¢ BbIsiBIeHHON MI, mpuuem y 86% 13 HUX ee BeTMYMHA
HE TpeBblmaer Sr/m, a y 46% cocraBnser <Ir/m; MakCMMajbHO TMOJIHAs
unentudukamuss MGUS cpeau GOJIBHBIX C MOpPaXEHWEM IMOYEK MMEET BaKHOE
IIPaKTUYECKOE 3HayeHue i1 0OOCHOBAaHUS JIEYECHHsI 4yepe3 Bo3jelcTBHE Ha B-
TUMGOUUTAPHBIA ~ KJIETOYHBIM  KJIOH, CEKpPeTUPYIOIHUA  HedpomaTroreHHbIe
MOHOKJIOHAJIbHBIE OEJIKH.

4. Cpequ wmeronoB BeisiBieHuss MI', B wactHoctu MGUS, nauOonbieit
YyBCTBUTEJIIBHOCThIO  00MaziaeT  3X-KOMIIOHEHTHAsi CKPUHUHIOBAas  IaHEIb
CBIBOPOTOYHBIX METOOB, COAEpKallas KpoMe MeToJ0B 3iiekTpodopeza (OP) u
uMMyHOopukcaiu (D) OenkoB CHIBOPOTKH TAKXKE OINPEIEICHHE CBOOOIHBIX
Jerkux uerned ummyHornoOynuHoB — FLC, TypOoaemeTpuyeckum METOA0M
Freelite: mpucoenuHeHue K TPaAUIMOHHBIM 3JIEKTPOPOPETUUECKUM METOJaM
uccienoBanus metona Freelite pacimpsier Bo3amoskHocTr uaeHTugukamu MGUS,
06e3 HeoOxomuMmocTH B OONBIIMHCTBE ciiydaeB, Kpome AlL-amuiounnosa,
JONOJIHUTENBHOTO npoBeeHuss P u UD moun; 4To 000CHOBBIBAET BKIIHOUEHUE
ATOM CHIBOPOTOUHON CKPUHUHTOBOM TAHENIM B aJITOPUTM  OOCIEIOBaHUSA
Heposornueckux O0IbHBIX.

5. MonoknoHansHbIe Oenku Tpu acconuupoBaHHbIX ¢ MGUS mopaxeHusx
MOYECK MOTYT OBITh MPEACTAaBICHBI MHTAKTHBIMH HMMYHOIJ0OyauHaMu (Mlg) —
(y 11,5% wuzonupoBanno u y 42,5% — B COYETAaHUUM C MOHOKJIOHAJIbHBIMU
cBoOoaHbIMU  sterkumu  1emsiva - (MFLC)),  omeHeHHBIMH Ha  OCHOBaHHH
W3MEHEHHOT0 OTHoIIeHUs K/A; y 46% OonbHbIX BhisIBIAsieTcss MGUS TONBKO M3—
MFLC onuHakoBO 4YacTo mpH Bcex (popmax MopakeHHs MOoYeK, 3a UCKIOYECHUEM
(HCV+) xpuo I'H (19%), 11t KOTOPOTo XapaKkTepHa THIIEPIPOIYKIIHS HHTAKTHOTO
IgMk —MOHOKJIOHAJTLHOT'O KOMIIOHEHTA CMEIIIAHHOW KPUOTJIOOYJIMHEMUM.

6. Cnextp MFLC B coctae MGUS pasnuyaercs y OonbHbix AL-amunonnozom

Y MOPAKEHUAMH MOYEK MMMYHOBOCHAJIUTENBHOW mpupoabl: npu AL-amunonnose
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npeobnanaroT FLC A-tuna (otHomenue . A — 1,65); npu XI'H — FLC k-Tumna
(otHomenue k. A — 3,2); mpu (HCV+) xpuo I'H B mopamisironieM OOBITAHCTBE
cinydyaeB onpenenstorcs Takke FLC k-tuma B coueranun ¢ IgM « (HO mpu
npeobyananuu mHTaKTHOrO IgM) (ki A — 11), 9TO coracyercst ¢ COBpeMEHHBIM
B3IJISIIOM Ha CBA3b TKaHeBo-crenudpuyeckux s¢dekroB FLC wa moukm ¢
BHYTPEHHUMHU OCOOCHHOCTSIMH 3TUX OEJIKOB.

7. Haunbonee wyactoii ¢opmoit XI'H, accomumupytomieiics ¢ MI', sBusercs
meMOpanonponudeparuasii ['H (MIITH), (B manHom nHaOmoaenun y 50%
OOJBHBIX C MPOBEACHHON OHOICHEN MOYEK), HO TaKKe BO3MOXKHA aCCOLMALUS C
MI" memOpanoznoro (MI'H), ¢okanbHO-CErMEHTapHOTO  TJIOMEPYJIOCKIEpO3a
(®CI'C), I'H ¢ MunMManbHbIMA ME3aHTHATBHBIMU U3MEHEHUSIMH (COOTBETCTBEHHO
y 20%,10% u 20% 001bHBIX), C BBISIBICHHUEM OOJIEE YEM B MOJIOBHHE CIIy4aeB IpPH
UMMYHO(DITIOOPECIIEHTHOM HCCIEIOBAaHUM B ME3aHTMU W BJOJb KaNWLISIPHON
CTEHKU KJIYOOUKOB JE€MO3UThI MHTAKTHBIX MOHOKJIOHAJIBHBIX UMMYHOTJIOOYJIMHOB
(mlg) w/wnam nerkux 1ened omHoro Tuma, oOblMHO K, a Takke C3 0Oe3 Ig;
MPUCYTCTBHUE TIOMEPYISPHBIX JENO3UTOB MIQ M X (parMeHTOB yKa3bIBaeT Ha
HalIU4yue y OOJIBHOTO CEKPETHPYIOIIEro KJIETOYHOTO KJIOHA (B-TUM(OLMTAPHOTO
WM TUIa3MalUTapHOI0), KOTOPBIM HEOOXOAUMO OXapaKTepH30BaTh AJiA BbIOOpa

TapreTHOU TEPAInH.
IIpakTHYecKHe peKOMEHIALNH.

1. Cpenu OONBHBIX TEPANEBTUYECKOTO CTAIMOHAPA MOXKET BBISIBISTHCS TaK
Ha3bIBacMasi MOHOKIIOHAIIbHAS raMManaTs Heonpeaeneanoro 3uayenus (MGUS),
KOTOPYI0 Ba)XXHO MOHHUTOPHUPOBATH M3-3a PUCKA IPOTPECCHPOBAHUS B «OVErDy
TUM(DOTIIA3MaKIETOYHYIO OITYXOJIb, COXPAHSIOMIETOCS B TEUYCHHE MHOTHUX JIET
nocie auarHoctukn MGUS. K kinHMuYeckuM QakTtopamM pHUCKa OMMyXOJIEBOM
nporpeccurt MGUS otHocsaTest yBenudenue COD, aHeMusi, TUTIEPIIIOOYIMHEMUS,
MOBBIIIEHUE  CBIBOPOTOYHOTO  YPOBHS  KpPEATHMHWHA, YacTble  MEPEIOMBbI

KOHEYHOCTEU, TPOMOO3BbI.
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2. BonbHBIM clieAyeT MPOBOJUTH KIIMHUKO-TA00paTOpHbIE 0OCIEI0BaHUS Yepe3
nepBbie 6 MECSIEB MOCIe IMarHo3a (PUCK MPOrpeccUpoBaHusi HanboJee BHICOK B
TEYEHUE MEepPBOro rojia), a 3aTeM, B 3aBUCUMOCTH OT CTPATHU(PUKALUU PUCKA C
MEPUOJIMYHOCTBIO 3-5 JIET WIH €XKETrOJHO; MUHUMAJIbHBIA CKPUHUHT BKJIKOYAET B
ceOsl KIMHUYECKUH aHaIM3 KPOBH, OINPEACICHHE CHIBOpOTOUYHOTO ypoBHs Ca,
KpeaTWHWHA U TECThl HA MOHOKJIOHAJIHYIO TaMMaIaTHIo.

3. Ins  Oonmee TouHoro pacmo3HaBanuss MGUS, B TomM  umcre
orocekpetopHoit (<5,0 r/i1), HEOOXOAMMO HPHUMEHATH KpoMe 3JeKTpodopesa
(D) 6enkoB cbiBOpoTKH U uMMYyHODuKcaruu (M®D) takke TypOUAUMETPUUECKUMA
METOJT onpeseneHus cBoooaubix Jerkux renei (FLC) — «Freelite» B criBopoTke
KpoBU. OJTa 3-X KOMIIOHEHTHAss CHIBOPOTOYHAs CKPUHUHIOBas IaHEIb
NpeBOCXOAUT MO AP(DHEKTUBHOCTH UACHTU(PUKAIIMKM MOHOKIOHAJIBHBIX OEJIKOB
KJIACCUYECKUE DJEKTpOoOopeTHUecKue METOAbl HUCCIIECIOBAHUS CHIBOPOTKU U 24-
yacoBoil Mouu; 0@ u D MOYM MMEIOT JOMOJHUTENBHOE AUArHOCTHYECKOE
3HA4YCHUE B OTACJIbHBIX CIIy4asix, B YaCTHOCTH IpHu oOciegoBanuu O0oibHbIX AL-
aMUJIOUI030M.

4. UccnenoBanme Ha Hannuue MGUS 1nomxkHO BXOIWTH B 00S3aTEBLHBIN
aIrOpUTM OOCe0BaHUs OOJIBHBIX 3a00JICBAHUSAMU MOYEK, OCOOCHHO C TSKEITBIMU
KIIMHAYeCKUMHU TiposiBiienusiMu. Boiasinenne MGUS, cocrosieit uz mlg (mpu AL-
ammionnose npeumymiectBeHHO GA, mpu XI'H — Gk, npu HCV+kpuo I'H — Mx) u
tosbko FLC (mpu AL-amunounose — A, nmpu XI'H u HCV+xkpuo I'H — «), sBisercs
MOKa3aHUEM K TMPOBEACHHUIO HEe(HPOOUONCUU IS YTOUHEHUS] MOP(HOIOTHIECKOTO
JIMarHo3a ¢ UCIOJb30BaHUEM CBETOBOM M 3JIEKTPOHHOW MUKPOCKOIIMH M XapaKTepa
JIETIO3UTOB TIPH UMMYHO(DITIOOPECIICHTHOM aHAJN3e.

5. Cpenu OOJIbHBIX XT'H acCOIMUpYyeTCs c MGUS qare
meMOpaHonponudeparuBubii  Bapuant ['H (MIIT'H), HO Takxke BO3MOXKHA
accormanus ¢ MGUS u nenponudepatusubix I'H — memOpanosznoro I'H (MI'H) u
dbokanpHO-cerMeHTapHOro TioMepynockiepo3a (PCI'C). IlpuunHHYIO CBSI3b C
MOHOKJIOHANIbHBIMU Oenkamu 'y OonbpHbIX XI'H moarBepkmaer oOHapykeHue B

MEC3aHTMM MW BJOJIb KaHHHHﬂpHOﬁ CTCHKHU KJ'IY60‘-IKOB OTJIOKEHUN WHTAKTHBIX
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UMMYHOT100ynuHOB ¢ oguuM TurnoMm LC (B ocHoBHOM 1gGk) mnm toaeko MFLC
(vame k-tuna). IloarBepxknenune cBszu XI'H ¢ MOHOKJIOHaNBbHBIMH O€lKaMu U
YCTAaHOBJICHHE WX THUIAa OOOCHOBBIBAET BBIOOp TapretHod tepanuu (mpu M-
¢denotune mlg — cxemsl ¢ mpuMeHeHHueM puTykcumada, npu He M-denotune mlg

— 00pTE30MHUO COMIEPIKAIINE CXEMBI).
Cnmcok cokpameHui

Al - apTepuasibHOE JaBJICHUE

AT - aprepuasibHast TMIEPTEH3US

AHIIA - anTuHEUTpOPMIbHBIC IUTOTUIA3MATHYECKUE aHTUTENA
AT - anTHTENna

BA - OponxuaibHas actMa

BMK - 6azanbHas MmemOpaHa Kirybouka

BOJIL] - 60138 OTIIOKEHUS JICTKUX I[CTICH

I'b - runepronnueckas 601€3Hb

['BM - rnomepynsipHas 0a3aibHasi MeMOpaHa

I'KC - r1toKOKOPTUKOCTEPOU/T

['H — rnomepynonedput

['VC - reMONUTHKO-ypEMUYECKHI CUHAPOM

KKT - kenmyqo4HO-KUIIEYHBIA TPAKT

N® - ummyHOoDUKcarus

KT - kprornoOynuueMus

KT - xommbroTepHasi Tomorpadus

MI'" - MOHOKJIOHaIbHASI TAMMAaNaTUs

MI'H - MemMOpaHO3HBIH riaoMmepynoHeput

MTI'H3 - MOHOKJIOHAJIbHAS TaMMaIaThsl HeONPEeIeJICHHOTO 3HAYCHHUS
MKT'H - me3aHrnoKanusuisipHbIi TIIOMEPYJIOHEPPUT

MM - MHOkKECTBEHHAs] MUETIOMA

MIIT'H - memOpanomnponaudepaTuBHbIil raoMepyaoHeppuT

MPT - MmarHuTHO-pe30HAHCHasE TOMOTpadus
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MCKT - mynbpTUCTIUpaJIbHASI KOMIIBIOTEpHAsE TOMOTrpadus
MCP-1 - MOHOLIUTAPHBIN XEMOTaKCUYECKHI MPOTEenH-1
HMI' - HU3KOMOJIEKYIIApHBIE TeIapUHbI

HC - HeppoTrueckuii cCHHAPOM

HXJI - HexomkkuHCKas TuMpoma

I13 - npenHn3010H

IV - mporennypus

PA - peBMaTOMIHBIN apTPUT

PHK - pubonykiienHOBast KUCJIOTa

P® - peBmatouiubiii hakTop

CKB - cuctemHas KpacHasi BOJT4YaHKa

CM - cBeTOBass MUKPOCKOIIHS

COD - ckOpOCTh OCEnaHus SPUTPOLIUTOB

CIIY - cyrouyHas NpOTEUHYPUS

CPb - C-peakTuBHBIN O€TOK

TBM - TyOynsapHas 0azaibHasi MeMOpaHa

TMA - TpomMOOTHYECKast MUKPOAHTHOTIATHSI

V3T - ynbTpa3ByKkoBas gonmuieporpadus

V3U - yabTpa3zByKOBOE UCCICTOBAHUE

OCT'C - pokanbHO-CErMEHTaPHBIN TJIOMEPYJIOCKIEPO3
Xb - xpoHuueckuit OpOHXUT

XBIT - xpornueckas 6071€3Hb MTOYEK

XI'H - xpoHuueckuii riaomepynoHeppur

XT'C - xpoHn4eckuii BUpycHblii renatut C

XJUI - xponnveckuit iuMpoIeinKo3

XOBJI - xponnyeckas 00CTpyKTUBHas 00JIE€3Hb JETKUX
XIIH - xpoHnueckas nouyeuyHas HeJ0CTaTOYHOCTh
XCH - xpoHuueckas cepaeyHasi HEJOCTaTOYHOCTh

XT - xumuorepanus

II - quppo3 neuenun
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H®PA - nuxnodochamua

OV - spurpouutypus

OO - sanekrpodope3

9XO-KI" — axokapauorpadus

OUM - 3KCTpaleIuTIOIIPHBIA MATPUKC

o-I'MA — o-r1agKOMBIIIIEYHBIN aKTHH

AA-ammtonos (acquired) - BToprYHBIA aMHIONI03

AH-amunonnos (heavy chain amyloidosis)

AL-amuonnos (immunoglobulin light chains derived) - nepBuuHbIi amuaon103
B-HXJI - B-kiierouHas HeXOKKUHCKas JTuMQpoma

BNP - Mmo3roBo#i HaTpuilypeTUYECKUii MENTH/I

C3-I'H - C3-rnmomepynoneppur

CD - Cluster of Differentiation

CKD-EPI - Chronic Kidney Desease Epidemiology Collaboration

CRAB

DDD - 6o1e3Hb TUIOTHBIX JEMO3UTOB

FLC (free light chains) - ceoOoaHbIe JTerkue memnu

HCDD - 6071¢3Hb IEMO3UIINN THKEIBIX TeTei

HCV - Bupyc renatuta C

Ig - immunoglobulin - ummyHOTrTOOYIMH

IL (Interleukin) - unTepneiikun

IMWG (International Myeloma Working Group) - MexayHapoaHas pabodast
rpynma 1o MuejoMe

LC (light chains) - nerkue nenu

LHCDD - 6ose3Hb Aen0O3UINHN TSKEIBIX U JIETKUX LIENen

mFLC (monoclonal free light chain) - MoHOKIOHANIEHBIE JIETKUE LIETTH

mlg (monoclonal immunoglobulin) - MoHOKITOHATBHBIN KMMYHOTTIOOYTHH
MGRS - Monoclonal gammopathy of renal significance

MGUS - Monoclonal gammopathy of undetermined significance

MW - maxpornodynunemus BanpaeHmrpema


https://en.wikipedia.org/wiki/Cluster_of_differentiation
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NF-kB - nykneapnsiii haktop kB

NT-pro BNP - N-tepMuHanpHbIM (QparMeHT NPEAIIeCTBEHHUKa MO3TOBOTO

HATPUIYpPETUUECKOTO TIENTUAa

PAS - periodic acid schiff

SAA - CBIBOPOTOUYHBIN aMITOUIHBINA O€T0K A

SAP - cBIBOPOTOUYHBIN aMHJIOWIHBIN OeIoK P

SMM (Smoldering Multiple Myeloma) - Tieromas MHOXECTBEHHAsI MHEIIOMA
TGF-B - Tpanchopmupyronuii pakrop pocra

VEGF - saporenuanbHOro akropa pocta
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