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MOAJEPKUBAIOILIAA TEPAIIMA ITPU MHOKECTBEHHOYW MUEJIOME

Pesrome

[locTUHAYKLMOHHAs MOJJep:KUBaloIasl Tepanus
KaK y MOJIOAbBIX, TaK U MOXWJIbIX NMALUEHTOB C BIep-
Bble JMarHOCTUPOBAHHOM MHOXECTBEHHOW MHeJ0MOM
He BbI3bIBaeT COMHEHUH. B cTaThe mpejcTaB/ieHbl pe-
3yJbTaThl KJWHUYECKUX HCCIeJ0OBaHUHM MO OIlleHKe
3¢ PEeKTUBHOCTM WHTMOUTOPOB MPOTEACOM U HUMMY-
HOMOZYJUPYIOIMX MpenapaToB B MOCTUHAYKLHMOH-
HOH MOAJep>KUBaloLlel Tepanuy MalUeHTOB C MHOXe-
CTBEHHOH MMeJsIoMOii pa3Horo Bospacrta. [IpesicTaB/ieH
aHannu3 3¢¢PeKTUBHOCTU OGOpTEe30MUbOa, UKCA30MHUOA,

JIeHAJIUZIOMU/Ia U TanugomMuia. [lokasaHo, 4To noziep-
’KUBAIOIAs Tepamnusl CylleCTBeHHO YBEJWYUBAET Bbl-
»>KMBaeMOCTb 6O0JIbHbIX MHOXK€CTBEHHOM MMeJIOMOH, B
TOM YHCJIe TPU BBICOKOM pucKe. CTaThbsl Mpe/iCTaBIsIET
0COOBIM UHTEpeC JJI Bpayel-reMaToJIOTOB, TeparneB-
TOB, KJIMHUYECKHUX OPJAMHATOPOB M CTYJAEHTOB MeJU-
IIUHCKHUX BY30B.

Ki1roueBsle cj10Ba: MHOXKeCTBeHHAasaA MUeJIOMa, UKCa-
30MU06, 60pPTE30MUB, IeHANUAOMU/, GECTIPOrpecCUBHAs
BbDKHBAaeMOCTh, BbICOKHH PUCK, CTAHJaPTHBIA PUCK.

Bessmeltsev S.S.

Russian Research Institute of Hematology and Transfusiology

MAINTENANCE THERAPY FOR MULTIPLE MYELOMA

Abstract

Postinduction maintenance therapy in both young
and elderly patients with newly diagnosed multiple
myeloma is beyond doubt. The article presents the
results of clinical studies to evaluate the effectiveness
of proteasome inhibitors and immunomodulatory drugs
in postinduction maintenance therapy for patients with
multiple myeloma of different ages. An analysis of the
effectiveness of bortezomib, ixazomib, lenalidomide

YBesnnyeHue 6ecrniporpeccuBHol (PFS) 1 o61eit Bbl-
*kuBaeMocTd (OS) G0JIbHBIX MHOXECTBEHHOW MHeJOo-
Mot (MM), HabJst0/jaeMoe B MOCJe/JHHE TO/bl, CBSI3aHO
€ MapaZUrMoy J0JIrOCPOYHBIX MOJXOLOB K JIEUeHHIO,
BKJ/IIOYAIOLel HOBble JIeKapCTBEHHble INpenapaThl B
MHAYKLMH, ayTOJOTHUYHY0 TPAHCIJIAHTALUI0 TeMoIo-
3TUYECKUX CTBOJIOBBIX KieToK (ayToTI'CK) u anurtennb-
HY!0/HelpepbIBHYIO NMOAJEPKUBAOLIYI0 Tepaluio, 4To
1103BOJISIET KOHTPOJIMPOBATh TeuyeHre 60JIe3HU B CpaB-
HeHUU ¢ QUKCHPOBAHHBIMU NOAX0JJAMU K TepaluH.

B 90-x rogax XX croJieTusi 60JIbLIYI0 HAEXY Ha
dyH/IaMeHTa/lbHble NepeMeHbl B nporHo3e MM Bo3-
Jlarajli Ha aHTUNposiudepaTUBHOE U UMMYHOMOAYJIHU-
pytoiiee AedcTBre UHTEPPepPOHOB. C 3TOU Ke Ie/bI0
IbITAJIUCh UCNOJIb30BaTh KOPTUKOCTEPOU/Ib], @ MHOTZA
YyeTblpex/HEBHbIE LUKJIbl MeJdasaHa € NpeSHU30J10-
HOM. OJHaKO AJIUTe/IbHYIO Tepaluio 3STUMHU Npenapara-
MU OIPaHUYUBAIN TsDKEJIble TOKcHuYeckue 3G deKThl U
BbICOKasl 4YaCTOTA NpeKpalleHus jevenus [1-3].

WMMyHOMoOAYy/IMpYIOLIMe NTpenapaThl, TaKUe Kak Ta-
JUJOMUJ, U JIeHANIUJOMUJ, UHTMOUTODPBI NPOTEacoM,
TaKde Kak 60pTe3oMUb M MKCA30MUO, MOKa3alIu Mpe-
MMYILEeCTBO NPU Ha3HaYeHUHU UX B KaueCTBe NOAJep-

4

and thalidomide is presented. It has been shown that
maintenance therapy significantly increases the survival
rate of patients with multiple myeloma, including at high
risk. The article is of particular interest to hematologists,
therapists, clinical residents and students of medical
universities.

Keywords: multiple myeloma, ixazomib, bortezomib,
lenalidomide, progression-free survival, high-risk,
standard risk.

kuBaroued tepanuu nocie aytoTT'CK. Tanupomun u
JIEeHIUJIOMU/] TIpU3HaHbl 3PQPEKTUBHBIM CPeACTBOM
JedeHuss MM B MH/JYKLUMOHHOW U MOAJAEPKUBAKOLIEN
Tepanuu. IGPeKTUBHOCTD UX IPU MHOXKECTBEHHOW MU-
eJI0Me CBSI3aHa CO CIO0CO60M JIeNUCTBUS. ITH MpenapaThl
HalleJIeHbl Ha crielfuuyecKuil 6es10K 1iepe6JIoH, BbINOJ-
HAIOIUNA B KJeTKax QyHKIuo E3-yOUKBUTHUHIUTA3LI,
YTO MPUBOAUT KaK K OHKOTeHHbIM 3pdeKTaM Ha paH-
Hel CTaJiuy, TaK U K UMMYHOMOAYJUPYIOUIUM 3 dek-
TaM, 6J1aronpUsITHbIM [Js1 JOJTOCPOYHOI'O KOHTPOJIS
OIYXOJIH.

B HeckosbKUX HccieioBaHUsAX ¢asbl [1l 06HapyxeHo
CyLeCTBEHHOE yJIy4llleH’e KauecTBa OTBETa, yBeanye-
HUe OGEecrnporpecCUBHON BbIXKMBAEMOCTH GOJIbHBIX, MO-
JIy4aBIIMX KMMYHOMOZAYJUPYIOLIUH NpenapaT TaJuzo0-
MU/ B KQUecTBe KOHCOIUAALUY UK MO JePXUBaIoLL el
Tepanuu IMO0C/Ae ayTOJOrMYHOM TpaHCIJIAHTALUU re-
MOIIO3TUYECKUX CTBOJIOBBIX KieTok (ayToTI'CK) [4-7].
CxozHble JJaHHbIe BbISIBJIEHbl U 110 pe3yjbTaTaM KpyI-
HBIX MeTa-aHa/n30B [4,8]. Belio o6paleHo BHUMaHUe
Ha OTYeTJMBOE yBeJUYeHHe BPEeMEeHH /[0 NpOrpeccu-
poBaHusA MM B NOCTTpPaHCIJIAHTALLMOHHOM IIEPUOJE Y
GOJIbHBIX, MOJyYaBLIMX IOAJEPKUBAKOLIYID Tepanuio
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TaTUAOMHUJIOM. TaK, 0 pe3ybTaTaM KJIUHUYECKOTO HC-
cnenoBanus 11 ¢azer HOVON-50, TamugoMus npoJioH-
TUpPOBaJl BEDKUBAEMOCTb 6e3 COOBITHH ¢ 22 Mec. 10 34
Mec. (p <0,001) u GecnporpecCUBHYH BbBDKMBAEMOCTh
(PFS) c 25 mec. 10 34 mec. (p <0,001) [7]. MeTa-aHau3,
npe/CcTaBJeHHbIA MexAyHapoAHOU paboyel rpymnmnon
no muesnome (IMWG), mpogeMoHCTPUPOBAJl CHUXKEHHE
pHCKa mporpeccipoBaHus win cMepTy Ha 35% [8]. Oa-
HaKO Yy Mal[ME€HTOB C [IUTOreHeTUYECKUMU aHOMaJTUAMHU
BBICOKOTO PHCKA pe3yJIbTaThl ObLIU Xy>Ke. YTo KacaeTcst
o6mielt BepkrBaeMocTH (0S), To B 60JIbITMHCTBE UCCIe-
JIOBaHUH He ObLI0 06HAPYKEHO CYIeCTBEHHbIX PA3JIHU-
YUI B CPaBHEHUH C TPYIION 60JbHBIX, HE MOJyYaBUIMX
TaMUAOMUJ. Mexay TeM, 3HAUUTeJbHOEe Y/ydlleHue
o6I1edl BbDKHBAEMOCTHU BBISBJEHO B MeTa-aHaJM3ax
IMWG (otHomeHue puckoB - HR= 0,84) [8] u MRC
Myeloma IX (HR=0,75) [4]. B To e BpeMs yBesinueHUE
06111e BLDKMBAEMOCTH ObIJIO OTMEYEHO TOJIBKO Y Malu-
€HTOB C 6JIarONMPHUSATHBIM MPOTHO30M [FUIEPIUIIOH-
nus, t(6;14), t(11;14)] npu OTCyTCTBUM TaKUX LUTOTE-
HeTHUYeCKUX aHOMaJsIuH, Kak t(4;14), t(14;16), t(14;20)
u del(17p) [4]. Kpome Toro, mioxass mepeHOCHMOCTb
TQJINJOMU/I, YAaCTOE pa3BUTHE nepudepruiecKoil Hel-
ponatuu 3-4 CT. OTPaHUYMBAJIO MPOJOIKUTENBHOCTD
JieueHHUs], IPY ITOM 4acTOTa J0CPOUYHOTO MPeKpaleHus
nojJepXXuBarouied Tepanuu jgocturasa 84%. Kpowme
TOKCUYHOCTH TaJTUJAOMHJA BBbIEJEHO elle OHO BaXK-
HOe 06CTOSITE/IbCTBO: €r0 AJUTENbHOE UCTIOIb30BaHNE
MOXeT MPUBECTH K Pa3BUTHIO GoJiee Pe3UCTEHTHOTO
peuusauBa. [lo 3TON npuvKMHe TaNUJOMUJ, PEKOMEH/Y-
€TCs1 UCI0JIb30BATh B KauecTBe MO/JepPKUBAIOLIeN Te-
panuu He 60Jiee 1 roza.

[logepxkuBaroliee JieueHue JEeHANIUJOMUAIOM CUH-
TaeTcs CTaHJAPTOM JieueHHUs BCeX MalueHToB ¢ MM
nocse aytoTI'CK (I, A mo Bepcun ESMO 2021) [9]. B
ucciaepoBanuu Intergroupe Francophone du Myélome
2005-02 meauana PFS cocraBuita 41 mec. B rpymie na-
[IUEHTOB, IMOJYyYaBIIMX MOJJEPXKUBAIOIYI0 TEePaNUIo
JIEHAJIUOMHUZIOM 10 IPOTPECCUPOBaHUs 3a60JeBaHus,
[0 CpPaBHEHWIO C 23 MeC. y MalMEHTOB, MOJYYaBIINUX
naane6o.

JleHaTMIOMU/JT UMeeT MeHblIle TOO0YHBIX 3P PEKTOB,
YeM TaJUAOMUJ, YTO M03BOJISIET NPOBOJUTh AJTUTEb-
HOe JieyeHHe U yCIlelllHee KOHTPOJMPOBATh 3a60/1eBa-
HMe. MeTa-aHa/u3, BKJIIOUYMBIIKNK 60s1ee 1200 marjyeH-
TOB C MeJIMaHOU Hab/roJeHus1 79,5 Mec., mokKasaJs, 4To
NoJAAepKUBAIONIAs Tepanus JeHaIuJOMU/I0M obecie-
yuBaeT 6Gosiee 4yeM 2-KpaTHoe yBesaudeHue PFS (52,8
Mec. o cpaBHeHHU1o ¢ 23,5 Mec.), a npeumyiiectBo OS 1mo
CpaBHeHHMIO C I1anebo coctaBuio 2,5 roga. OfHaKo He
ObLJI0O HUKAKOH MO0JIb3bl ¥ manueHToB ¢ MM ISS-III niun
[IUTOTeHeTUYECKUMH AHOMAJIMSIMU BBICOKOTO pHCKa
[10]. Mexxay TeMm, B uccaegoBanuu MRC-XI, B koTopoM
1137 nmanyeHTOB NOJyYaJU MOJJEPXKUBAOLIYIO Tepa-
M0 JeHaJuJoMuAoM U 834 manyeHTa HaXOAWUJIHCh
N0/ HabJoZieHNeM, pe3yabTaThl UHble. Me/uaHa BbI-
’KMBAeMOCTH 6e3 MporpeccupoBaHus cocTaBuia 39 mec.
(95%CI: 36-42) B rpymnmne G0OJbHBIX C JIEHATHAOMHUAOM

u 20 mec. (95%Cl: 18-22) - HaxoAAIUXCA MO HAGJIIO-
nenueM (HR=0,46 [95%CI: 0,41-0,53]; p <0,0001) [11].
MepraHa o6111eil BBbKMBA€MOCTH He Oblia JOCTUTHYTa
(95%CI: 66-He gocTUrHyTa) cCpein GONBHBIX C JeHAIU-
JIOMUZIOM U B Tpymie HabuogeHus (95%Cl: 61-He no-
cTUrHyTa). CXOHBIMM 0Ka3a/IMCh U MIOKAa3aTeau 3-J1eT-
Hell BbDKHMBaeMocTU. Tak, o01uias BbDKMBAEMOCTb 3a 3
ro/ia B rpyImie naideHToB, N0Jy4aBUIUX JeHAIUL0MU/,
coctaBuia 78,6%, u 75,8% - B rpynmne HabJoJeHUs
(HR=0,87 [95% CI: 0,73-1,05]; p=0,15). B To e BpeMs
y NAIMEHTOB C BBICOKUM IIUTOTEHETUYECKHM DPHUCKOM
3-netHasa OS coctaBuia 75% B rpyimne JeHaauJoMuza
10 CpaBHEHMUIO ¢ 64% B rpynmne HabJ/10/leHNd, a Y TallU-
€HTOB CBEPXBBICOKOTO pucKa - 63% npoTtus 43,5% co-
oTBeTCTBeHHO. [lpaB/a, k 3TUM pe3ysnbTaTaM CleAyeT
OTHOCHUTBCSI C OCTOPOXHOCTbIO, MOCKOJIbKY MallUeHThI,
y4dacTBywo1ue B uccaenoBaiui MRC-XI v nmosiyyaBiive
MO/ /IEP’KUBAIOILYI0 Tepanuio JeHaJUJOMUI0M, paHee
Haxo/JUJHCh Ha UMMyHOMOAYJUPYIOLIUX NpefnapaTax u
ObLIM YyBCTBUTEJbHBI K HUM. KpoMe Toro, onpepesne-
HUe NalMeHTOB C BBICOKUM PUCKOM ObLIO Pa3JIUYHbIM
B MeTa-aHau3e [10] u B uccinegoBanuu MRC-XI [11];
B MeTaaHa/k3e IIUTOTeHeTHKa BbICOKOTO PUCKA BKJIIO-
yaJia TOJIbKO NManueHToB c t(4;14) u del17p, B To BpeMs
Kak B uccaegoBanuy MRC-XI manueHTHI ObLIM KJjac-
cUPUUMPOBaHbl Ha TPU TPYMNIbl LUTOTEHETUYECKOTO
pUCKa: CTaHAAPTHBIN PUCK, BBICOKUM PUCK WU CBEPX-
BBICOKH PUCK (He6JaronpusiTHbIE IUTOT€HETHYECKHE
aHOMaJ/Iuu ObLIM ONpeJiesieHbl Kak aMmindukauus 1q,
t(4;14), t(14;16), t(14;20), uau del(17p)] [10,11]. Cne-
JlyeT Take OTMETUTh, 4To JaHHble Myeloma XI mo-
Kasaau npeumyuiectBo PFS mpu mnoazepxuBarouiei
Tepanuu JieHaJIWJAOMHUJIOM He3aBUCUMO OT CTaTyca
MHUHHUMaJbHOUM 0CTaTOYHOM 60JI€3HU U NPOJEMOHCTPU-
pOBaJIU INOBBILIEHHYIO CKOPOCTh KOHBepcuu M3 MOB-
nosioxkuTespbHoro kK MOB-oTpunatesibHOMY cTaTycy C
JeHanugoMuZoM (32%) mo cpaBHEHUIO € HabJIIO[EeHU-
eM (4%).

[loaTBep)kaeHre 3$EKTUBHOCTU MO EpPKUBAIO-
el Tepanuu JIeHAJWJOMUAOM IOJIYYEHO U B HCCIe-
noBaHuu CALGB 100104, B KoTOpoM MalMeHThl 6bLIN
paHJ0OMU3UPOBaHbl B TPYIIIbI, MOJyyaloliue NoAAep-
’KUBAWOLIYI0 Tepanuio JeHanauaomugoMm (n=231) uau
miane6o (n=229) nociue BoinosHeHus ayToTI'CK [12].
[Ipu MeauaHe HaboneHus 34 mec. y 37% nalydeHTOB,
M0JIy4YaBIIKX JIEHAJWJOMUJ, TI0 CpaBHeHUIO ¢ 58%, mo-
JIy4yaBLIUX IJIale60, HabJI04a10Ch IPOrpeccupoBaHue
3a60J1eBaHUs WM OHU yMepJid. MeinaHa BpeMeHH /10
NpOrpeccruy B rpymnmne 60JbHBIX C JEHAJTUJOMUIOM CO-
cTaBuJa 46 Mec. 10 CpaBHeHUIO ¢ 27 MecC. B rpylle
6osbHBIX € Mane6o (p <0,001). Bropble nepBUYHBbIE
3JI0KaueCTBEHHbIE ONYX0J11 BOSHUKJIN ¥ 18 manueHToB,
noJiyyaBIIKX JeHanuaomu[ (8%), u y 6 mayueHTOB,
noJy4yaBlInxX Iaane6o (3%). AHanu3 BbDKMBaeMOCTH
nocje 91-Mecs4HOro nepuoja Hab/JeHUS MOKasal,
YTO MeJ[MaHa BpeMeHHU Jlo mporpeccupoBaHuss MM co-
craBuia 57,3 mec. (95%Cl: 44,2-73,3) npu npreMe Je-
Hanugomuzga u 28,9 mec. (95%Cl: 23,0-36,3) - n1ane6o
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Pucynox 1. Kpusvie vioicusaemocmu bes npoepeccuu (Progression-free Survival) u obweti sviorcusaemocmu
(Overall Survival) 6onvnvix MM, nonyuaswiux noooepIHCUBAIOWYIO MePanuio  J1eHATUOOMUOOM
(Lenalidomide), u 6 epynne niayebo (Placebo) [14].
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(HR=0,57; 95% CI 0,46-0,71; p <0,0001) [13]. Haubo-
Jiee 4YaCTbIMU HeXeJlaTeJbHbIMU sBjeHusiMu (HA) 3-4
CTEeNEeHHU TSKECTH MIPH MOJJIEPIKKE JIEHATHUIOMHUOM, TI0
CpaBHEHMUIO C T1ane6o, 6b11M HedTponeHus (50% mpo-
tuB 18%) 1 TpomMbouuToneHus (15% npotus 5%). Yse-
JINYUJIACh YaCTOTA BTOPBIX MIEPBUYHBIX 3/I0Ka4yeCTBEH-
HbIX HOBOOOpa30BaHWUU (reMaToJIOTUYeCKHe IUTHC
COJIMJTHbIE OTYX0JIK): Ha $oHe JieHanmuaoMua — 14%,
miane6o - 4%.

JlaHHBle MEeX/IyYHapOAHOr'0 PaHJAOMH3UPOBAHHOTO
JIBoMHOTrO cienoro ucciaegoanus Il ¢assr IFM 2005-
02 (n=614) mokasa/u, 4YTO y MalMEeHTOB, MOJy4YaBIINX
JIEHQJIUIOMU/I B KaueCTBe KOHCOJIMIMPYIOlel Tepanuu
nocse ayToTT'CK ¢ nociesywomuM nprueMoM JieHaIUA0-
MH/Ia B KaueCTBe MO/iePKUBaIOI el Tepanuy, yaydIin-
JIMCh YaCTOTA U KauecTBO 0TBeTOB [14]. [locsie MmearaHbl
Habmonenus B 30 mec. y 264 naieHTOB HabJIIOAAI0CH
nporpeccupoBaHue 3a6oseBanus (104 B rpymiie JieHa-
gunomuzaa u 160 B rpymnmne miaane6o). [Ipu aTom Meau-
aHa PFS cocraBusia 41 Mec. B rpyIie JeHaJuJoMUa U
23 mec. B rpymie miane6o (HR=0,50; p <0,001). Bepo-
SATHOCTb BbDKMBAHHS 6€3 MPOrpecCHpOBaHUs B Teue-
HUe 3 JIeT nocJie paH 0MHU3aL Uy cocTaBuaa 59% y Tex,
KTO TOJIy4as JeHanugoMuz, u 35% y Tex, KTo moJiyvasn
n1ane6o. B To xe BpeMsi 06111ast BLDKMBAEMOCTb yepes 3
rojia mocJjie paHA0MHU3aLMy Obljla aHAJIOTUYHOH B JBYX
ucciaeayeMbix rpynnax (80% B rpynme c JieHaJIUA0MU-
oM u 84% B rpynne miane6o; HR=1,25; p=0,29) (puc.
1). MeguaHa BDKMBAeMOCTU He 6blIa JOCTUTHYTA HU
B 0J{HOU U3 rpymim. [loBbllIeHHAst 4YaCcTOTa BTOPHIX Mep-
BUYHBIX 3JI0KaUeCTBEHHbIX 3a60JIeBaHUI HA6J1I0a/1ach
B 06eux rpynmnax (y 32 manuueHTOB U3 IPYIIIbI JIeHAJTHU-
JloMHUzia My 12 malMeHTOB W3 rPyIIIbI 1ane6o) [14].

Jlannble uccnenoBanust MM-015 11l ¢pa3bl moka3biBa-
10T, YTO TOAJEPKUBAIOLIAS Tepamnus JeHaJIUJOMUA[0M
nocJie IEpBUYHOM Tepanuu 1o cxeme MPL (Mendanan/
npejHU30H//IeHAIUJOMHU/]) 3HAYUTEJIbHO CHHXKaJa
pHUCK MporpeccMpoBaHus 3ab0JieBaHUs U YBeJWYUBa-
sa PFS y GosbHBIX B Bo3pacte 265 seT [15]. OgHako
GecnporpeccMBHasi BbDKMBAEMOCTb MAlMEHTOB, TMO-
gydaBiinx MPL ¢ mocieayolydM mNoAJep:KUBAOLAM
npueMoM JseHaaugomuaa (MPL-L), Obla 3HaYMTENb-
HO JJiuTesbHee (MeanaHa 31 Mec.) MO CpaBHEHHIO C
JIByMsl PYTMMH TpynnaMy 60JIbHBIX, He TMOJIy4aBILIH-
MU TojJepxuBatoiiedl Tepanuu: MPL - menuana 14
mec.; HR=0,49 (p <0,001), MP - meaunaHa 13 mecs1es;
HR=0,40 (p <0,001); B rpynnax MPL u MP paznuyuit
He BblsiBJIeHO. [I[pudeM, yCTaHOBJIEHO, YTO MOAJEPKU-
Bawlas Tepanusd JeHaJuJoMuAoM yaydmana PES Ha
66% 1o cpaBHEHUIO C I1aLe60, HE3aBUCUMO OT BO3pac-
Ta [15]. 3-netHsa OS cocraBuia 70% B rpynne MPL-L,
62% - MPL u 66% - MP. Cpepu HexxeslaTeJIbHBIX fIBJIe-
HUW aBTOPBI 06pANAI0T BHUMAaHWE HA reMaToJIoruye-
CKYI0 TOKCHUYHOCTb. HelTponeHusi 4 creneHu pa3Bu-
Jack y 35% 6osbHbIX U3 rpynnbl MPL-L, 32% - MPL u
8% - MP; TpomGornutonenus 4 crenend -y 11, 12 u 4%
MallMEeHTOB COOTBETCTBEHHO. TPOM6O3bI INTyGOKUX BEH
3 iy 4 cTeneHu TsDKeCTH Habuoganuch v 3% 60J1b-

HBIX, [T0JIy4aBIIKX JeHaauaomMu 1y 1% — MP. Bo Bcex
rpynnax HabJi0[aa0Cch pa3BUTHE BTOPUYHBIX TeMaTo-
JIOTUYECKUX OMyX0JIEH: 0CTPOr0 MUEJIOU/IHOTO JIeKO03a
(4 6osbHBIX U3 rpynnbl MPL-L u 2 - MPL), muesnogu-
criactuyeckoro cuupoma (1 - u3 rpynnsl MPL-L, 3 -
MPL, 1 - MP), T-ksieTo4HOTO OCTPOr0 JTUMPOBJIACTHOTO
Jeriko3a (1 - u3 rpynnsl MPL-L), XxpoHu4eckoro mMue-
JIOMOHOIIUTapHOTrO Jieko3a (1 - u3 rpynnsl MPL-L). B
11eJIOM 4acTOTa BTOPBIX ONyX0Jied 3a 3-1eTHUN NePUO/,
HabJojeHus npu Jedyenuu MPL-L cocraBuia 7%. Pas-
JINYHBIE COJIUAHBIE OMYXOJH BO3HUKJHU C OAUHAKOBOU
yacto# (5 - B rpynne MPL-L, 4 - MPL, 3 - MP).

B MeTa-aHanu3 4 paHO0MU3UPOBAHHBIX KOHTPOJIU-
pyeMBIX HCCAe[,0BaHUK BOLLIM MalUeHThI, MOJy4yaB-
e MOAJepKUBAIOLIYI0 Tepanuio JeHaJUuJOMUI0M
WJIY TJ1ale60, UM HaXOJMBIIMECS TOJbKO M0/, HabJIt0-
JleHWeM, Kak Mocje TpaHCIJIaHTalluu, TaKk U 6e3 Hee
[16]. AHanu3 nokasaJj, 4YTO y NalMeHTOB, MOJyYyaBIIUX
NOJ/IEP’KMUBAIOILYI0 TepaMuio JIeHAIUA0OMU/I0M, 3HAUU-
TesnbHO ynydmuaack PFS (HR=0,49; p <0,001) u Hab.t0-
Jlasiach TeHAeHIUs K nposionruposanut 0OS (HR=0,77;
p=0,071) no cpaBHEHHIO C OTCYTCTBUEM NOJAEPXKUBA-
Iollel Tepanuu WM miane6o. OfHaKo, Kak U B peJbl-
JlylieM uccaefjoBaHuu [15], o6paljaeTcds BHUMaHUe Ha
YacTOTY TsKeJ0U (3-51 U 4-5 CTelleHU TSHKECTH ) HEUTPO-
nenuu (HR=4,9, p <0,001), rpom6ouuTonenuu (HR=2,7,
p <0,001), yromasemoctu (HR=2,3, p <0,01), Tpomb0-
30B IVIyOOKHUX BEH U/UJIU 3MOOJUU JIETOYHOU apTepUn
(HR=3,2, p <0,02), a Tak)Xe MOBbIIIIEHHbIH PUCK BTOPUY-
HbIX 3JI0KaueCTBEHHbIX Heollsadui. [loaToMy Bompoc
0 TOM, CJIe/lyeT JIM Pery/asipHO NpejjaraTb NaydeHTaM
NOJJIEPKUBAIOILYI0 TEPANUIO JIeHAJUJOMUIOM, SIBJISA-
eTcsl CIOpPHBIM. [10 MHEHHI0 HEKOTOPBIX 3KCIEPTOB, Ha
JlaHHBbIM MOMEHT MOJJIeP>KUBAIOIIYI0 Tepanuio JeHa-
JIUIOMUJIOM CJIeiyeT CUATATh CTAaHAAPTHOMN i Nalu-
€HTOB C BBICOKUM pHUCKOM. /lyig manreHToB ¢ 3a60JieBa-
HUeM HU3KOTO pUCKa CJAeAyeT 00CYAUTb COOTHOLIEHUE
pHUCKa U NOJIb3bl OT NOJEPKUBAIOIel Tepanuu JieHa-
JIUJIOMU/IOM B CPAaBHEHUU C OCTOPOXKHBIM OXUJAHUEM,
MIO0Ka y HaC He Oy/ieT 60Jibllie JAHHbIX O IPEUMYIIeCTBaAX
06111e¥ BbDKMBAEMOCTH.

Hapsiny ¢ uMMyHOMOAy/AsiTOpaMH B KauecTBe MOJ-
Jlep>KUBalollel Tepanuyd MNPUMEHSIOT WHTUOUTOPbI
npoTeacoM. B 0JHOM M3 KpYIHBbIX paHJOMHU3UPOBAH-
HBIX HCC/Ie/IOBAaHUH NOJlepKUBalollas Tepanus 6opTe-
30MH60M MoKazasa npeumyuiecto PFS mo cpaBHeHuI0
C oJiiep’KMBalolllel Tepanueit TanugoMugoM. [Ipu mMe-
JuvaHe HaobmogeHusa 41 mec. meguana PFS 6bl1a 6oJiblie
B TpyIIle NalMeHTOB, MOJyYaBIIUX B UHAYKIUHU MPO-
rpammy PAD + 6opTe3omu6, uem VAD + Tanugomuz (me-
nvaHa 35 vs 28 mec.; p=0,002). Yay4uieHbl nokasaTeau
PFS u OS y 6osbHBIX C fenenueit 17p13 (Meauana PFS
B TpyIIle C MOAJAEPXKON 60pTe30MUOOM cocTaBuIa 22
Mec., TaaugomMuioM - 12 mec.; p=0,01. MeguaHa obuiei
BbDKMBAaeMOCTH NTPY HAbJIIOIeHUH B TeueHue 54 Mec. He
JIOCTUTHYTa NpPU NOAJEpXKKe G0pTe30MUOOM U COCTa-
BUWIa 24 Mec. npu nojjep:xke TanugomuomM (p=0,003).
OfHako ciefyeT OTMETUTb, YTO WUHAYKIMOHHAS Te-
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panus B 3TOM HCC/Ie[JOBAaHUHU He Obl1a OAMHAKOBOW B
JIByX rpymnnax JedeHnus [PAD no cpaBHenuto c¢ VAD co-
otBeTcTBeHHO] [17]. TeM He MeHee, 3TO UCCIel0BaHUE
IpUBJIEKaeT K cebe BHUMaHUe TeM, YTO J0JTOCPOYHOE
JledeHre 60pTe30MUOOM, MO-BUJUMOMY, IPEOO0JIENO
HebGsaronpusiTHoe Bo3zencTBue del(17p). Tak, 8-net-
HAS 00IIasi BBDKHBAEMOCTh INPH IOAJepPKHUBAONIEN
Tepanuu 60PTE30MHUOOM B 3TOW MOArpyIIe GOJIbHBIX
coctaBuia 52% npotuB 54% y mauueHTOB 6e3 3TOH
[IUTOTeHEeTUYeCKOM aHoManuu. [lpaBja, coBeplieHHO
MHasl CUTyalusl Habjwojanack B C/aydae BbISBIEHHS
JPYTUX [UTOTE€HETUUYECKUX aHOMAJIMH BbICOKOTO PUCKA
- t(4;14) n aMmmudukauus 1q21 [17]. BoamoxkHo, 3TO
ObLJIO0 ACCOLMMPOBAHO C IOTIOJTHUTEIBHOM CYyOKI0HAb-
HOM reTEPOreHHOCThIO, UTO CBU/IETENbCTBYET O HEOOXO0-
JIMMOCTH KOMOWHHPOBAHHBIX CTPATErni HENpPepbIBHOU
Tepanuu y nalMeHTOB C BLICOKUM PUCKOM. B TO e Bpe-
Ms, IPpU Ha3HauYeHWH 6opTe3oMHOa B MHAYKIIMOHHOH
Tepanuu nanueHToB ¢ B/IMM, BbKHBaeMOCTb GOJIbHBIX
IPOMEXYTOYHOI'0 PUCKA OKa3alach CXOJHOHM C TAKOBOM
y GOJIbHBIX CTaHJAApTHOTO pHucKa [18]. Jagannaty A. et
al. B cBOMX McC/e[JOBaHUSIX YKA3bIBAIOT HA MpeojoJie-
HUe 60pTe30MHUO0M HETaTUBHOIO BJIMSHUS HA IPOTHO3
TpaHcaokanuu t(4;14) u del(13q) [19,20].

[lo pe3yabratam ucciaegoBanuss UPFRONT III ¢a3wr,
HOAlepXKUBAOLIAs Tepanus 60pTe30MU60M HOCIe Jie-
YeHHUsl NEPBUYHOM Tepanueld Ha OCHOBe GopTe30MuOa
B 11eJIOM NEPEHOCUTCH YJI0BJETBOPUTEIBHO. B aTO HC-
clefoBaHMe ObLIM BKJIIOYEHBI MaldeHThl ¢ BJMM, He
apasdomuyecad kanaugaramu Ha ayToTICK. ITagueHThI
ObLIM paHgoMU3UpoBaHbl 1:1:1 A/ moJiydeHus: B Te-
yeHue 24 Hezesb BOCbMU 21-HEBHBIX IJUKJIOB UHAYK-
iuy VD, VTD wiu VMP (VD: BHyTpUBEHHOE BBeJleHHE

A Events, Median PFS,
n n (%) months 95% CI
== VD 168 96 (57) 14.7 12.0t0 18.6
= VTD 167 78 (47) 15.4 12.6to 24.2
— 104 VMP 167 91(54) 17.3 14.8 10 20.3
=
@ o
LL;_‘_"E 0.8 4
L 2
S o 0.6
22
o —= 0.4 1
2.2
= ; 0.2 1
[7p]
0 6 12 18 24 30 36 42 48 b4 60 66
Time (months)
No. of patients remaining
VD 168 104 65 40 30 20 15 10 5
VTD 167 89 57 40 33 26 16 8
VMP 167 108 7 46 23 12 i 4] 4

gopresomuba 1,3 mr/m? guu 1, 4, 8 u 11 mioc nepo-
pasbHBIN JekcameTtasoH 20 mr, avu 1, 2, 4, 5, 8, 9, 11
v 12 [pukasl 1-4] v guu 1, 2, 4 u 5 [yukast 5-8]; VTD:
60pTe30MHUb U JleKCaMeTa30H TaKXKe MJII0C TaTUJOMU/]
nepopasibHo o 100 mr, AHu ¢ 1 mo 21; VMP: 6opreso-
MU0, KaK U Tpex/e, IJKC NepopasbHo MenadanaH 9
Mr/m? u mpeHU30J10H 60 Mr/M? ¢ 1 mo 4 HU, KaX/bIi
BTOPOH IUKJ). B TedeHue cieayomux 25 Hefiesb (I9Th
35-/1HeBHBIX IIUKJIOB) IPOBOAMJIACH NO/JIEPKUBAIOLIAS
Tepamnusi BHyTPUBEHHBIM BBeJileHHeM 6opTe3zomuba 1,6
mr/m?% auu 1, 8, 15 u 22. Pe3ysbTaThl MOKa3bIBAIOT, YTO
oTBeThl, BK/to4as [10 u 20x40, yiy4yminance nocjie npo-
JIOJDKeHUs JieyeHUs1 60pTe30MHUO0OM BO BCeX Tpymmax
60sibHBIX [21]. [locsie MeguaHbl HaGOAeHUs 42,7 Mec.
MeZiMaHa BbDKMBAeMOCTH 6e3 MpOrpecCUpoBaHHUs MpHU
VD, VTD u VMP cocraBuaa 14,7, 15,4 u 17,3 mec. cooT-
BETCTBEHHO, a MeJ[haHa 00Ied BbDKUBAaeMOCTH — 49,8,
51,51 53,1 Mec., TO ecTb 6€e3 CyLeCTBEHHBIX Pa3INIUH
MEX/ly MeTOoaMu JiedeHus (puc. 2).

O6wuii ypoBeHb 0TBeTOB coctaBua 73% (VD), 80%
(VTD) u 70% (VMP). HecMoTps1 Ha TO, 4YTO BCE CXEMBI,
coziepkalire 60pTe30MHUO, JaBau XOPOLIUE Pe3y/bTa-
Tbl, VTD u VMP He umenio npenmyiects nepen VD y na-
[[MeHTOB, He noaxoaaumux A ayToTI'CK. HexxenaTesb-
Hble sIBJIEHUsI ObLIM G0Jiee YaCTbIMU Cpeind GOJIbHBIX.
nosydaBmwux VTD, yuem mpu VD wau VMP. Haubosee
pacrnpocTpaHeHHbIM HeXXeJIaTeJbHbIM COOBITHEM Obla
nepudpepudeckas Heiiponatusi: VD - 50%; VTD - 60%;
VMP - 47%. YactoTa uHpeKnui 3-i cTeneHu CoCTaBH-
na 21%, 16% u 18%, a cencuc 3-ii cTeneHu 6b1J 3aperu-
crpupoBaH y 3%, 3% u 2% naeHTOB COOTBETCTBEHHO.
[lo MHeHMI0 aBTOPOB HUCCIe0BaHUA, O epKUBAIOIIAsA
Tepanusi 60pTe30MUOOM NPUBOAMIA K OrPAaHUYEHHOM

B Events, Median OS,

n n (%) months 95% CI
== \/D 168 68 (40} 49.8 35.7 to NE
= VTD 167  62(37) 515 385 to NE

1.0 66 (40} 53.1 41.1 to NE

o o o
B @
L il L

Overall Survival
(proportion)

T T

0 6 12 18 24 30 36 42 48 B4 B0 66

Time (months)

No. of patients remaining

VD 168 136 122 99 91 79 66 64 3B 20 5
VvTD 167 132 116 103 93 B3 64 44 26 12 3
VMP 167 142 133 113 104 78 B0 36 21

Pucynok 2. Kaplan-Meier ananus (A) becnpoepeccusnou (PFS) u (B) obweti svioicusaemocmu (OS) 6onvHbix

MM [21].

Ilpumeuanue. NE — ne oyenusanocs, VD - bopmezomub-oexcamemason, VMP — 6opmezomub-mengpanan-
npeonusonou; VID - 6opme3omub-manudomuo-0excamemason.
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uccnedyemozo npenapama [26].

JIOTIOJIHATENIbHOM TOKCUYHOCTH MO CPaBHEHUIO C UH-
JYKIIMOHHOM Tepanuei, Ipy cOXpaHeHU! OTBeToB [21].
Bosiee HUM3Kasd TOKCUYHOCTb U YaCTOTa NMpeKpaleHus
JiedeHHUs], a TaKKe GoJIbllee KOJUYECTBO 3aBEPIIEHHBIX
[IMKJIOB TPU UCII0JIb30BaHUM cxeMbl VD Mo cpaBHEHUIO
¢ VTD u VMP MoryT KoMIneHCMpOBaTb BO3MOXHbIN Jie-
éunut adpdextruBHOCTU Npu VD mpu OTCYTCTBUM Tpe-
Thero JIeKapCTBEHHOTO CPe/ICTBa.

B oAHOM M3 OZjHOLIEHTOBBIX UCC/IEI0BaHUM MOKa3a-
HO, 4TO NPHU BBICOKOM PUCKE XOPOIIO 3apeKOMeH/[0BaJl
cebs1 B KOHCOJIM/JALMK U MOAAEePKUBAIOILEN Tepanuu
nocsie ayToTI'CK Tpumet VRd. Tak, cpeiy manyeHTOB C
MM Bricokoro pucka [(dell7p, dellp, t(4;14), t(14;16)]
JacTOTa OYeHb XOPOIIero yacTuuyHoro oteta (0x40)
npeBbicuia 96%, meguana PFS cocraBusia 32 mec., a
3-netHsa 0OS - 93%) [22]. OpHako HEOGXOAUMO OTMe-
TUTh, UTO POJIb TEPANUU HA OCHOBe GOpTe3oMHba Hc-
KJIIOYMTEJNbHO B KaueCTBe NOJJEePXKUBaIOIel Tepanuu
He MOXeT ObITb 3KCTPANoJHUpOBaHa U3 ITUX UCCIEJ0-
BaHMH, B KOTOPBIX NallMEHTHI MOJYYUIN UHAYKLIHIO HA
OCHOBe 60opTe3oMuba. B To ke BpeMs IPUBOAUTCSA NPU-
MeydaTeabHbIA GAKT AJ151 peaabHOU KJIMHUYEeCKOH paK-
TUKU. B peTpocrneKTHUBHOM OJHOLEHTPOBOM aHaju3e
U3 KJMHUKU Melo, noajep:xka 60pTe3oMUO60M mocse
ayToTT'CK npogeMoHcTprpoBasa nperumyiectso PFS B
peasibHbIX YCI0BUSAX Y MAlMEHTOB C BBICOKUM PHUCKOM
[23], uTo, 6e3yc/0oBHO, YBeJWYMBAET IlIAHChl 6O0PTE30-
Mu6a npy BbI6Ope BapuaHTa MOAJePKUBAIOLIENd Tepa-
nuu. Mexzay TeM, HEOOXOJUMOCTb NMapeHTEPaIbHOTO
BBeJleHUs1 U NPOPUJIb TOKCUYHOCTU GopTe3oMuba (B
NEePBYI0 o4epe/ib YacToe pa3BUTHe NeprudepUuyecKon
HEWpOoNaTHH) ABJASIOTCSA OTPAaHUYUTENbHBIM GaKTOPOM
JIJIs1 IJIUTEJIbHOTO MCI0JIb30BaHUs 60pTe30Mu0a B KJIU-

HUYECKON mNpakTuKe. PekoMeHJyeMasl [JJIUTEIbHOCTb
NnoJlep>KUBaloleld Tepanuu 60pTe30MUOOM He 6oJiee
2 net [24].

[locko/IbKY BO3MOXHOCTb NMPOBEJEHUS MOJJEPKHU-
Balollel Tepanuu 60pTe30MUOOM B PyTUHHOM KJIWHU-
YeCKOU MpaKTHUKe OTpaHUYeHa, HeobXoANMa ero 3ame-
Ha. B HacTos1Iee BpeMs /1 3TUX LieJied MoJydaeT Bce
0oJiblilee pacnpocTpaHeHWe NepopaibHbId UHTUOUTOP
NpOTeacoMbl KKCa30MHUO.

MKkca3oMub 3aperucTpupoBaH [JJis JiedeHUsl peLu-
JUMBUDYIOIEd WM pedpaKkTEPHOM MHOXKECTBEHHOU
MHeJIOMbl B KOMOWHALMU C JIeHAJUJ0MUIOM U JleKca-
MeTa30HOM. OZJHAKO CyLeCTBYeT Psj KAMHUYECKUX UC-
c/leIOBaHUH, 10 pe3y/ibTaTaM KOTOPbIX UKCAa30MuUb 3d-
(deKTHBEH Y B IepBOU JINHUU Tepalii MHOXKeCTBEHHON
MHUeJIOMbl, U B MOJJEPKUBAIOIIEN Tepanuu, NpUyeM
He3aBUCHUMO OT Bo3pacta. [loatomy NCCN 2022, ocHo-
BbIBasICh Ha pe3y/ibTaTaX KJWMHUYECKUX PAaHAOMHU3UPO-
BaHHBIX HUCCIe0BaHUH [25], pekoMeHAYeT B KauecTBe
NOJJIEP’)KUBAIOIe Tepanuy, Hapsily C JeHaauJ0MU-
JloM 1 60pTe30MHU6OM, UCNOJIb30BaTh UKCAa30MUO (Ka-
Teropus 2B).

B [BOWHOM cjenoM paHAOMHU3WPOBAHHOM Ija-
11e60-KOHTpOIUpyeMoM  ucciaefoBaHud  ¢asel 1l
TOURMALINE-MM3 wukca3oMu6 Ha3HadaJicd B IOJ-
Jlep>kMBalollel Tepanuu mnanueHtaMm ¢ MM B mocT-
TpaHCIJIAHTAllMOHHOM mepuoze [26]. IlanueHTOB
paHJOMU3UPOBAJIU B COOTHOLIEHUHU 3:2 JJI MOJy4e-
HUS HMKCa3oMHO6a, MO0 COOTBETCTBYMOIEro Mjare6to
B dopMe Karmcys He mo3zHee, yeM yepe3 115 aHelt mo-
c/lle TpPOBeJleHUsl TpaHCIJIAHTAlMW. PaHjoMu3anuio
CcTpaTUPUIIMPOBAIU M0 CXEMEe UHAYKIIMOHHOW Tepanuu
(uHru6UTOp MpoTeacoM 6e3 UMMYHOMOJYJIUPYIOIIEro
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npenapaTa Wi UMMYHOMOZAY/IUPYIOIMN mpenapaT 6e3
WHTUOUTOPA MPOTEACOM WJIM UHTUOHUTOP MPOTEACOM B
KOMOHWHAI[MY C UMMYHOMOAYJIUPYIOLIUM MPenapaTom),
craauu no ISS 10 Havana MHAYKIMOHHON Tepanuu (I
no cpaBHeHu1o c¢ Il uu 11l) 1 oTBeTy Ha JieyeHue Toce
TPaHCIJIAHTAIWH (TIOJIHBIA OTBET UJIU OY€Hb XOPOLIUH
YAaCTUYHbIM OTBET MO CPAaBHEHHUIO C YaCTUYHBIM OTBe-
TOM) TIPU CKPUHUHTE. [lal[ueHThI MOMyYaJd HKCa30MUO
BHYTpPb B /l03€ 3 MI, WJIM COOTBETCTBYIOIEE Mawe6o,
B 1, 8 u 15 auu 28-1HEeBHBIX IUKJIOB. EC/iU B TeueHHe
NEePBbIX YEThIPEX LIUKJIOB MAllUEHT yJ0BJETBOPUTE/b-
HO NepeHOCHJI JIeYeHHe, € 5 IMKJIa 03y NpenaparTa yBe-
JIMYMBaJIU 710 4 Mr. [laniueHThI NPOJOJIKAIU JIeUeHUE [0
24 Mec. (3KBUBaJIEHTHO 26 IIMKJIaM ) WJIH JI0 IPOTPECCH-
pOBaHUs 3a60JIeBaHUS WUJIM PAa3BUTHS HelprueMJeMOn
TOKCUYHOCTH.

[Ipu MennaHe mocieaywouero Habaogerus 31 mec.
B TpyIlle MaleHTOB Ha MKCa30MHGe BBISBJIEHO CHH-
’KeHHWe pHCKa MPOTrpecCUpOBaHMS 3a60JIeBaHUS WU
cMepTH Ha 28% 1o cpaBHEHMUIO C TPYIIIOH I1ane60, Ipu
3TOM MeJAMaHa GecporpecCUBHON BbIKHBAEMOCTH CO-
craBuia 26,5 mec. (95% CI: 23,7-33,8) u 21,3 mec. (95%
CI: 18,0-24,7) cooTBeTCTBEHHO (puc. 3).

[Ipu aHaM3e pe3ynbTaTOB B BbIeJeHHbIX IOATPYII-
nax 60JiIbHbIX O0OHapy»keHo yBesaundyeHue PFS mpu uc-
110JIb30BAaHUM MKCAa30MH6a M0 CPAaBHEHHUIO C Mane6o y
naiueHToB B Bo3pacTe 260 JieT (p=0,012) 1 manueHTOB
¢ MM III craauu no ISS no Havana uHAyknuu (p=0,047).
B rpynne nanueHTOB C BBICOKMM LIUTOT€HETHYECKUM
PUCKOM J0Ji1 MALMEHTOB, JOCTUTIIMX MeAUaHbl Oec-
NPOrpecCMBHONM BBLKMBAEMOCTH 4Yepe3 24 MecdAna,
OblJIa YMCJIEHHO BbIIIE NMPU PUMEHEHUH MUKCA30MU0Oa,
yeM mane6o (46% vs. 24%). Y 46% u 32% nauueHTOB
COOTBETCTBEHHO, JIOCTUTLINX NOCJA€e TPaHCIJAaHTaluu
0x40 wm yactuuHoro otBeta (Y0), B mepuoj noazep-
YKUBAIOIEX TepaNuy IJIyOMHA OTBETA yBeJu4nIack. Ha
MOMEHT BKJIIOYEHHS B MCC/Ie/JOBAaHUE, Y GOJIBIIMHCTBA
HalMeHTOB, CTATyC MUHUMAJIbHOM OCTaTOYHOU 6oJie3-
HU (MOB) OBl MOJIOXKUTENBHBIM; JI0JIU MAI[MEHTOB C
H0JIOKUTEbHBIM UM oTpUuLaTe/ibHbIM MOB-cTaTycom,
ObLJIM COTIOCTABUMbI MEX/Iy TpyHIaMu JeueHus. Meau-
aHa PFS y manuenToB ¢ MOB [-] Ha MOMeHT BKJIHOUEHHS
B MccieZioBaHue cocTaBuia 38,6 mec. (95%Cl: 33,8 - He
HOZJIEXXUT OLleHKe) B TPyIIe MKCAa30MHba Mo CpaBHe-
Huto ¢ 32,5 mec. (95%CI: 19,3 - He NOAJIEKHUT OlleHKe)
B rpymnne miane6o. Cpesir y9aCTHUKOB C TOJIOKUTENb-
HbIM cTatycoM MOB, 12% mnauueHTOB B rpymnie MKca-
30Mu6a U 7% ManMeHTOB B Ipymile Mane6o JOCTUIIN
OTpUIATEJBHOIO CTAaTyca B epUO/, OAAepUBaKOLEN
Tepanuu. OHaKo o6Gparaso Ha cebGsl BHUMaHHE, YTO
HauboJsiee 3HauyuMoe yBesundeHue PFS Ha6somanoch
cpeAu GOJIbHBIX, HAaXOJSALIMXCS HA MKCAa30MHUOe, He3a-
BUCUMO OT cTatyca MOb Ha MOMEHT BKJIIOYEHUS B UC-
ciemoBaHue [26].

HauGosiee 4YacThIMM TreMaTOJIOTHYECKUMU HeEXe-
JaTtesbHbIMU sABJeHUssMU (HA) Oblin HedTpomeHwus,
TPOMOOLMTONEHUS U aHEMHUS, HereMaTOJIOTMYeCKU-
MU - UHQEKIUH, HApYILIeHUs CO CTOPOHbBI KeayJ04-
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HO-KMILEYHOT0 TpaKTa W BbIChINAaHUs Ha Koxe. [lepu-
depuyeckass HeHpomnaTHsi 3aperucTpupoBaHa y 19%
nalMeHTOB B rpymnie ukcazomMuba Uy 15% nanueHToB
B rpynne miane6o. HapylieHusi co CTOpOHBI CEpIeYHO-
COCYAMCTOM CUCTEMbI ObLIY 3aperucTpupoBaHbl y 3% u
2% cooTBeTcTBeHHO. Cy4aeB TpoM603a B IpyIIe UK-
ca3oMuba He ObLIO, B IpyIIle Maane6o TpoM603 BOSHUK
y ofHoro nanueHTa (<1%). Cayyau TpoMOOIUTONIEHUH
Yallle peruCTpUpPOBaIUCh B TPYIIEe HKCAa30MUba, 4eM B
rpynmne miaane6o. B 06enx rpynmnax HapyueHHs €O CTO-
POHBI KeJy[JOYHO-KUIIIEYHOTO TPaKTa B OOJIbIIMHCTBE
c/lyyaeB ObLIM HU3KOUM CTeNeHU TSKECTH, U yalle pe-
TUCTPUPOBAJIUCH B TpyIIe MKCa30MUbOa, YEM B rpymnme
nane6o. OnoschIBalOIMK reprec 3aperucTpupoBaHa
y 10% u 'y 5% cooTBeTcTBeHHO. Ha poHe npodpuaakTu-
4eCcKOro JiedeHUsl OTOsIChIBAIOIMN Treprec OTMevascs
pexe (v 2% u 1% cooTBeTCTBEHHO) [26].

Takum o6pasoM, B ucciaegoBanud TOURMALINE-
MM3 y6euTenbHO NPOJEMOHCTPUPOBaHA M0J1b3a MOJ-
Jlep>KUBatollel Tepanvy MKCa30MUOOM y MALMEHTOB B
IIOCTTPAHCIJIAHTALLUOHHOM Ilepuofe. YBesudeHue PFS
ObLJI0 IOCTOSIHHBIM y MAIIUEHTOB C XapaKTepPUCTHUKAMU
3a60J1eBaHUsl, CBI3aHHBIMU C HEOGJIATONPUATHBIM NPO-
rHO30M, B TOM yucae ¢ ISS-1II u Hanuyuem UTOreHeTH-
yecKuX paKTOpPOB BbICOKOTO pucKa. bosee Toro, Jieve-
HUe XapaKTepPU30Ba/lIoCh XOpOllel NepeHOCUMOCTbIO C
MUHUMaJbHBIM YBeJUYEHHEM YaCTOThl Pa3BUTHUSA Ce-
Pbe3HBbIX HeXesaTeJbHbIX fABJEHUN, nepudepriecKon
HeWpOoMaTHU U TPOMOO30B, IPU ITOM HAa MOMEHT IIPOBe-
JIeHHs 3TOTO aHa/iM3a He ObLJIO BBISIBJIEHO YBEJIUYEHUS
4acTOThl pa3BUTHUs APYTUX MEPBUYHbBIX 3/I0KAaYECTBEH-
HbIX HOBOOOpa30BaHUM MOCJe MepuoAa HabJI0JeHUs
31 mec. (MeauaHa). YacToTa AJOCPOYHOI0 IpeKpalleHus
MKCa30MHuba M0 NMpPUYMHE HeXeJaTeJbHbIX SBJEHUH,
BO3HUKILKX BO BpeMs JieueHus, coctaBuaa 7%. Cepbes-
HBbIM apryMeHTOM B M0JIb3y UKCAa30MHU0Oa SBJSETCS BO3-
MOXKHOCTb JOCTHXKEHUs oTpULlaTeabHoro ctatyca MOB.
Jonsa nanuenTos, gocturiiux MOB [-] Ha doHe Jeve-
HUs UKCa3oMu60M, O6bli1a 1,7 pa3 Bbllile, YEM B rpymme
nane6o. bosiee Toro, MeJjuaHa BpeMeHU [0 PAa3BUTHSA
JIOKyMEHTaJIbHO MOATBEPKAEHHOTO MOJIOXKUTENbHOTO
cratyca MOB, mporpeccupoBaHus 3a60jieBaHUSI WU
CMepTH TaK»e OblJIa 3HAYUMO BbILIE.

KauecTBo k13HH, cBsI3aHHOE 0 3,0poBbeM (HRQoL),
0Cc0OEeHHO BaXKHO BO BpeMs MO/ JieP>KUBalOILel Tepanuu
NalMeHTOB C MHOKEeCTBEHHOM MHeJI0MOM [oCJie TpaHC-
IJIaHTaLUM, KOTZla CUMITOMBbI 3a00JieBaHUsI OTpPaHU-
yeHbl. F. Schjesvold et al. mogpo6HO o1leHUIN BAUSIHHE
oA Jiep>KUBalOIeld Tepaliy UKCa30MUOOM 110 CpaBHe-
HUI0 ¢ miane6o Ha HRQoL 6osbHBIX B McCIeJ0BaHUU
TOURMALINE-MM3. UMU ycTaHOBJIEHO, YTO B JO0IOJI-
HEeHUe K yJIy4llleHUI0 BbXKUBaeMOCTH 6e3 MPorpeccuu B
rpynmne 60JbHbIX ¢ UKcazomu6oM HRQoL noazaepxuBa-
JIOChb B 00eux rpymnmnax 60/bHbIX Ha BIOJIHE Y/,0BJETBO-
pUTEJbHOM YPOBHE, TO €CTh aKTUBHOE JieueHHe HUKCa-
30MHOOM He OKas3aJi0 HeraTuBHoOro BiausiHUs Ha HRQoL
[27].

B uccnegoBanuun ¢asel [II TOURMALINE-MM4



MNEPEAOBAASA CTATbA

(NCT02312258) oneHuBasu MOAAEPKUBAKIIYIO Tepa-
MU0 TPenapaToM MKCa30MUO y MAlUeHTOB C BIEPBbIE
JIMarHOCTUPOBAHHOM MHOXECTBEHHOW MHUEJIOMOH, KO-
TopeiM He npoBogusiack ayToTTCK [28]. Ucnosb3ysa
[EHTPAJM30BaHHYI0 PaH/OMU3ALHUI0 Yepe3 HHTepaK-
THUBHYI CHCTEMY T0JIOCOBOTO/Be6-0TBETa, MAaI[MEHThI
ObLIM CJAy4alHbIM 0O6pa3oM pacnpefiesieHbl B COOTHO-
HmeHuu 3:2 JJis preMa JIM60 nepopajbHO NKCa30MU6a
B /103e 3 MT, IM60 COOTBETCTBYIOIErO MJanebo, B IHU
1,8 u 15-i1 28-1HEBHBIX IMKJIOB. /l03a 6bL1a yBeIUYeHa
J10 4 Mr c 5-ro I[UKJIa PU YCJIOBUM NEPEHOCUMOCTHU B
TedyeHue 1-4 1UK/I0B. B 00611el CI0KHOCTH GBLIO 3ape-
ructpupoBaHo 706 nanueHToB ¢ BAMM: 425 B rpynmne
rnkcazomuba 1 281 B rpynme miane6o. McxonHble xa-
PaKTEPUCTUKH MAI[MEHTOB ObLJIM XOPOIIO CO6aJaHCHPO-
BaHbI MEX/y 06eMMH I'pynnaMu. PaHjoMu3anus 6blaa
cTpaTuUIIMPOBaHa M0 PEXUMY UHAYKUUM (Tepamnus,
coZiepkalas Wad He cojepikamias WHTUOUTOPBI MPo-
TeacoMbl); ctaguu 3a6osieBanus (I wau 11 nam I11), Bo3-
pacTy npu paHzoMusanuu (< 75 uau = 75 set); oTBe-
Ty Ha HaYaJIbHYI TEPANUI0 MPU CKPUHUHTE (TOJHBINA
otBeT [[10] unu ox40). Tak e, Kak ¥ B UCC/IeJOBaHUH
TOURMALINE-MM3, nauyeHTbl NPOAOJIKAIU JieueHue
B TeueHHUe 24 Mec. (IpU OTCYTCTBUH 33/I€PXKEK B Jieve-
HUH, YTO IKBUBAJEHTHO 26 LMKJIaM) WM A0 mporpec-
CUpOBaHUs 3a60/1eBaHUS UJIM HEIPUEMJIEMON TOKCHY-
HOCTH.

CorylacHO TOJIy4eHHBIM pe3yJabTaTaM, [IpU Mejua-
He MPOJ0/KUTESbHOCTH NOC/eYI0Lero HabaoeHus
paBHo# 21,1 mec., meguaHa PFS ¢ MoMeHTa panaoMu-

3anuu (B rpymnmax 6osibHbIXx MM, mosiyyaBmMX MOJ-
JIeP>KUBAIOIIYI0 Tepanui UKCa30MHOOM WJIM MJiale6o0)
cocraBuna 17,4 mec. u 9,4 mec. (HR=0,659; 95% CI:
0,542-0,801; p <0,001) (puc. 4). Paszuuna B PFS c Ha-
Yasia MHAYKIMOHHOW Tepanuu TakKe ObLIa CTATHUCTH-
YecKU 3HaYuMoH (26,3 u 20,3 Mec. B IrpyIie npenapara
HMKCa30MHUO 10 cpaBHeHHIO ¢ miane6o; p <0,001). Knu-
HUYeCcKHe NMpPeruMyllecTBa Ha6JII0/JauCh y MALUeHTOB
c ISS-NII (HR=0,695; 95% CI: 0,499-0,967; p=0,030)
Y manueHToB B Bo3pacTe = 75 yet (HR=0,738; 95% CI
0,537-1,014; p=0,060). YBenuvyenue PFS y manueHTOB
¢ ox40 usu I10 mocse UHAYKIMOHHON Tepanuu OGbLIO
cTaTUCTUYecKH 3HayuMbIiM (p <0,001). Meguana PFS
coctaBuJja 25,6 Mec. B rpymnmne 60JbHbIX HA UKCA30MHU-
Oe 1o cpaBHeHHUIO ¢ 12,9 Mecsina B rpymnne 60JbHBIX Ha
miare6o (HR=0,586). bosiee 3Haunmoe yBesnindeHnue PFS
HabJ1101a/10Ch y marnueHToB, gocturmux [0 win ox40
NpY Ha4a/IbHOU Tepaluy, B X0/ie oAAepKUBaIOLIeH Te-
panuu MKCa30MHUOOM MO CPaBHEHHIO C IJ1anebo, B BbI-
JleJIeHHbIX MOArpyNnax ¢ MOMeHTa paH/0MHU3aluu Ha
(HR=0,586; 95% CI: 0.449-0.765; p <0,001).

MenraHa BpeMeHHU /10 TPOTPECCUPOBAHUSA COCTABHU-
Ja 17,8 npotuB 9,6 Mec. Npy¥ NpUMeHEHUH UKCAa30MHU-
0a 1Mo cpaBHEHMUIO C MJIalLebo, a MOBbILIEHUE OTBETA BO
BpeMsl MOAJepKUBalollei Tepanuu BoisiBaeHO V 14,6%
U 8,2% nanueHTOB COOTBETCTBEHHO. MeyaHa KoJinde-
CTBa LIUKJIOB, KOTOpbIE MOJYYUJIU NALMEeHThl, COCTABU-
ja 13 (gquanaszon 1-26) u 12 (auanasoH 1-26) HMKJIOB,
npu 3toM 16,0% u 10,1% nanueHTOB 3aBeplLIU/IM BCe
yKasaHHble MPOTOKOJOM IUKJbL, a 19,5% u 15,3%

1.0 9
No. of Median
patients  Events PFS
months
0.8 4 Ixazomib 425 228 17.4
Placebo 281 198 9.4
uwy
L
2 061
o Log-rank test P-value: <0.001
-
=
§ 0.4 - e 39-2% (95% Cl, 33.6% to 44.7%)
& I > P2
0.2 1 24.1% (95% Cl, 18.5% t0 30.2%) ,
1
Ixazomib O Censored i
Placebo 0 Censored
0.0 L L L L} L] L] L ! L ] L L] L L L L 1
0 3 6 9 12 15 18 21 24 27 30 33 36 39 42 45 48
Time (months) from randomization
No. at risk
Ixazomib 425 342 283 255 201 166 123 90 69 46 31 23 17 9 4 0 0
Placebo 281 218 183 142 102 67 54 42 32 20 16 11 9 4 3 1 0

Pucynok 4. becnpoepeccusnas gviorcusaemocms 6onvhvix MM, nonyuasuiux nooodepicusarouyro mepanuio
uxkcazomubom (6epxmss Kpusas) uau niayebo (Hudxcuss kpusas) [28].
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Probability of PFS

Ixazomib, MRD-
Placebo, MRD-

Ixazomib, MRD+
Placebao, MRD+

Censored

+1 111

0.0 T T T T T T T T T T T T T T 1
0 3 & 9 12 15 18 2] 24 27 30 33 356 39 42 45
Months from randomization
Patients at risk, n
Ixazomib, MRD- 161 152 143 133 120 112 105 93 82 60 44 3 21 5 1 (1]
Ixazomib, MRD+ 606 511 440 396 334 287 239 195 161 113 73 44 27 11 4 0
Placebo, MRD- 101 97 91 88 80 72 &4 56 51 37 26 22 1 4 1 0
Placebo, MRD+ 412 333 278 229 177 132 108 92 70 43 30 16 9 2 1 ]
Median follow-up, Median PFS, 2-yoar PFS rate, HR
Patients n Events manths (95% CI) months (95% CI) % (95% CI) (95% C1) Pyaiee
MRD.. o 161 55 29.3(27.0-31.3) 38.6 (36.1-NR) 67.2 (58.7-74.4) 0.80 s

Placebo

101

45

29.9(27.4-33.8)

33.7 (24.5-NR)

61.7 (51.0-70.7}

0.53-1.21)

Ixazomib

MRD+

&06

27.4 |26.3-28.7)

18.8(17.0-21.3)

40.7 (26.4-45.1)

Placebo

a1z

298

28.6 [26.2.79.6)

11.6(10.4-13.9)

24.3(19.9-29.1)

0.65
0.55-0.76)

Pucynox 5. Becnpoepeccusnas ewviocusaemocms 0oavhvix MM npu

usmenenuu MOB-cmamyca no

pesynemamam uccinedosanutt TOURMALINE-MM3 u -MM4 [29].

60JIbHBIX JiedeHure npogomnkanu. Y 70,7% u 78,3% na-
[IMEHTOB (MKCAa30MUO [0 CpPAaBHEHHUIO C MJIaneb6o) yaa-
JIOCh OBBICUTB /103y ¢ 3 Mr J10 4 mr [28].

B uccinepoBanuun TOURMALINE-MM4 npoBesnu Tak-
e aHa/u3 MOJATPyIN NalUeHTOB, CTPAaTUPULUPOBAH-
HBIX M0 BO3pacTy (<65 JeT, 65-74 rojga u 275 net) u
CTATyCy «XPYyMKOCTU»/acTeHUU (xopoiuas ¢pusnyeckast
dopma, mioxas ¢usuveckas dpopma, ocaabieHHOE CO-
CTOsiHMe). B moarpynnax nauudeHTOB, pasfie/leHHbIX B
3aBUCHMOCTH OT CTaTyca «XpPYHNKOCTH»/acTeHWH, 60-
Jlee BbICOKasd yactoTa 20x4Y0 mnocje UHAYKLHUOHHOU
Tepanuu HabJOAaNMach y NAlMEHTOB B xopoliedl ¢u-
3uveckoit GpopMme, y MalMeHTOB B IJIOXOH pU3nUeCcKOn
dopme pexe Bepudunuponana ISS- 111, Y ocnabieHHbIX
NalyeHToB yalle o6HapyxuBasachk Il cragus no ISS u
pexe pgocturaics 20x40 nocsie MHAYKIUOHHOM Tepa-
nuu. YBenudyeHue PFS Ha doHe mojjepxuBarolieil Te-
panuy UKCa30MHUO0M 110 CPAaBHEHUIO C ILIAle60 0TMeYa-
JIOCh BO BCEX BO3PACTHbBIX NOATPYNIax U MOArPYyNNax C
pa3JIMYHBIM CTATYCOM «XPYIKOCTH»/aCTEHHUH.

B nmesom yacrora Tskesnbix HA Mexnay rpynnamu
6bL1a cxoHOM. [Ipy mpyuMeHeHUH HKCa30MKUb6a MO CpaB-
HeHUI ¢ miane6o y 36,6% npotus 23,2% nanueHTOB
HabJII0a/NIMCh HexeJlaTe/IbHble SIBJEHUs 2 3 cTelle-
HU, CBsI3aHHbIe C JiedeHueM; 12,9% npotuB 8,0% mnpe-
KpaTu/u JedyeHue. Hanbosiee yacteie Hfl, koTopbie Ha
>5% yallle BO3HMKaJIM B IpyIlIe NpenapaTa UKCa30MHUo,
YeM B rpymne miane6o, BKJAWYaIU TOMHOTY (26,8% u
8%), cbinb (25,6% u 10,5%), poty (24,2% u 4,3%),
nuapero (23,2% u 12,3%), nepudepuyeckyro Helpo-

12

natuio (19,5% u 10,9%) 1 noBbllleHHe TeMIepaTypbl
tena (11,3% u 5,1%). YactoTa cepfieyHO apUTMUH,
Cep/leYHON HEeJ0CTATOYHOCTH, THIOTEH3UH, Hapylle-
HUW QYHKIMYU NeYeHU U MoYeK ObLIN HU3KUMU U OfIU-
HAKOBBIMH MEX/y TpyInaMu. B o6enx rpynmnax 3aperu-
CTPUPOBAHO JIULIb HECKOJIBKO C/1y4yaeB cMepTH (2,6% u
2,2%). Pa3BuTtue herpes zoster Ha6sroam0¢h ¥ 3,1% ¢
ukcazomu6oM u 0,7% c manebo; y manueHToB, MoJy-
YaIUX MPOTUBOBUPYCHYI MPOPUIAKTHUKY, MOKa3a-
Tesn coctaisiin 0,4% u 0% cooTBeTcTBEHHO. y 5,2%
u 6,2% nauMeHTOB B rpyniax MKca3oMuba U msane6o
ObL/IY BISIBJIEHBI HOBbIE IEPBUYHBIE 3/10Ka4YeCTBEHHbIE
HOBOOOPa30BaHUS.

TakuM 06pa3oM, MOAAePKUBAKOIAS TEPANU UKCA-
30MHOOM MOC/Ie UHAYKIMOHHON Tepanuu y ManueHToB
¢ B/IMM, He aBig0KXCA KaHAWLAaTaM1 HA TPAHCILJIAH-
TalWlo, MpUBeJa K CTATUCTUYECKH 3HAUMMOMY 8-Me-
CIYHOMY yBeJiMyeHUI0 MeauaHbl PFS co cHuxeHueMm
pUCKa MpOrpeccupoBaHus WM cMepTH Ha 34,1% mo
cpaBHeHUW ¢ miaane6o. [lpeumyiectBa PFS Haburona-
JIUCh B MpPEJBAPUTELHO ONpeJie/IEHHBIX MOATPYINax
nalyeHToB, BKAW4Yas nanueHToB ¢ [10 uam ox40 pas
Havya/IbHOM Tepanuy, MOXKUIbIX MAlMeHTOB U MalUeH-
ToB ¢ [SS Il ctaguu. [IpenmyiiecTBa noAAep>XUBaOLEn
Tepanuy UKCa30MUO0OM ObIIM pPeasM30BaHbl B KOHTEK-
CTe XOpOLIO MepeHOCUMOro npodusisi 6e30MaCHOCTH U
OTCYTCTBUS HEGJIATOMPUATHOTO BO3/I€UCTBHUS HAa Kade-
CTBO *KM3HH MALEHTOB.

Paiva B. et al. u3y4uivu mporHoCTHYECKYIO [IEHHOCTh
JuHamukn MOB craTyca B 06beJMHEHHOH KOropTe
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nanyeHToB u3 uccaenoBanuil 111 paser TOURMALINE-
MM3 u -MM4 [29]. ¥ y4acTHUKOB, AOCTUTLIUX MOJHO-
ro OTBeTa, GbUIM B3AThl ACMUpPaThl KOCTHOTO MO3ra
Juis oneHkd MOB mpu paHjomMu3anuy, nocjie LyKJa
13 u B KoHIe JiedeHUsl. Me/juaHa BbDKHBAEMOCTH 6e3
nporpeccupoBanus (PFS) ot pangomusauuu 6bu1a go-
CTUTHYTA, HO ObL1a GoJiee AJUTENbHON y MALIUEHTOB C
MOB-otpunaTenbHbIM npoTUB MOB-No0KUTEABHOTO

cratyca (38,6 mporuB 15,6 Mec. COOTBETCTBEHHO).
MOB-oTpuLaTeNbHBIN CTATYC ObLI CBSI3aH € 60J1ee AJH-
TesibHOU PFS no cpaBHeHuto ¢ MOB-10/10XKUTeNbHBIM
CTaTycoM B GOJIbIIMHCTBE MOATPYII NAlMEHTOB, He3a-
BHCHUMO OT JieMorpadun, 0CO6eHHOCTel 3a60sieBaHUs
NpY MOCTAaHOBKe JMarHosa (HampuMep, IUTOTEHETH-
YeCKUH PHUCK, MpeJIIeCTBYIOLlee JedeHre, 00bIYHbIH
OTBeT) WK reorpapuyecKoro pernoHa TeCTHPOBAHUS

PFS, by cytogenetic risk
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1.0 - 107
- ns-
> 08 é-
= o -
) 06 o 08
g o
o D“ ) 1, ......E." 8 o“
E oo
Median PFS time; 73.3 months —— Stindard (E/N=17/50)
021 g5% CI: 59,9 ~ NA months o0} HodEAN= 21000
P=0.0063
0.0 T T L] L] LI T LI ¥ T ¥ ¥ v T T 0.0 T T T T T T T T T T T T T T
0 6 12 18 24 30 36 42 48 54 60 66 72 78 &4 Di 160 92 IR N0 06 A2 AN B 60 65 1128 M
Time (months) Time (months)
C 0S, all patients D DoR, all patients
10
B
08 e}
2 =
£, =
- Q
S .. o
e 04 o 1
[« 5 | Median DOR: 58.5 months
02 - 0271 g59% Cl: 48.6 ~ NA months
0.0 T T T T T T T T T T T T T T 00 7 L4 ? L 4 -
0 6 12 18 24 30 36 42 48 54 60 66 72 78 84 0 12 s % 48 60 2
Time (months) Time from response (months)
E DoR, by cytogenetic risk F DoR, by ISS stage
1.07 1.0
0.8 0.6
> >
byt = |
— — L,
S 08 S o
© © LLI:_.
o) i o
O 04 O 041
} |
o e o
e i =y
e REMLERS 07 = W'Ein=ers)
P=00428 P=00474
uN Ll L L L L Ll Ll Ll Ll Ll L] Ll L] vy L Ll T Ll Ll L] L L Ll Ll Ll L L]
o [ 12 18 24 30 36 42 48 5S4 60 66 T2 78 0 6 12 18 24 30 3% 42 48 S 60 &6 T2 T

Time from response (months)

Time from response (months)

Pucynox 6. Dpghexkmusrocmov nooodepoicusaroweti mepanuu ieHaruoomuoom+uxcazomuoom. A— PFSy 6cex
oonvHuix. B— PFS 6 epynnax yumoeenemuueckozo pucka. C— OS'y ecex bonvHwuix. D —npooonscumenvHocms
omeemay 6cex bonvhwix. E—npodonscumensnocmo omeema [(DoR, by cytogenenic risk) npu cmanoapmmuom
(standard) u evicoxom (high) pucke]. F — npodonsxcumenvrnocms omseema c yuemom cmaouti no ISS. E/N,
coObIMUSA/KONUYECMB0 NAYUEHMO8.
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MOB. Cratyc MOB npu ckpuHUHTe GbLT 0COOEHHO 3Ha-
YUM y manueHToB B Bo3pacte <60 set (HR=0,591), oT
60 no <75 ner (HR=0,415) u 275 ner (HR=0,298), a
takke y nanueHToB c [ (HR=0,614), Il (HR=0,456) u Il
(HR=0,366) crapgusmu 3a6oJieBaHUs MO KJacCUPUKa-
iuu ISS. Bosiee poiutensHas PFS Habutopanach y nanu-
eHTOB ¢ ycToiyuBbIM MOB [-] cTaTycoMm 1o cpaBHEHHIO
¢ nanueHTamy, nepexogamumu us MOB [-] B MOB [+]
(2-netnssa PFS - 75,0% npotus 34,2%). [loasepxrBato-
1jasi Tepanus B TeueHue 28 Mec. UKCa3oMU60M 110 CpaB-
HeHHUI ¢ miane6o yaydmuia PFS y nanuentoB ¢ MRD
[+] (Meguana 18,8 mpotus 11,6 mecsanes; OR=0,65). Hu-
KaKOUM pa3HUIbl He HA0J/I01a/10Ch ¥ manueHToB ¢ MOb
[-] (puc. 5). Puck nporpeccupoBanus 3a6osieBaHus u/
WJIA CMEpPTH Y NALUEHTOB, ¥ KOTOPbIX HE yJaJoCh A0-
CTUYb UJIM COXPAHUTD OTpHUIaTebHbIN cTaTyc MOB mo-
cJle CKpUHUHTa, 661 Bhille B 8 pa3 (HR=8,20, 95% CI:
5,49-12,2, p <0,001).

BrizbiBaeT uHTepec uccaenoanHue Patel KK. et al,
KOTOpbIe MOCTABUJIU IIeJTb — YCTAHOBUTb 6€30MacCHOCTh
¥ 3QPEKTUBHOCTD JIEHAJUAOMU/A B COUETAHUH C HK-
€a30MHOOM MPH HA3HAUYEHUU UX B MOJJEPMKUBAIOILEN
Tepanuu nocse ayToTI'CK [30]. B uccienoBanue BKIII0-
yaauch nauueHTsl ¢ BMM, yepe3 60-180 gHeit mocie
MHQY3UU CTBOJIOBBIX KJIETOK. BOJIbHBIM 6bl1 Ha3HAYEH
JleHaauAoMu, (HavasibHas Jjo3bl 10 Mr/cyTky mepo-
paJibHO B TeyeHHUe 28 Hell C BOSMOKHOCTBIO yBeJinde-
HUs 7103bI 10 15 MT mocsie Tpex UKJIOB) U MKCa30MUO
no 3 mr (48 manueHToB) WK 4 Mr (16 malUeHTOB) Te-
popasibHO 1, 8 1 15 AHM Kaka0r0 28-AHEBHOTO [[UKJIA.
3aperucTpupoBaHO B 00LIEH CJI0KHOCTH 64 malueH-
Ta, U3 HUx 41 (64,06%) B Bo3pacte 60 JsieT U cTaplie.
YeThlpHaAaTh MalMEHTOB WMeJIU LUTOTeHeTHYe-
CKMe aHOMaJIMM BBICOKOTO pucKa [amminukanus 1q,
dell7p, t(14:16), t(4:14)], a 50 narueHTOB - CTaHAAPT-
Horo pucka [t(11:14), t(6:14), runepUIIONANS, HOP-
MaJibHas|, y 9 narnueHTOB BepudunupoBana 3 cT. o ISS.
Y Bcex GOJIbHBIX UCXOJHO GbLT 3aperucrpuposaH 10
(n=3), 0x40 (n=39), YO (n=19), ctabuiuzanus (n=2) u
1 manueHT 6bLI C HESICHBIM OTBeTOM. [Ipy mpoBeseHUH
nojaepxvBatolei Tepanuu y 31 (48,4%) nanueHTa Ha-
6J110/1aJ10Ch OTUET/IMBOE Y/IyUlleHHe BCeX MoKa3aTesen
110 CPAaBHEHUIO C UX UCXO/IHBIM OTBETOM: ¥ 6 MallUEHTOB
ot YO g0 ox40; y 7 - ot YO mo crpororo I10 /I10; y 16
ot 0x40 zo crpororo [10/I10; y 1 - oT cTabU/IU3aLUH 0
[10; y 1 - ot crabuusanyu g0 ox40. MeauaHa BpeMeHH
JI0 IOCTIKeHHUs1 60Jiee BBICOKUX TOKa3aTeseld OTBeTa
Ha MOAJepPKUBAIOLIYI0 Tepanuio JByMs MpernapaTaMu
cocraBwia 10,9 mec. (quanazon 0,9-51,3 mec.) [30].

UTo KacaeTcsl BBDKUBAEMOCTH, TO YCTAHOBJIEHO, UTO
MeguaHa PFS nig Bcex manueHTOB cocTaBuja 73,3 Mec.
[95% CI: 59,9 mec. - He gocTurnyTo] c 5-netHeld PFS
61,4% (95% CI: 49,9-75,5; puc. 6 A). Meguana PFS y na-
[IUEHTOB CO CTaHJAPTHBIM [UTOT€HETUYECKUM PUCKOM
He ObLJIa IOCTUTHYTA, a 5-1eTHss PFS cocraBuia 69%
(95% CI=57-85). Y mauneHTOB C BICOKMM PUCKOM YKa-
3aHHbIEe MTOKa3aTeJau OblIn HUKe. MeauaHa PFS cocra-
Buaa 25,41 mec. (95% CI=13,5 Mec. - He JJOCTUTHYTA),
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a 5-netHsas PFS - 34% (95% CI: 16-72; p=0,0068; puc.
6 B).

[lo cocTosiHMIO HAa AAaTy OKOHYAaHUS 3TOr0 UCCIE/0-
BaHUA ObLIO 3apeructpupoBaHo 10 ciydaeB cMepTH
nanueHToB. [[py MeuaHe BpeMeHHW HaboaeHus 62,04
Mmec. (ananasoH 25,43-83,13 mec.), MeauaHa OS He GbLIa
JIOCTUTHYTA, a 5-yeTHsAs1 OS cocraBusia 88,4% (95% CI:
80,6-96,9; puc. 6 C). MeguaHa NpoA0KUTETbHOCTH OT-
BeTa /IS BCeX MaleHToB cocTaBuia 58,5 mec. (95% CI:
48,6 Mec. - He JJOCTUTHYTA), CO CTATUCTUYECKH 3HAYH-
MBbIM YBeJIMYeHUEM MPOJOKUTENbHOCTH OTBETA Yy Ma-
[IUEHTOB CO CTaH/JAPTHBIM [IUTOT€HETUYECKUM PUCKOM
(60,84 mec.; 95% CI: 56,44 mec. - He AOCTUTHYTA) 1O
CPaBHEHUIO C BBICOKUM pUCKOM (26,38 mec.; 95% Cl=
9,63 Mec. - He gocTUTHYTa; p <0,043; puc. 6 D u E). Tak-
Ke HabJII/ja1ach CTaTUCTUYECKU 3HAaUYMMas pa3sHuUla B
MeJiMaHe MPOA0JLKUTEIbHOCTH OTBETA B 3aBUCUMOCTHU
OT cTaauu ISS Ha MOMEHT NMOCTAaHOBKHU JAuarHosa (puc.
6 F).

W3 64 nanueHTOB, BOIIEAIIMX B 3TO MCC/IEeJ0OBaHUE,
45 ObLIY UCKJII0OYEHbI U3 UCCIeI0BAHUSA 110 CIeIyI0IUM
OpUYMHAM: NpOrpeccupoBaHMe 3a00JieBaHUs, OT3bIB
coryiacus, nepudepruyeckass HelponaTus, TOKCUYHOCTb
Y BTOpOE 3/I0KaueCTBEHHOE 3ab0JieBaHue. MejuaHa Ko-
JINYECTBA LIUKJIOB [Jil MAallMEHTOB, BBILIEAIINX U3 HC-
caefioBaHusA, coctaBuia 20.

HauboJsiee 4acTbIMM TIeMaTOJIOTMYECKUMH (JIIOOBI-
MH) HeXeJlaTeJbHbIMU SIBJEHUSIMU ObLIM HEWUTpoIle-
Hus (89,1%), neiikonenus (78,1%), TpOMOOLUTONIEHUS
(76,6%) u anemus (68,8%), B To BpeMsl Kak Haubosiee
YacTbIMM HEreMaToJIOTUYECKUMU SIBJEHUSIMHU ObLIU
nuapes (82,8%) ycranoctb (78,1%), TomnoTa (75%),
3anopbl (67,2%), uHGeKUHUU BEPXHUX JbIXaTeJbHbIX
nyted (65,6%), pBora (64,1%) W runepraukeMus
(60,9%). Haubosiee yacTpiMU rematosiorudyeckumMu Hf
3 cT. ¥ Bblllle 6blIM HeWTponeHus (46,9%), Jelikorne-
Husa (20,3%), TpombouuToneHus (15,6%) u aHemMus
(3,1%), a HereMaToJIOTMYECKUMU — JieroyHash UHQeK-
nusa (26,6%), auapes (12,5%), MaxysonamyJspHast
coinb (12,5%), ycranocts (10,9%), nepudepudeckas
ce”HcopHasi HedponaTtusa (10,9%), uHdeK U BEPXHUX
AbIxaTe/bHbIX NyTel (7,8%), TomHoTa (6,7%). Cepbes-
Hble HeXeJlaTeJibHble SIBJEHHUs BKJIIOYAIU JIETOYHbIE
uHdekyuu (12 manueHTOB), CBA3aHHbIE C JieYEHUEM
BTOpPUYHbBIE 3/I0Ka4YeCTBEHHbIE 3ab0JieBaHusA (9 manu-
€HTOB), peciupaTOpHble pacCTPOUCTBA, BKJII0OYas JbIXa-
TeJIbHYI0 HeJIOCTaTOUYHOCTH (8 manueHTOB). CHIXKEHUE
Jl03bl JIEHAJUMJOMHU/AA MPOU30ILI0 y 52% MalnueHTOoB.
13 64 3aperucTpUpOBaHHBIX MAllMEHTOB, MepBbie 16
NalMeHTOB Haya/lu MpHeM MKca3oMuba B Zi03e 4 Mr B
aHu 1, 8 u 15. OgHako f03a MkcasoMuba Gbljia CHUXKe-
Ha 10 3 MT /151 BCeX MOC/AeAYIOIMX NalueHTOB (n=48),
4YTO ObLJIO CBS3aHO C PAa3BUTHUEM LUTONEeHUU. CHUSUTh
Jl03y UKcazoMuba /10 2,4 Mr npuiiocs y 20 naiueHToB
B CBSI3W C HelponaTuel, HeUTponeHuel, moTepeu ciy-
Xa, TPOMOOIUTONIEHUEN U CBIMNbIO.

TakuM 06pa3oM, pe3yJabTaThbl MPUMEHEHUS B MOJ-
Jlep>KUBalollell Tepanyy JIeHAMUAOMU/IA B COUeTaHUU
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K MKCAa30MHOOM TOKa3aIM JIYYLIyIo, 4YeM OXKHAAJI0Ch,
meauany PFS (73,3 mec.) mo cpaBHEHHIO C MOAJIEPKU-
BaOIEel Tepanuel TOJbKO JIeHATUAOMUIOM (MearaHa
PFS41-52,8 mec.) [10,31]. [Ipu atom 3-netHss OS cocta-
BwiIa 92,2%, 4To Takxe 6osibie, 4eM 3-aeTHss OS, Ha-
GJit0/jaeMast MPY UCIOJIb30BAaHUU TOJIBKO JIeHATUI0MHU-
na (80-88%). KpoMe Toro, BbIsIBJIeHA CTaTHCTUYECKU
3HauYMMasi Pa3HUIlA B OTBETE Ha MO/IJIEPKUBAIOIIYIO Te-
panuio JIEHAJUJOMHIOM U UKCa30MHOOM Y MalUeHTOB
CO CTaH/AAPTHBIM U BBICOKMM PUCKOM.

B 11€/10M, HUKaKHX HOBBIX CUTHaJIOB OTIACHOCTH PH
KOMOWHHPOBAHHOH MOAIePKUBAIOIIEN Tepanuy He Ha-
6J1r0/1a/10Ch. JOMOTHUTENBHBIM PEUMYILECTBOM 3TOH
KOMOWHAIIMHU SIBJISIETCS TO, YTO 06a Mpenapara JaoT Ie-
pOpasibHO, YTO 0GecreyrBaeT 6oJiee y06HOE JileueHHe
Y TIPEJITOYMTAETCS MHOTHUMHU MAllMeHTaMH.

3ak/nioueHue

[logBOAST WTOT, Mpe/CTAaBJEHHBIM BbIllE pe3y/IbTa-
TaM, CJIeJ[yeT OTMETUTD, YTO OCHOBHOM I[eJIbI0 MOJIJIeP-
’KUBAWOIIEH Tepanuu sBJSETCI yaydlleHHe MPOorHosa
nanueHToB ¢ MM nyTeM yriy6sieHUs U MOAJEPMKaHUSA
peMuccuu 3a60s1eBaHus, ZOCTUTHYTOU PY IEPBUYHOM
JedeHnu. UHTepdpepoH U IIIOKOKOPTUKOU/bI, TaKue
KaK MPeAHU30JI0H U JleKCaMeTa30H, 160 10 OT/e/b-
HOCTH, JIM60 B KOMOWHAIMU, ObLIM TEPBbIMHU Iperna-
paTaM{, HOPOTECTUPOBAHHBIMH U NPUMEHABLIMMUCH
s noazepxkanuss MM B 1990-x rozgax. [lonbiTkU 3a-
MeJJIMTh NporpeccupoBaiue MM ¢ uMX NOMOIIbIO CO-
MPOBOX/JATNCh Pa3BUTHEM TOKCHYeCKUX 3P PeKTOB 6e3
CTOMKOM WJIM 3HAUMMOU KJIMHHUYECKOW MOJIb3bl. YKe B
nepBoM JecATuaeTuu 21 Beka B NOAJAepXUBaKOLieH
Tepanuu MM cTa/iu UCN0/b30BaTh HOBbIE JIeKapCTBEH-
Hble CpeJiCTBa — UMMYHOMOJY/IUpPYIOIMe NpenapaThl,
BKJIIOYAIOIMe TAJIUOMU/| U JIEHATUAOMUA, 1 UHTUOU-
TOPBI IPOTEACOM, TAKHE KaK 60PTe30MHU6 U MKCA30MHUO.
MMMyHOMOyIMpyolive OpenapaTbl U WHTUOGUTOPDI
NpOTeacoM OKasbIBAIOT 6o0Jiee OTYeTNHBble aHTU-MM
3¢deKThl MOCPEACTBOM PA3JUYHBIX OHOJIOTHYECKUX
MEXaHU3MOB B CpPaBHEHUHU C UHTepHepOHAMU U IJIIO-
KOKOpPTUKOWAAMU. B pesysnbTaTe MX NpUMEHEHUS B
KayecTBe MO/JEePKUBAIOlIeld Tepanuu Oblia 3aperu-
CTpPUpOBaHa 33/IepXKKa peluBa U 6oJee AJUTENbHAS
BbBDKHBAEMOCTh 6€3 MPOTPECCHPOBAHMUS.

B To ke BpeMs, cpefiu JeCATKOB OTYETOB PaHA0MHU-
3UPOBAHHBIX KOHTPOJIUPYEMbIX UCCIeL0BaHUM JIUIIb B
HECKOJIbKUX ObLJIW BbISIBJIEHbl 3HAYUTENbHbIE IPEUMY-
1ecTBa 06Iel BbKHBAEMOCTH B pe3yJibTaTe MpoBe/ie-
HUA NoJJepKuBatolleid Tepanud MM; fpyrue ykasaau
Ha TO, UTO NMOAJepXKUBaloliee JedeHue He 0Ka3aJo Cy-
I[eCTBEHHOTO BJIMSIHUs Ha OOGILYI0 BbDKHBAeMOCTbh. C
JIPyTO# CTOPOHBI, BOMPOCHI 6€30MaCHOCTH Mpe/CTaBIIS-
10T CO60H OCHOBHYIO MP0GJIeMy TOAJEPKUBAOLIEH Te-
panuu MM. [lniuTesibHOE NIPUMEHEHUE CPEJCTB IPOTUB
MM MoxeT BbI3BaTb He3HAYUTEJbHbIE WU TSKEJble
N06G0YHbIE JIEKAPCTBEHHbIE pPeaKIi M3-32 HAKOILIEeH-
HOM TOKCHYHOCTH IpenapaTra, TaKhe Kak HapylleHue
KpPOBETBOPEHUs], TPOM603, UMMYHHYI0 JUCHYHKIHIO,
PEeLUIUBUPYIONYI0 WHOPEKIUIO, M0604YHbIEe 3PPEKThI

CO CTOPOHBI KeJyJJOUHO-KUIIEeYHOT0 TPaKTa, Hapylile-
HUsI 00MeHa BelIeCTB, NepUPepPUIECcKy0 HEHPONaTHIO
U ipyrue. ITU HexKeJslaTeJibHble IBJ€HUSI HAHOCAT Bpe/,
3/I0POBbIO U KaueCTBY KU3HU MALIUEHTOB U MOTYT MPU-
BECTH K INpexJeBpeMeHHOMY NMpeKpalleHUIo JieYeHUs
13-3a HENepeHOCHMOCTH M060YHBIX 3pPekToB. bosee
TOTO, IVINTEJbHOE JieYeHUE TAaK)Ke MOXKET CTaTb OTPOM-
HbIM 3KOHOMHUYECKUM OpeMeHeM /15 MallieHTOB U 00-
iecTBa.

[lonnepkuBatoias Tepanusl JeHaJUJOMUAOM He-
W3MeHHO MPUBOAUT K 3HAUMMOMY YBeJWYeHUI0 Oec-
NPOTPECCHBHON BBDKMBAEMOCTH U sIBJSETCS Jel-
CTBYIOLIMM CTaHZAPTOM JieYeHHUs BO MHOTHX CTpaHax.
BOJIbIIMHCTBO MallMEHTOB MPOrPECCUPYIOT B TeYeHUe
2-3 sieT nociae ayToTI'CK 6e3 moaaepkuBarolield Tepa-
nuu. JleHauAOMUAHAs MOAJep KKa MPOAEMOHCTPUPO-
Baja yayuuieHue PFS mo cpaBHeHUIO ¢ HabJ0jeHUEM
nanueHToB, nocae UHAYKUMM U ayToTI'CK, u mauu-
€HTOB C IUTOTeHEeTHUYeCKUMH (aKTOpaMHU BbICOKOTO
pucka. Ha doHe nojjepxuBarolieil Tepanuu JeHalu-
JIOMHJIOM PUCK MPOrpeccUpoBaHUsl 3a00JieBaHUST WU
CMepTHU CHWXaJsIcs 6oJsiee yeM Ha 50% mo cpaBHEHHIO C
nane6bo Ui HabJwgeHueM. [loaaep>xrBatoiias Tepa-
NYs 1oc/ae TPaHCIVIaHTAWU sBjseTcsd 3GPeKTUBHbIM
BMellaTe/JbCTBOM, HEPEJKO CIOCOOHBIM YBEJUYUTh U
0611yI0 BbDKMBaeMoCTh. [loaep:kuBatolias Tepanus y
MOXKUJIBIX MAllMEHTOB TaK)Ke He BbI3bIBAET COMHEHMH.
[lanmentsl ¢ BJIMM, KoTOpble He SABAAKTCA KaHJIU-
JaTaMd Ha TpaHCIJIAHTAIMI0, MPOJEeMOHCTPUPOBAJIU
yay4iieHue PFS npu nojjep:xkuBatolleil Tepanyu jeHa-
JIMJJOMHJIOM C HauOOJIbIIEN 10JIb30H, HabJII0aeMoOH B
Bo3pacTe 65-75 JieT. B HEKOTOpPbIX UCCIe0BaHUSX pac-
CMaTpHUBaJICs BONPOC O TOM, CJIe/lyeT JIM UCI0JIb30BaTh
NOJIEP’KUBAIOILYI0 TePaNui0 NPU MHOXKeCTBEHHON MU-
ejioMe B TeueHHMe GUKCUPOBAHHOTO BpPeMeHHU WJIH [0
porpeccMpoBaHus 3a6oJieBaHUsd. UMeloTcs JaHHbIE O
TOM, YTO COKpallleHHhe MPOJ0/LKUTENbHOCTH Tepanuu
JIeHAJIUJJOMHUJIOM PUBOAUT cHKeHMIO PFS 1 OS. O6pa-
[IaeT Ha cebs1 BHUMaHUe TOKCUYHOCTD JIEHAJUA0MH/Ia,
BKJIIOYAIOIAs JINXOPAZAKY, HEUTpPONeHU0, TPOMOOLIU-
TOINEHUIO, TAHIIUTONEHUIO U iMapel0, KOTOPble MOTYT
ObITb MPUYMHON CHUXKEHUS KaueCTBa }KU3HU U OTMeEHbI
NOJ/IEP’)KUBalOIel Tepanuu. Mexay TeM, pe3y/nbTaThbl
KJMHU4Yeckoro uccaegoBanusa IFM 2009 noka3sbiBaloT,
yto uHAykuua u aytoTT'CK ¢ nocnepyromum noazgep-
»KaHUWEeM [0 NporpeccMyd 06ecnedyrBalOT Y/y4dlIeHHe
KayeCTBa »KU3HU nauueHToB ¢ B/IMM. Kpowme Toro, cmy-
[[aeT YacTOTa BTOPbIX MEPBUYHBIX 3/I0KaUeCTBEHHBIX
HOBOOOpPa30BaHUH, KOTOpasi, 0 JJAHHBIM KJIMHUYECKUX
WCC/IeJOBaHUH, Oblla OTHOCUTENBHO YBEJUYEHA B KO-
roprax 60JIbHBIX, MOJy4YaBIIKX JIeHANUAOMUJ. TeM He
MeHee, 3HAYWTEJbHOE KJIMHUYECKOe TNPEenMyIleCTBO
noJi/iep>krBatollel Tepanuy, yaydienuu PFS u, B Heko-
TOPBIX UCCIeJOBAHUSAX, 001IIe BBKMBAEMOCTH, MTO3BO-
JILJIKM PEKOMEH/I0BaTh JIEHAIUJOMU/, B KauecTBe Ipe/-
MOYMUTAEMOr0 peXuMa MoAJepKUBalolLlell Tepanuu
(xateropusi 1 no Bepcuu NCCN 2022). [logaepxanue
JIEHQJIUJIOMU/IOM CYUTAETCS CTaHAAPTHBIM peXUMOM
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g nauvenToB ¢ MM nocne ayToTI'CK u mo Bepcun
ESMO 2021 [I, A]. OpHako ero Ha3HauyeHHe [JOKHO
ObITb B3BEIIEHHBIM C yYE€TOM MOBBIIIEHHOW YacCTOTbI
TsDKesIoN (cTeneHu 3 U 4) HEUTPONEHUH, PUCKA 3JI0Ka-
YeCTBEHHBIX HEOIUIAa3WH U IPYTHUX BUJIOB TOKCUYHOCTH.

Bopre3oMu6 Takke pPeKOMEHJyeTCsl B KauecTBe
NOoAJiepXKUBaKoIeld Tepanuu y nanreHToB ¢ MM. Ilpu-
MeHeHHe 60pTe3oMHba B paMKax peXuMa WHIYKIUH
c nocaeaywouei aytoTI'CK 1 HazHaueHUe ero B Kaue-
CTBE MOAJEPKUBAIOIIEH Tepanuu MPOAEMOHCTPHUPO-
Basio yayulieHHble nokasaTenaud PFS u OS. [logaepxu-
Barollass Tepanuss 6OpTe30MUOOM MOCAe HHAYKLUH
60pTe30MHUb-CO/lePKAIIUMU PEKUMAMH y MALMEHTOB,
He SBJSIOIMXCA KaHJWJaTaMH Ha TPAHCIJIAHTAIUIO,
TaKKe MPUBeJIa K XOPOIIKUM pe3ysibTaTaM. bopTezoMu6
XOpOLIO 3apeKOMEeH/I0BaJ cebst MPU BBICOKOM I[UTOTe-
HeTH4YeCcKoM prcke. OCHOBBIBAsICb Ha pe3y/IbTaTax KJu-
HUYecKux uccienoBanui I11 ¢pazer HOVON u UPFRONT,
akcnepTel NCCN gmo6aBuin 60pTe30MUO B KauecTBe
BapuUaHTa MOAJePKUBAIOIIEN Tepanuu AJs MalueH-
TOB, AABJAIOLINXCA KaHAUAATaMU Ha TPaHCIJIAHTALUIO,
a TaKXe JIJ19 NallMeHTOB, He UMEIOIINX TOKa3aHUH A4
TpaHcmiaHTauuu. [lo MHeHuto akcneptoB ESMO 2021,
60pTe30MU6 MOKET pacCMaTPUBATHCS JJIs1 MALMEHTOB
¢ MM Bricokoro pucka [II, B]. OmHako, HecMOTps Ha Iep-
CMIeKTUBHOCTh TMOAJIEPKUBAOLIEH Tepamuud GopTe30-
MHUOOM, TaKasl Tepanus orpaHrYeHa Heo6X0JUMOCTbIO
NapeHTepaJbHOTO0 BBeJEHUA IpenapaTa U PHUCKOM
pa3BuTHs nepudpepuyieckoi Hedponatuu. [loaTomy uc-
10JIb30BaHKe 60pTe30MUba TPebyeT TIATENbHOTO MO-
HUTOPUHT3, a IPOJO/DKUTENBHOCTD TepaNuU He J0JIK-
Ha MpeBbILIATH 2 JIET.

MaciiTab mnosie3HbIX 3P PEeKTOB TPUMEHEHUS HKCa-
30MH0a, BBISIBJIEHHBIX B KJIMHUYECKUX UCC/IeJOBAHUSIX,
COOTBETCTBYET 3¢PeKTaM, 0KUJAEMbIM OT MPUMeEHe-
HUSI UHTUOUTOPOB POTEACOM B KAa4eCTBE MOAAepKUBa-
foued Tepanuu. B ucciaegoBanun TOURMALINE-MM3
ObLJIM TMOJIyYeHbl [JaHHblE, YKa3bIBalOllde Ha 3HAYM-
MOCTb MOJJiEPKMBAlOIlel Tepalmuyu NPU MHOXECTBEH-
HOW MuesoMe U TMOATBepxzarouire 3PpPeKTUBHOCTh
MOHOTEpPANUU HKCA30MUO0OM € PUKCHUPOBAHHOM MpO-
JIOJKUTENbHOCTBIO IPU 3TOM 3a60JIeBaHUU. XOTSI CPaB-
HeHUsI abCOJIIOTHBIX 3HAYeHWH MeauaHbl PFS Mexay
pa3HbIMU KJHWHUYECKUMHU HCCAE[0BAaHUAMU CIAeAyeT
u3beraTb M3-3a BMENIMBAIOIIUXCI (GAKTOPOB, TAKUX
KaK pas/Myusa Mex/Ay MONy/AsalusMHU NallueHTOB, MPO-
JIO/DKATENbHOCTD JIeUeHUs U MpeJllecTBYyollee Jeye-
HU €, MOXKHO OLIEHUTb OTHOCUTEJIbHYIO N10J1b3Y 110 CPaB-
HEHUIO C OOLIENPUHATHIM MpenapaToM CpaBHeHUs. B
ucciaenobanun TOURMALINE-MM3 yBennyenue PFS,
HabJtoaeMoe Ha QOHe MPUMeHeHHs MKCa3oMHuba Mo
CPaBHEHHMIO C IJ1aLe60, COCTABJIAIO0 Gosiee 5 MecsIeB, B
TO BpeMd KaK NpHY oA ep KUBaloLLell Tepanny JieHalIu-
JIOMU/IOM TI0 CPAaBHEHHUIO C MJ1a1e60 WK HAGII0AeHueM
ObLJIO TIOKA3aHO yBeJUYeHHe 3TOTO MoKa3aTess 6oJiee
yeM Ha 2 roja. HecMoTps Ha To, 4TO mo/ib3a HnoAjep-
YKUBAIOLEN Tepanuu JeHaJUJOMUIO0OM 3HAuYUTEJIbHA,
y NAlMeHTOB C IUTOTeHETUYECKUMU aHOMATUSIMU Bbl-
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COKOTO pHCKa OHA HECTAOUJIbHA U 3TO 006CTOSATENBCTBO
SBJISIETCS1 HeyJJ0OBJETBOPEHHON KJIMHUYECKOH NOTpe6-
HOCTBIO.

Kak ykazaHo Bble, yBesnndeHue PFS B mocr-
TPAHCIJIAHTALLHUOHHOM Mepuoie Ha ¢(oHe Tepanuu
MKCa30MUOOM ObLIO MOCTOSHHBIM Y MalUeHTOB C
XapaKTepUCTUKaMU 3a00JieBaHUsl, CB3aHHBIMU C He-
6J1aronpuUsATHBIM MPOrHO30M, B TOM yuce ¢ MM III cta-
auM o ISS u HasinureM HUTOTeHeTUYeCKUX GaKTOpPOB
BBICOKOTO PUCKa, YTO fIBJSETCS M0Jb30M NPUMEHEHUS
WHTUOUTOPOB INPOTEAcoM B 3THUX OOCTOSATENbCTBAX.
[lopaepkrBatomiass Tepanusi MKCa30MHOOM CONMpPOBO-
»JaJacb 3Ha4YMMO OoJiee BbICOKOM 4acTOTOM yriy6Jie-
HUs OTBeTa N0 CpaBHeHMIO ¢ muane6o. Kpome Toro,
Jl0J15 TallUeHTOB, JOCTUTILHX OTPULIATEIBHOTO CTaTyca
MOB, Ha doHe JieyeHUST UKCA30MUOOM Obla YHMCJIEHHO
Bblllle, YeM B IpyIIe IJane6b0, X0Ts 3TO MOBbIIIEHUE
OblJI0 He3HAYMTEJbHBIM. Ba)XHO OTMETUTH XOPOLIYIO
IEPEHOCHMOCTb UKCa30MH10a, HU3KYI0 YaCTOTY AOCPOY-
HOTO NpeKpalleHHWs NPUMEeHeHUs INpenapara mo npu-
YUHE HeXkesaTeJIbHbIX BJeHUH, BOSHUKIIMX BO BpeMs
JieyeHusd. bosiee TOro, He ObLJIO BBISIBJIEHO YBEJIUYEHUS
4acTOThl pa3BUTHUs APYTUX MEPBUYHBIX 3/I0KaYECTBEH-
HbIX HOBOOOpa30BaHUM MOCJe NMepuoja Mmocjaeayole-
ro Hab6J/I0JleHUs,, MeJlhaHa KOTOpPOTO cocTaBJsaa 31
Mecsl. OCHOBBIBasiCb Ha pe3y/bTaTax HCCJAe0OBaHUS
TOURMALINE-MM3, rpynna NCCN BkJItOYMJIa UKCA30-
MUO B KaueCTBe «ApPyroro peKOMeH/JyeMOoro» BapHaH-
Ta NOAJAep>XKaHUS [Jis MallMeHTOB, UMEIOIINX NIPaBo Ha
TpaHCIJIaHTaluIo (kaTeropus 2B).

[lopaepkrBatoliass Tepanusi HWKCa3oMHUOOM TMoC/e
WH/JYKIMOHHOU Tepanuu y nayueHToB ¢ BIMM, He siB-
JIAIOIMXCSA KaHAUAATaM1 Ha TPaHCIJIaHTAlUIo, IpUBe-
Jla K 8-MeCcsI4YHOMY yBesJndeHuUt0 Meguanbl PFS co cHu-
»KEHHWEM pHCKa IPOrpecCUMpoBaHUs UM CMEPTH GoJliee,
yeM Ha 30% mo cpaBHeHHUIO C I1ane6o. [IpeumyiecTBa
PFS nHabusofanuck B NpeABapUTEbHO ONpe/eaeHHbIX
HO/ArpyNnax NalMeHTOB, BKJI0Yast OXKUJIbIX TallUEHTOB
u nanueHToB c ISS Il craguu. Tepanuu uKcazoMu6oM
XapaKTepH30BaJach yJ0BJAETBOPUTENbHBIM NpoduieM
6e30MacHOCTU U OTCYTCTBUEM HeBJIAaronpUusTHOrO BO3-
JleiCTBUS Ha Ka4yeCTBO KU3HU NAlMEeHTOB. JKCIepTHas
rpynna NCCN Bk/ouMIa UKCa30MUO B KaueCTBe OJJHO-
ro U3 peKOMeH/lyeMblX BapUaHTOB NOAJepUBaKOLIEN
Tepanui JiJid nauueHToB ¢ MM, He UMelOLIUX PaBO Ha
TpaHCIUIaHTauuo (kaTeropus 2B).

CoyeTaHWe HHTUOUTOPOB MPOTEACOM U UMMYHOMO-
JYJIMPYIOIIUX areHTOB B PaMKax CXeMbl UHAYKIUU NPU
JleYeHUHY NAlMeHTOB C MUEJIOMOM CYIleCTBEHHO YBeJIU-
YUJIO YACTOTY U Ka4eCTBO OTBETOB. BO3MOXKHO, peXuM
O /iepP>KUBalOILel Tepanuu, COCTOSILUMN U3 JIEHAIU][0-
MU/Ia U UKCa30MU6a, IPUHECET J0NOJHUTENbHYIO KJIU-
HHUYEeCKYI0 1osb3y nauveHtaMm ¢ MM nocne ayToTI'CK.
[IpumeHeHMe MKca3oMHuba OJUH pa3 B HeJeNI0 B CO-
YeTaHUU C JIeHAJUJOMUJIOM U JIeKCaMeTa30HOM JJis
WHJYKIMOHHOM Tepanuy, KOHCOJUJALUUUA U THOAJep-
»KUBAIOLIEN Tepanuu AJsi COXpaHEHUS] PEMUCCUU ObLIO
M3y4eHO U XapaKTepU30BaJOCh GJArONPUATHBIMU pe-



NEPEAOBAA CTATbA

3yJibTaTaMu JiedeHus. Kak oKaszasoch, MOAAEepKUBAKO-
masi Tepanus UKCa30MHUOOM U JIEHAJTHUJOMUIOM UMEET
CBOM COOCTBEHHbIE MPOPUIH PUCKA U MT0JIb3bl, KOTOPbIE
He0OX0IMMO YYUTHIBATD, U UX CJeJ[yeT pacCMaTPUBATh
C y4eTOM 0CO6EHHOCTEN KaXK/J0T0 OT/e/IbHOTO Mal[heH-
Ta. CylecTBeHHOE IPEUMYILeCTBO, KOTOPOe Mpe/iara-
eT coyeTaHMe JIeHaJIM0MH/Ia U UKCa30MH 04, 3aKJI04a-
€TCs B TOM, YTO 06a areHTa sIBJSIOTCS NMepopaTbHbIMU
MeTO/IaMH JieUeHHsI, KOTOpble 6oJiee YA0OHbI U IPeJIo-
YUTAKTCS MHOCMMHU MallMeHTaMu. ITa KOMOUHaIMs, Be-
POSITHO, 00ECTIEYHUT JOMOJTHUTENbHOE IPEUMYIIECTBO B
yIJyGJIeHMH OTBETa Ha ayTOJIOTHYHYI0 TPaHCIJIAHTa-
I[MI0 TEMOTMO3TUYECKHUX CTBOJIOBBIX KJIETOK Y Mal[heH-
TOB C MHOXXECTBEHHOH MHeJIOMOH.

B GyayieM cTpaTeruu nofAep>KuBarmiel Tepanuy,
Oy/ZyT, BEpOSITHO, OT/IaBaTh NPE/INOYTEHHE KOMOUHHUPO-
BaHHOMY ITOAXOAY, HApUMep, Y MallMeHTOB U3 TPYIIbI
BBICOKOTO PUCKA. [leiCTBUTENIBHO, B 11€JI0M CYI[€CTBYET
HeOoOX0JMMOCTb B NIPOBEJIEHUH JaJbHENIINX HUCCIIe/0-
BaHUWH [/ onpesiesieHUs] HauboJiee MOIXOANIUX TTOA-
XOJ/I0B K MOAJep KUBalollell Tepanuu JiJisi IpUMeHeHUs1
B pa3J/IMYHbIX MOATPYIIAaX NalXeHTOB, ONpe/eeHHbIX
B COOTBETCTBUU C XapaKTEPUCTUKAMH, CBSI3AHHBIMU C
nanyMeHToM, 3a60jieBaHUEM W MpPeJIeCTBYIOIUM Jie-
yeHUeM. B HacTosiliee BpeMsi U3y4alOT U MPUMEHSIOT
B KJIMHUYECKOU MPaKTHKe HECKOJIbKO KOMOHHUPOBAH-
HbIX PEXHMOB, BKJIIOYas MO/ JepKUBAIOLIYI0 TePANUio
HMKCa30MHOOM U JIeHAJUJOMU/IOM Y TAIlMEHTOB C BIEP-
Bble BBISIBJIEHHOM MHOX€CTBEHHOW MMEJOMOMH, KOTO-
pble MOTYT MOBJIUATb Ha OYAYIIYIO 11eJ1eCO006pa3HOCTh
MOJI/IEP’KMBAIOII e Tepanuu HKcazoMu6oM. [Ipogosnka-
I0TCSl MCCAe[0BaHUsA T0JIb3bl MPUMEHEHHUs] KOMOWHa-
[[MHY JIeHaJIUJI0MH/Ia U MKCa30MKU6a B Ka4ecTBe MOoAep-
»KMBalolled Tepanyuu MO CPAaBHEHHUIO C MOHOTepanuen
WKCAa30MHOOM WM JIEHAJTUJOMMHOM, OTJEJbHO oOlie-
HUBAIOT NMPUMeHeHHe 3TOW KOMOWHAIMY Y MallueHTOB

C BBICOKMM PHCKOM, a TaK¥e MOJX0/| C YUepeZlOBaHHEM
3THUX MIpPemnapaToB.

B k/iMHUYeCcKOW MpaKTHKe MPU BbIOOpE CTpaTeruu
NoA/epKaHUs ClelyeT YIYUThIBATh U COATAHCHPOBATH
NOTeHLMaJbHbIE BbITO/Ibl, PUCKU HeXeJlaTeJbHbIX sB-
JIEHWH, 3aTpaThl U NpPeJNOYTEeHHUs MalKueHTa. B oTiu-
Yue OT KOHCOJIMAALMU, KOTOpast UCIO/Ib3YeTCs UCKIIIO-
YUTEJIBHO MOC/Ie TPAHCIVIAHTALMHY, NOAJIePKUBAIOlIee
JiedeHHe MOXKET IPUMEHSThCS Y NallMeHTOB, IJIaHUPY-
€MbIX Ha TPAHCIJIAHTAIMIO, U Y TIALMEHTOB, He SBJISIO-
IMXCS KaHAW/aTaM1 Ha TPaHCIJIAHTALKIO.

[lo3TOMy BaKHO B3BECHUTD M0JIb3Y JJIUTEJIbHOHN NOA-
JIEPKUBAIOIIEN Tepanuy MPOTUB CTOMMOCTH Tepaluy,
pUCKAa TOKCUYHOCTH M MOOOYHBIX 3ppekToB. [eTepo-
reHHOCTb 3260J1eBaHUSI MOXKET ObITh JOTIOJTHUTETbHBIM
baKkTOpOM NpU NPUHSTHHU pPelleHuH o JedeHuu. [ny6u-
Ha OTBeTa Ha MOJAepPKUBAIIIYI0 TEPANUI0 MOXKET 3a-
BHUCETb OT MEpPBOHAYAJBHOTO OTBETA HA WH/AYKIMOH-
Hylo Tepanuio. [lanbHellne uccieoBaHusl ¢ 6GoJee
KpPYIHBIMM KOTOPTaMHU MOTYT PEUIUTb 3TOT BONPOC U
OTIpe/ieIUTh, €CTh JIU KOHKPETHbIE MAllMEHThI, ¥ KOTO-
pBIX peKOMEeHAYeTCs MO/ epKUBAIOIas TePANUs JeHa-
JIMZIOMU/IOM B COUETAHUH C UKCA30MHUGOM.

HeckoJibko KOMOGUHAMH JIEHATUAOMUAA C APYTUMHU
areHTaMH OLIEHUBAIOTCs B KaueCTBe MO/ epXKUBaloIen
Tepamnuu y NalMeHTOB C MHOXeCTBEHHOW MHUeJIOMOH B
ycaoBusax nocsie ayToTT'CKT, Bk/itoyas MOHOKJ/JIOHAJIb-
Hble aHTHUTENd, UHTUOUTOPbI THCTOH/I€AleTHUIa3bl U
OMyxoJieBble BaKUHUHBIL. [I0CKOJNIBKY 3TH KOMOWUHHPO-
BaHHbIE MO/JXO0/IbI JIOTIOJIHUTEIbHO UCCAEYIOTCS B KOH-
KpPETHBbIX MOJPYMIaxX MalMeHTOB € MHOXeCTBEeHHOH
MHEJIOMOM, BEPOSITHO, MOSIBUTCS ONTUMasbHas Tepa-
nus /Jis NAlMeHTOB HA OCHOBe IJIyOMHbBI UX NMEepPBOHA-
YaJIbHOT'0 OTBETA, TUIIA MUEJIOMbI U IIUTOreHETHIEeCKUX
dbakTopoB pHrcKa.
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@I'BY «Poccutickull HQy1HO-Uccaed08ameabCKUll UHcmumym 2emamoJio2uu u mpamcgysuonozuu PedepanbHozo meduko-

6uU0/102U4ecK020 azeHmcmea»

AHAJIN3 3PPEKTUBHOCTU IPUMEHEHUA MOJIEKY/IAPHO-TEHETHYECKOI'O
TUIIUPOBAHMUA AJ14 OITPEAEJIEHUA PEHOTHUIIA TIAHUEHTAM C XUMEPU3MOM
I10 AHTUTEHAM 3PUTPOLIUTOB CUCTEMBI PE3YC

Pesome

B Tepanuu remaToJ/IorMyeckux 3a60eBaHUM LHUPO-
KO HUCINOJIb3YITCA TPaHCPY3UHM KOMIIOHEHTOB KpPOBH,
KaK eJMHUYHbIE, TaK U MHOrokpaTHble. TpaHcdysuu
JIOHOPCKHUX 3PUTPOLUTOB He BCETAa MPOBOAATCA «de-
HOTUI B (QEHOTHUI», YTO BIOCJAEJCTBUU MPUBOJUT K
BbISIBJIEHUIO JABOWHBIX MONYJISALUN (XUMep) 3pUTPOLH-
TapHbIX aHTUI'E€HOB B KPOBHM peLUNMEHTa pU Oonpeje-
JeHur QeHOTHUIa METOJ0M arrJlTUHALUU B rese. He-
JIOCTOBEPHbIE pe3y/bTaThl ONpeJeseH!s] aHTUTEHHOTO
COCTaBa 3PUTPOLUTOB pPeLUINEHTa MOTYT ObITh MPH-
YUHOU OIIMGOK NPHU NM060pe JOHOPCKUX 3PUTPOLUTOB,
YTO MOKET IPUBECTH K alIoMMMyHu3auuu. [Ipu ciefny-
I0IMX TpaHCPy3UsaX pacTeT PUCK MOCTTPaHCPy3UOH-
HBIX OCJIO)KHEHUH TeMOJIMTHYECKOTO THUIa. PereHnem
npo6JsieMbl MOKET ObITh MPUMEHEHHE MOJIEKY/ISPHOTO-
reHeTH4eCKOTro TUIIMPOBAaHUSA Il TOYHOTO OMpejeie-
HUSl aHTUT'€HHOI'0 COCTaBa 3PUTPOLUTOB PELUNIUEHTA.

Llesib Mcce10BaHUsI — MCIIOJIb30BATh MOJIEKYJISIPHO-
reHeTHYeCKOe TUIMPOBAHUE JJisl ONpejiesieHHs aHTH-
reHOB 3pPUTPOLUTOB MalMeHTaM C TPaHCPy3HOHHBIM
XMMEepHU3MOM JJisl IpeJOTBPAlleHus OIKO0K NpHU MOJ-
6ope [AOHOPCKUX 3pUTpoLUTOB. [IpoaHanu3upoBaTh
BCTPEYAEMOCThb JIBOMHBIX MOMYJIAIMNA (XUMeEp) Mocje
TpaHCPY3MOHHOU Tepanuu AOHOPCKUMHU 3PUTPOLUTA-

MU, 10/J06PaHHBIMHU C y4€TOM 'eHOTHIIA PELUIIUEeHTa.

3a2019-2022 rr. METO/IOM arryitOTUHAILIMU B reJie U3
1737 nepBUYHO rOCOUTaJIU3UPOBAHHBIX JIUL C T€eMaToO-
JIOTU4eCKUMHU 3aboJsieBaHusIMHU ¥ 129 (7,4%) nauueH-
TOB ObLJIM BbISIBJIEHbI JABOWHbIE MONYASALUU (XUMeEpHI)
no aHTureHam 3putpouutoB C, ¢, E, e. ITu nayueHThl
ObLIM FeHOTUIIHPOBAHBI, HECOOTBETCTBUE PE3YJIbTATOB
MOJIEKYISIPHO-TeHETUYECKOT0 METO/Ia U METO/A arTJIio-
TUHAI[MH B r'eJie COCTaBuI0 66 caydaeB (51,2%). TpaHc-
by3uu 3pUTPOLMTOB NaLMeHTaM UCCIeLyeMOU TPyIIIbl
NPOBOJUJIUCh C yYETOM reHoTuna. [Ipu nocienyomux
rocnutanusanusax B 2020 - 2021 - 2022 r.r. konuve-
CTBO MALMEHTOB C XMMEPU3MOM B rpyIme obcienye-
MBIX CHHXKaJIOCh cOOTBeTCTBeHHO 77,8 - 50,0 - 36,0 %.
AsnoaHTHTeNa He O6bUIM 0OHAPYKEHbl HU Y OHOTO U3
129 nanueHTOB. Mo/IeKy/IIpHO-TeHeTHYEeCKOe TUITUPO-
BaHMe MO3BOJIWJIO MOJYYUTh JJOCTOBEPHBIM Pe3y/IbTaT.
OTcyTcTBUE ABOWHBIX MOMYJISALMN U aJIJIOAHTUTEN NPU
MOBTOPHBIX FOCIUTATU3ALHUSX NALUEHTOB J0KAa3bIBAET
3¢ PEeKTUBHOCTD MPUMEHEHHUSI MOJIEKYJISPHO-TEHETH-
YeCKMX METO/0B MPHU MoJ00pe AOHOPCKUX IPUTPOLH-
TOB /111 TpaHCy3Uil.

K/roueBble c/10Ba: aHTUTEHbI 3PUTPOLUTOB, PpeHo-
THII, TPAHCPY3UH, XUMEPHU3M

Gavrovskaya S.V., Sysoeva E.A., Mineeva N.V., Bessmeltsev S.S.

FSBI "Russian Research Institute of Hematology and Transfusiology of FMBA of Russia

ANALYSIS OF THE EFFECTIVENESS OF THE USE OF MOLECULAR GENETIC TYPING
TO DETERMINE THE PHENOTYPE OF PATIENTS WITH CHIMERISM BY RHESUS
ERYTHROCYTE ANTIGENS.

Abstract

Transfusions of blood components, both single
and multiple, are widely used in the treatment
of hematological diseases. Transfusions of donor
erythrocytes are not always carried out "phenotype
to phenotype". It leads to the identification of double
populations (chimeras) of erythrocyte antigens in the
recipient's blood when determining the phenotype
by agglutination in gel. Unreliable results may cause
errors in the selection of donor erythrocytes and lead to
alloimmunization. With the following transfusions, the
risk of posttransfusion complications of the hemolytic
type increases. The solution to the problem may be the
use of molecular genetic typing. The aim of the study
was use molecular genetic typing to determine patient

phenotype to prevent errors in the selection of donor
erythrocytes and to analyze the occurrence of chimeras
after transfusion therapy into account the recipient
genotype. In 2019-2022 chimeras of the antigens C, c,
E, e were detected in 129 (7.4%) patients out of 1737
primary hospitalized persons with hematological
diseases by the method of agglutination in gel. These
patients were genotyped, the discrepancy between
the results of the molecular genetic method and the
method of agglutination in gel was 66 cases (51.2%).
Transfusions of erythrocytes to patients of the study
group were performed into account the genotype. With
subsequent hospitalizations in 2020 - 2021 - 2022
the number of patients with chimerism decreased
accordingly 77,8 - 50,0 - 36,0 %. Alloantibodies were
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not found in any of the 129 patients. Molecular genetic
typing allowed us to obtain a reliable result. The absence
of double populations and alloantibodies proves the
effectiveness of the use of molecular genetic methods in

BBeaeHne. HecMoTpst Ha 6e3yC/I0BHBIE YCIIEXH, [10-
CTUTHYTbIE B IOC/I€/HUE [O/bl B JIEYEHUH U JUATHOCTH-
Ke reMaToJIOTHYeCcKUX 3a00JieBaHUK M MO3BOJIMBILKE
3HAYMTEJNbHO MOBBICUTH Pe3y/lbTaTbl MOMOILIM reMa-
TOJIOTUYECKHUM OO0JIbHBIM, TpaHCcy3WOHHAs Tepamnus
HO-TIPEKHEMY OCTAeTC BaXKHOM COCTaBJIAOLIEH KOM-
nJIeKCHOTO JiedeHus. lllupokoe ucnosb3oBaHue CTUMY-
JIATOPOB reMoOI033a MO3BOJIMJIO COKPAaTUTh TpaHCy-
3MOHHYI0 3aBUCUMOCTb y PsiZia MALMEHTOB, OAHAKO IPU
IPOBEJIEHUU BBICOKOZ03HOW XMMHOTEPANUHU U TPaHC-
IJIAHTAIMKM CTBOJIOBBIX KJIETOK COXPAaHSETCS BbICOKAs
NOTPEOHOCTh B 3aMeCTUTENbHON Tepanuu KOMIOHEH-
TaMd KpoBH [1]. [J1aBHOHM onacHOCTbIO, BOSHUKAIOLIEH
Ha ¢oHe TpaHchy3uH, SABAAKTCA NOCTTPaHCPY3UOH-
Hble ocnoxkHeHus ([ITO). Bce mpuHsiThIe Mepbl Tpo-
¢unaktuku [1TO, 6e3yc/I0BHO, CHMKAIOT YPOBEHb aJl-
JIOUMMYHM3AL[MH, OJJHAKO MOTYT ObITh HEIPPEKTUBHBI
M3-32 HeNpaBUJIbHON HMHTEPIpPETALUU pPe3yJbTaTOB
MMMYHOTEMATOJIOTUYEeCKUX UccaefoBaHui [2]. TpaHc-
by3uM LOHOPCKUX 3PUTPOLUTOB, HECYLIUX AHTUTEHBI,
OTCYTCTBYIOLME Yy PELMIHEHTa, MOTYT NPUBECTH K
BbIPA6OTKE KJIMHUYECKU 3HAYMMbIX Q/IJIOAHTUTEJ, YTO
npuBoauT K [ITO remosutudeckoro tuma [3]. s ma-
[IMEHTOB C TeMaTOJIOTMYEeCKHMHU AMArHO3aMU KpaWHe
BaXKHO, YTOOBI TPaHCPY3UU [JOHOPCKUX 3PUTPOLUTOB
HIPOBOJUJINCH «beHOTUN B (EHOTHUN» BO H30exaHUe
a/JslouMMyHu3anui. OJHaKo BCTPevyalTcs WHAUBH-
JYYMBI C peJKUMHU (PEHOTHNAMU, KOTOPBIM HENPOCTO
OBICTPO HAWTH AOHOPA, UM MPOBOJAT TpaHCcy3UHu J10-
HOPCKHX 3PUTPOLUTOB C COBMECTHMBIM, HO He HJeH-
TUYHBIM QeHOTUIIOM. TakuM 06pa3oM, B KPOBEHOCHOM
pycJie pellUNIMeHTa B Te4eHHe 3 MecsIeB Hapsa/y C ero
COGCTBEHHBIMU 3PUTPOLUTAMU LUPKYJAUPYIOT JOHOP-
CKH€e 3PUTPOLUTHI (TpaHCOY3UOHHBIH XHMepH3M), U
onpeseadTb (GEHOTHUNl CEePOJIOTMYeCKHUMH MeTO/aMHu
HEBO3MOXHO. U3BeCcTHO, YTO y MaleHTOB C reMaTo-
JIOTHYeCKUMHU AMArHO3aM{ YacCTO BCTPeYaeTCs CHUKe-
HUE IKCIPECCHU aHTUI'EHOB 3PUTPOLUTOB, UYTO TAKXKe
MOXKET SIBJSATbCA NPUYMHOM xuMepusma [4,5,6]. He-
JIOCTOBEpHbIe pe3yJbTaThl OmpejeseHUs (eHOTHUIA
pelunueHTa HeAONYCTUMbl MPH MOAGOpPE JAOHOPCKUX
3PUTPOLUTOB, NPABUIBHOCTb UHTEPIPETALUN PE3YJIb-
TaTOB NpeATpPaHCPY3UOHHBIX TECTOB SIBJSETCS KJIIO-
4yeBbIM ¢akTopoM mnpodusaktuku I1TO. CymecTByto-
I[Me B HACTOsIlee BpeMs CEpOJIOTHYECKHe METO/bI He
BCET/IA COCOOHBI 3 PEKTUBHO pellaTh MOCTABJIEHHbIE
3a7iauu [5], moaToMy B JJabopaTOpPHOUM MpaKTHKe TeMa-
TOJIOTMYECKOW KJIMHUKH HE0O0XOAMMO HCIOJIb30BaHUeE
MOJIEKYJISIPHO-TEHETUUYECKUX METO/I0B THUIHMPOBAHUS
JIJIS1 TOYHOTO OIpe/ieJeHHsI aHTUTEHHOTO COCTaBa 3pH-
TPOLUTOB penunueHTa [1]. MeToa MosiekynsipHOro-re-
HETHUYEeCKOT0 TUIIMPOBAHUS TAKXKe MOXeT ObITh TpUMe-
HUM TIpH 110/160pe reMOKOMIIOHEHTOB JJIs1 TpaHCY3Ur
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nalnueHTaM, UMEeIOLIUM aHTHUTe 1A K aHTUTeHaM 3pUTpPO-
[IUTOB PeJKON CcenuPpUIHOCTH, a TAKXKe TOCJ/Ie TPaHC-
IJIaHTaLUX KOCTHOTO MO3ra /ISl OLleHKU NPUKUBAeMo-
CTH TPaHCILJIAaHTATa.

MatepuaJibl ¥ MeTo/bl. BbL10 BBINIOJIHEHO CEPOJIOTH-
yeckoe TUnMpoBaHue 1737 nepBUYHO rOCIUATATU3UPO-
BaHHbBIX MAllUEHTOB C Pa3JIMYHBIMU FeMaTOJ0THYECKU-
MU 3260/1eBaHUSIMU, NPOXOAUBIIMX JedeHHe B OI'BY
«PoccuiickUi Hay4yHO-UCCIeN0BATENbCKUA HHCTUTYT
remMaToJsioruu u tpancdysuosioruu PegepaspHoro mMe-
JINKO-OMO0JIOTUYECKOT0 areHTCTBa». TUIMPOBaHuUe NPo-
BOJAWJIM METOJOM arrmiloTHHALUU B rese B ID-kapTax
DiaClon Rh-Subgroups+K B coOoTBeTCTBHUU C UHCTPYK-
nusaMu npousBoautess (BIO-RAD, Ileeinapus). Xa-
paKTep arrloTHHALUU OLleHUBaJIU B UHTepBase oT 1+
o 4+. Y 129 nun 66114 BbISIBJIE€HBI JBOWHBIE TOMYJIs-
[IUU (XMUMePbl) 10 0IHOMY UJIU HECKOJIbKUM aHTUT€HaM
aputpouuToB cucteMmbl Pesyc C, ¢, E, e. yTo ABUIOCH
KpuTepueM oT60pa 06pa3noB AJs MOJEKYJISPHO-TeHe-
THUYECKOT0 TUIIMPOBAHUS.

[eHeTHuyeCcKHe HcCIel0BaHUS TPOBOJAUIN METO/IOM
N0JIMMepa3HoH 1leNMHON peakluu B peabHOM BpeMeHHU
C UCI0JIb30BAaHUEM MOJIEKY/ISIPHON CUCTEMBI JeTEeKIUU
Ha aHasinzaTope FluoVista (Inno-Train, l'epmanus) c no-
MOIIbIO a/lyIeNb-clieniubudeckux npamepon — SSP TP
(SSP: «Sequence Specific Priming»). Annenu renos RHD
u RHCE, omnocpeayionie aHTUreHHblE CBOWCTBA 3pU-
TPOLIUTOB, OTPe/Ies/IU C UCI0Jb30BaHUEM Habopa pe-
aktuBoB RBC-FluoGene VERYfy (Inno-Train, [epmanus).
Ha6op nmosBoJisieT onpenensth 1, 5, 10 3K30HBI U psi
(uHCepuus BHYTpHU 4-oro 3k3oHa) reHa RHD, a Ttakxke
asiesibHble BapyuaHThl reHa RHCE.

Boigenenue renomHo JJHK ocyuiectBasiu ¢ momo-
IIbl0 KOMILJIEKTA peareHToB AJs BbigesneHus JHK us
KJAuHU4Yeckoro MaTtepuana «JHK-cop6-B» (AmpliSens,
Poccusi) U3 1ie/1bHOM KpOBH, B3ITOW B MPOOUPKY € 5%
K23TA. ina NP ucnonb3zoBanu pactsop JHK B koH-
[eHTpalUuu 1 HI' /MK

JJ11 JOCTOBEPHOCTH Pa3JIMYMi BCTPEYaeMOCTH IPU-
MEHSIJIM HelapaMeTPUYeCKUH CTaTUCTUYECKUN MeTo[,
JIIsl MaJIbIX TPYII C UCTIO0JIb30BaHUEM JIBYXCTOPOHHET0
TouHoro kKputepus ®Puiepa. Pasnnyusa paccmaTpuBa-
JIM KaK CTaTUCTUYeCKU 3HaYuMble mpu p <0,05.

Bce o6cneoBaHHbIE NALMEHTHI NOATIMCAAN UHPOP-
MUpOBaHHOe coryacue. [lpoBesieHUe uccae[0BaHUS
ObLJI0 0/100pPEHO JIOKAJTbHBIM 3TUYECKUM KOMUTETOM
®I'BY PocHUUI'T ®MBA Poccuu (mpotokosn N2 48 ot
20.10.2022 r.).

PesynbTaThl 1 06cyxaeHue. B Teyenue 2019 - 2022
I'T. IPOBO/IUJICSI MOHUTOPUHT BbISIBJEHUS JBOWHBIX M0-
Oyasuuid (XuMepr3aMma) NpU KUCCleJOBaHUU aHTUTEHOB
3PUTPOLUTOB CEPOJIOTUUECKUMU MeTOJJaMH1 y MalheH-
TOB C pa3HbIMU reMaTOJIOTUYECKUMU 3a060J1IeBaHUSIMHU.
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M3 1737 nepBUYHO TOCNUTAJM3UPOBAHHBIX JUL Y 129
(7,4%) MeToJ0M arrJlOTUHAIMK B rejie ObLIX BbISB-
JIEHBI JIBOMHbBIE MONYJAALUU (XUMePbI) [0 OJHOMY HJIH
HECKOJIbKMM aHTHUreHaM 3PUTPOLUTOB CUCTeMbI Pe3yc

(C, ¢, E, e). B Tabsinue 1 mokasaH % BCTpe4aeMOCTH XHU-
Mepu3Ma Cpe/iv MalMeHTOB C Pa3HbIMU reMaToJIOTHYe-
CKHMHU 3a60JIeBaHUSMH, HYXKAQAKOMIMUXCA B TPAaHCPY3UAK
reMOKOMIIOHEHTOB.

Ta6auya 1
chpeqaemocmb xXxumepu3ma 8 uccxleayemoﬁ epynne no Ho30s102uUU.

AwvarHos MaumeHTbl ¢ XMMmepamu %
MwuenogucnnacTMyeckuii CMHAPOM 36 29,7

OcTpblii NenKos 32 24,8

XpOHUYECKMIA MMENoNelikos 18 14,0

MepBuYHbI M1nenodpunbpos 11 8,5

XpoHuueckuii anmooumnTapHbIn neikos | 10 7,8
MHoxecTBeHHaa mmenoma 9 7,0

Annactuyeckas aHemuA 7 5,4
cceHumnanbHas TpomboumTeMUs 3 2,3
MakpornobynmHemns BanbaeHctpema |1 0,8

HexopKuHcKas anumedoma 1 0,8

McTUHHaA noanuntemma 1 0,8

Yame Bcero JBOMHbIe MOMYJISALUHA AHTHUIEHOB BbI-
SBJISJICh Y MAIMEHTOB C MHEJNOUCIIACTHIeCKUM
cunzipomoM (29,7%), octTpbiM Jieliko3oM (24,8%) u xpo-
HUYeCKUM MuesosieiikosoMm (14,0%). Pexxe aBoiiHbIe
MONY/SIUA aHTUT€HOB 06HAPYKUBAJIMCh Y MAI[MEHTOB
C IEpBUYHBIM MUe0PUOPO30M, XPOHUUYECKUM JUMPO-
IUTAaPHbBIX JIEHKO30M, allJlaCTUYeCKON aHeMHel U MHO-
’KeCTBeHHOW MuesoMol. Cpe/iu MALUEHTOB C JPYTUMHU

HapylIeHUsIMU KPOBETBOPHOH CHCTEMBI «XHMEPHU3M»
Hab6sroganca B 0,8 - 2,3% cay4daes.

[Ipy reHOTUIMPOBAHUH MAEHTOB C BbISIBJIEHHBIM
XMMEePHU3MOM ObLJI0 0JIyYeHO HECOOTBETCTBUE Pe3yJib-
TATOB MOJIEKYJIIPHO-TEHETHUECKOTO MEeTOo/]a U MeTo/ia
armlTUHALMY B Tesie. Pe3ynbTaThl 0TOGpaXKeHb! B Ta-
osune 2.

Ta6auya 2

PacxodicdeHue pe3y/1bmamog cepo.102u4ecKoz0 U MO/1eKy/151pHO-2eHemu4ecKko20 munuposaHus y
nayueHmos uccsiedyemoii 2pynnbul

AHTUreHbI, N0 KOTOPbIM Konuuecrso cnyyaes, n Hecootsetcteue peHotun/reHotun (n)
BbIAIBNEHO PAaCXOXAEHUE
C 14 CxcDEe / ccDEe (10)
CxcDee / ccDee (3)
Cxcddee / ccddee (1)
E 22 CcDExe / CcDee (21)
ccDExe / ccDee (1)
c 15 CcxDee / CCDee (14)
Ccxddee / CCddee (1)
e 4 ccDEex / ccDEE (4)
cE 5 CcxDExe / CCDee (5)
CE 3 CxcDExe / ccDee (3)
Ce 3 CxcDEex / ccDEE (3)

prweqayue: HUIICHULL UHOEKC «X» cnpasa om 6yK6€HH020 obo3nauenuss anmueena o3Havaem Haauyue
0601IHOU nonyuiAayuu npu UCCnedo8aHUuUU Memooom aczenriomurayuu 6 2elie.

[lo ogHOMY aHTUTeHY cucTeMbl Rh pacxoxeHus Ha-
6Jt0JjaIuCh ¥ 55 manueHTOB, MO JIByM aHTUreHaM y 11.
Bcero 66 cayyaes u3 129 (51,2%). Yawe BcTpevanuch

pacxoxxJeHUsl pe3y/bTaTOB ONpeJiesieHUs aHTUIeHOB
C 1 E, MMMyHOT€HHOCTb KOTOPBIX /I0CTaTOYHO BBICO-
Ka. AJsloaHTUTeNa K aHTUreHy E BcTpevatorcs B 7%,
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aHTU-C aHTUTeNa B 3% HeCOBMeCTUMBbIX TpaHCPy3uit
[7]. lpyYMHON 3HAYUTENBHOTO KOJHUYECTBA HEJOCTO-
BEpHBIX pe3y/bTaTOB onpeJeseHuss GeHoTUIa cepoJio-
IMYECKUM METO/[0M ObLIO HaJIMuKe B KPOBHU NaLMeHTOB
HONy/ASALUN JOHOPCKUX 3PUTPOLUTOB OT NpPeAbIAYIIHX
TpaHCy3uil, HEUJEHTUYHbIX 110 AaHTUI'€HAM CHUCTEMBI
Rh. I[losryueHHbIEe HAMU JJaHHBIE COTVIACYIOTCS C Pe3yJib-
TaTaMM JPYyTrUx UCCIe[0BaHUH, B KOTOPBIX pacxox/je-
HUSl MEX]y pe3y/bTaTaMd TeHOTUINHUPOBAHUS U de-
HOTUIHUPOBAHUS y MalMeHTOB, UMEIIIUX B aHaMHe3e
TpaHCpy3UU KOMIIOHEHTOB KPOBH, Kosiebaiuck oT 10%
710 90% [8-10].

Bce mnocnepywoue reMmoTpaHchy3ud NalHeHTbl
uccaelyeMO Ipynmnbl MoJyyaid ¢ yYeTOM TeHOTHUIIa.
[eMOIUTHYECKUX peaKLUH W OCI0KHEHUH 3apUKCH-
poBaHO He 6bL10. [I[pM MOBTOPHBIX TOCNUTANIU3ALUSAX
nanueHTaM NpoBOAWIU (EeHOTUNHPOBAHHWE METO/0M
arrJIl0THHALMU B TeJle, a TaKXkKe UCCleloBaHue T1a3Mbl
KPOBHM Ha HaJlMuMe aHTUIPUTPOLUTAPHBIX alJIOAHTH-
TeJl. A/JIoaHTUTe A He 6blIM 06HapYKeHbl HU Y OJHO-
ro U3 3TUX 60JIbHbIX. MOHUTOPUHI TOCNUTAIU3ALUN
nagueHToB uccaegyemon rpynnsl 3a 2020 - 2022 rogbl
II0Ka3aJl, 4YTO NMOBTOPSAEMOCTb XMMepU3Ma NOCIe/0Ba-
TeJIbHO CHIKasach (Tabsuna 3).

Ta6auya 3

Koauvyecmeo noémopHO cocnuma/au3upoB8dHHbIX 2cEHOMUNUpoOB8AHHLIX NnayueHmoe ¢ 080IlIHbLIMU
nonyAsayusimu 3pumpoyumaos

lfog, MoBTOpPHO rocNUTaNIU3NpPOBaHO C ABOWMHbIMU NONYNALUAMMU IPUTPOLUTOB
2020 27 21 (77,8%)

2021 20 10 (50%)

2022 14 5 (36%)

[lo cpaBHenuwo c¢ 2020 r. B 2021 r. HaMeTU/IaCh
TeHJeHIUsl CHUKEHUS KOJIMYecTBa TAaKUX MallMeHTOB
(p=0,065), a B 2022 r. XMMepbl BCTPeYaIUCh JOCTOBEP-
Ho pexe (p=0,015).

/IBOliHble MOMYJAALUK 3PUTPOLUTOB BCTpPEYANOTCS
He TOJIbKO Yy NallMeHTOB C MHOXECTBEHHBbIMU TPaHCPY-
3usAMM B aHaMHe3e. [locsie TpaHCI/IaHTaLUU KOCTHOTO
MO3ra y NaljueHTOB HabJ/I10/laeTcsl TeprUoJ CMEeIIaHHOT0
reMoInoaTu4eckoro xuMepusma [11]. MosekynsspHo-Te-
HETUYECKUI aHa/U3 M03BOJISIET OLEHUTh YCIEeUHOCTh
NPWKUBJIEHUS TPAHCIJIaHTATa, PUCK BO3MOXKHOTO €ro
OTTOpXeHUs1, peluauBa U T.A. B caydae npucyTcTBus
aJlJIo- WM ayTOAHTUTEJ B KPOBM NallMeHTa aHalu3
METO/IOM arrlTHHALUU B reje Takke MOXeT ObITh
3aTpyaHeH [2,5,7,12]. [lpu nenoM psifie 3ab6oJieBaHUMN
(1efiko3bl, TEpHUIIMO3HASI aHeMUs, 061as WHPeKIus,
[MppO3 MevYeHU, MHeBMOHHUS, Hedpo3o-HedpHUT, 60-
JieaHb PeliHO W [Ip.) MOXKeT HAOJIIOAATbCS U sIBJEHHe
Hecnenu$UIecKol armTUHALMU: CbIBOPOTKA JaeT
arrJIloTUHALMIO CO BCEMU 3PUTPOLMTAMU U Jjaxe C Co0-
CTBEHHBIMHU, 8 3PUTPOLMTHI BbI3bIBAIOT arTJIlOTUHALMIO
CO BCEMU CbIBOPOTKAMHU U JIaXKe C CbIBOPOTKOU YETBEP-
TOM rpynnel [7]. B Takux ciydasx MoJIeKyJIsspHO-TeHe-
THUYECKOe TUIMPOBaHUWE MOXKHO paccMaTpHUBaTh KakK
aJIbTEPHAaTUBHBIM MeTO/J| ONpeje/ieHus] aHTUTEeHHOro
COCTaBa 3pUTPOLUTOB.

BbIBObI

1. MoJieKy/asipHO-reHeTU4YeCKOe TUIIMPOBaHKe aHTH-
reHHOr0 COCTaBa 3PUTPOLUTOB PEIUIIMEHTOB C TPAHC-
GY3MOHHBIM XUMEPU3MOM [O3BOJIUJIO MOJYYUTh [0-
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CTOBEPHBIH pe3ysbTar.

2. CHIKeHMe KOJIM4ecTBa MaLMeHTOB C JBOMHBIMU
MONYJIALUAMY U OTCYTCTBHE a/lJIOAHTUTEJ P NIOBTOP-
HBIX FOCMIMTAIN3ALUAX NALHEHTOB J0Ka3bIBaeT adpPek-
TUBHOCTb NpPUMEHEHHUs] MOJIEKYJISPHO-TeHETUYECKUX
MeTO/I0B IPU M0/60pe JAOHOPCKUX 3PUTPOLUTOB [
TpaHchy3uil.

3. [IpoBefieHMe reHOTUIMPOBAHUS MOXET ObITH pe-
KOMEH/I0BAaHO NMalMeHTaM C MHOXKECTBEHHBIMH TpaHC-
dy3usaMU B aHaMHe3e; UMEILIUM aHTHUTeIa K aHTHTe-
HaM 3pUTPOLUTOB; MOC/A€e TPAHCIVIAHTALMHU KOCTHOTO
MO3ra U B IpYTHX CI0XKHBIX CIydasX.

Kond kT unTEepecon

ABTODBI 3as1BJISIIOT 06 OTCYTCTBUM KOHPJIMKTA UHTe-
pecos.

WUHdopmanysa o uHaHCUPOBAHUM

®uHaHCHpOBaHUS JJaHHOU PabOThI He MPOBO/IUJIOCh.

Bkuiaz aBTOpOB

Konuenuus u jyu3aiiH: Bce aBTOPbI

C6op 1 06paboTKa JaHHBIX: BCE aBTOPHI

[IpescTaByieHre MaTepUasoB HCCIeJ0OBAaHUS: BCe aB-
TOPbI

AHanus ¥ MHTepHpeTaLus: BCe aBTOPbI

[loaroToBKa pyKonucH: Bce aBTOPbI

OxoHuaTe/ibHOe 000peHHe pykomucu: MuHeeBa
H.B., beccmensbiies C.C.
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BJIMSAHUE KOJIMYECTBA JOHALIMI HA COAEPKAHUE ®EPPUTHHA B OPTAHU3ME
JAOHOPOB

Pe3wome

B craTbe mpejcTaBJieHbl pe3yJbTaTbl W3MEHEHUH
MeTabo/IM3Ma KeJjie3a y JJOHOPOB KPOBU U ee KOMIIO-
HEHTOB B 3aBUCHMOCTH OT BMJa U YAaCTOThI JJOHALMH.
OnpepesieHbl Ipynnbl JOHOPOB C HU3KUM YPOBHEM
depputuHa. [logTBepKAeHa CBSI3b MEXAY CHHUXKEHUEM
CbIBOPOTOYHOTO (GeppUTHHA U yBeJUYEHHEM 4YacCTo-
Thl JJOHALMH. McToleHre 3amacoB »KeJjie3a BbISIBJIEHO
B I'pyIIe JOHOPOB - My>4MH ¢ 10 u 60siee JoHALUAMU

KPOBHU U JJOHOPOB — KEHILIMH CMeLIaHHbIX JOHALUH BO3-
pacTHoOU rpynnbl oT 25 0 45 seT. [losydeHHbIe JaHHbIE
CBU/IETEILCTBYIOT O 1[€J1eCO006PA3HOCTH ONpe/ieseHus
CbIBOPOTOYHOTr0 GeppUTHHA Y NEPBUYHBIX U PETYIsp-
HBIX JJOHOPOB KPOBU U ee KOMIIOHEHTOB.

KnrodeBble cioBa: xesne3ofeduuuT, JoHALMS, UH-
TepBas MeXJy AoHALUAMHU, PeppUTHH, TPAHCIOPTHOE
KeJieso.

Grishina G.V.,, Kasyanov A.D., Lastochkina D.V., Krobinets LI

FSBI "Russian Research Institute of Hematology and Transfusiology of the Federal Medical and Biological Agency of Russia”, St.

Petersburg

INFLUENCE OF THE NUMBER OF DONATIONS ON THE CONTENT OF FERRITIN IN THE
BODY OF DONOR

Abstract

The article presents the results of changes in the
metabolism of iron in blood donors and its components,
depending on the type and frequency of donations.
Groups of donors with low ferritin levels were identified.
An association between a decrease in serum ferritin
and an increase in the frequency of donations has been
confirmed. Factors for depletion of iron stores were

BBegenue. [IpoGsieMa xKesne3ofeduiiuTa B JOHOP-
CTBEe KPOBH IIPUBJIEKAET K cebe Bce 60Jblliee BHUMAaHUE
CIeNMaMCTOB CYKObI KpoBU. HapacTatouuii jeunut
»KeJie3a paHO WJIM MO3JHO NPUBOAUT K Pa3BUTUIO aHe-
MUH, KOTOpas fBJSAETCH OJHON M3 OCHOBHBIX NMPUYUH
BPEMEHHOI'0 0TBO/A JOHOPA U Cepbe3HOU yrpo30H A
JIOHOpCcKoro mnoteHuuasa. B Poccuiickoir @epepanuu
oko0J10 70% OHOPCKOM KPOBU 3ar0TaBJMBAETCA OT pe-
TYJASAPHBIX JOHOPOB. CTaHJapTHad f03a MpU [OHALUU
KpoBHU cocTtasiseT 450 £ 50 MJI, UTO COCTaBJSIET NPH-
mMepHo 10% o6beMa LupKyaupytouei kpou [1]. Kax-
Jlasi AoHaLUs compoBoXzAaeTcs moreped 200-250 mr
esesa. [1o janabiM M.IO. [TomoBuy (2020), u3 moctyna-
IOIL[ET0 B OPTraHM3M C MHUIIeH KeJie3a B KoinuecTse 15-
20 MT B CyTKHU BCacbIBaeTCs B KUIIEYHUKE He GoJiee 2-3
Mr [2]. UHTepBast MeX/y JOHALUAMHU KPOBHU COCTABJISA-
eT 60 gHel [1], ofHaKO /i1 BOCIOJIHEHHUS] BO3SHUKAIO-
uero AepuuuTa xesesa OH MOXKET ObITh yBeJIUUYEH. B
pe3y/nbTaTe CHIKEHHSA 3alacoB jKeJse3a Pa3BUBAETCA
JIaTeHTHbIA Jebunut xenesza (JIJXK), peppuTuH cHu-
»eH 10 12-20 Hr/MJ1, 9YTO B KOHEYHOM UTOTE IPUBOJUT
K BO3HMKHOBEHHUIO Kesie30/eUIIUTHON aHeMUH. YBe-
JINYeHHe 4acTOThI JJOHALUK CIOCOBCTBYET UCTOLIEHHUIO

24

identified in the group of donors - men with 10 or
more blood donations and donors - women of mixed
donations in the age group from 25 to 45 years. The data
obtained indicate the advisability of determining serum
ferritin in primary and regular donors of blood and its
components.

Keywords: iron deficiency, donation,
between donations, ferritin, transport iron.

interval

3aIacoB KeJie3a, XOTs1 YpOBEHb reMOIJIO6MHA 0CTAeTCs
B MHTEpBaJe, I0NyCKAKLIeM JOHOPA [0 AoHAUH [3,4].
[IpoGsieMa CKpBITOrO AepUIMTA Kejae3a KacaeTcsl He
TOJIbKO JJOHOPOB KPOBH, HO U JJTOHOPOB IJ1a3Mbl U TPOM-
6o1uTOB. [0 JaHHBIM JIUTEpPATYpPHI [6-8], MPU Kaxka0H
nporeaype adpepesa TPOMOGOIUTOB JOHOP TEPSIET MPH-
MepHO 100 MJ1 KpOBH, UTO 3KBHMBaJIEeHTHO noTepe 20-25
MT JKeJie3a. YUUTbhIBas, YTO HOPMATHBHbIE JOKYMEHTbI
pa3JIMYHbIX CTpaH, B TOM yucje Poccuiickoit ®enepa-
[I1H, AOMYCKAIOT JOHAIMU TPOMOOIMTOB KaXKAble /IBe
HeJiesd, P IJINTEeJbHOM JIOHOPCKOM CTaxke adepesa
TPOMOGOLIMUTOB BbICOKA BEPOSITHOCTh Pa3BUTHUSA [Jledu-
[IUTAa XKeJie3a.

Jl1sl coxpaHeHMs] IOHOPCKOTO MOTeHIMasa U TMpo-
BeJleHUs1 NPOQUIAKTUYECKUX MepONpPHUATHH MO Ipe-
JoTBpaileHuto pa3putus JIIK y 1oHOpPOB KpoBU U ee
KOMIIOHEHTOB HE06X0JUMO HCCie/JoBaHHe J1abopaTop-
HBIX M0Ka3aTesell MeTabosM3Ma xese3a. CosepkaHue
cbiBopoToyHOTO depputuna (CP) B nepudepuyeckon
KpPOBHU $IBJISIeTCSI MHPOPMATUBHBIM JIAGOPATOPHBIM Te-
CTOM, II03BOJISIFOLIIUM BBISIBUTD JePUIUT 3kesie3a [5].

llenb ucciejoBaHUS: U3YYUTb AUHAMHUKY H3MeHe-
HUS TOKa3aTeseld 0OMeHa KeJie3a y JJOHOPOB KPOBH U
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ee KOMIIOHEHTOB B 3aBUCUMOCTH OT BU/a U YACTOTHI J0-
HallU¥ 10J1a ¥ Bo3pacTa.

Marepuanbl U MeTobl UccaenoBaHus. [IpoBeseHo
HccleJoBaHMe TIoKa3aTesield o6MeHa kese3a y 176 fo-
HopoB ®I'BY PocHUUT'T ®MBA Poccuy, B TOM yucie y
107 My>X4uH U 69 XeHILYH, NPOLIeAIINX MeAULUHCKOE
OCBU/IeTE/IbCTBOBAaHWE U He MMEIIMX MPOTHBOIOKA-
3aHUM K JOHOPCTBY KPOBU U ee KOMIIOHEHTOB. Bo3pact
06ceI0BaHHBIX BapbupoBas oT 18 g0 62 set (Meau-
aHa 35 Jset). O6c/el0BaHHbIX JOHOPOB paszesisiid Ha
OSITh PYNI B 3aBUCUMOCTH OT BHJA U YaCTOThI J0HA-
LUK, mosia ¥ Bo3pacTa. [lepByto Ipymmy cocTaBJsiid
nepBUYHbIE 0HOPHI (28 YesioBeK), BO BTOPYIO BOLLIU
JIOHOPBI C KOJIMYECTBOM JIOHALUK 1-2 B TedyeHuUe roja
(23 yesnoBeka). TpeThio MPeACTABJISAIN JOHOPHI KPOBH,
HMelolMe Ha MOMEHT ucciefoBaHud oT 3 o 10 goHa-
nui (31 4yesioBeK) U yeTBepTast BKJyaaa - 6osee 10
JoHatui (47 desnoBek). CpaBHUTENbHBIA aHAJU3 BJIU-
STHUSL KOJIMYeCTBa JJOHALUK KPOBU Ha M3MeHEeHUe I0-
KasaTeJsiell 06MeHa jxeJie3a MPOBOAUIN MeXy yKa3aH-
HbIMU rpynnamu. OTAeNbHO BbIJE/SAIU NATYI0 IPYIILY,
cpopMHUPOBAHHYIO U3 JOHOPOB KOMIIOHEHTOB KPOBU B
Bo3pacTe oT 25 /10 45 JieT, KOTOpy0 COCTaBUIN 46 1OHO-
poB. ['pynmna Bk/OYaa JOHOPOB CMeLIaHHBIX JJOHALUN
(9 My»K4YMH U 5 KEHIMH) U JOHOPOB, IPEUMYILeCTBEH-
HO y4YacTBOBAaBLIMX B TMpoleAype TpoMmbouuTadepesa
(23 My4yuHBI U 9 *KeHIUH). [IOHOPCKUM CTaX Y HUX
cocTaBJisi1 B cpesiHeM 6 JjieT (oT 2 o 13 seT), Mesua-
Ha 0o0lL1ero KoJiMyecTBa JoHauui - 8 mpoueayp B rof.
['pynny cpaBHeHUsI (KOHTPOJIbHYIO IPYyIIy) COCTABUIU
JIOHODBI, He C/laBaBlIMe KPOBb U ee KOMIIOHEHTHI B Te-
YyeHHe rojia nepes obcnenoanueM (10 yesoBek).

M3yyeHbl MoKa3aTe/ N 3alacHOr0 U TPAHCIOPTHOIO
esie3a. [lJisl OLlEHKU 3aMacoB KeJie3a B OpraHu3Me J10-
HOPOB OMNpeJeJisid YPOBEHb ChIBOPOTOYHOrO Qeppu-
ThHA (CP) UMMYHOTYpOUAUMETPUYECKUM METO/AOM Ha
aBTOMaTHUYEeCKOM 6HOXMMHUYecKoM aHanu3aTope Cobas
Integra 400 plus (Roche Diagnostics, llIBeinapus).
HwxHU mopor HOpMbI GepprUTHHA UMEET Pa3JIudus 110
reH/lepHOMY PU3HAKY U cocTaBJsieT <20 MKT/J1 y KeH-
mwKH, <30 MKr/Ja1y My>4uH [3]. AHa/IM3 TPaHCIOPTHOTO

»KeJsie3a IPOBOJMJIH, BKJII0Yasl TIOKA3aTeNr CbIBOPOTOY-
Horo xkeJje3a (CXK), Tpancdeppuna (TD), pacTBOpUMBIX
perientopoB TpaHcheppuHa (pTdHP), obuel 1 HEHACHI-
IeHHOMU KeJIe30CBSA3bIBaII el CTOCOGHOCTH ChIBOPOT-
k1 kpoBH (0XKCC u HXKCC).

CTaTUCTUYECKUU aHAJIM3 BBINOJHEH B Mporpamme
Microsoft Excel 2016. PaccunTbiBanu MeJjuaHy, HIPKHUN
Y BepXHUM KBapTH/IM. [lJis ompejiesieHUs] 3HAYUMOCTH
npuMeHsin t-kputepuit CtbiofieHTa. CTaTUCTUYECKH
3HAUUMbIMM CYMTATU PA3JIUYMs, KOTZA BEPOSTHOCTH
omu6Ku coctassisisia He 6ostee 0,05 (p <0,05).

PesynbraThl. /[19 OLeHKHM 3amacoB KeJje3a B opra-
HU3Me JIOHOPOB HauboJiee HHGOPMATHUBHBIM INOKa3a-
TeJsieM, KaK MOKa3alM Halld MpeJIiecTBYOLINe HCcCe-
JIOBaHHs, a TAKXKe CYUTAIT OOJIBLIMHCTBO aBTOPOB,
SIBJIETCS YPOBEHb CHIBOPOTOYHOro ¢eppuTrHa [5,9].
CHWXeHHE ero KOHIEHTPAIMH - JOCTOBEPHBIH NpHU-
3HaK TKaHeBoro Jeduuura xesesa. KoHueHTpanus
deppuTrHa HUKe pedepeHTHBIX 3HAYEHUH HaAbJII0/a-
Jack y 38,2% moHopoB (68 4est.), 3a UCK/IIOUEHUEM TTep-
BUYHBIX JIOHOPOB — MY>X4YHH. BMecTe ¢ TeM nokasaTesiu
remoryio6uHa y 98,3% JOHOPOB HAXOJWUJIUCh B Ipeje-
Jax pedepeHTHbIX 3HAYEHUH, KOTOpPbIE yYCTAHOBJIEHbI
JIJIsI IOHOPOB KPOBU U ee KOMIOHeHTOB [1]. [lorpanuy-
Hble 3HaYeHUs reMorJiobrHa BhisBaeHbl ¥ 19,8% Bcex
peryJsipHbIX IOHOPOB KPOBH U €€ KOMIIOHEHTOB, JIUIITb
y Tpex eHIuH (1,7%) U3 pa3HbIX IPyIN €ro KOHLEeH-
Tpayus coctaBuia 119 r/a. CorsiacHo CyIecTBYIOIUM
HOpMaTHBaM [1], OHOPHI mepej JOHAMEN MPOXOAST
o6ciiejoBaHUE Ha YPOBEeHb IeMOIJIOOMHA, YTO He T0-
3BOJISIET UCKJIIOUUTh HAJIMYUE JIATEHTHOTO KeJse30/ie-
dunuTa.

Jl1s1 BbISIBJIEHUS BJMSIHUSI KOJIMYECTBA JAOHALUKM Ha
pasBuUTHE Kes1e30ePUIUTHOTO COCTOSIHUS 06CIe/10Ba-
Ho 130 moHOpOB KpoBH. [laHHbIE 06 U3MEHEHUH MOKa-
3aTeJsiel 06MeHa )KeJie3a Mpe/CcTaBaeHbl B Tabuie 1. B
KOHTPOJILHOH T'PYIIIE yKe PY TIePBOU JJOHAITMH KPOBHU
y Tpex U3 06C/IeZJOBAHHBIX JJOHOPOB - eHIUH 0TMeva-
JIOCh CHI>KeHUe KoHLeHTpauuu CO.

Ta6auua 1
BausiHue Koaudecmea doHayuii Kposu Ha o6 MeH dcese3a (M+SD)
pynnbl 06cnepoBaHHbIX MNon poHopoB Co (mkr/n) pTdP (r/n) HXCC OXCC
(mkmonb/n) (mkmonb/n)
MepBuYHbIE AOHOPbI (N=29) | MyKYMHbI 142,84+24,5 2,71+0,08 40,4£2,5 60,8+1,8
(n=15) (33,3-379,0) (2,15-3,3) (21,7-57,7) (49,6-75,3)
eHLWKHbI 33,3#4,5 2,72+0,07 35,5+4,17 61,2+1,3
(n=14) (9,3-65,9) (2,3-3,1) (2,4-55,0) (52,7-69,1)
JLOHOpPbI C KONNYECTBOM MyKUYMHbI 88,2+34,0* 2,69+0,1 38,6+3,7 59,2+2,3
AoHaumii 1-2 (n= 23) (n=12) (8,5-296,0) (2,3-3,5) (22,0-64,1) (52,2-77,8)
eHLWHHbI 17,38+3,2* 2,87+0,15 53,9+3,5* 70,2%3,8
(n=11) (3,5-37,2) (3,1-5,1) (30,2-67,3) (56,5-96,8)
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IIpodoadicenue maéauysvi 1

[ oHOpbI C KOIMYECTBOM MyKUYnHbI 39,3+4,2* 3,89+0,4 47,9+3,5 67,5%1,7 (54,4-

AoHaumin 3-10 (n=31) (n=20) (13,0-91,5) (3,3-5,3) (15,3-73,9) 82,2)
MeHWwmHbI 26,1516,2 4,28+0,26* ** | 53,1+4,7 74,0+3,5 (53,6—
(n=11) (12,0-77,4) (3,1-5,9) (27,8-77,4) 101,4)

[oHopbI C KoIMYecTBOM My>KUYnHbI 28,1+4,4* 4,19+0,2* ** 54,3+3,5% ** 72,9+1,6%*

AoHaumn 6onee 10 (n=47) (n=28) (7,2-101,8) (2,4-6,8) (1,5-76,9) (53,7-88,4)
*eHwuHbl (N=19) | 29,843,8* 3,49+0,28 42,8+2,7 65,5+2,2

(9,0-69,9) (1,9-6,4) (21,8-65,6) (46,6-82,3)

Ilpumeuanue: * p <0,01 — no cpagnenuro ¢ epynnou nepsuunvix 0oHopos, **p< 0,001 no cpaenenuro c

epynnotu nocie 1-2 oonayuii

[locsie BTOpO# JOHALIMK Y IOHOPOB — YEHIIHUH yCTa-
HOBJIeHO ToBbIeHHe ypoBHed pTPP, HKCC u OXKCC
IpY 3HAYMMOM CHUKeHHH KOHIIEeHTpaluu GpeppuUTHHA.
[TpuuuHOM AaHHOTO PaKTa MOTYT GBITh CyllleCTBEHHbIE
M3MeHeHMs B I0Ka3aTessiX 00MeHa »eJjie3a, IPOrCXo/s-
1[Me B MepBbId TO/ OHOPCTBA, KOTOpPbIe HaNboJee BbI-
pakeHbl y IOHOPOB - »KEHIIUH. 3BeCTHO, YTO 3amacoB
»Kesie3a B OpraHu3Me XeHIWH MeHblie (35-40 Mr/kr),
yeM y My»xumH (50 mr/kr Macce Tesa) [10].

B nocnenyoueM nocie TpeTbel JOHALUU KPOBHU OT-
Me4eHO MPOTPeCcCUpYIOLMe CHUXKEHUE KOHLeHTpaluu
C® y 10HOPOB — MY:KYMH NPU CONMYTCTBYIOIEM MOBBI-
meHuu ypoHeld pToP u HXKCC. YcraHoB/eHO, 4TO 3a-
nachl jKejie3a IO Mepe yBeJHWYeHHs 4ucaa JOHalUl
NIOCTENEeHHO YMEHbIIAITCS, YTO 0COOEHHO 3aMeTHO 10
koHUeHTpauuu CP y myx4uH. McciesoBaHuda nokasa-
Jii 3HaunMoe cHuxkeHne CP Hike pedepeHTHBIX 3Ha-
yeHu# (30,0-400,0 MKr/J1) y IOHOPOB — MYKUHH I10CJIE
JleCITH IoHALM{ KpoBU. 3MeHeHUs1 MeHee BblpakeHbl
y IOHOPOB - KEHIIIMH, UYTO BEPOSTHO CBSA3AHO C YBEJIU-
YeHUEeM NPOMEKYTKa MeXy JOHALUAMMU.

CnegoBaTesibHO, BbISIBJIEHO yMeHbllleHHe KOHIIeH-
Tpanuu CP yxe mocje BTOPOU JOHALUU KPOBH C IO-
CleAyIOUIMM ero 3Ha4YMMbIM CHIKEHUEM Hibke pede-
PEHTHOI0 Jvana3oHa, YTO CJAYKUT OCHOBaHHEM JJs
onpenenenuss CO npu obcaeJo0BaHUU AOHOPOB ToOC/e
NepBOU U KaXK/I0M AecsITOU JOHAIUU KPOBH.

C mesbio BBISIBJEHUSI BJIMSIHUS JOHAIUM KOMIIO-
HEHTOB KpOBM Ha OOMeH ’KeJjie3a NpPOBeJieH aHaJu3
pe3y/nbTaToB 06ciefoBaHusA 56 A0HOPOB. OTMeuyeHbl
c/lyyad TOHMXKEeHUsl KOHIleHTpauuu GpeppuTHUHA HIKE
OOIIeNPUHATBIX NOPOrOBbIX 3HAYEHUH Y AEBATH MYXK-
YUH U TpeX XeHIHUH (y *keHmuH - 20,0-300,0 Mkr/a).
YpoBeHb remorjiobuHa Mpu 3TOM OCTaBaJICs B perJa-
MEHTHPOBAHHBIX MpeJiesax, 0JJHaKo, y 0OJIHOTO J0HOpa
- MY>KYMHBI U Tpex *eHIUH Ha rpaHulle pepepeHTHO-
ro fuanasoHa (y myxuuH - 130-180 r/a, y xeHIUH —
120-165r/n).

[Ipy aHasM3e JUHAMUKU W3MeHeHUs ToKasaTesen
obMeHa eJie3a y JOHOPOB TPOMOOLIUTOB U CMeLllaHHbIX
JIOHALMK C JAHHBIMUA KOHTPOJIbHOM TpyIbl (Tabaula
2), BbISIBJIEHbI 3HAYMMble PA3JIUYUSI.

Ta6auya 2

H3meHeHue nokazameeli 06MeHa xcesae3a y d0HOpo8 Kposu u mpomeoyumoa (M+SD)

MokasaTtenn [oHopbl Tpom6ouuTos JOHOpPbI CMELIAaHHbIX KoHTponbHasa rpynna
AOHAUUMU
My>KUMHbI
n=23 n=9 n=5
CX MKMonb/n 21,6+1,61 24,8+3,4 24,9+3,5
(4,9-36,4) (9,5-39,9) (15,7-40,0)
OXCC mkmonb/n 68,3+1,65 64,3+2,8 58,5+3,4
(53,9-86,3) (54,4-79,6) (50,2-65,3)
H¥CC mKkmonb/n 46,1+2,98 39,5+5,8 33,615,3
(18,6-77,0) (15,3-67,1) (21,7-45,4)
deppuUTUH MKr/n 55,946,99 67,9+11,8 129,4+6,9
(5,8-142,9) (22,8-127,9) (100,6-176,7)
Td r/n 2,98+0,08 2,87+0,11 2,57+0,15
(2,3-3,9) (2,4-3,4) (2,15-2,84)

26




OPUTNHAJIbHASA CTATbSA

IIpododiceHue maéauyst 2

HeHwmHbI
n=9 n=5 n=5
CX mKmonb/n 13,4+1,8* 17,349,3 27,048,3
(5,6-16,7) (5,8-47,8) (13,0-50,2)
OMCC mKMoOnb/n 70,0+4,4 69,1+3,52 59,02+3,3
(58,6—85,9) (64,6—-80,2) (52,7-67,7)
HXCC mKkmonb/n 56,6%4,9 51,8+12,8 32,0445,4
(41,9-72,2) (16,8-74,4) (17,5-42,0)
deppuUTUH MKr/n 21,445,13 17,245,2* 44,5+9,7
(9,6-53,5) (2,4-25,7) (22,1-65,9)
Td r/n 3,1410,1 3,1410,11 2,6410,09
(216_3;9) (2;9_316) (213_311)

Tpumeuanue: * p <0,001 — cmamucmuuecku 3HavuMble PA3IULUSL MENCOY KOHMPOIbHOU 2PYNNOU, 2PYNNOU
O0OHOPO8 CMEULAHHBIX OOHAYULL U OOHOPO8 MPOMOOYUMOE

Y KeHLIWH, JOHOPOB CMEIIAaHHBbIX JOHALMH, CJaB-
IIMX KpOMe IJa3Mbl U TPOMOOLMTOB elle U KpPOBb,
ObLIM YCTAHOBJIEHBI 60Jiee HU3KKUe YPOBHHU peppUTHHA
U TeHJeHuus K yBeanuenuto 0XKCC u HXKCC. ¥V noHo-
pPOB — MYXUMH TaKHX pa3/MYuil He BbIsiBIeHO. Kpome
TOr0, OTMeYaJiach JJMHAMHUKA CHIKEHUS GeppUTHHA M0
CpaBHEHHIO C KOHTPOJIbHOU rPyNnoM y JOHOPOB TPOM-
OOILIMTOB.

06c¢cyxaeHue. Pe3ynbTaThl IPOBEEHHOTO UCCIEAO0-
BaHUS CBUETENbCTBYIOT O IPOrPECCUPYIOIIEM CHIKE-
HuU CD, BBISABJIEHHOM Yy JOHOPOB — MY»KYHH, CAAIOIINX
KpPOBb pery/sapHo. Y 66,6% JOHOPOB — My>KYHMH C KOJIU-
YeCTBOM JloHaLUM 6oJiee 10 GeppuTHH GBI HIKE pede-
peHTHbIX 3HaueHUH. CHkeHne CP BoIsABAANOCE Y 37 %
JIOHOPOB — MY)KUYHMH, CAAIOLIHUX TPOMOOLUTHl METOJOM
adepesa, HE3aBUCUMO OT YACTOThI JOHALMU. B rpynme
MOJIOZIBIX IOHOPOB — KeHIKH y 58,3%, craronux KpoBb
1-2 pasa B TeueHue roja, U y 44,4% cpaBmux TpoM60-
uThl, KoHIeHTpauus CP 6bla HUXKe TOPOroBbIX 3HA-
yenu# (20,0 mxr/a). [Ipy KOPOTKOM UHTEPBAJIE MEXKAY
JIOHALMAMH, 0COOEHHO JJ1s1 OHOPOB — XKEeHIUH, C/al0-
KX KPOBb 3-4 pasza B roj, 60/bIlI0e BJAHUSHUE HA MeTa-
60IM3M >Kesie3a OKa3bIBAIOT MOTPaHUYHbIE JOMYCTH-
Mble IUPPBI TeMOTJIOOWHA U (MJIH) FreMaTOKPUTA Mepe/
JIOHALlMel KPOBU WJIM TPOMOOLMTOB, XOTSl U3MEpPEHUe
YPOBHSI reMOr/IO6MHA He M03BOJISIET TeCTUPOBATh 3a-
nachbl )keJie3a. B MmeTaboiM3Me Jejie3a UMelT 3HaueHne
Y WH/MBU/yaJbHble 0COGEHHOCTH JJOHOPOB, B YaCTHO-
CTH, BO3MOXKHbI€ 3260JIeBaHUS KETYJOYHO-KULIEYHOTO
TpPaKTa, MPEnsITCTBYIOLIME abCcopOIUU Kese3a B KH-
meyHuke. [loteps okosio 250 Mr ’kesie3a MPU KaKA0U
JIOHALMY PY OTPAHUYEHHOU CIOCOGHOCTH K YCBOEHUIO
’KeJie3a MOXET MPUBECTH K BBICOKOW YaCTOTe JKeJie30-
JebunuTa y peryJsipHbIX JOHOPOB, 0COOEHHO KEHIIUH
[2].

HccnenoBaHus psfa aBTOPOB CBUZETEIbCTBYIOT
0 CHWDKEHWH 3amacoB eJie3a y JJOHOPOB adepe3HbIX
TpombonuToB [11,12]. B cBoeii pabore W.H. Januso-

Ba (2022) noaTBepusa CHUXKEHHE 3alacoB JKeJie3a y
JJIMTEJIbHO CAAIMIKUX TPOMOOLUTHI JOHOPOB, OAHAKO
6oJiee BhIpaXkeHHOE Y MY»K4UUH (52,2%), 4eM y >KeHITUH
(31%) [12]. [ToTepu xeJie3a CBSA3BIBAIOT C HAKOMUTEb-
HbIM 3¢ PeKTOM, B TOM YHUCJIE C YACTOTOH C/Jauud KPOBU
JUUIS1 Ipe/IBApUTENbHOTO aHAIN3a, U C TeM, YTO YacTHY-
HO KpPOBb OCTaeTcsl B cucteMe s apepesa. [Ipu aTom
9YacToTa /JIOHALMA MOXKeT ObITb 3HAYUTEJBHO BBIIIE,
6osiee 20 JoHANMM B roJ| U ¢ 60Jiee KOPOTKUM UHTEpPBa-
JIOM. YcTaHOBJIeHO, 4YTO KOoHIeHTpauus CP cHmkaeTcs
IpY MOBBILIEHUH 4acTOThI adepe3a, HO KOPpeJssiuH C
JIOHOPCKUM CTa)kKeM He BbisiBJieHO [7,8]. B psizme uccie-
JIOBaHUH TOKA3aHO, YTO CHW)KEHHE 3alacoB JKeJsie3a
MOKHO YCTPAHUTh, YBEJWYUB UHTEPBAIbl MEXAY MpPO-
neaypaMmy TpoMmboruTadepesa orpaHUYMB Ux 0 15 B
rog [12-14].

Hau6osiee nHGOpPMATUBHBIM MOKa3aTeseM oOMeHa
»KeJsie3a, He 3aBUCALIMM OT BO3pacTa W M0JIa, sIBJsSETCs
koHleHTpanusa pTP, uTo mo3BoJisieT BbIIBUTH Jedu-
IIUT >KeJsie3a Ha KJIETOYHOM ypoBHe. OJiHaKo, ompe/ie-
seHue pTPP B cbIBOpOTKe KPOBU He BCer/a A0CTYIHbIN
METO/| J1abopaTopHOU JuarHoCTUKU. CieZioBaTebHO,
Haub6oJiee MHPOPMATUBHBIM OCTAeTCs HMCC/Aef0BaHUe
ypoBHS1 CO. YUuThIBasA, 4YTO y JUL C HEAOCTATOYHBIMU
3amacaMmu eJjie3a MOXKET Pa3BUThCS JATEHTHBIN Jedu-
IIUT 3KeJie3a, a CO BpeMeHeM U aHeMHs], ObLJIO0 Obl LjeJ1eco-
06pa3HbIM BBECTH AJTOPUTM 006C/Ie10BaHHUs JOHOPOB C
oIpejieJIeHHEM ChIBOPOTOYHOTO pepputHuHa (puc. 1).

Takum 06pa3om, peryisipHble AOHALMH Y JOHOPOB
KpPOBH U ee KOMIIOHEHTOB MOTYT NPUBOJAUTb K UCTOIIe-
HUIO 3aMacoB ’KeJie3a U BO3HUKHOBEHHIO JIATEHTHOTO
Kesezogedunura. OHAKO cojiep’kaHUe TeMOIIoOMHA
He BCerjla MOXKET XapaKTepHU30BaTh CTATyC »Keje3a B
opranusMe. CbIBOPOTOUYHBIA GEPPUTHH MTO3BOJISIET BbI-
SIBUTb CKPBITbIN JeQUIUT 3Kesie3a, M03TOMY peryJsip-
HbIM JIOHOpaM Heo0XO0AMMO MPOBOJUTb MOHHUTOPHUHT
COOTBETCTBYIOIIEro MoKasaTesis. AHAIU3 MOJyYeHHbIX
JTAHHBIX [0Ka3aJl, YTO BbISIBJIEHHOE CHIDKEHUE (peppu-
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O6wuii ananus Kposu u OYeHkda e2o
Pe3VIbMAmos:

HCEHU{UH DB

Ouenka ypom}rﬂ remMoroonHa
Hb <120-125 2/n
myarcuunvl—Hb < [30-135 2/

v

Oyenra 23pumpoyumapHsix UHOEKcos:
MCV<86 ¢pn, MCH< 28,9 ne

v

Bapudukams sannaus geduunra xenesa:
Cd—nocne 1, 2 n kaxnoii 10 gonamn
( mo Bo3moskHocTH CXK, OXKCC, pThP)

/

e

Cd <20-30
aceryunvt —CP <20 MKr/n
myarcuunvl— CP <30 Mxr/n

CD > 30 Mkr/n

l

BeisiBlieHb! ()aKTOPBI pHCKa
Pa3BHTHSA JATEHTHOTO
neduinTa xenesa

[Mpodunaxruka,
neuenne JIKJ{

l

He BbisiBiiens! hakTopsl pucka
pazsutusa JOK/]

Pucynox 1. Aneopumm ouaenocmuxu 1amenmno2o oegpuyuma sxcenesay 00OHOPO8 KPOU U ee KOMNOHEHMO8

THHA TO03BOJISIET C/Ie/IaTh BHIBOZ 06 €ro OTpHIATeJb-
HOHW JUHAMUKe Y IOHOPOB TPEX IPYIIIL:

- IOHOPBI C IOTPAaHUYHBIM YPOBHEM reMOTrJI00MHA U
(n11) reMaTOKpHUTa,

- IOHOPBI - KEHIIMHbI CMEeIIaHHBIX JOHALUK BO3-
pacTHOU rpynmbl oT 25 10 45 JerT,

- IOHOPBI - MY>KYHHBI, CAI0IHe KpoBb Gosiee 10 pas.

3akstoueHue. [lpoBeJieHHbIE HCCIE[OBaHUS MOJA-
TBEPXKJAIOT HEOOX0JUMOCTh KOMIJIEKCHOTO U3YYeHHs
oOMeHa KeJie3a y TepBUYHbIX U PETY/ISIPHBIX IOHOPOB
KPOBH U €€ KOMIIOHEHTOB JIJIsl IPeJ0TBpallleHUs Pa3BH-
THS Y HUX XKeJ1e30e PULIUTHOTO COCTOSIHUSA. IPPEKTHB-
HBIM MEPONPUSATHEM NPOPUIAKTHKH JKeJie30epULUTa
SBJISIETCsI BKJIIOYEHHE B TepeyeHb 00513aTeJIbHbIX METO-
JI0B 06CJIe/IoOBaHUS JIOHOPOB ONpe/iesieHust GeppruTHHA
KaK MH/IeKca 3aMacoB XKeJie3a.

CsieoBaTeJIbHO, TIPU JIOMYCKe K YYacTHIO B JIOHOD-
CTBe CJie[lyeT OpPUEHTUPOBATbCI Ha KJIMHHUKO-1a60-
paTopHoe 06cje/joBaHHe JOHOPOB KPOBH M ee KOM-
MIOHEHTOB, KOTOPOe JI0JDKHO BKJIIOYATh OIpejesieHre
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TKaHEBbIX 3aMaCcoB JKeJie3a Y BCeX MepBUYHBIX U Pery-
JISPHBIX JIOHOPOB — OJIMH pa3 B Ioji, 0COGEHHO IOCIe
KaKJI0M 1eCATOW JJOHAIIMU KPOBU JJIsI COXPaHEHMS UX
3/10pOBbSI U IOHOPCKOM aKTHBHOCTH.

KoHpuKT nHTEpecoB

ABTODBI 3a5IBJISIIOT 06 OTCYTCTBUU KOHQJIMKTA HHTe-
pecos.

UHdopmanys o puHAaHCUPOBAHUU

duHaHCHpPOBAHUS AAHHOW pabOThI He TPOBOIUIOCH.

BkJsiaz aBTOpOB

KoHuenuus u u3aiiH: Bce aBTOPhI

C6op 1 06paboOTKa AAHHBIX: BCE aBTOPbI

[IpescTaB/ieHre MaTepHAIOB UCC/Ie[IOBAHMS: BCe aB-
TOPBI

AHanu3 ¥ UHTEpIpeTaLys: BCe aBTOPbI

[ToAroToBKa pyKOMUCH: BCE aBTOPbI

OxoHYaTeJIbHOe 0/J00peHre PYKOMUCH: BCE aBTOPbI
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Ye6omkesuy B.H., Kynewoea A.B., I'puyaes C.B., Cudopkesuu C.B., eccmeawvyes C.C.

DedepanbHoe 2ocydapcmeeHHoe 6r0dxcemHoe yupesxcdeHue “Poccutickuli HaQy4HO-uccaedosamensbCkull uHcmumym
eemamosiozuu u mpaucgysuoaozuu PedepasbHo20 Meduko-b6uosozudeckozo azenmemaea», Cankm-Ilemep6ype, Poccutickas

Dedepayus

MUKPOBUOM KUILIEYHUKA KAK [IPEAUKTOP PA3BBUTHUA CUCTEMHBIX UH®EKLIUN
KPOBOTOKA Y OHKOTEMATOJIOTMYECKHUX BOJIbHBIX IIPU AYTOJIOTUYHOM
TPAHCIIJIAHTALIMY TEMOITIO3TUYECKHUX CTBOJIOBBIX KJIETOK: IAHHBIE
PEAJIbHOY K/IMHUYECKOU MPAKTUKHU

Pe3ome

M3BeCcTHO, YTO KayeCTBEHHble U KOJUYECTBEHHbIE
M3MeHeHHs] KUIIeYHOM MHUKPOOUOThI UTPA0T BAXKHYIO
pOJIb KaK NMpPeJUKTOPbl Pa3BUTHSI CUCTEMHBIX MHPEK-
[IMA KpPOBOTOKA MNpW aJJIOTEHHOW TpaHCIJAaHTalluu
reMOIM03THYEeCKUX CTBOJIOBLIX KJaeToK (TI'CK). 3Hauwm-
TeJIbHO cJlabee U3y4YeHa poJib KUIIEYHOW MUKPOGHUOTHI
npu aytosioruyHoil TI'CK. B HacTosi1ee BpeMsi moKasa-
HO, YTO 3HZOreHHas HHPEKIUS U3 KUIIEYHUKA BbITOJI-
HfIeT BeJYLIYI0 POJIb B pa3BUTUH IPaMOTPHULIATETbHBIX
MHQEKINA KPOBOTOKA. YCTAHOBJIEHO, YTO JOMUHHUPO-
BaHuve Tuma Proteobacteria B cmekTpe MHKpo6HOMa
KUILIEYHHWKA $IBJISIETCS CAaMOCTOSITEJbHBIM (aKTOpOM
pa3BUTHS TPAMOTPHULATENbHbIX HHOEKINH KPOBOTOKA
y OHKOTeMAaTO0JIOTUYeCKUX OOJIbHBIX MPHU aNJOTEHHOM
TT'CK. Llenbto Hauiero MccjiefoBaHUsS SBUJOCH OIpe-
JleJleHle KayeCTBEHHBIX M KOJIMYeCTBEHHBIX XapaKTe-
PUCTHUK KHULIEYHOTO MHKpPOOHOMA, CHOCOOCTBYIOIUX
Pa3BUTHIO CUCTEMHBIX UHPEKIUN ¥ OHKOTeMaTOJI0TH-
YeCKUX NalMeHTOB MIPY BbICOKOJ03HON XUMHUOTEPANIUU
W ayTOJIOTUYHOM TpaHCIJIAHTALlMU TeMOMO3THYeCKUX
CTBOJIOBBIX KJIETOK B YCJOBUAX peajbHOW KJIMHUYe-
CKOM NpaKTUKU. Mbl IpOBeJU UCCJIe0BaHUE PA3HOO-
6pa3us KUILIEeYHOT0 MUKPOOMOMa B X0/l ay TOJIOTMUHON

TI'CK B peasibHBIX KJWHHUYECKUX yCI0BUAX. Uccaeno-
BaJIU [IeBATh NALJMEHTOB C MHOKECTBEHHON MUEJOMOM
U bonukyasspHor guMbomoi. [IpoToKos1 BKJIOYAJ
cbop 06pasioB cTy/aa A0 Havasa aytosorudyHor TI'CK
Y B [IOCTTPaHCIJIaHTaLMOHHBIX nepuof,. [lokazaHo, 4To
CHWXKeHHe OMOopa3Ho06pa3vs KUIIEYHOTO MUKPOOHO-
Ma fIBJISIETCS BaXXHBIM NPEAUKTOPOM MHOEKUUK MpHU
TT'CK. Hamu uccienoBaHus MoKasaid, YTO JJOCTOBEp-
Hoe (p=0,0215) cHMKeHMe HHAEKCA pa3HOOOpa3us Ha-
6stomaetcs npu aytosioruyHoit TI'CK. JloMmuHupoBaHue
Tuna Proteobacteria B cnekTpe KULIEYHOI'0 MUKPOOHO-
Ma fIBJISIETCS CaMOCTOSATEJbHbIM GaKTOPOM Pa3BUTHSA
rpaMoOTpHULATeNbHBIX HHPEKL UM KPOBOTOKA. B 11es0M
MOHUTOPUHI 6GHOPa3HO00pa3vs KUIIEYHOTO0 MHKpPO-
61oMa MOXeT ObITh UCNOJIb30BaH B peabHbIX KJIUHU-
YeCKHUX yCJOBHUAX KaK MPU aJ/JIOTEHHOH, TaK U ayToJIo-
rudyHod TI'CK f1s BbISIBJIEHUS TPYII BBICOKOTO pHUCKa
pa3BuTUs MHQeKLUHU KpoBOTOKa. [Ipy MoOHHUTOpHHre
coCTaBa MUKpo6HOMa 06pa3ibl CJe/[yeT OLeHUBATh Kak
o, Tak ¥ nocye TI'CK.

KiloyeBble cnoBa: KullledHass MUKPOOMOTa, Ipe-
JUKTOPbl UHQPEKIMY, ayTOJ0TMYHAsA TPaHCIJIaHTalus
reMOIN03THYECKUX CTBOJIOBBIX KJIETOK.

Chebotkevich V.N., Kuleshova A.V,, Gritsaev S.V., Sidorkevich S.V., Bessmeltsev S.S.

Russian Research Institute of Hematology and Transfusiology, St. Petersburg, Russian Federation

INTESTINAL MICROBIOTA AS A PREDICTOR OF THE DEVELOPMENT OF SYSTEMIC
BLOOD FLOW INFECTIONS IN HEMATOLOGICAL CANCER PATIENTS WITH
AUTOLOGOUS HEMATOPOIETIC STEM CELL TRANSPLANTATION: DATA FROM THE
REAL-LIFE CLINICAL PRACTICE

Abstract

It is known that qualitative and quantitative changes
in the intestinal microbiota play an important role as
predictors of the development of systemic bloodstream
infections in allogeneic hematopoietic stem cell
transplantation (HSCT). The role of the intestinal
microbiota in autologous HSCT is much less studied. It
has now been shown that endogenous infection from the
intestine plays a leading role in the development of Gram-
negative bloodstream infections. It has been established
that the dominance of the Proteobacteria type in the
spectrum of the intestinal microbiome is an independent
factor in the development of gram-negative bloodstream
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infections in oncohematological patients with allogeneic
HSCT. The aim of our work was to study the characteristics
of the intestinal microbiome that contribute to the
development of infections in oncohematological patients
during high-dose chemotherapy with autologous
HSCT in real clinical practice. We conducted a study to
monitoring in real clinical conditions the diversity of the
gut microbiome during autologous HSCT. Nine patients
with multiple myeloma and follicular lymphoma were
studied. The protocol included the collection of stool
samples before the start of autologous HSCT and in
the post-transplant period. Decreased gut microbiome
biodiversity has been shown to be an important predictor
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of infections in HSCT. Our studies have shown that a
significant (p=0.0215) decrease in the diversity index
is also observed in autologous HSCT. The dominance
of the Proteobacteria type in the spectrum of the
intestinal microbiome is an independent factor in the
development of gram-negative bloodstream infections.
In general, monitoring of the biodiversity of the intestinal

BBegeHue. CricTeMHble HHOEKIIMY KPOBOTOKA SIBJISI-
I0TCSl TSXKEJbIMU YKU3HEHHO OMACHBIM OCJI0XHEHUSIMU
y OHKOTeMaTOJIOTUYECKUX O0JIbHBIX. U3BECTHO, 4TO KH-
IeYHbI MUKPOOUOM MUMeEET 3HaYeHHe KaK MPeJUKTOP
pPa3BUTHUSA CUCTEMHBIX UHPEKIUH y OHKOIeMaTOJIOTH-
YeCKUX OOJIbHBIX TPU a/JIOTEHHOW TpPaHCIJIAaHTALUU
reMOI03THYECKUX CTBOJIOBBIX KieToK (am1oTI'CK) Cra-
6ee M3y4yeHa POJib KUIIEYHON MUKPOOUOTHI MPU ayTo-
JIOTUYHOW TPaHCIJIAHTALUU FeMOT03TUYECKUX CTBOJIO-
BbIX KJIeTOK (ayToTI'CK). CiieiyeT Takke OTMETHUTD, UTO
GOJIBIIMHCTBO PAbOT MO M3yYEHUI0 POJIM MHUKpOGHOMaA
npyu UHPEKIMOHHBIX OCI0XKHEHHUSIX OCHOBBIBAIOTCS Ha
pPETPOCHEKTUBHOM aHaJiM3e pe3yJbTaTOB HCCJe/0Ba-
HUsl 06pas3LoB GMOMaTepuasna, COOPAHHBIX B TeYeHHe
pAfa Mecaues. MccnefoBaHnil posiv KHLIEYHOH MUKPO-
OUOTBI NMPU TPAHCIJIAHTAL[MH [EMOINO3THYECKUX CTBO-
JIOBBIX KJIETOK B peajibHON KJIMHUYEeCKOW TPAKTHUKe HET.

Llesbl0 uccief0BaHUA SIBUJIOCH ONpeJieJieHue Ka-
YeCTBEHHBIX U KOJMYECTBEHHBIX XapaKTEPUCTUK KH-
IIEYHOTO MHUKPOOMOMA, CMOCOGCTBYIOIMX PA3BUTHIO
CUCTEMHBIX MHQEKIUH Yy OHKOreMaTOoJIOTHYeCKUX Ma-
[JUEHTOB MIPU BbICOKO/03HOM XMMUOTEPATINU U ayTOJIO-
TMYHOM TPaHCIJIaHTAllUM TeMONO3TUYECKUX CTBOJIOBBIX
KJIETOK B YCJIOBUAX peasibHOM KJIMHUYECKON NPaKTUKH.

Martepuasibl 1 MeTOABI. [lo HaUM HaOJIOieHHEM

microbiome can be used in real clinical conditions in
both allogeneic and autologous HSCT to identify high-
risk groups for developing bloodstream infections. When
monitoring microbiome composition, samples should be
assessed both before and after HSCT.

Key words: gut microbiota, infection predictors,
autologous hematopoietic stem cell transplantation.

HaxXO0/IUJIOCh 9 MalMeHTOB B Bo3pacTte 29-65 jieT (Meau-
aHa 47 siet), rocnuTaau3upoBaHHbix B ®I'BY «Poccuit-
ckuii HUW remaTtosioruu u Tpancoysuosorud OPMBA
Poccuu» B mepuos ¢ ceHTs6ps no jgekabpb 2021 roga
Juis npoBezieHus1 aytosoruyHor TI'CK (ayToTI'CK). ITpo-
TOKOJI MCCJe[0BaHUsl BKJIOYaJ c60p 06pasnoB Kaia,
MOJIYYEHHBIX OT GOJIbHBIX A0 TpoBejeHus ayToTI'CK
Y B pa3Hble CPOKU OT 7 Ao 35 JHel nocsie ee mpoBe/e-
HUsl. Bcero 6bL10 moJydyeHO M MCCIeoBaHO 27 o6pas-
0B KaJia, o 3 o6pasua oT Kaxkzaoro nanuenta. 06s3a-
TeJIbHbIM YCJI0BUEM ObLJIO MOJIy4eHHe MepBOM MpOO6hI
JI0 TPAHCIJIAHTALMU U MOCJeAyIOIIUX Npo6 B pa3Hble
CPOKH MOCJIe ee NMpOBejeHUs. B KaxaoMm u3 06pa3ron
ouomaTepuasa BhImoJHsach [IP-aMniudukanusa V5
pernoHa reHa 16S pPHK ¢ momormbio MoauduimpoBas-
HBIX yHUBEPCATbHBIX 6aKTepUaIbHBIX MpaiiMepoB. Ouu-
meHHble [MIIP-npoAyKTbl CEKBEHUPOBAIU C MOMOLIbIO
miatopmbl MiSeq Illumina. Bbuty aHaMM3MpPOBaHbI
KJIMHAYeCKHe U J1abopaTOpHbIe JaHHbIe, BKIKOYasl CeK-
BEHUPOBAaHME B MEPHUOJ TOCINHUTANU3ALUKU GOJbHBIX B
CTalMoHape.

Pe3ysbraThl. B Tabsuie 1 npejcraBieHa KJIMHUKO-
JlabopaTopHass XapaKTepUCTHKa 006C/ief0BaHHbIX Ma-
IIUEHTOB, TPOBOAMMAsl aHTUOAKTepUalbHasA Tepanusa u
oc/noXHeHus, Bo3HUKIIKe nocse ayToTI'CK.

Ta6auya 1
Xapakmepucmuka 06¢/1e008aHHbIX 6O/IbHBIX, B0WEJUWUX 8 UCCAed08AHUE
Konunyectso naumeHToB 9
BospacT (roabl) meanaHa 47(29-65)
MNon
MyKcKoWM 4
eHckui 5
ayToTICK 9
OcHoBHOe 3aboneBaHne
donnukynapHaa nnmedoma 1
MHoXecTBeHHaa mnenoma 8
AHTMOMOTMKOTEPANWA B NEPUOZ, FOCNUTAaNN3ALUN ™
KapboneHembl 5
PTOPXMHONOHDI 8
LledanocnopuHbl 1
BaHKOMMUUMH 2
JlnHesonug, 3
OCNoXHEeHUA, BO3HUKLLME Nocne BbinoaHeHMA ayToTICK
Cencunc | 1

Ilpumeuanue. *Anmubaxkmepuanvhvle npenapamvl HPUMEHSNU 6 KOMNIEKce C Opyumu JjledeOHbIMU

MeponpusmusiIMuU.
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Bcem 6osibHBIM TOCse BbinosiHeHUs1 ayToTI'CK mpo-
BOAWIN MPOPUIAKTUKY WHPEKIUOHHBIX OCI0KHEHUHN
¢dTopxuHosoHAMU. [IpU BO3SHUKHOBEHUH WHQEKIMOH-
HBIX OCJIOXKHEHUH HauMHa/IU JledeHre aHTUOUOTUKaMHU
C y4eTOM OGaKTEPUOJIOTUYECKOTO UcCae/ioBaHus (Tab.J1.
1). llo pesynbTaTaM HCCIe0BAaHUS HAaMU ObLIO YCTa-
HOBJIEHO AocToBepHOoe (p=0,0215) cHuxkeHue anbda-
pa3HO06pasus KUIIeYHOTO MUKPOOHOMA Y BCeX 60JIb-
HbIx nocsie npoBeseHus ayToTT'CK. [Ipuyem, cHuxeHUMe
MH/JleKca pa3dHoobpasus (nHpekca llleHHOHA) BBIsIBIIE-
HO B CPOKH JI0 7 JHel Noc/e TpaHCIJIaHTauuu y 8 u3
9 o6c/el0BaHHBIX G0JIbHBIX, CBU/IETENBCTBYSI OT TOM,
YTO I0CJe TPaHCIJIAaHTALMM MeCTO B MUKpPOOHOMeE 3a-
HUMAIOT OTZeJIbHbIE BU/bl 4YaCTO YCIOBHO MAaTOT€HHbIX
MUKpOOpraHn3mMoB. OJHAKO CTelNeHb 3TOI'0 CHWXKEHUs
cpenu 6OJIbHBIX Pa3HUJIACh U HAaWOOJIblllee CHUXKEHUE
UH/leKca pa3Hoo6pasusi BbISBJIEHO HAa 7 CYTKU Iocie
BbinoyiHeHUs ayToTI'CK snumb y ogHoro manueHTa c
MHOKeCTBeHHOH MuesioMoi (¢ 2,527 no 1,17).

Kpome Toro, B o6pa3nax 6uoMarepuasa, mojaydeH-
HBIX OT 6 GOJIbHBIX B 3TH K€ CPOKH NOCJe TPaHCILJIaH-
TalM{, YpoBeHb TuUma Proteobacteria B Mukpo6uoTe
kosiebasicst ot 1 g0 6%, emie y ABYX GOJIbHBIX OH CO-
craBua 10,24% u 26,86%. Tosbko y 0AHOT0 GOJIBHOTO
C HHU3KUM MHJeKcoM pa3Hoobpasus (1,17) ypoBeHb
tuna Proteobacteria 6b1 mMOBbIIEH 6GoJsiee, yeM Ha
30% (44,66%). BaxkHO OTMETHUTBb, YTO y 3TOr0 OOJIb-
HOT'0 OZIHOBPEMEHHO KJIMHWYEeCKH ObLJI JUAarHOCTHPO-
BaH rpaMOTpULIATeNbHBIN Cellcuc (TeMrepaTypa Bblllie
380C, TaxukapAusi, oAplllKa) C pa3BUTHEM HHQEKLHU-
OHHO-TOKCHYecKoro 1oka (Temnepatypa go 390C, ap-
TepuasibHasl TUIIOTOHUS, OJIUTYPUsI), UTO NOTPe6oBasIo
CMeHbl aHTUOUOTUKOB, a B NOC/IeAyIOLleM Ha3HAYeHUs
2 aHTUOUOTHUKOB pas/JMYHBIX Ipynn (C y4eToM YyB-
CTBUTEJbHOCTHU GAKTEPUM K aHTUOUOTHUKAM) U JAPYrUX
3KCTPEHHBIX JIeYeOHbIX MepPONPUATUH, HEOOXOAUMbIX
B TaKoM cuTyanuu. CoCTOsHMe NMalyeHTa NOCTeNeHHO
YJIy4LIUI0Ch, HAOJ/II0AAN0Ch CHIXKEHUE TeMIepaTyphbl
TeJla 10 HOPMaJIbHbIX 3HAY€HUH, HOpMaJM3alus apTe-
puasbHOro JjaBjeHust. CieyeT OTMETUTB, YTO Y JPYTUX
BOCbMHU HAOJIIOABIINXCS MALMEHTOB WHQEKIMOHHBIX
OCJIOKHEHHUH BBISIBJIEHO HE ObLIIO.

O6cyxnaenue. PaHHWe wuccieoBaHUS B 006J1acTH
MHUKpO6HMOMa YeJioBeKa I[OKa3ajH, 4TO pa3Hoobpas-
HbIM KHUIIEYHbIH MHUKPOOHOM HMeeT 3allUTHbIA 3¢-
ekt npoTuB psijia MHGEKLIUH, BKJIOYasi CIOCOOHOCTh
IpeJOTBPALaTh KOJOHHU3ALMI0 KHUIIEYHHKA MOJMpe-
3UCTEHTHBIMU GAKTEPUSIMH, CPeJH KOTOPBIX BECOMYIO
JIOJII0  COCTAaBJISIIOT 3HTEPOGaKTEPUH C MNPOAYKLUEH
[-naktama3 pacuupenHoro crnektpa [3]. Hawu npegpi-
Jylliie UcCaefioBaHus [4] mokasasy, YTO JOCTOBEPHOE
CHIDKEeHME HHJIeKCa pa3H000pasus HaOJIJaeTcs MpU
aytosornyHor TI'CK, 4yTo moaTBep»JaeT NPOrHOCTH-
Yyeckoe 3HaY€HHE KCIOJb30BaHHOTO MOAX0/a MPOrHo-
3upoBaHus HHeKuUH u npu aytosoruyHout TI'CK.

BbicOKO/j03HasE XUMHOTEpanus C TNOC/aAefyolen
ayTOJIOTUYHOM TpaHCIJIAHTALMENR TeMONO3TUYECKUX
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CTBOJIOBBIX KJIETOK $IBJISIETCSI OCHOBHBIM METO/OM,
IpUMEeHsIEMbIM [JIs1 JIeYeHHUs] TeM06J1acTo30B, B YacCT-
HOCTH, 3/10Ka4eCTBEHHBIX JUMPOM U MHOXEeCTBEHHON
MUes oMbl [5,6]. AsloreHHast TpPaHCIJIAHTALUs TeMo-
MO3THUYECKUX CTBOJIOBBIX KJIETOK J0CTATOYHO MOJPO6-
HO M3y4YeHa UMEHHO B KOHTEKCTe MUKPOOUOTHL [loka-
3aHO JIOCTOBEPHOE CHIKEHHE MHJEKCA Pa3Ho0oOpa3us
MHUKpO6HOTHI (MHAeKca llleHHOHA) y NallUeHTOB B JU-
HaMuKe npu nposegeHud aanoreHHod TI'CK, npu atom
BbISIBJIeH HeraTUBHbIM 3Q(eKT aHTUOUOTHKOB M XU-
MHOTepaneBTUYECKUX MpelnapaToB Ha MHOroo6pasue
MHUKpPO6HOTHL. KpoMe Toro, ycTaHOB/eHO, UTO 3ddeKT
pa3Ho06pasusi MUKPOOHUOTHI SIBJSETCS HEe3aBUCHMBIM
dakTOopoM puHCcKa TpaHCIJIAHTAT-AaCCOLMHUPOBAHHON
JIETAJIbHOCTH B TeYeHHEe HECKOJIbKUX JIeT TocJje aj-
n0TI'CK.

M3BecTHO, 4TO pa3HOOGpa3HbIM, BbICOKOAUDeE-
PEHIMPOBAHHBIA KHUIIEYHBbIH MHKPOOHMOM 006JaJjaeT
3aIMTHBIM 3QPEKTOM NPOTUB psijja UHPEKLNH, BKIIIO-
Yasi CIOCOGHOCTh NMPeOTBPALIATh KOJOHU3ALUI0 KH-
IIeYHUKA BBICOKOYCTOMYMBBIMU matoreHamu [7]. Pe-
3y/IbTaThl HACTOSILETO HCCJIE[0BAaHUS TOKA3bIBAIOT,
YTO [JOCTOBEPHOE CHIXKEHHE UH/IeKca GHOJIOTMYeCKOTo
pa3HO00pasus MUKPOOWOTHI HAOJ/IOAeTCs U MPHU ay-
TOTI'CK, 94TO MOXET OCIOKHUTBCS MNPUCOEAUHEHHEM
TSDKEJ0H NHEKIUU.

Kak 6b1/10 yKa3aHo BblIllE, MUKPOOHOIOTHYECKAs [H-
arHOCTHKA CUCTEMHBIX UH(EKIIUH KPOBEHOCHOTO PyCa,
OCHOBaHHas Ha BbISIBJIEHUH MATOIEHOB B KPOBH, 3aHU-
MaeT He MeHee 24 4acOB W M03BOJISIET BbICEBATb BO3-
oyauTenb Toabko B 40-60% ciydaeB. Kpome Toro, aTu
METO/bl He TI03BOJISIIOT MPOTHO3UPOBATh BEPOSTHOCTh
Pa3BUTHS CUCTEMHBIX HUHPEKINH, YTO HE0BXOAUMO /151
UX aKTHBHOM npoduiakTuku. Hanbosee TsKeNbIMU U
’KU3HEHHO ONACHBIMU SIBJSIIOTCS CHUCTeMHble MHQEeK-
I[I1H, BbI3BAHHbIE [PAMOTPHULIATENbHBIMUA BGAKTEPHUSIMHU.
[lokaszaHo, YTO B Pa3BUTHM IPaMOTPHULATENbHBIX HH-
dekunii KpOBOTOKA BEJYLIYIO POJib UTPAET IHAOTEHHOE
MHOUIIMPOBAaHNEe U3 KUILEYHUKA. [Ipy aTOM ompezens-
IOILYI0 POJIb B 3TOM IPOIIECCE UTPAET COCTAB KUIIEYHON
MHUKpPO6HOTHI. [IoMHMO yMeHblLIeHNsI 6HOpa3HO06pa3us
npu TI'CK MokeT HaGJI04aThCs MOYTH MOJTHAsA 3aMeHa
MHUKpPOGHMOMA OJHUM THUIIOM GaKTepul. YCTAaHOBJIEHO,
YTO JOMHHHMpOBaHMe Tuma Proteobacteria sBisieTcs
HE3aBUCUMbIM (PAKTOPOM pPHUCKA PA3BUTHSI IPAMOTPH-
IfaTeJbHBIX HHPEKIUH KpoBoToKa [7]. B ganbHelmem
IPO/IEMOHCTPUPOBAHA BO3MOXKHOCTh HCIOJIb30BATh
aToT PpeHOMeH (HOMUHUpPOBaHHUe TUMA Proteobacteria)
B KJMHUYECKOW MPAKTUKE AJs1 JUATHOCTHUKUA CHUCTEM-
HBIX HHQEKIMI KPOBEHOCHOTO pycJia y MalMeHTOB pH
aysuorenHod TI'CK [8,9]. Mexay TeM pe3ysbTaThl Ha-
IIEero Ucce/[0BaHUsl YKA3bIBAIOT HA MPOTHOCTUYECKOE
3HaueHHe OlleHKU MJIOTHOCTH MUKPOOHUOTHI U yBeIHYe-
HUe B Heli Tuna Proteobacteria (>30%) /s ;UarHocTH-
K1 MHQEKIMI KPOBEHOCHOTO Pyc/a y MAlMeHTOB MpHU
aytosiornyHoi TI'CK.

Takum 06pa3om, MmojiyueHHble HaMH pPe3y/bTaThl
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WCCJIeJ0BaHNSA NMAllUEHTOB B YCJOBUAX pealbHOW KJU-
HAYECKON MpaKTUKH, CBUAETEJbCTBYIOT O TOM, UYTO
onpejieJieHNe KauyeCTBEHHbIX U KOJMYeCTBEHHBIX Xa-
pPaKTEepUCTUK KULIEYHOTO MHKPOOGHOMa HeOo6X0JUMO
He TOJIbKO IPU BBINOJHEHUU aJlJIOTEHHOW, HO U ayTo-
JIOTUYHOH TPaHCIJIAHTALlUU FeMONO3TUYECKUX CTBOJIO-
BBbIX KJIETOK.

BbIBOABI

- CocTaB MUKpOOMOMA KHIIEYHUKA BJHUsET Ha 4a-
CTOTYy pa3BUTHA UHPEKIUH Y OHKOTeMaTOJI0rMUeCKUX
NalyeHTOoB Npu npoBefeHnu ayToaoruyHon TI'CK.

- YBennuenue tuna Proteobacteria B cnekTpe ku-
IIeYHOI'0 MUKPOOGHUOMA MOXKET CAYKUTb IPEJUKTOPOM
Pa3BUTHS CUCTEMHBIX PAMOTPHULATENbHBIX HUHOEKLUN
KpPOBOTOKA y 60JIbHBIX IPH TPOBEIEHUH BbICOKOZ,03HOM
Tepanuu U aytonorudnord TI'CK.

- [Ipu MOHUTOpHUHTE COCTaBa MUKPOOUOTHI CJIeIyET

OLleHMBaTh 06pa3sibl Kaja KaK 0, TAK U MOCJI€e BbINOJI-
HeHus TT'CK.
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AMWJIONU/103 JIETKHUX HENEX HMMYHOIVIOBYJIMHOB (AL-AMUJIONU/103)

OB30P JIMTEPATYPbI

Pesrome

AMUIONZ03bl — 3TO OOLIMH TEPMHUH /Jisl TPYMNIIbI
3aboJieBaHUH, OOYCJIOBJEHHBIX HENMPaBUJIbHOM arpe-
rauvei 6eJKOB U UX OTJIOXKEHHEM B OpraHax M TKaHIX
B BH/Ie HEpacTBOPUMbIX 6esKoBbIX Gubpusi. OcHo-
BOM amuiiouga siBjseTcsd GuOpPUILIA, TOCTPOEHHAs U3
CKpy4YeHHbIX 0e/JKOBbIX NpoToduIaMeHTOB. CHUCTEM-
HBbIN aMWJIOW/103 JIETKUX 1enel (AL) — ogHa u3 ¢popm
IJ1a3MOKJIETOYHBIX JIUCKPA3UH, XapaKTepHU3YIOLIUXCS
TUNEepPIpoAyKIMEN CBOOOAHBIX JIETKUX Ilellel HMMYHO-
rJ100y/IMHA KJIOHAIbHBIMU MJIa3MaTUYECKUMH KJIETKa-
MU uiad B-numdountamu. B 3ToM 0630pe onrceiBaeTcs
UCTOPHUSl OTKPBITHS, 3TANOB AUATHOCTUKH U H3MeHe-
HUS MOJXOZ0B K Tepanuu AL-amusionjo3a. BookuBae-
MOCTb Npu AL-aMHI0MI03€ 3aBUCUT OT CIIEKTPA BOBJIE-
YEHHBIX B MPOLIECC OPTaHOB, TSKECTH UX MOPAKEHHUS U
reMaToJIOCMYECKOTO OTBETa Ha JedeHue. PUOPHUIIBI
JIETKUX Lleneld THQUIBTPUPYIOT MUOKAP/A, NPENnsTCTBY-
0T MEXKJIETOYHOMY B3aUMOJENCTBUIO, YTO TNPHUBO-

JIUT K MOBPEX/EHUIO KJIETOK U BHE3alHOHN cepAeyHOM
cMepTH. BoT modyeMy nopakeHue cep/ua sBJsIeTCs 0C-
HOBHBIM NpEAUKTOPOM HcxoAa 3abosieBanusi. CoBpe-
MEHHBIM MOAX0J| K AUATHOCTUKE W JIEYEHUI0 OCHOBAH
Ha BblJleJIeHUW HanboJiee YSI3BUMOW TPYIIbl 60JIbHbBIX
c IlIb cragueit mopaxkeHus cepaua. OCHOBHOU IieJIbIO
Tepanuu sIBJseTCs GbICTPOe W Iy6oKoe MoJaBJjieHue
NPOAYKIMM aMUJIOUAOTeHHbIX Jerkux uemned. Tepa-
nusi MesdajaHOM U ayTOJIOTUYHAS TPAHCIUIAHTALMSA
reMOINO3THYECKUX CTBOJIOBBIX KJIETOK JI0JITOE BpeEMs
CYUTAJUCh CTAHAAPTOM JiedeHUs: AL-amusiono03a, HO
JlobaByieHre TapreTHbIX MpenapaToB — GOPTE30MHUO3,
JlapaTyMyMaba U BeHeTOKJ/IaKca KapAHHAIbHO TOBBICH-
J10 3G GEKTUBHOCTb JIeYEHUSI.

KirodeBbie ciaoBa: AL-aMujono03, IJja3MaTuye-
CKHe KJIETKH, 60pTe30MHU6, JapaTymMyMab, ayTOJI0ruY-
Hasl TPAHCIJIAHTALUS TeMOMO3THYECKUX CTBOJIOBBIX
KJIETOK.

Pirogova O.V.

Raisa Gorbacheva Memorial Research Institute for Pediatric Oncology, Hematology and Transplantation, First Pavlov Saint
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AMYLOIDOSIS OF IMMUNOGLOBULIN LIGHT CHAINS (AL-AMYLOIDOSIS)
LITERATURE REVIEW

Abstract. Amyloidosis is a general term for a group
of diseases that are caused by the misfolding of proteins
and their deposition in organs and tissues in the form of
an insoluble protein fibrils. The base of amyloid is the
fibril that built up by twisted protein protofilaments.
AL amyloidosis is one the form of plasma cell disorders,
characterized by overproduction of misfolded
immunoglobulin light chains by clonal plasma cells or B-
lymphocytes. Survival in AL amyloidosis depends on the
spectrum of organ involvement, the severity of organs
involved and hematological response to treatment.
Light chain fibrils infiltrate the myocardium, interfere
with cell-cell coupling, disrupt cellular integrity and
may contribute to cell injury and sudden death. That

AMuniouA03 — 3TO OOLIMI TEPMHUH AJsl TPYMIIbI
CJIOKHBIX 3ab0JieBaHUN, KOTOpble BbI3BAHbI Helpa-
BUJIbHBIM CBOpAayMBaHHEM GeJIKOB M UX arperayued B
BBICOKOYTIOPSiJ0YeHHbIe aMUJIOU/JHbIE QUOPHUIIIBI, KO-
TOpBIe OTKJIa/IbIBAIOTCA B TKaHSAX, UYTO IPUBOJUT K NPO-
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is why the cardiac involvement is the main predictor of
patient outcome. The modern approach to diagnosis and
treatment based on identification the most vulnerable
group of patients with stage IlIb heart disease. The main
goal of therapy is rapidly and profoundly suppress the
production of amyloidogenic light chains. For along time,
therapy with melphalan and autologous hematopoietic
stem cell transplantation considered a standard of care
in AL amyloidosis, but the addition of the targeted drugs
- bortezomib, daratumumab and venetoclax increased
the efficacy of treatment dramatically.

Key words: AL amyloidosis, plasma cells, bortezomib,
daratumumab, light chain fibrils

rpeccrpyrolLeMy NOBpexAeHH0 opraHoB. Co BpeMeHeM
HaKOIlJIEeHHe aMUJIOU/A MOXKET MPUBECTU K CEPbe3HON
JuchyHKL MM opraHoB [1].

AmMusonio3 JIerKUX Ierned HMMYHOIJIOOYJIHHOB
(AL-amMu10M/103) M aMUJIOU/03 TSKEJIBIX Lleleld UMMY-



OBb30P JINTEPATYPbI

Hor106y/1MHOB (AH-amMuionz03) npefcTaB/siioT co60i
3a60JIeBaHUs IJIa3MAaTHYECKUX KJIETOK, XapaKTepH3y-
I0I[MeCs OT/IOXKEHHWEM HEepPacTBOPUMBIX aMHUJIOUHbBIX
bubpuILI, COCTOALMX U3 Lielled MMMYHOIJIO0YJIMHA, B
TKaHfX, YTO B JaJIbHeHIIeM PUBOAUT K MPOrPeCCUpy-
I0IEMY yXy/IIeHn0 QyHKUMUKA opraHoB [2]. Bosbuas
YacTh JIMTEPATYPhbl Ha CETOAHSIIHUN ZieHb OTHOCHUTCS
K AL-amusion/jo3y, 6oJsiee pacnpoCTpaHEHHOMY THILY.
[TocKOJIbKY HeT Ji0Ka3aTeJbCTB YETKOH pa3HHIlbl B
KJIMHUYECKOW KapTHHE, TIeYEHHUH WU IPOTHO3€e MEXY
AL- u AH-amunoupgo3om, o6a Tuma HasbIBaroTcsa AL-
aMHJIONU/I030M.

llepBble omucaHusi aMHJIOMA03a: CeJie3eHKa C
«6eJIbIMM KAMHAMUY, )KUPHas Me4eHb

PaHHMe OmMMCaHHs aMUJIOW03a CBOAATCA K Mpej-
CTaBJIEHUIO O YXKUPOBOM MEPEPOK/EHUH CeNe3EHKU U
MeYeHH.

[lepBbli cy4yad, KOTOPOMY MPUCBAUBAIOT OIKMCa-
HHUe CaroBO# CeJie3eHKH MPU aMUJIOUZ03€e AaTUPYeTCs
1639 rogom. Hukosrao ®onrtano (PonTelin - Hukosayc
®onTaHyc) mpeAcTaBUI JAaHHbIE BCKPBITHS MOJIOJOTO
YyesioBeKa C aCLUTOM, KeJTYXOM U HOCOBBIM KPOBOTe-
YeHHeM, y KOTOPOTO0 Obla abcrecc B eYeHH U 60J1bIIas
ceJie3eHKa, 3aM0JIHeHHas «6esbIMU KaMHsIMU». BTopoe
OMHCaHUe CaroBoM cesieeHKH coBepiuu Tomac Bap-
TOJIMH, TIePBOOTKPbIBATEb JUMPATHIECKON CUCTEMBI
yesioBeKka. OH COOGIMJI 0 BCKPBITHH KEHIMHBI C TBEP-
JIOH ceJie3eHKOM, KOTOpYI0 ObLIO HEBO3MOXKHO paspe-
3aThb HOXOM, NPU 3TOM M3/JjaBaJICsl 3BYK, MOXOXKUH Ha
3BYK pa3pe3aHus ryouyaroro gepena. B 1722 r. [xxepe-
MU Y3lHpaWT olMcas NalMeHTa, y KOTOPOTOo B TeUeHHe
HECKOJIbKHUX JIET ObIIM «CTPYMO3HBIE OTYXO0JIH Ha LIee»,
renatomerasnus (B JBa-TpU pa3a 60JIblile HOPMbI) U «TH-
nodur3apHoe BellecTBO IJIMHUCTOTO IIBETa» B MEYeHH,
KOTOpOE, 10 MHEHNI0 HEKOTOPBIX, IPE/CTABJISAIO0 CO60M
amusiong [3]. B 1789 r. Autyas [lopTasb BliepBbie ONU-
caJsl TledyeHb MOXKUJION KeHILIUHbI, B COCTaBe KOTOPOH
ObLIM BelleCcTBa, MOX0XHe Ha caso. B 1842r. Kapa Po-
KUTAHCKUH /1aJl XapaKTEPUCTUKY CaJbHON HHUIbTpa-
[[UU [TeYeHU CepbIM OeIKOBO-CTYAEHUCThIM BEI[ECTBOM
y OOJIbHBIX Ty6epKysie30M, CHOUIUCOM U MPU OTPaB-
JieHuu pTyTH [4]. B nanpHelimem B 1852 1., onuckiBas
MOX0XKKe U3MeHEeHHs V MalMeHTOB C TYOEepKy/Ie30M KO-
creld, Jpxopmk baas npuinesn Kk BbIBOJy 0 6eJKOBOH, a
He XXUPOBOU NMPUPOJie HAKATJIMBAEMOTr0 BEIECTBA, IPpU
3TOM Y JIByX MaLMEHTOB OH HalllesI IOX0XKKe U3MEHEHUS
B noYKax [5,6].

Yunesim apaHep B cBoeM oTdeTe «0 HEKOTOPBIX
MOMEHTax MaTOJIOTUU TeYyeHH», MPOYUTAHHOM oblie-
cTBY maTodusnoioroB IauHOypra 28 supaps 1854 r.,
Npe/CTaBUJ JJaHHbIE O TOM, YTO COJEpPXKaHHUE KUpa y
NaleHTOB C «BOCKOBOW JiereHepanueil MmeyeHu» He
HpeBBILIAZIO0 HOPMBI, A CTPYKTYpa 60Jiblile HAlOMHHA-
Jla «6eJIKOBBIM MaTepHai», OTIOKEeHNEe KOTOPOro Mpu-
BOJIMJIO K CHHXKEHMI0 QYHKIMU U TOTepe THUIUYHBIX
CTPYKTYPHBIX 0COOEHHOCTEH MevyeHH [7].

C/10BO «aMuUJIOW/[» BIIEPBbIE YIIOMHUHAETCSI B KHUTE
HeMellkoro 6oraHuka Martuaca Illneiizena B 1842 r.

Martwuac llneieH 3aHUMascs U3y4YeHHeM IPUMEHEHUS
H0/1-CEPHOKUCJIOTHOTO TeCTa AJs1 0OHapyXeHHUsl Kpax-
MaJla B pacTeHUsiX. TepMUH «aMHUJIOUI» OH HCII0JIb30-
BaJl /i1 OTMMCAaHUS KpaxMmaJsia, UMesl B BUJLy «KpaxMa-
JIOTIOZ06HBIH». CaMO CJI0BO «aMUJIOU» TIPOUCXOAUT OT
JIATMHCKOTO CJIOBa «amylymy», 4To U 03Ha4YaeT KpaxmaJl
[8].

B MeAMIIMHCKOHN JUTepaType MepBOe YIOMUHAHUE
TepMHHA «aMuJou]» gatupoBaHo 1854 r. Hemenkui
nartoJior Pynosibd BupxoB B cBoel mybiMKalMKy Onycasl
He6oJIbIlIMe KPYTJIbIE OT/IOKEHUS] B HEPBHOW TKaHH, KO-
TOpble JlaBajId PeaKIUIo C H0JJoM U CEpHON KUCJIOTOH,
MeHss [IBeT OT KOPUYHEBOTO /10 CUHETO, UTO XapaKTep-
HO JJIs1 KpaxMaJia, 03ToMy BUpXoB 6bLT yOex/eH, UTO
3TH CTPYKTYPbl UIeHTUYHBI KpaxMaiy [9]. BupxoB Ha-
3BaJl 3TU CTPYKTYphI «corpora amylacea». B ganbHei-
1eM Nofo6HbIe OTJIOXKEHUSI OH Halllesl U OMHcal B MU-
leBapUTEJbHOM TPAKTe, B KAYOOUKaxX U NPUHOCALIUX
apTepuoJiax noyek. MoranH Mekkesib, cMeHUBIIMH Bup-
XOBa Ha MOCTY npo3eKTopa 6osbHULEI lllapuTe B bBep-
JIMHE, CYUTAJ, YTO aMUJIOU/J, COCTOUT U3 X0JIeCTepUHA U
He UMeeT CXOACTB C KpaxMasioM. [Ipu 3ToM oH o6Hapy-
YKUJ T0J00HbIE OTJIOKEHHUS He TOJIbKO B IIeUeHU U M0Y-
Kax, HO ellle U B apTepHUsX, a0pTe U CTeHKe Kuiiku [10].

B 1859 1. MeHsieTcd Npe/icTaBJeHUe O COCTaBe aMU-
gouga. Hemenkuil xumuk ABryct Kekysne coo6uun o
00JIbLIOM COZlep>KaHUU a30Ta B OpraHax, MHQUJIbTPUPO-
BaHHBIX aMUJIOU/IOM, IPEANOJIOKUB HAJUUYUE B CTPYK-
Type «aJb0yYMOUJHBIX» COeJUHEHUH, OH COOOLIUI, YTO
XUMHUYECKU aMUJIOU/]] He COOTBETCTBYET KpaxMaJsly UIn
nesuttonose [11]. Tem He MeHee, HECMOTpPSl Ha OTCYT-
CTBHME B COCTaBe KpaxMasa WM LeJJII0JI03bl, TEPMUH
«aMUJIOU/» MPOYHO 3aKpEemuJcad U He MojJiexan 3a-
MeHe. BUpX0B /10 KOHI|A >KU3HU NPU/IePKUBAJICS CBOEN
TEOPHHU, U HACTauBaJl, YTO «TOJIbKO KOT/ZIa Mbl OTKPOEM
CTOCOOBI BblJie/IEHHS aMUJIOUAHOTO BELECTBA, Mbl CMO-
eM PUITH K KaKOMY-JIM60 onpesieIeHHOMY 3aKJlto4e-
HUIO OTHOCUTEJIbHO €r0 MPUPO/bI».

BeposiTHO, mepBoe ynoMmuHaHue 06 AL-amuionuo3e
JatupoBaHo 1856 1., korga CaMI03/1 YUIJIKC onucal MyX-
YUHY 52 JIeT ¢ cabHBIMU BHYTPEHHOCTSMHU, IPU 3TOM
VM3MeHeHUs He OblLIY CBSI3aHbl C HAJIMYKMEM APYTOro 3a-
6os1eBaHUs, HanpuMmep, cuduarca, OCTEOMUETUTA, 3a-
60J1eBaHUS KOCTeH UM TybepKysesa. Y 60JbHOr0 Obl1a
BOZISIHKA U a1bOYMUHYPUS, Ha ayTOIICUU CEP/ILie YBEIU-
YeHO B pa3Mepax, cejie3eHKa TBep/iasi U )KUpHas, IO4YKU
VMMeJld 3HaYUTe/bHbIE XKUPOBble 0TI0XKeHus. [Ipu aToM
CaMbIM HETUNUYHBIM 6bL1a AJUTEJBHOCTb 3a00JieBa-
HUS, TAllMEHT OTMeYaJl 3MKU30/1bl BOASIHKYU B TeueHUe 8
JIET, YTO He YKJIaJ|bIBaJIOCh B 0ObIYHOE TeUEeHHEe aMUJIO-
uno3sa [12].

Uepes 9 siet B 1865 rony Yuikc ony6JuKoBas ele
60 cay4aeB cajbHOU 60JIe3HHU, CpeJid KOTOPBIX ObLIU 5
cly4yaeB 6e3 MPU3HAKOB OCHOBHOTO 3abo0sieBaHUs (CU-
dunuca, Tybepkysesa UM 3abosieBaHus kocteit) [13].
B 1867 r., BeposiTHO, ObLJ ONKCAH NEPBbIX Cydyail aMU-
JIOU/I03a, CBSI3aHHOTO C MHOXXECTBEHHOU MHEJIOMOHU.
Ha ayToncuu Oblid 06HApY>KEHbI CIIOHTAHHBIE Tepe-
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JIOMBbl TPYAWHBI C 3aMelleHHEM CepPOBaTO-KPacCHbIM
BELECTBOM, COJlepXKall[dM MHOXeCTBO MEJKHUX S1IpO-
COZiepKalluX KJIETOK. MeHTUYHble HaXOJKH TPHUCYT-
CTBOBAJIU U B APYTUX KOCTSX. JIEBBIH JKesNy04eK cep-
I1a TUIePTPOPUPOBAH, TIOYKU U Ceie3eHKa COZepKaln
amusonf [14].

B 1875 r. ¢paHIy3cCKMi MaTOJIOT W THUCTOJOr AH-
npe Buktop Kopuusb B [lapuike, aBCTpUMCKUAN aHATOM
Puxapn Xeuwis B BeHe u Pynosnsd 0prenc B bepiune,
HEe3aBHCHUMO JIPYT OT JPyTra, ONMHCATH HOBBIK MeTO/ 00-
Hapy)KeHUs aMHUJIOW/la — MeTaxpoMaTH4YecKue MNsATHa
- OKpallliBaHWEe aHUJIMHOBBIM KpacUTeJeM MeTHJIBH-
0JIETOM. ITOT MEeTO/] OKPAaCKH MO3BOJIKJ ONPEJIEUTh
BHEKJIETOYHBIN XapaKTep OTJOXKEeHUH aMWJIOW[a, U B
1876 r. 06GHApPYXKUTb aMUJIOW/] B CepAeYHOM TKaHu [15].
MeTaxpoMaTH4ecKre MSATHA UCI0Jb30Ba/IU BIJIOTh /10
1922 1., Kora 3TOT MeTOA OblI 3aMeHeH Ha OKpacKy
KOHTO0 KpacHbIM [16]. B 1927 r. npu ucciejoBaHuu 6J16-
IIeK y MallMeHTOB C 60JIe3HbI0 AJbI[reliMepa BIepBbIe
onucaH ¢peHOMeH 516JI0YHO-3€JIEHOTO CBEYeHHsT aMUJIO0-
uja, okpameHHoro KoHro KpacHbIM, B MOJIAPU30BaH-
HOM cBeTe [17].

Havasio usyyenusa AL-amuiongo3sa

B 1929 r. Jlro6apiu onucan 3 caydass «IepBUYHOTO»
aMUJION/03a U MpeACTaBUI KPUTEPUU OTJIMYUA Tep-
BUYHOI'O OT BTOPHUYHOTO aMujonj030B [18]. CambiM
IJIaBHbIM KpUTepHEeM MEepPBUYHOr0 aMHUJION03a ObLIO
OTCYTCTBHE paHee CyLeCTBOBAaBLIEro 3ab60JieBaHMUS,
KOTOpOe MOIJIO BbI3BaTh HaKOMJIeHHe aMmuiona [19]. B
1931 r. Afosib¢ MarHyc-J/IeBHU 06HaAPYXKUJ aMHUJIOW]103
y 29 u3 150 manueHToB ¢ MHOXXECTBEHHOM MHEJOMOU
[20,21], v 3agyMasica o ToM, 4To Gesok beHc-/IkoHca
MOXKeT ObITh «MaTEPUHCKUM BEIECTBOM» aMUJION/[03a
[22]. Yepe3 7 sieT oH mpoaHaau3upoBas 31 ciayvai na-
[IUEHTOB C MHOXXECTBEHHOW MHEJOMOM U OTJI0XEHUEM
aMUJIou/ia B KOCTHOM Mo3re, U 18 ciyvaes, Korja aMu-
JIou/l 06HAPYKUBAJICS B IPYTUX opraHax (HampuMep, B
MBILIIAX ¥ OKOJIOCYCTaBHBIX 06sacTsAx). Ero uzes 3a-
KJII0YaJach B TOM, YTO KJIETKA MHEJOMbI IPOAYLUPY-
I0T aMUJIOU/, KOTOPbIM HaKaIlJIMBAeTCs B KOCTU U, 10O
Mepe pa3BUTHS 60JIe3HH, MPOPHIBAETCS Yepe3 KOCThb U
WHOUJIBTPUPYET MBILIIBI ¥ XKUPOBYIO TKaHb. [Ipy 3TOM
BO3HMKHOBEHHE aMUJIOU/A CBSA3aHO C TUIIEPIPOAYKIIH-
el 6esika benc-/[»oHca v CHUXKEHHEM ero MeTabo/11M3Ma
[23]. To3nHee, B 1952 1. MarHyc-JleBH, UCXO/s U3 CBOE-
ro 50-7ieTHEero onbITa U3y4eHUs] aMUJIONU/[03a, TpeficKa-
3aJ, YTO B CKOPOM Oy/ylleM MOXXHO Oy/ieT BbIJIEIUTh
YUCTBIA aMUJIOU/[, U ONIpeJieJIUTh ero CBfA3b C APYTUMHU
oesnkamu [24]. B 1937 r. ATKMHCOH CJiesiajl BbIBOJI, UTO
15% nanueHTOB C MHOXXECTBEHHOM MHEJIOMOH TaKKe
HUMeIT aMuJIou103 [25].

[lonbITKa OCMBIC/IEHUS Pa3JIUYHbIX BADUAHTOB aMU-
JIOUZI030B ObliIa cAesaHa B 1940 r, korga Kypt Anwun
OMHKcaJl pa3/JM4YHYI0 KJIMHAYECKYI0 KApTUHY allUeHTOB
C aMUJIOW/I030M MIPU XPOHUUYECKUX UHPEKLIMSAX U Mapa-
aMUJIOU/IOM, CBSI3aHHBIM ¢ 6esikoM BeHc-/xoHca. [Tpu
XPOHUYECKUX UHPEKIHUAX aMUION], 0OHAPYKUBAJICS B
OCHOBHOM B INl€YEHH, Cesie3eHKe U MOYKax, B TO BpeMs
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KaK NP MHO>KECTBEHHON MU €eJIOMe aMUJIOU/, HAX0 U1
B Cep/lle, A3blKe, IepUAPTUKY/ISAPHBIX TKAHAX, IETKUX U
MOJKOXXHOU KjeT4yaTke [26].

[lapannenbHo € U3yyeHHEM KJIMHUYECKU Pa3HBIX
aMUJIOU/I030B 1LJI0O M3y4YeHHEe CTPYKTYpbl aMHUJIOU[A,
XMMHUYECKOT0 COCTaBa, MpeAIpUHUMAJIUCh MOMBITKU
BblJleJIeHUs] aMuJouJa u3 TkaHed. B 1959 r. mpouso-
1JI0 peBoJItOLIMOHHOE co6biTHe. AnaH C. Koan us lap-
Bap/ICKOM MeJULIMHCKOM 1IK0JIbl B BocToHe 1 IBaH Kas-
KMHC U3 MaccauyceTcKO# 60J/IbHUIIbI 0611ero npoduis
IPU MOMOLIY 37IeEKTPOHHON MUKPOCKOTIUM YCTaHOBUJIN
HeBeTBAlly0Ccd QUOPUIIAPHYIO CTPYKTYpPy aMUIou/a
IpU pa3/IMYHbIX BapHaHTax aMUJOWZ03a, NOCe Yero
OHU TpPEeJJIOKUJIN HECKOJbKO CII0COO0B Bbl/le/€eHUS
aMUJI0UA U3 TKaHel [27,28].

3HauuMMbIA BKJIaJ B H3ydyeHUe CcucTeMHoro AL-
aMUJIOU/03a U ero CBS3U C MHOXECTBEHHOW MUEJIOMOM
BHec Po6ept Kaits. B 1961 r. oH npeacTaBu aHaiu3 81
c/lyyasi IEPBUYHOTO aMUJI0U/,03a, ONM CaJl KIMHUYECKYI0
KapTHUHY, BBDKMBAEMOCTb MAllUEHTOB, a TAKXKe MpoaHa-
JIN3UPOBAJ KOCTHBIM MO3T U 3JeKTpopoperpaMmel. B
CBOEM HUCCJIe[JOBAHUU OH CJieJiaJl BbIBOJL O TECHOMW CBSI3U
MeX/ly NEePBUYHBIM aMUJIOM/030M W MHOXECTBEHHOH
MHUEJIOMOH, a TaKKe 0 JieXKallleM B 0CHOBE MEPBUYHOT0
aMmuiouzio3a nposrdepaTUBHOM 3ab0JIeBaHUU IJ1a3-
MaTHUYeCKUX KJIeTOK («HU Y OJJHOTO MaleHTa C CUCTEM-
HBbIM aMUJIOW/I030M KOCTHBIM MO3T He ObLI OJHOCThIO
HOPMaJIbHbIM») [29]. 1968 I. 03HaMeHOBaJICSI OTKPBITH-
€M CKJaJ4aTON CTPYKTYypbl aMUJIOUJHON QUOPUIIBIL.
[Ipu noMo1K peHTreHOCTPYKTYPHOT0 aHaIu3a JiHecC U
[7leHHep yBUJENU MEepeKPeCcTHYI0 [3-peHTreHorpaMMy,
WHTEPNPETUPOBAB 3TO KaK CTPYKTYPY «CKJIa[4aTOro
JICTa», 00pa30BaHHY0 aMUJIOUIHON MOJUNENTUAHON
LIeNblo, CKJaJblBaloOllelicss peryasipHbIM 00pa3oM Ha
caMoi cebe, TaK, YTO COCEJJHHE CETMEHTHI IieNU ObLIN
pacnoJsioXKeHbl aHTUIApaJiesbHO JlaTepaibHo [30]. A
ye B 1971 r. [l1eHHep U cOaBTOpBHI BBISBUJIU B COCTa-
Be aMMWJIOM/]a aMUHOKUCJIOTHYIO MOCJ/Ie/J0BaTeNbHOCTh
K-JIeTKOM 1eny, J0Ka3aB CBA3b aMMWJoWJa U Oesika
Benc-/I>xoHca [31]. B jasibHeHIIMX ONbITaX OHU Mpojie-
MOHCTPUPOBAJIY, YTO MOHOKJIOHAJ/IbHbIE JIETKUE IIENH,
Bbl/leJIEHHbIE Y NAlMeHTa ¢ MUeJIoMOW 6e3 aMUJI0U/[0-
3a [pH onpeJie/IeHHbIX YCJI0BUSIX, MOTYT 00pa30BbIBaTh
aMmuyouiHble GUOPUIIBI in Vitro, TeM caMbIM cZesaB
BbIBO/l, 0 HEOOXO0/IUMOCTH JIONOJHUTEIBHBIX GAKTOPOB
st popMupoBaHus amusioua [32].

3a 20 seT panbHeWlIero U3yyeHus U Tepamnuu AL
aMUJION/I03a BBDKMBAEMOCTb MalMEHTOB OCTaBaJach
Hu3koi. B 1975 r,1983 r., 1995 r. ony6/1MKOBaHbI AaH-
Hble 132, 229 u 474 nauueHTOB, MeiMaHa BbDKHMBAEeMO-
cTU coctaBuia 15, 12 u 13 MecsdleB COOTBETCTBEHHO
[33-35].

[lonbITKK Tepanuu KOJXULKHOM, [IpenapaToM, UH-
rUOUPYIOLMM UHAYKIWI0 aMUJIOWA03a y MbIILEH, IpU-
BeJId K YBEJUYEHUI0 BbIKMBAeMOCTH MALMEHTOB C 6
o 17 mecsiueB [36]. CBA3b MEPBUYHOT0 aMUJIOW/03a
c nposudepanyeil Maa3MaTUYECKUX KJIETOK HaBesa
Ha MbIC/Ib 00 HCMOJIb30BAaHUU AJKWUJIUPYIOIIUX areH-
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TOB, 3¢ PEKTUBHBIX NMPOTUB IJA3MaTHUYECKUX KJIETOK,
CUHTE3UPYIOIIUX MOHOKJIOHa/MbHbIE Jierkue nend. Ha
55 manueHTax GbLIO MPOBEJEHO MIAIEe60-KOHTPOJIH-
pyeMoe HCIbITaHWe Tepanuu MejdaJaHOM U MpeHU-
30JIOHOM. B rpymnmne xuMuoTepanuu HeppOTHUUECKUH
CUH/JIPOM HcYe3 y 2 MalMeHTOB, a IKCKpelusa Oesika C
MOYO0H yMeHbIIUIaCch 60siee yeM Ha 50% y 8, mpu aTom
BBDKMBAEMOCTb MeX/y TpyINIaMH He oTaudajachk [37].
B 1997 r. Po6epT Kaiin ony6sikoBas JaHHbIE paH[0-
MHU3UPOBAHHOTO HCCJIEJ0BaHUS CPaBHEHUS Tepamnuu
MesdasaHOM W MPeSHU30JI0HOM HPOTUB KOJXUI[MHA
WM MesidaiaHa, mpeHU30/0Ha MPOTHUB TPOUHOU KOM-
6uHanuu. OCHOBHOM BBIBO/I, YTO Tepanus MejipasaHOM
U MpeJHU30JI0HOM Y/y4IllaeT BbIKHBAEMOCTh Mal[deH-
TOB U IPUBOJUT K 06'beKTUBHBIM oTBeTaM [38]. B 1998
r. PaliMmon; KoMeHI10 ¥ COaBTOPBI COOBIIMIIN 06 yCITen-
HOM Tepanuu BbICOKO/J03HBIM MesipasaHOM C MOAJIEPHK-
KOH ayTOJIOTUYHOH TpaHCIIaHTal[ied reMonmosTHye-
CKHX CTBOJIOBBIX KJIETOK y 20 MaleHTOB C MEPBUYHBIM
AL-amusiongio3om [39].

XXI Bek

Pa3BuTHe pas3sUYHBIX METOJ0B BHU3yaJU3aLUH M
OLIEHKH CTPYKTYpbl, TAKUX KaK PEHTTeHOBCKasl KpH-
crasiorpadusi, MUKPO3JeKTPOHHAS AUPPaKIKS, CleK-
TPOCKONUS SI/IEPHOr0 MAarHUTHOTO pPe30HAHCa, KpH-

03JIEKTPOHHAsi MHUKPOCKONHUS W JpPYyrue, MO3BOJHIN
MOJTHOCTBIO TMPOAHAJIM3UPOBATDh CKJIAAYATyI0 CTPYKTY-
py aMuJIoua 10 OTJEebHBIX CyO'beJUHHII, U OLIEHHUTD,
KaK OHU GOPMUPYIT GUOPHI/LIBI, 00pasylolye BIIO-
C/1eICTBUY OJISIIIKH U KJIYOKH.

Pa3BuTHe 6GeJKOBOro aHa/jv3a MOCPEACTBOM Macc-
CMEKTPOMETPHUH MO3BOJUJIO HUJEHTUPHUIHUPOBATHL 60-
Jsee 50 GesKoB-mpe/IIeCTBEHHUKOB aMuiouga [40],
HEKOTOpble 06pa3yI0T JIOKaJbHbIE OT/IOXKEHHUs], TaKue
Kak (-amusions npu 60Jie3HU Asbureiimepa, 4yTo NpH-
BOJUT K JIOKQJIN30BAaHHOMY aMHUJIOUZI03Y, a IpyTHe Ha-
KaIlJIMBAIOTCS BO BCEX TKAHSX OpraHu3Ma (CUCTEMHbBIH
amusionzio3) [41]. Kak MuHuMyM 17 6eJIKOB MOTYT BBbI-
3bIBaTh CHUCTEMHBbIH aMHJIOM/03, TsDKeJble U JIeTKHe
Iend MMMYHOIJIOOYJTMHOB MpPUMeYaTeJbHbl TEM, YTO
croco6Hbl GOPMHUPOBATh KaK CUCTEMHbIE OTJIOXKEHHS
aMWJION/IA, TaK U JIOKAJIbHbIE, HAIPUMEp, B YPOTEJIUU
uiv roptanu [42]. CHcTeMHBIA aMUJIOU/I03 MOXKET OBITh
HacJieICTBEHHBIM UJIM IPUO6pPeTEHHBIM. /[Be Hanboiee
pacnpocTpaHeHHble (OPMbI CUCTEMHOTO AMHUJIOWJO-
3a — aMUJIOUZ03 JIETKUX lieneld MMMYHOIJIOOYJIMHOB
(AL-aMmusion103) M JAUKHA THI TPAaHCTUPETHUHOBOIO
amusonzio3a (ATTR-amMmusioni03) - SBJASIOTCA MPUOO-
peTeHHbIMU. HanGosiee 4acTble BAPHAHTBI CUCTEMHBIX
aMHJIONU/I030B Tpe/CTaBJIeHbI B TabuIe 1.

Ta6auya 1
Hau6osee pacnpocmpdaHeHHble cCucmemMHble amu,10udo3ul
Tun benok- CuctemHbiii u/unm | NMpuobpeTeHHbIi KnuHuyeckana kaptMHa
amunongosa npeawecTBeHHUK | JIOKAaAN30BaHHbIN unm
HacneAcTBEHHbIM
AL (paHee K Unun A nerkas uenb | CUCTEMHbIN 1 MpuobpeTteHHbIn | CepAaLe, NOYKK, NeYEHb, MATKUE TKaHM,
Ha3blBasCcA MMMYHOTN00YIMHA | NOKANN30BaHHbIN nepudepmyeckas HepBHas cUCTEMbI
nepBUYHbIM (BKNtOYAA BEreTaTUBHYHO HEPBHYHO
amuionao3om) CUCTEMY) W KENYAOYHO-KULLEYHbIV TPAKT
ATTR TpaHCTUpPETUH CucTeMHbIn HacneacteeHHbIn | Mepudepunyeckas HepBHas cuctema
(BKNtOYAsA BEreTaTUBHYIO HEPBHYHO
cucTemy), cepAlie, rnasa, NoYku u
NenToOMeHWHreanbHble 060104KM.
ATTRwt TpaHCTUpPETHH CuCTeMHBIN MpunobpeTteHHbili | Cepaue v CBA3KM
AA CbIBOPOTOYHbIN CucTeMHbIl MpunobpeTeHHbIl | MpenmyLLecTBEHHO NOYKU, HO MOXKET
amuniong A MOopPa*KaTbCA MNeYeHb, Keayao4Ho-
KMLLIEYHbIM TPAKT U MHOTAA cepaLe,
LW MTOBUAHASA Kefle3a U BereTaTuBHan
HepBHan cMcTema
ALECT2 JNlelikounTapHbIi CucTeMHbIN MpunobpeTeHHbid | MOYKK, NeYeHb, ceneseHka,
XEMOTAKCUYECKUN HaZNOYEYHUKN U Nerkme
bakTop 2
AApoAl AnonunonpotenH | CUcCTEeMHbIM MpuobpeTteHHbIn | Cepale, NeyeHb, MOYKK, Nepudepmyeckasn
Al HEepBHAA CUCTEMA, ANYKM, TOPTAHb U KOXA
AFib a-uenb CucTeMHbIN MpunobpeTeHHbIl | MoOYKK, B NepByo odepeqb, C
dnbpuHoreHa 06/ IMTEPUPYIOLLMM NOPAKEHNEM
KNybo4yKoB
AB2m B2-muKkpornobynmH | CUcTeMHbI M MpunobpeTeHHbIi | KOCTHO-MbILeYHas cuctema
OMKOro TMna (cBA3AHHbBIN C
reMoAuann3om)
AB2m B2-mukpornobynmH | CUCTeMHbI HacneactBeHHbI | ABTOHOMHAs HEpPBHasA cucTema
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O6pa3oBaHNe aMMJIOUHBIX GUOPUILI

B ocHoBe /11060r0 aMUIOWZ03a JIEXKUT MEXAaHU3M
npeBpalieHus OOYISIPHBIX PAaCTBOPUMBIX GEJIKOB B
HepacTBOPUMbIE aMHUJIOUZHbIE QUOPHUJIBI, KOTOpbIE
OTKJIaJIbIBAIOTCS B )KU3HEHHO BXKHBIX OpraHax v Hapy-
waroT ux pyHkKuuu [1].

CHMHTe3 MOJIMMENTHAHON Lenu GesiKa MPOUCKXOAUT B
3H/IOIJIa3MaTUYECKOM PETHKYJIYME, OCJI€e YEro, 0CHO-
BBbIBAsICb HAa TEPMOJMHAMUYECKUX TPUHIUMNAX, GEJI0K
CIIOHTAaHHO CBOPAYMBAETCS B COOTBETCTBUM C aMHHO-
KHCJIOTHOM MOC/Je/0BAaTENbHOCTbI0 W TNpPUOGpETaeT
CBOI0O TPEXMEpHYI0 CTPYKTypy. TeM He MeHee, OesKU
CKJIOHHBI K TIepexoy B HeCTabUIbHOE COCTOSIHHE pa3-
BOpAYMBAaHUS U HYK/JJAIOTCS B IIaNlepOHax JJIs Mo ep-
’KaHUs MPABUJIbHO CJIOXKEHHOW CTPYKTyphl [43]. Jss
06pa30oBaHUsl aMUJIOUHBIX GUOPUILT OGeNKU-TIpeALIe-
CTBEHHUKH JIO/DKHbI MMETb YAaCTUYHO Pa3BEPHYTYIO
CTPYKTYpy. BHEK/JIETOUHbIE CTUMYJIbI, TaKHe KaK HH3-
Kas pH, okucieHre WK BbICOKasl TeMIlepaTypa, Hapy-
AT TPEXMEPHYIO CTPYKTYPY 6€sKa U CloCOOCTBYIOT
pa3BepThIBAaHUIO MOJIUIIENTHIHBIX Llenei [44]. B Hopme
BHYTPUKJIETOYHO U BHEKJIETOUYHO OEJIKOBBIM TOMeo-
cra3 (mpoTeocTas) NoAAepKUBAET CTAOUIBHOE COCTOS-
HUe 6eJIKOB B HATUBHOW KOHPOPMALHUH, B TIPABUIbHOM
MecTe W B IPAaBUJIbHOU KOHLEHTpALMH, IPej0TBpaLias
TeM CaMbIM UX arperanuio [45,46]. HempaBuibHO cBep-
HyTble WM Pa3BEPHyTble OEJIKW eCTeCTBEHHbIM 00-
pa3oM BO3BpAIAIOTCS K CBOEH HAaTHUBHOM CTPYKTYPE,
HO MHOT/Ia OHM CBOPAYMBAIOTCS B JIOKHYIO CTPYKTYDY,
OT/IMYAIILYIOCS OT UCXOAHOU KoHpopmanuu. O6bIYHO
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OHHU PaCUIENJISIIOTCS U YAISIOTCSA poTeacoMaMu [47],
HO HEKOTOpble M3 HUX BBICBOOOXK/IAIOTCS BO BHEKJIe-
TOYHOE MPOCTPAHCTBO U MOBTOPHO COOUPAIOTCS B TPeEX-
MepHYI0 KoHdopMalMio, KoTopas 6oraTta [3-CI0sAMH, U
HOJIMMEPU3YIOTCS APYT C APYToM ¢ 06pa30BaHKEM aMU-
JIOUZHBIX GubpusL [48].

daKTophI, CIOCOOCTBYIONME arperanuu 6eska, pas-
HOOGpa3Hkbl, cpeu HUX: 1) MyTaluu, KOTOpble MPUBO-
JAT K M3MeHEeHUIo, MO0 [ecTabuan3alud HaTUBHOU
CTPYKTYphI 6esika, 2) MOBbIIIEHWEe KOHIEHTpalUH 3a
CYET TUMEPHPOAYKIMHU Gesika (MOHOKJIOHAIbHBIE JIer-
KHe 1eny, 6eJ10K 0CTPOX $pasbl CLIBOPOTOYHOI'O aMUJIO-
uga A (SAA)), 3) HapyleHHBIH KJIMpeHC 6eJiKa, KOTOPbIH
TaK)Xe MPUBOJUT K YBeJUYEHHIO ero KOHIIeHTPALUU
(B2-MuKpoOr/I06YIMH TPH XPOHUYECKOM TeMOANaIU3E),
4) CKJIOHHOCTb OMpe/ieJIeHHbIX 6EJKOB K 06pa30BaHUI0
aMUJIOUJHBIX GUOPUJLI, CBSI3aHHAs €O cTapeHueM [49].

O6pa3oBaHue aMHJIOMAHBbIX PuUOpUAT npu AL
amMuJjounjose

B ocHoBe nartoreHesa AL-aMu/I0MZ03a JIEXKHUT, KaK
NPaBUJIO, UH/AOJEHTHBIN B-K/1eTOUHBIN KJIOH, KOTOPBIHA
B 75-80% mpoayLupyeT MyTaHTHYIO JIETKYIO L[elb UM-
MyHorsio6yauHa A [49]. llpumepHo y 40-60% nanueH-
TOB KJIOH XapakKTepuayetcs HasuuueM t(11;14) [50].

Ha mepBoM 3Tame NpPOUCXOAUT THUIEPIPOAYKIHS
CBOOOZHBIX JIETKHUX Lielled KJIOHANbHBIMU IJIa3MaTHye-
CKUMHU KJieTKaMu. CoMaTHyecKre MyTalMH, BOSHUKAO-
l[Me B TeHHOM KJacTepe, KOJUPYIOIEM BaprabebHYI0
o6J1acTb Jierkod nenu (IGLV), mpuBOAsT K TOMY, YTO
JlerTKye 1eld NpUoOpeTaroT CBOMCTBA, CIOCOOCTBYIO-

Oumep
Nerkoi uenu

B

MoHomep
NEerkom uenu

fomogumep
NEerkom uenu

Pucynok 1. Cmpyxkmypusie snemenmor anmumena. A. Anmumeno I1gG cocmoum u3 08yx uOeHMuU4HbIX
JlecKUX yeneui u 08yxX UOEeHMUYHbIX msdicenvlx yenell. b. oumep nezkoii yenu. B. monomepwvl u 2comooumepbi
8apuabenrbHo20 0oMeHa 1e2Kol Yenu, KOmopwle 8O3HUKAIOM 8 pe3Vilbmame pacujenjieHus 1e2Kol yenu.
Jucynvgpuonvie cea3u 00603HaA4UEHbI KpaACHbIMU TUHUAMU. Bi- eapuabenvHulii domen nezkou yenu, Bm
- sapuabenvuwvili domen msoicenou yenu, Kn — koncmanmuwlil domen neexou yenu, Km — xoncmanmuoiil

OOMEH MANCENOU Yenll.
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mye uX JajbHedmed arperanuu [51]. B ominyue ot
JIETKUX IeneH, TPOAYIMPYEMBIX MPH MHOMXECTBEHHOM
MHUEJIOME, aMUJIOU/IOTEHHBIE JIETKHe 1leMd UMEIOT HU3-
Ky10 CTabUJIbHOCTb TPEXMEPHOH KOHPUTYpaIiMU U BbI-
COKYI0 6eJIKOBYIO TMHaMUKY [52,53]. ITo sar-dasa, Bo
BpeMsI Hee He MPOUCXOAUT OCaXK/IEeHUS 6EJTKOB B TKAHSX
¥ OHa MOXXET TPO/I0/DKAThCS HEOPe/[eJIEeHHO AJIUTE b-
Hoe BpeMs. Kak TOIbKO HaKalJIMBaeTCs KpUTHYECKas
KOHIIEHTpalusa HecTabUIbHbIX aMUJIOUIOTEHHbIX JIer-
KHX lienel, HaurHaeTcs ¢pasa 3apoXkeHus Uiu GopMHu-
poBanus szpa [54].

MyTaHTHble aMHWJIOWJOTEHHbIe JIETKHE LENH, Mo-
nazasi B KPOBOTOK, BCJIEACTBHE HU3KOH CTAOUIBHOCTH
pa3BOpavMBalOT CBOK KoHQurypauuio. H3-3a Hapy-
IIEeHUs] WK TOJIaBJEHHsI BHEKJETOYHOIO MpPOTEOCTa-
32 MPOUCXOAUT MPOTEOJIM3 JIETKOH Lienu (4acTUYHOe
pacuiensieHue). B pesynbTaTe paciiensieHuss aMuJo-
UJIOTEHHBIX JIETKUX Iielled 06pa3yoTcss MOHOMEPHI U
JIUMEPbI JIETKUX I[eNeH, KOTOpble TaK)Ke MOTYT Mepeco-
OUpaThCs B TOMOJUMEpHI, COAepKalle TOJbKO BapHa-
OesibHbIE IOMEHBI JIETKUX Iened (pucyHok 1) [55,56].
PaHee cunTanoch, YTo HaubOJIbIIEN CKIOHHOCTBIO K 006-
pasoBaHHW0 GUOPHUII 06J1aJJal0T TOMOJUMEPHI BapHa-
GeJIbHBIX IOMEHOB JIETKUX LieleH, XOTS B IOC/IeYI0IeM
B CTPYyKType QUOPUIIBI HALIM U MOJHbIE MOJIEKYJ/IbI
JIETKUX LieNel, U KOHCTAHTHbIE JIOMEHBI JIETKUX Llenen
[57-61]. TakuM 006pa3oM, HMPOTEOJIU3 JIETKUX Ilenen
UrpaeT BaXXHYIO POJib B 3aMycKe 06pa3oBaHus MOCAe/y-
IOIMX CTPYKTYPHBIX eJUHUL, GUOPHUIIBI aMUJIONU/A.

JlanbpHelIee B3aMMO/IeHCTBYE MOHOAUMEPOB U J1U-
MEPOB JIETKHUX Lenel ¢ paKTopaMu M1a3Mbl IPUBOAUT K
06pa3oBaHHUI0 GoJiee CI0KHBIX CTPYKTYP — FeKCaMepoB
W Jlajiee, OJUTOMepPOB (CTPYKTypa OJIUTOMEpPOB Heus-
BeCTHa M, BO3MOXXHO M3MeH4HWBa) [62,63]. Hemocpen-
CTBEHHO B TKaHSIX OJIATOMEPbI UJIM UX PeALIeCTBEHHU-
KU B3aUMOJIEHCTBYIOT C TKAaHEBbIM MUKPOOKPYKEHHEM,
B TOM YHCJIE C KOMIIOHEHTAMH BHEKJIETOYHOTO MAaTPUK-
ca (TakuMHM Kak [JIMKO3aMHUHOIJIMKAHbI, KOJJIareH U
JINUbI) [64], mpoTea3aMu, MeTa/lJlaMH (B 4YaCTHOCTH,
Meqblo) [65]. PesysbraToM 3THUX B3aUMOJIEWCTBUH
CTAHOBUTCS JaJbHEHIIMHA CTPYKTYPHBIM Tmepexof,
npu KOTopoM (GOpMHUpyeTcsl THUIMYHAs MHapasiesib-
Hasl CTPYKTypa B-JIUCTOB, XapakTepHas [ GUuGpUILI,
3apoxaaeTcsa AApo Oyaymed GUOPUIIBI aMUJIOUA.
KsleTKHM Takke y4acTBYIOT B OCaK/jeHUU GeJiKa 3a CYET
€ro B3aUMO/IEUCTBUS C KJIETOYHON MeMb6paHOi [66].

CriBopoTouHbId amusions; P (SAP) moBceMecTHO
HOPUCYTCTBYET B OTJIOKEHHUSIX aMUJIOW/A U 3aLIUIIAET
aMUJIOWHble QUOPU/IBI OT Jerpajauuy. [nnko3a-
MUHOTJIMKAHbI CAYXKAaT KapKacoM W 06Jier4aroT o6pa-
3oBaHue GpubpuI [67]. YacTb 0JIMTOMEPOB HE MOTYT
MPOU3BOAUTh GUOPUILIBI (TYIHKOBasi CO0PKa), HO MPH
3TOM OHU OKa3bIBAIOT HENOCPEACTBEHHOE TOKCHYHOE
JIeiCTBYE Ha KJIeTKH, Hapylas X GYHKIMIO U CHIDKAs
»KHU3HECIOCOOHOCTD [62].

[locne Toro, kak chOpMUPOBANHUCH SAAPA, KUHETHKA
o6pasoBaHUs QUOPU/I pPE3KO MeHSIEeTCs, HACTyHaeT
dasa yJJIMHEHUs WM 3JIOHTaluu. AMuIouHble GU-

OpUJIIBI MOTYT GparMeHTUPOBATLCS, OCBOOOK/[AsA HO-
Bble KOHIIbl, HA KOTOpbIe MPUKPENJIAIOTCA CAeyoLiue
MoOHOMepbl. TakuM 06pa3oM, ubpuU/IA pelTUIUPYET U
pacnpocTpaHsieT CBOI0 COOCTBEHHYIO CTPYKTYPY BOJb
0CH BOJIOKHA, UCINO0JIb3Ysl CBOIO KOHIIEBYIO CTPYKTYpY B
KayecTBe 11abJI0Ha. ITOT PeXKUM peaKIiuu Ha3blBaeTCs
«MoJIMMepu3alMen, 3aBUCUMOM 0T 06pa30BaHUS sipar»
[68]. Bo BpeMs dasbl asioHralMM YBeJIUYeHUe pa3MepoB
aMUJIOU/A IPOUCXOAUT OYeHb OBICTPO 3a CYET OBICTPO-
ro HaKOIJIEHUS] aMUJIOUAHBIX GUOPHU/T (PHUCYHOK 2).
KoHlleHTpanus 4acTUYHO CBEPHYTHIX OEJIKOB, HEOOXO-
JUMBIX JJis1 YAJUHEHUs aMUIOUAHBIX Gubpusi B 10-20
pa3 MeHbllle, YeM KOHIleHTpalus, HeoOXoAuMas [AJs
dopMupoBaHUs epBOro GpuOPUISAPHOTO sipa [67].

[loBpexx/ieHre OpraHOB MPOUCXOAUT 3a CYET JBYX
MexaHHW3MOB: 1. HakonyieHre aMUI0MHBIX OT/I0KEHU N
B TKaHSX, YTO BbI3bIBAET AUCPYHKIUIO YKU3HEHHO BaXK-
HbIX opraHoB. 2. Tokcudeckoe /leficTBMEe pacTBOPHUMBIX
0JINTOMEPOB, CNIOCOOHBIX BHI3bIBATh MOBPEXK/IEHUE KIle-
TOYHOU MeMbOpaHbl [48].

PaHHAs auarHoctuka AL-amMuionzi03a U UCI0Jb30-
BaHHe 3P PeKTUBHOU TepanuH, BbI3bIBalolllel ObICTpoe
Y INIy60KOe CHIDKEHH e KOJIMYeCTBa NPe/jlleCTBEHHUKOB
amuionsia (aMUJIOUAOTEHHBIX JIETKUX Ienei), UMeeT
peliawliee 3Ha4YeHUe JJi1 OCTAHOBKU pocTa GUOpPHUILIT
Y MporpeccupoBaHUs 3ab0JieBaHUSA. AMUIOUJHBIE OT-
JIOXKEHUS B L[eJIOM O4YeHb YCTOWYMBBI K Jlerpajaluy,
0JIHaKO 32 CYET IH/I0TE€HHbIX UMMYHOJIOTUYECKUX MeXa-
HHU3MOB, B KOTOPBIX BaXKHYIO POJIb UT'PAIOT Makpodarw,
NPOUCXOJUT MeJlJIeHHOE eCTEeCTBEHHOE OYMILEeHHE OT
AMUWJIOUAHBIX OTJN0XKeHUU [69]. Ncue3aHOBeHHe aMUJIO-
W/JHBIX OTJOXXEHUW MOXXET B 3HAYMUTEJbHOU CTeleHU
CMOCOOCTBOBATb BOCCTAHOBJIEHHI0 QYHKLMU OpPraHOB
[70].

KinHnyeckasa kapTuHa

AL-amusonJ03 - BeJUKUW umuTaTop. OT/I0XKeHUE
aMUJIOU/ia MOXKET BOSHUKATD B JIIOOOM OpraHe U TKaHH,
KpoMe roJioBHOro Mo3ra. CaMblid 4acTblid U CaMbIi He-
cnenuUYHBIN CUMOTOM cucTeMHOro AL-amuiouziosa
- 3T0 yctasoctb. O Hel coobwarT 80% nayrUeHTOB.
Jpyrue pacnpocTpaHeHHble CUMIOTOMbl BKJIIOYAIOT
OJIbIIIKY NpY GU3NUYECKON Harpy3ke, nepudpepudeckue
OTEKH, apecTe3uy, NOTepIo Beca, Mypnypy, AUCTeB3UIO0,
CYXOCTb BO PTY [71]. 3TU cCUMIITOMBI YAaCTO BBOAAT B 3a-
OJ1y>K/JieHre KJIMHULUCTOB, KOTOpbIE TPUHUMAIOT UX 32
NpOSIBJIEHUS CepIeYHON HeI0CTaTOYHOCTH WJIM caxap-
Horo AguabeTa.

Y 60-80% nauueHTOB MMeeT MeCTO IOpaKeHUe
cepAna v novek [72].

[lopaxkeHue cepaua onpejessieTcs Ha OCHOBAaHUU
TUNUYHBIX NPU3HAKOB (PECTPUKTUBHASA KapAHOMHUO-
naTHs C CEpP/eYHON HEJOCTAaTOUHOCThI0O U COXpPAaHHOM
¢dpakuuet Bbibpoca). Takke HEpeAKO y MAlMEHTOB C
TSKeJIbIM OpPaXKeHUEM cep/ilia MOXKeT ObITh UMUTAIUSA
rHdapkTa 1o IKI ¢ oTcyTcTBUEM CTEHO3a KOPOHAPHBIX
cocyzioB Ha KopoHaporpaduu. [loparkeHre moyek onpe-
JleJiseTcsl HaJM4ueM HeCceJeKTUBHOW MNPOTEeUHYpUU
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6osiee 0,5 r/24 4 [73], GoJiblile MOJIOBUHBI MALIMEHTOB
€ To4eyHbIM AL-aMuI01/1030M UMEIOT HEPPOTHUUECKUN
CUH/IpOM [74].Y 4acTu nanueHTOB HA MOMEHT AMArHo3a
UMeeT MeCTO XpOHUYecKas 60Jie3Hb Movyek. [lopaxkeHue
HEPBHOM TKaHU NPOSIBJSETCS CUMMETPUYHON JieMHe-
JINHU3UPYIOLeH nepudepruyecKor moauHedponaTuen
(bosieBast popMa, OHEMEHHUE PYK U HOT IO THUIY HOCKOB
U MepyaToK, OLIyIleHHe MO0JI3aHUA MypauleK, OlLlyle-
HUE MOKPbIX HOT, 03HOOBI, 3y/I, »>KeHHe), BereTaTUBHON
HelponaTHel (opTocTaTHYecKasi TUIIOTEH3Us, HapylLe-
Hue Jedekanuu (3amopsl, MOHOCKI), paHHEE HAChILe-
HUE, 3peKTUIbHAS AUCPYHKIUSA, 3aJiepKKa MOUM WU
JIOXKHBIE TT03bIBbI). YaCcTO y MALlMEHTOB C 3aMyL|eHHbBIMU
CTaIUSIMU MMeEeT MeCTO OCHUIJIOCTb MW OXPHUILIOCThb
roJioca BC/e/ICTBUE NOpakKeHUsA TOPTaHHOT 0 HepBa. Bo-
BJIeUeHHe MeYeHU NPOsBJsSETCS renatoMeraivedl u/

IKCNPECCHA U CEKPELLMA NETKUX Lenei
NN3a3sMaTUHECKMMM KNETKAMM

B He HaTueHanA

WJIY TIOBBIIIEHWEM YPOBHS 1IeJI0YHOU PpocdaTasbl B Chl-
BOpPOTKe KPOBH, a TAKXKe XeJTYX0l. B ciydae, ecu me-
YeHb SIBJISETCSA e/IMHCTBEHHBIM MOPaXKEHHbIM OPTaHOM,
HalMeHTy 4acTo OMIMGOYHO CTaBAT JUArHo3 Iupposa
nedeHd. [IposiBJIeHUS] TOBPEXJEHHUS KeJYA0UHO-KH-
IIEYHOT0 TPaKTa - 3TO AUapes, 3a10p, MaibabcopOLus,
TIOXy/IaHHUE, XKeJYIOUHO-KHUIIIeUHbIe KpoBoTeYeHus. OT-
JIOXKEHUS] aMUJIOMIa MOTYT HaKaIlJIMBaTbCS B MBIIIIAX
(MBIlIeYHAs C1a60CTh, MUAJITHS, TICEBAOTUIIEPTPODUS,
aTtpodus), cycraBax ([OJIMAPTPOIATHSA), CeJe3eHKe
(rumocmyieHU3M), JIeTKUX (OZbIIIKa, Kalleab, Auddys-
Hble UHTEPCTULHAJIbHbIE UHUIBTPATHI IPH BU3YaJIH-
3al[MH) U KoxKe (asiomnenus, mypmypa).

KoXHbIM reMoppariyecKui CHHAPOM TaKKe MOXET
ObITh CBsI3aH C JAepUUUTOM (AKTOPOB CBEPTHIBAHUSA
KpPOBH, TaKUX KaK ¢akTop X, KOTOpbIM 3acTpeBaeT B

MpoTeoTeonuTHYecKoe pacuenneHue m
B3aMMoAencTBUE C haKTopamm Naasmbi

BTropuuHbIe CTPYKTYPHBIE M3MEHEHUA

AUMEpU3aLMA

PassepHyTblid
6enok

CnomeHHble
MOHOMEpPbI

Onuromepsi

Obpasosanue
dubpunn

YanuHeHue
dubpunn

Pucynox 2. [Iyms obpazosanus AL-amunouoa. A. Mymanmmuwie neckue yenu (JIL]) ceepxaxcnpeccupyromes u
cekpemupylomces 3n1okavecmeennolmu B-knemrxamu. Ha yeenuuennom uzoopasicenuu SHOONIA3MAMULECKULL
pemuxynym (OP). Cunue snnuncouost npeocmasnaiom uwaneponvt P, npawoyzonvnuxu - JIL[. (b) JIL]
nonaoarom 6 Kpo8OMoK, 20e Mo2ym NpoxXooums Npomeonus u 63aumooeticmaue ¢ Qaxmopamu niasmol.
KpacHvle snnuncoudvt — xkiemxu Kposu, 4epHuvle TUHUY — 2TUKO3AMUHO2IUKausl. (B) Ymoobwl éotimu 6 nyms
Gduobpunn, JI unu ux eapuabenvuviii 0omer B pazsopauusaromcs, oumepuzyiomes u o1ucoMepus3yomcs
C NoCnedyrowum NepexiioueHuemM 8MmopuUyHoL CMpYKmypvl 6 CMOPOHY RAPANIENbHbIX [-TUCMO8, YmO
npueooum kK obpazosanuto u yoaureruio gubpunn. (I)) Borokna omxaiaovl8aomcs 6 pasiuuHblX 0peaHax
u Hapywarom ux @yukyuio. JJo cux nop HesACHO, NPOUCXooum jau npomeorumuieckoe pacujeniienue 6
KPOBOMOKe, 8 Op2aHax Uiy nocie oopasosanus puopu.
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aMUJIOUHBIX GubpuUILIax nedeHu. [lopaxkeHne cocyzoB
MOXeT NPUBECTH K XPOMOTE WJIM CTEHOKAapAHH, a TaK-
’Ke K HapyLIeHUI0 ’KeBaTeJbHOW QYHKIMU. Y pa3HbIX
NalveHTOB NpOsiBJeHUs 3a60JIeBaHUSI MOTYT OBITh
pasHbIMH, TOYHbIE MOJIEKY/ISIpHbIE MEXaHU3MbI, JIeKa-
IMe B OCHOBe MOPAXKEHHUs] KOHKPETHBIX OPraHOB MpHU
AL-amusionjio3e, He sicHbl. HeckoJibKO ucciie0BaHUI
NPOAEMOHCTPUPOBAIH, KaKHe TeHbl BapHabesbHOTrO
JIOMeHa JIETKOM LleMy CMOCOOCTBYIOT TPOMHOCTH aMu-
JIoUJia K onpejiesieHHbIM opraHaM. Hampumep, rex 3a-
poapieBor auHUK IGKV1-33 nmpeumyinecTBeHHO Ha-
1[eJIeH Ha MevyeHb [75], Me3aHTHa/IbHbIe KJIETKH MTOYKH
MMEIOT CKJIOHHOCTh K 06Pa30BaHUI0 aMUJIOU/IHbIX QU-
OpHWJIT IPU UHKYOAIIMU C MPOU3BOJHBIMHU JIETKOH LieMn
ot IGLV6-57 [76], cepiedHbIH TPONKM3M CBsI3aH C TEHOM
3apoabliieBoi nHun [IGLV1-44, koTopsiii o6ecrneyunBa-
€T NSATUKPATHOE yBeJUYeHre BEPOSTHOCTH JOMUHAHT-
HOTO MopakeHus cepana [75,77].

JuarHocruka

Pacno3HaTh aMUI0M/103 HA pAaHHHUX 3TaNax J0BOJb-
HO CJI0KHO, YYUTBIBAsi HeCHENUPUUHOCTb CUMITOMOB
Y TeTepPOreHHOCTh NposiBAeHUU. CpesHee BpeMs OT Io-
SBJIEHUS] CUMIITOMOB /10 YCTaHOBJIEHUS AuarHosa co-
CTaBJISIET MMPUMePHO OT 6 10 12 mecsues [71]. [lepBas
npo6JsieMa — 3TO HelpaBUJIbHAs CAMOUHTEPIPETALUs
NalMeHTOM CUMITOMOB, KOTOpasi MPUBOAUT €ro K He-
npoQUIbHBIM CIELUANUCTaM, U A0 MOMEHTA yCTaHOB-
JIEHUSI JMarH03a OH OoCelaeT OT 3 10 5 pa3HbIX Bpayuen.
Bropas mpo6JieMa BO3HUKAeT yKe Ha 3Tane 06cyie/o-
BaHMS, KOTZA HEPeJKO BBICTABJSIOTCA OIMIHNOOYHbIE
JIMarHo3bl, 4TO elle GO0Jiblle CIOCOGCTBYET 3aJ|epPiKKe
yCTaHOBJIeHUS AnarHo3a [71]. CaMblii KOPOTKUH My Th K
JIMarHOCTHKe OTMeYyaeTCs y NallMeHTOB C MOpaXKeHUeM
novyek (MprMepHO 6 MecsleB OT MOMEHTA MOSIBJIEHUS
CUMIITOMOB), 33 CYeT PyTUHHOI'0 UCI0JIb30BaHU GHOII-
CUM NTOYKH y NALMEHTOB C NIPOTEUHYPHUEH.

JluarHos cuctemHoro AL-amwioujio3a TpeoyeT
WCKJIIOUYEHHUS Y JII060r0 MalMeHTa NpU HaJU4dU cep-
JIeYHOM HeJ0CTAaTOYHOCTH C COXpaHHOW dpakiuen
BbIOpOCA, MPOTEMHYPUH HePpPOTHUUECKOTO MOPSIAKa,
CMeIlaHHOW aKCOHa/JbHOU JeMUeJHHU3UPYIOLEN Iie-
pudepryeckoil HEHPONMATHU C BEreTaTUBHBIMHU TPH-
3HaKaMH WM CUHAPOMOM KaphnaJbHOTO KaHaJa, rena-
ToMeTa/My 6e3 aHoMaIni Budyanusanuu. Heo6xoqumo
BBINTOJIHUTb AUArHOCTUYECKUM MUHHUMYM — 3JIEKTPO-
¢dope3 6esKOB CHIBOPOTKH KPOBU C UMMYHOQUKCALUEH,
KOJIMYeCTBEHHOE OMpe/iesieHre CBOOO/HBIX JIETKUX Lie-
neld UMMYHOIJIOOYJIMHOB ChIBOPOTKH KPOBH U MX COOT-
HOLIIeHHE, 371eKTpodope3 6eJIKOB CYTOUHOH MOYH.

[Ipy BbISIBJIEHUM MOHOKJIOHAJbHOTO Gesika (mapa-
NpOTerHa) MOKa3aHa OHONCHSI MOJKOXHO-KUPOBOU
KJIEeTYaTKU WJM MOBPEXAEHHOTO OpraHa C OKpacKou
KOHT0-KPAaCHBbIM C LieJIbl0 OOHApy»KeHUsl aMUJIou/ia B
TKaHsX [78,79]. B ciyyae oGHapyeHHsI aMHUJIOUIHBIX
JIETI03UTOB HEOOX0JMMO TUIIMPOBAaHUE aMUJION/Ia, TaK
Kak ujeHTUPUKaALuUs OesKa-MpeAlleCTBEHHUKA UMEET
pelawouiee 3HaueHue [JJi JajbHelled Tepanuu. 30-
JIOTBIM CTaHJAPTOM TUNIHPOBAaHUS aMUJIOW/|A ABJISETCS

NPOTEOMHBIM aHa/M3 Ha OCHOBE MacC-CIEKTPOMETPUU
[80], ogHako, ero AOCTYMHOCTb KpailHe OrpaHUYeHa
(ToJIBKO B KPYMHBIX LEHTpPaX MO HU3y4eHHs aMUJIOU-
JI030B), IO3TOMY HauboJiee pacnpoCTPaHEHbI METO/bl
MMMYHOTHUCTOXUMUM [81,82] U MMMyHO3/IeKTPOHHOMU
MUKpocKonuu [83].

BceM nauueHTaM C BbISIBJE€HHbIM CUCTeMHbIM AL-
aMUJIOU/I030M HEOOXOAUMO BBINOJHATh UCCIe0BaHUE
CKeJieTa /11 UCKJII0YEeHH s MHOKeCTBEHHOUN MUEIOMBIL.

MOHMTOPHMHI TAIUEHTOB C MOHOKJ/JIOHAJIbHON
raMMamnatuei HeonpeJejeHHOro 3HayeHus (MI'H3)
U T/Iel0l el MHOYKeCTBEeHHON MUe oMo

[lo3gusaa pguarHoctuka AL-amuioujgosa Takke
pacnpocTpaHeHa y MallUeHTOB C ye CylLlecTBYIOLleH
MI'H3, paxxe HecMOTps Ha MOSIBJIEHWE CHMIITOMOB,
CBsI3aHHbIX ¢ amuiouaoM [84]. IlockosbKy HauboJsiee
4acTO MOpaXXaeMbIMU OpraHaMu SIBJSIOTCA Cepjle U
MOYKH, MapKepbl MOBPEX/JEHUS 3TUX OPraHOB J0JIK-
Hbl OBbITb 4acTblo CKpuUHUHra. OmpejesieHNe YpOBHSA
aMUHOKOHL[eBOr0 (QparMeHTa HaTpPUHYpeTUYECKOTO
nentuja tTuna B (NT-proBNP) B cbiBopoTKe 103B0OJIsIET
co 100% 4yBCTBUTEJBHOCTBI JMArHOCTUPOBATH I10-
paxkeHUe cepAlia elle [0 pa3BUTHUSA CUMIITOMOB [85,86].
AnbOYMUHYpUSl - MapKep MOBPEX/JEHUS MOYEK Jaxe
IpU COXpPaHEHUHU YPOBHSA KJIYOOUKOBOW QUIBLTPALUH,
M03BOJISIET 0OHAPYKUTb BOBJIEYEHHE NTOUEK HA PAaHHUX
CTajusIX, U TEM CaMbIM MpPEeJOTBPATUTb NPOrPECCUPO-
BaHUE JI0 TEPMUHATbHON XpOHUYECKOW 060JIE3HU MOYEK
[87]. CooTBeTcTBeHHO, oueHka ypoBHS NT-proBNP u
aJbOYMUHYPUU [JO/DKHA ObITh HHTETPUPOBaHA B pery-
JIIPHBIA CKPUHUHT naneHToB ¢ M['H3 u Tiietoieit Mu-
€JIOMOH, 3TOT NOJX0/, MOXET NPUBECTU K 0OHAPYXKEHUIO
JIOCUMIITOMHOTO CHUCTEMHOT0 aMMJIOW[[03a, KOTOPbIN
MOXHO 3Q}EKTUBHO JIEYUTh C MOJYYEHHEM XOPOIIUX
pe3ysnbTaToB [88].

CtpaTudukanus pucka

BbDKMBaeMOCTb MalMEHTOB C CUACTEMHBbIM AL-
aMUJIOU/I030M HANPSIMYIO 3aBUCUT OT CTaJIUU TOpaxe-
HUs cepaua (pucyHok 3). IlanueHTbl ¢ NPOABUHYTON
CTaZiuel MopakeHUs cep/ilia UMelT HeobpaTUMble U3-
MEeHEeHMs, U MeJlMaHa BbDKUBAEMOCTH COCTABJSIET OT
3-6 Mecs1eB [89], B To BpeMsl Kak MalueHThl 6e3 nopa-
»KEeHUs cepAilla MOTYT UTb B Te4UeHHUE MHOTUX JIET, [laxKe
eC/IM OHU He OTBevaloT Ha Tepanulo MepBOM JIMHUM.
[lo3HsAS AUAarHOCTUKA MOPAXKEHUS NOYEK TaKXKe O0Tpa-
»KaeTcsl Ha BBDKUBAEMOCTH U PUCKE MMPOTPeCCUPOBAHUSA
Jl0 TUaM3HOM cTaauu [87].

EcTb HeckoJIbKO NMpHU3HAHHBIX CUCTEM CTaJIUpOBa-
HUSI cucTeMHOro AL-amusionsio3a. Bce oHM OCHOBaHBbI
Ha YPOBHSX LUPKYIUPYIOLMX MapKepPOB MOBPEX/EHUS
cep/ilia U MOYeEK, a TaKXe B-K/J1eTOYHOro KJI0HaJAbHOTO
3ab0JieBaHUsI.
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Pucynox. 3. Cmpamugurkayus pucka nayuenmog c AL-amunoudozom. Beposmuocmo eviorcusanus 1065
nayuenmos ¢ cucmemuoimM AL-amunoudozom, ouacHocmupogannvim 6 Hccnedosamenbckom yenmpe
amunoudosa 6 . llasuu. Aoanmuposano: Giampaolo Merlini et al. Nat Rev Dis Primers. 2018 Oct 25. - Vol.

IIpumeuanue. A. Cucmema cmaouposanus cepoya OCHOBAHA HA YPOBHAX AMUHOKOHYEB8020 (hpazmeHma
Hampuuypemuyeckoeo nenmuoa muna B (NT-proBNP) (c nopocogvim ypoernem 332 He/n) u mponoHuua
I (nopocosuwiii yposenv 0,1 ne/mn). Cmaouu karaccugpuyupyromes kax I, I unu Il na ocnoeanuu nanuuus
0, 1 unu 2 nosviuwennvlx mapkepog coomeemcmeenrno. ITpononun T MOdCHO UCNONbL306aMb 6 CucmeMme
emecmo mpononuna I ¢ nopoecosvim yposnwem 0,06 ne/mn onsi cmamoapmueix mecmog u 54 He/n oas
svicokoyyecmeumenvhvix npod. Ouenv evicoxuti yposenv NT-proBNP (>8500 ne/n) vissnsiem nayuenmos ¢
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8bIPAdNCEHHOU cepOeyHoll oucynkyuetl (cmaous I1Ib), 6 mo epems kax nayuenmsi cmaouu 111, y komopwvix
yposuu NT-proBNP menee 8500 ne/n, umerom ayqwuii pesynromam (cmaous llla).

b. Ilepecmompennas cucmema cmaouposarus kaunuku Maiio ocnosana na yposte NT-proBNP (nopozoswiii
yposenwv 1800 ne/n), yposne mpononuna I (nopocosuiii yposernv 0,07 ne/n) u pasnuye medxncoy 8061e4eHHOU U
He 8061e4eHHOU YUPKYIupyrowumu c6oooonvimu neekumu yenamu (pCJIL) (nopozoeuviii yposensv 180 me/n).
Cmaouu knraccugpuyupyromes kax I, 11, 111 unu IV na ocnosanuu nanuuus 0, 1, 2 unu 3 mapkepos éviuie nopoea
coomeemcmeenno. Tpononun T modicem ucnonv3zosamvcs 6 cucmeme emecmo mpononuna I ¢ nopozom na
yposre 0,035 ne/man.

B. Iloyeunasa cucmema cmaoupo8anus OCHO8AHA HA NPOMEUHYPUU U PACHEMHOU CKOPOCMU KIYOOUKOBOU
Gunempayuu (pCK®). Ilpoyenm u yugpol pucka ouanruza ons noveurnou cmaouu I, I u Il cmaouu 3abonesarus
MO2Ym OMAUYAMbCS 8 3A8UCUMOCTNU OM UCHONb3YeM0o20 Memooa neyenus. Cmaous [ —npomeunypus <5 2/24
y u pCK® >50 mn/mun/1,73 M, Il cmaousi npomeunypus> 5 2/24 u, mub6o pCK® <50 ma/mun/1,73 m2 u 111

cmadusi - npomeunypusi> 5 e 6 cymru u pCK® <50 mn/mun/1,73 m°.

Haunb6oJiee pacnpocTpaHeHHO! B UCIIOJIb30BaHUU SIB-
JISIeTCSl CUCTeMa CTaJupoBaHUs KJIMHUKU Maiio (Mayo
Clinic), MogudunpoBaHHass eBpONeHCKUMU HCCIAe/0-
BaTesIsIMU JIJIsl OLEHKHU CTENEeHU TSHKECTH MOPaKEHUS
cepaua (yuutsiBaeT ypoBeHb NT-proBNP u cepaeunbix
TPONOHUHOB) [89-92].

B 2012 r. pabouasa rpymnna KIuHUKU Maiio (Mayo
Clinic) mepecMoTpesia CBOI0 CUCTEMY CTaJUPOBAHUS U
Jlob6aBuJa ypOBEeHb pa3HUIbl MEX/AY BOBJEYEHHBIMU
U He BOBJIEYEHHbIMU CBOOOJHBIMH JIETKHMHU LleNSMU
(rpanuua 180 mr/a) [93,94].

TsxkecTb nopaxkeHus MOYEK HAPSAMYIO He BIUSIET HA
BbIXKMBAeMOCTb, OZJHAKO BJIMsIET Ha COXPAaHHOCTb MOYEK
Y KaueCTBO KU3HU U MOXKET BJIMSATDH Ha BbIOOP TepanuH,
MI03TOMY Hapsi/ly C OLlEHKOW CTENEHHU TSXKECTH TMopaxe-
HUs Cep/ilia, B HACTosilee BpeMsl HEOOXOJUMO TaKKe
BBINOJIHATh CTaAUPOBaHUE NTOpaXKeHUs novek [87,95].

Tepanus

Ilesi1 1eyeHMs1, OLleHKA U MOHUTOPHHT OTBETA Ha
JieyeHue

OcHOBHas IieJib Tepaluy NAllMeHTOB C CUCTEMHBIM
AL aMu04/1030M - yBeJMYeHUE MPOAOKUTETHHOCTH
’KM3HU U yJydlieHde QYHKIMKM OPTaHOB. ITH LeJH MO-
TyT ObITh JAOCTUTHYTHI TOJBKO NP MOJABJEHUU WU
MOJIHOW OCTAaHOBKE CHHTe3a aMUJIOU/IOTEHHBIX JIETKUX
nemnei [96]. UCTOUHMKOM aMUJIOW/IOTEHHBIX JIETKUX Iie-
nel sBJISeTCS KJIOH MJIa3MaTUYECKUX KJIETOK, CXOHbIN
C MHOXeCTBeHHOU Muesiomoit [97-101]. Takum o6pasom,
GOJIbIIMHCTBO TEPANEeBTHUYECKUX OIIIUH, UCII0JIb3yeMbIX
B HacToslIee BpeMs s edeHus AL-amuiono3a, 06-
JIAAl0T ZI0Ka3aHHOW 3PQPEeKTUBHOCTbIO TPU JieueHUHU
MHOXeCTBEHHOU MuesoMbl [102]. MexayHapoaHoe
obiiectBo amunonziosa (ISA) ony6arKoBaso KpUTEpUU
otBeTa Ajs AL amunougo3sa [103] (Tabauua 2).

Ta6auuya 2
Kpumepuu omeema Ha mepanuro
OTBetr UcxopHana Kputepui MporpeccupoBaHue
XapaKTepuUcTUKa
lemaTonormyeckui pCNLU> 50 mr/n e MoNHbIM OTBET: OTpULLATE/IbHAA
UMMYHOdUKCALMA CbIBOPOTKU M MOYM U
HOpManbHoe cooTHoweHune C/1L,
e OYyeHb XOPOLLUMIA YaCTUYHbI OTBET:
pCJILL <40 mr/n
* YactuyHbii oteeT: pC/1L, cHuxKkaeTca>
Ha 50% no cpaBHeHMto ¢ 6a30BbIM
ypOBHEM
pC/IL, 20-50 mr/n OTBeT ¢ HM3Kol pC/L: pC/IL, <10 mr/n
CepaeyHblii NT-proBNP> 650 Hr/n CHukeHme NT-proBNP >30% v >300 Hr/n | NosbiweHne NT-proBNP
MO CPAaBHEHUIO C UCXOAHbIM YPOBHEM >30% v >300 Hr/n
NYHA knacc 3 unn 4 MM NOBbIWEHWE TPONOHUHA
OtseT Knacca NYHA (ymeHblieHue 22 Ha 33%
K/aacca OT UCXOAHOTO YPOBHA) WAN CHUXKEHWE PpaKLmm
Bblbpoca ©B 210%
MoyeyHbI MpoTtenHypua >0,5r 8 CHUKEeHMe CYTOYHOM NPOoTENHYPUN 25% yxyaweHune pacyeTHOM
CYTKM 6onee yem Ha 30% No CpaBHEHMIO C pCK®
(npenmyLLecTBEHHO NCXOOHbIM YPOBHEM (MK cocTaBnseT
anbbyMumH) <0,5 /24 4 Nnpun OTCYTCTBUMN CHUNKEHUA
pCK® >25%)
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IIpodoasicenue maéauysvt 2

MeyeHOYHbIN

50% CHUMKeHWe aHOMaNbHOrO 3HaYeHus
weno4yHon pocdatassl

YMeHblLeHne pagnorpadpuyeckmnx
pa3smMepoB NeYeHn He MeHee 2 CM

50% yBenuyeHue Weno4YHon
¢docdartasbl Bbilwe camoro
HW3KOro 3HaYeHus

MNepudepuryeckan
HepBHas cucTema

YnyylueHne cKopocTU NPOBOAVMOCTH MporpeccupytoLasn
HepBa Ha 3/IeKTpomMUuorpamme (pesaKo) HeliponaTuA No AaHHbIM
aneKkTpomuorpadum
WU CKOPOCTU HEPBHOM
NpPoOBOAVMOCTH

OTBeT npu AL-amu/ionzio3e BKJIOYAET OLEHKY Mps-
MOro JeWCTBUS XMMHOTepaluu Ha KJOH (reMaToJio-
IMYECKUH OTBET) U KOCBEHHOro sddexra yaydLieHUs
$yHKIMM OpraHoB («OTBET OpraHa»), a TaKKe JJOCTHUT-
HYTOH [JIyGUHBI reMaTo/I0TUYecKoro oTeeta. YeM riy6-
»Ke TeMaToJIOTMYeCKUN OTBET, TeM BbILIE BEPOSITHOCTD
OpPraHHOr0 OTBETA, OHAKO MOXXET ObITb HECOOTBET-
CTBHE MeXy reMaToJOrH4eCKUM OTBETOM U OpPraHHbI-
MU OoTBeTaMH. TeKylue KpUTEPUU ONPEJeNsoT OTBET
OpraHoB GUHApPHBIM 006pa3oM (OTBET/OTCYTCTBHE OT-
BeTa).

B TO BpeMs Kak OpraHHbIM OTBET SIBJISIETCS LieJIbI0
JIedeHUs! W, OCKOJIbKY HU OJUH U3 JOCTYIHBIX areH-
TOB He MOXKET BJIMSITh HA HETO HATPSIMYI0, IOCTHXKEHH e
O4YeHb XOpOLIero YaCTUYHOTO reMaTOJI0TMYECKOT0 OT-
BeTa (0OXYO) paHblile CYATAIOCH «IIeTbI0» JedyeHus AL-
amusonzo3a. Tekymue kputepuu [SA nokaseiBaroT, 4TO
JoctmxkeHue nosHoro oreeta ([10) cBsizaHo ¢ Ay4IMMHU
ucxompamu [104], a B mocsie/lHee BpeMs HCC/Ie[OBAHUSA
N0Ka3aJii, YTO JOCTHXKEeHHe O4YeHb HU3KHUX ypOBHEH
CBOOOZHBIX JIETKUX ILielell mocse JedeHus (pasHULA
MEX/ly BOBJIEYEHHBIMU M He BOBJIEUEHHBIMH JIETKHUMHU
nensmMu (pCJIL)) WM HU3KOTO YPOBHSI BOBJIEYEHHOH
cBo6oaHoM serkoi nenu (BCJ/IL)) Takxke npe/ckaspiBa-
eT jyuiire pesyapTaThl [105-108]. [losToMy B HacTos-
1ee BpeMsl JOCTHKEHHE TOJTHOI0 TeMaTO/J0TUYECKOT0
OTBeTa fIBJSETCS Liesblo JiedueHus AL-amusioufo3a, B
uziease c foctaTo4yHbIM cHUxkeHreM BCJIL (<20 mr/x)
win pCJIL, (<10 mr/n).

[emMaToJioru4yecKuil OTBET C/efyeT OLEHHMBATb He
pexxe OJHOro pas3a B Mecsl, MOAUPUKALUSA JeyeHHs
paccMaTpUBAETCs, eC/IM MALMEHT He I0CTUraeT YacTHy-
Horo otBeTa (YO) nmocse 2 nukiaoB uian 0XH0 nociue 3
[IMKJIOB U OTCYTCTBYeT peaknus opraHos [109].

JleyeHUe NMaUMEHTOB C BHEpBblie BbISIBJIEHHBIM
AL-amuioun03o0M

JleueHne AL-aMuionj03a aflaliTUPOBAHO K PHUCKY.
Bbi6op pexxuMa, areHTa U HUHTEHCUBHOCTH 3aBUCUT OT
CTelleHH MOPAKEHHUSI OPTraHoB, QYHKI[MOHAIBHOTO CTa-
Tyca, BO3pacTa, KOJIMYeCTBa J1a3MaTUYeCKUX KJIETOK B
KOCTHOM MO3Te€ U [UTOT€HEeTUYECKUX M0JI0MOK. OCHOB-
HOe pelleHMe 3aKJIYaeTcsl B TOM, IBJASETCS JIM Halu-
€HT KaH/JM/JATOM Ha TPaHCIJIAHTAL[MIO ayTOJIOTHYHbIX
reMOIO3THYECKUX CTBOJIOBBIX KieTok (ayTo-TT'CK) B
paMKax UH/YKIIMOHHOHN Tepanuu WM KOMOMHUPOBAH-
Hyl Tepanuto 6e3 ayTo-TT'CK.

Kputepun npuemnemoctu ang ayto-TT'CK pasnu-

44

YaloTCs CpeJy TPAHCIJIAHTAIMOHHBIX IIEHTPOB B 3a-
BHCUMOCTH OT OMbITA U BHYTPEHHUX cTaHgapToB [110],
oAaHako Toibko 20-30% (uaM MeHble) MALUEHTOB C
BIIEPBbIE BbISIBJIEHHBIM JUAarHO30M SIBJSIOTCA KaH/U-
JlaTaMd Ha WHTEHCUBHOe JiedeHHe. «OTCpouyeHHOE»
npaBo Ha ayTo-TT'CK mocTmxumo, ecid GyHKIUM Opra-
HOB 3HAYUTEJBHO YJAYYIIAKTCS TMOCTe UHAYKIIMOHHON
XUMUOTEPAIHH.

[llupokue KpuTepun KaHaugaTa aaa ayto-TI'CK
npu AL-amusioupose [111]:

e [logTBEPXK/I€eHHBI TKAHEBOW GUOTICHEN U TOYHBIM
TUNMHMPOBaHUEM AuarHo3 AL-aMuiou/03a

e fIBHBbIE /J0Ka3aTeJbCTBA JUCKPA3UU KJIOHAJIbHbIX
J1a3MaTUYECKUX KJIETOK

e Bozpact >18 sieT 1 <70 ner

e [lopaxkeHune X0OTsA Gbl OJHOTO KPYIHOTO »KH3HEH-
HO Ba)KHOTO OpraHa (mopakeHHe MSATKUX TKaHel caMo
1o cebe WM OTIOKEHHE aMUJIOW/A TOJBKO B KOCTHOM
MO3re He CYMTAIOTCS MOPAKEHUEM KU3HEHHO BaXKHbBIX
OpraHoB)

» ®dpaknus BeIOpOCa JIeBOT0 XKenyAouka 240%, kacc
NYHA <III

e lupdy3noHHas cnoco6HOCTh Jierkux >50%

 CHcTO/IMYECKOE apTeprabHOE JlaBJeHre B M0JIO-
KeHuH Jiexka >90 MM pT.CT.

¢ OneHka coctosiHusi mo ECOG =2

e [IpssMO¥ OUTMPYOUH <2 MT/ 11

e NTproBNP <5000 nr/mu

e TporonuH I <0,1 Hr/mu u TporoHuH T <60 Hr/;1 1
hs-tpononun T <75 Hr/ma

e pCK® >30 ms1/MuH/M2

Kputepum uckmodenus [111]:

e CuMnToMaTuyeckve u/uand GpapMaKope3UCTeHT-
HbI€ JKeJTy/[0YKOBbIE U Npe/icepAHble APUTMUU

e (CuMnToMaTHyecKde W/WId MeJHKaMEeHTO3HO-
pedpaKTepHble MeBpaJbHbIE BbINOTHI

e HekommeHcHpoBaHHasi cepfiedHasi HeJOCTATOY-
HOCTb

e OpTocTaTuyeckas TMIOTeH3Us, pedpaKkTepHas K
MeJIMKaMEHTO3HOU Tepanuu

e Jlepunut dpaktopa X c ypoBHeM ¢dakTopa X <25%
Y /WY TPU3HAKH aKTUBHOTO KPOBOTEUEHHUS

e O6mHpHOe MOpaXKeHHe KeJNYA0YHO-KHUILIEYHOTO
TpPaKTa C NpHU3HAKAMH aKTHBHOTO KEJy/[0YHO-KUIIeY-
HOT'0 KPOBOTEYEHHS UJIM PUCK KPOBOTEUYEHHUS.

B HacToduiee BpeMd, C BHEAPEHUEM B TepalHvio
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MOHOKJIOHa/IbHBIX aHTUTes K CD38, mecto ayTo-TI'CK
OCIIapHBAETCs, MO3TOMY Mal[MeHTaM C XOPOIIUM TeMa-
TOJIOTUYECKUM OTBETOM Ha MHAYKIHUOHHYHK Tepanuio
ayto-TI'CK moxeT He moHazso6uThes [111, 112].

Jl/11 manueHTOB, KOTOPBIM MPOTUBOIIOKA3aHa ayTo-
TI'CK, u /151 Tex, KTO OTKa3bIBaeTCA OT MPOIEYPhI, aH-
TUKJIOHOBAsi XMMUOTEPAIHUS SBJSETCI eJJMHCTBEHHBIM
BapuaHToM [113].

B cooTBeTcTBUE C pekoMeHJaLusAMHU ISA, B kauecTBe
Tepanud NepBON JIMHWUM, PEKOMEHJ0BaHa KOMOWHa-
us nukiaodochamuza, 60pTe3oMubda, JeKcaMeTasoHa
(CyBorD) u mapaTymymaba /il Nal[MeHTOB C HeJIaBHO
JIMarHOCTUPOBaHHBIM AL-amuonzgo3zom [114]. llukso-
dochamMuz - 3TO ATKUIMPYIOUUN areHT, BbI3bIBAOLITUN
noppexaenre Hured JJHK, 4yTo mpuBoAUT K anmonTo3y
kiaetkd [115]. BopTe3oMu6 sBJseTCd MHTHOUTOPOM
nporteacoMm [116]. [IpoTeacombl NpeAcTaB/ISAT CO-
60l MHOrocyobeAUHUYHbIE (epMeHTHble KOMILJIEK-
Chbl, OOHApY>KEeHHbIE B KJETKE B GOJIBIIOM KOJHUYECTBE
Y yYaCTBYIOIIWE B CHWKEHUU TOKCHYHOCTH GEJNKOB U
peryJiMpoBaHuu GesIKOB, KOTOpPble KOHTPOJUPYIOT XO[,
KJIETOYHOTO IMKsaa u arnonTto3 [117,118]. UHrubupo-
BaHHWeE KaTaJIUTHYECKOTro f/ipa MpOTeacoM NMPUBOAUT K
HAKOIJIEeHUIO0 yOUKBUTUHUPOBAHHBIX 6EJIKOB U KJIETOY-
HoMy amonTo3y [116]. [l1asaMaTH4ecKue KJIETKH, TeHe-
pUpyoLIYe aMUJIOU/JOTEHHbIE JIETKHE 1leNd, 0COGEHHO
YyBCTBUTEJbHbl K MHTHOMPOBAHUIO MPOTeACcoM, IO-
CKOJIbKY OHU HUCII0JIb3YIOT NPOTEACOMBI JIJ11 CHYXKEHUS
TOKCUYECKOTO JIeCTBUS aMUJIOUJOT€HHBIX JIETKUX Iie-
ned W npeaoTBpaileHus amonTtosa [119]. Jlekcamera-
30H UHAYLMPYET KJETOYHBIM alonTo3 yepes3 A/ epHbIA
TJIIOKOKOPTUKOUAHBIM penentop [120]. OpHako wuc-
N0JIb30BaHUeE JleKCaMeTa30Ha CBSA3aHO C MOBbILIEHHBIM
pPHCKOM BHE3alHOHN cepiedyHON CMepTU U HapylleHuH
pUTMa cepAlla CpeJid MalleHTOB C TSKEJIbIM CUCTEM-
HbIM AL-amunounzo3om (cragus Illb cornmacHo EBpo-
nerckon MouUKaIMK CUCTEMBI CTaUpOBaHus Mayo
2004) [121,122]. TloaToMy Bce MalMEeHTHI C BHICOKUM
pHUCKOM, HanmpuMep, Ha ctagusax [lIb u IV, monyyarmiue
XMMUOTEepanuI, 0/HKHbBI 0/ BepraThCs TLIaTeJbHOMY
MOHUTOPUHTY [123,124].

JlapaTymyma6 npezcTaBiseT co60id MOHOKJIOHAJIb-
HOe aHTUTeJsI0, KoTopoe cBA3biBaeTcA ¢ CD38, TpaHc-
MeMOpPAHHBIM [JIMKONPOTEWHOM, 3KCIPECCUPYEMBIM
Ha TOBEPXHOCTH MJIa3MaTHUYECKHUX KJIETOK, BbI3bIBas
arornTo3 IJla3MaTUYeCKUX KieTok [125]. 3To mepBbIi
W eJJUHCTBEHHBbIM MpenapaT, CHeluasbHO 0706peH-
HbIA 1 JiedeHUuss AL-amwiougosa (B PO mpemapat
3aperucTpUpoOBaH B KOMOWHAIMM C IUKJI0PocHaMU-
JIoM, 60pPTE30MHUO0M U JileKCaMeTa30HOM JJisl Tepanuu
B3pOCJIbIX TALIMEHTOB C BIEPBbIE JUAaTHOCTUPOBAHHBIM
aMUJIOU030M JIETKUX Iiened B MapTe 2023 r.). IdPek-
TUBHOCTb Dara-CyBorD oyensb Bbicoka. B 2021 1. ony-
6JIMKOBaHbl JaHHble KPYMHENUIIero paHj0MU3MPOBaH-
HOTO KOHTpoJsinpyeMoro uccienoBanusi (ANDROMEDA)
no AL-amusiouo3y ¢ yuactueM 388 marueHToB [126].
[lanpeHTaM ¢ HeJaBHO JAUAarHOoCTUpPOBaHHBIM AL-
aMUJIOU/030M CJIYy4YalHbIM 00pa3oM Ha3HadasM JAapa-

TymyMa6 B coueTanuu ¢ CyBorD (uccienyemas rpymima,
n=195) wiu CyBorD (koHTposibHas rpymmna, n=193).
CyBorD HazHauajics B TeyeHHe 6 IMKJIOB B KaXKJ0H
rpylmne u JapaTymyMab Mo CTaHAAPTHOU cxeMe Ji0 24
UKJIO0B. [lalueHThl co cTagueit Mayo 3b 6b1IM HMCKIIIO-
4yeHbl. YacToTa MOJHBIX ¥ OGIUX OTBETOB COCTABHJIA
53,3 nportuB 18,1% u 91,8 npotuB 76,7% pua Dara-
CyBorD u CyBorD (p <0,001) cooTBETCTBEHHO.

B orcyTcTBHe mocTyna K JapaTyMyMaby B IepBoH
JIMHUYW TpYeMJIEMOW Tepanuel i narueHToB, KOTO-
pBIM He TMOKa3aHa TpaHCIUIaHTanus, siBasiercss CyBorD
W 60pTe3oMu6, MesdasaH U gekcameta3oH (BMDex).

B paHZi0MU3UPOBAaHHOM HCC/Ie0BAaHUU, CPAaBHUBA-
toimeM BMDex (n=53) ¢ MDex (n=56), B rpynne BMDex
ObLIa JIOCTUTHYTa O0Jiee BbICOKAs 4acTOTa OBIIMX OT-
BeTOB (79% mnpoTtusB 52%), rybokux oTBeTOB (64%
npotuB 39%) u 6oJiee AAUTENbHASA BBLKUBAEMOCTD 6e3
NpOrpeccupoBaHUs U 0061asi BBRKMBAEMOCTh 10 CPaB-
HeHMIO c rpynnoi MDex [127].

BopTe3oMu6 cieayeT BBOAUTD MOJKOXKHO OJIMH pa3
B HeJiesIl0 B HavaJbHO# fo3e oT 1,3 mo 1,6 mMr/m?, of-
HAaKO JIJIsl MAI[MEHTOB C TSKEJIbIM IMOPaKeHUEM cep/iia
(Illa, I1Ib) Heob6xoAMMa peyKIHs JO3bI C TOCTENEHHBIM
TUTpOBaHUeM Mo nepeHocumoctu (0,7-1,0 mr/m?). ¥
NalMeHTOB C HeHpomaTHuen cieayeT U36eraTh MpUMe-
HeHUs1 GopTe3oMuba BO u3bexaHHe yCyrybieHHUs Ts-
’KEeCTH HeUpONaTHH.

MUMMyHOMOYJIATOPbI MOTYT OBITH MOJIE3HBI MPH
JledeHUU AL-aMWIoW[103a, OJIHAKO IeMaToJIOTHYECKHe
OTBEThl Pa3BUBAIOTCA MeJJieHHO. JIeHaJIuIOMu/, MJI0-
X0 MEepPEeHOCUTCH MalMeHTaMu ¢ AL-aMUJIOH/1030M NpU
MIOJIHOHM CYyTOYHOH 103€ 25 MT, ¥ BCeM ManyeHTaM Cieay-
eT HauMHATb CO 3HAYUTEJBbHOTO CHUKEeHHS 103l (CTap-
TOBas /103a 5 MT, MOBBIIIEHHE ZI03bI B 3aBUCUMOCTH OT
NepeHOCUMOCTH, MaKCUMaJIbHasi peKoMeHAyeMast Z103a
15 wr). Ilpy KOMOGUHUpOBAHUM C MesipaTaHOM/JEK-
CcaMeTa30HOM WJM IUKJopochaMuioM/aeKcameTa-
30HOM /IJI1 BIIepBble BBISIBJIEHHOT0 AL-amMusionj03a B
Jo3e 15 Mr B JleHb WM HUXKe 4aCTOTa reMaToJioThye-
CKOTO OTBeTa cocTaBua 46-60%, HO ¢ HU3KOHM 4acTo-
ToH noJsiHoro otBeta [128-130]. O6imne ToKcHYecKue
3¢ deKThI, CBSI3aHHBIE C JIEHAJTUOMU/IOM Y MAllUEHTOB
¢ AL-aMuon/1030M, BKJIIOYAIOT KOXHYI ChIllb, TPOM-
60THYECKHE OCI0KHEHHUs], UHPEKIUH, YTOMISIEMOCTh
W yxyjuleHde QYHKUMM TModek. [loManupoMus uMmeeT
6oJiee 6e30MacHbIA MOYEYHBIA MPOPHUIb U, BOSMOXKHO,
JIydllle TIepeHOCUTCS malyeHTaMu ¢ AL-amusionj030M
M0 CpaBHEHHIO C JieHaaugomMuaoM [131,132]. Ucnosb-
30BaHHE UMMYHOMO/Y/ISITOPOB COMPSIKEHO C MOBBILIE-
HueM NT-proBNP, koTopoe yacTo HOCUT BpeMeHHbIH
XapaKTep, HE TOBOPHUT O MPOrPeCcCUPOBAHUH, HO MOXKET
c/leJIaTh 3aTPY/HUTENbHOM OLEHKY Cep/IeYHOr0 OTBETA.

IoaaepxuBawias Tepanus [114]

B HacTosilee BpeMsi HET yOeJUTeNbHbIX JaHHBIX O
He0b6X0AMMOCTH Ha3HAueHHUsl NOAAepKUBalolied Tepa-
UM y NanueHToB ¢ AL-aMuIon/1030M, OAHAKO, 3TO MO-
’KeT IPUHECTH M0J1b3Y Mal[MeHTaM B HETIOJIHOM I'eMaTo-
JIOTUYECKOM OTBETE.
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Oco6ble rpyninbl NalMeHTOB

[laneHTBI € BBICOKUM PUCKOM COCTaBAAT ~ 20%.
OcHOBHbIe TPO6JIEMBI C Tepanuen CBS3aHbl C MIPOJIBU-
HYTOU cTazued mopaxenus cepana (Illb) u Tsxenon
cepaeyHoit HemoctatoyHocThio (NYHA kumacc Il wium
kiacc 1V), 4To orpaHUYMBaeT BbIOOP TepaneBTHIECKUX
ONIMH.

OfHON TOJIbKO AHTHKJIOHOBOM Tepamuu MOXKeT
OBITH HEJIOCTATOYHO /IS TAKUX MAIMEHTOB, JaXKe MPHU
OBICTPOM TreMaTOoJIOTUYEeCKOM OTBETE, MOCKOJIbKY paH-
HSISl CMEPTHOCTb MOXeT Jocturatb 50% mocse Havasna
tepanuu [133]. HeMensieHHoe Hayaso JiedeHUST MMe-
eT peliammniee 3HaueHue. /lJisi CHIKEHUS] PUCKA BHe-
3aMHOM cep/ieuHON CMepTH M (aTaJbHBIX HApyUIeHUH
pUTMa cepAlla PeKOMEHAYeTCS CHU)KeHHe J03bl 6op-
Te3oMuba U JeKcaMeTa3oHa WJIM IOCJe[0BaTelbHOe
BBe/ieHW e TpenapaToB B pexxuM Tepanuu [134]. Jlapa-
TyMyMab, eCJIM OH JIOCTYTIEH, pEKOMEH/I0OBaH B Ka4eCTBe
IPeANoYTUTENbHOTO BapuaHTa Tepanuu. [IpenBapu-
TeJIbHbIE JIJaHHbIE TMPOJOJDKAIOIIETOCS €BPOIEHCKOro
ucciaenoBanud ¢asel [l npuMeHeHUsT MOHOTEpANUHU Ja-
paTyMaM60M JIeMOHCTPUPYIOT paHHHUE U TJyGOKHUe re-
MaTOJIOTUYECKHE OTBETHI U Y/IyUlleHHe BbKUBAEMOCTH
[135]. BHyTpuBeHHO AapaTyMyMab MO>XKHO BBOJUTH B
HECKOJIbKO MPHUEMOB /Jis YMeHbIIEHUSI 06'beMa KU/ -
KocTh. Heo6XoAMM TIaTe/bHbIA MOHUTOPHUHT U PEKO-
MeH/IyeTCsl CTallMOHAPHOE JIeYeHHE.

BosibHbIE ¢ HeliponaTuei [114]

Jl1 manueHTOB C JIETKOM HelponaThueld BO3MOXKHO
UCM0JIb30BaTh 6OPTE30MUO B CHMKEHHOW [J03WPOBKE.
[IpeAOYTHUTENbHBIM SIBJSIETCS JapaTyMyMab B LOTOJI-
HEHUE K 60pTe30MHOYy WM B KayeCTBE MOHOTepaIlvy,
€CJIM OH JI0CTyIeH. [lanieHTaM ¢ TSKes10d HeMponaTH-
el (aBTOHOMHOM) cjeayeT usberaTb OOpTe30MHOa B
KayecTBe NEPBOW JIMHUM, PEKUMbI HA OCHOBE JIEHAJIH-
JIOMU/I, C OCTOPOXKHOCTbIO OZIMH Pa3 B HeJIEJIO.

B ciyyae oTCyTCTBUSI MPOABUHYTHIX CTAAUHN MOpa-
YKeHHs CepAilla MOXHO HCNO0JIb30BaTh peXUM Kapdui-
30MHUG-JeKCaMeTa30H.

Posib nKcazoMuba y nanueHTOB ¢ HeponaTuei ere
He ompejie/ieHa, HO B OT/AEJbHBIX CJAy4asX ee MOXHO
paccMaTpHUBaTh € OCTOPOKHOCTBIO.

[Ipy OTCYyTCTBUU APYTUX BapUAHTOB Yy MAlMEHTOB,
He JIOCTUTUIMX [eMaTO0JIOTHYECKOr0 OTBETA, MOXHO C
OCTOPOXKHOCThIO Ha3HAYaTh 60PTE30MHUG NPHU TIIATENb-
HOM HaOJII0/IEHUH 3a HelponaTHe.

[TaueHTHI ¢ KpoBOoTEeueHHeM [114]

J1s1 3TUX NMalMEeHTOB CJeAyeT HUCI0JIb30BaTh CTAH-
JIAPTHYI0 TEepamnui0 C TIATeJbHbIM HaGJI0IeHUEM,
YTO6bI U36€XKaTh TPOMOOIUTONEHUH, KOTOPAsi MOXKET
YBEJUYUTb PHUCK OOJIBIINX, KJIMHUYECKH 3HAUYHMMBIX
KpOBOTeyeHUH. MoxeT ObITh pacCMOTpPEHA 3aMeCTH-
TeJbHas Tepanusi (QaKTOpaMH CBEPTHIBAHMS KpPOBH,
J1a3MOM. Y MalueHToB ¢ AepuuuToM pakTopa X 1 onac-
HBIM JJI51 )KU3HU KPOBOTEUYEHHEM MOXKET UTpaTh PoJib
aKTUBUpOBaHHbIA ¢akTop VIla. HasHaueHHe MMMyHO-
MOAYJISTOPOB C 6OJIBIION OCTOPOMXKHOCTBIO.

[lanueHTHI € mporpeccupywineil AuchyHkuuen
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neyeHu [114]

[laneHTHI C BBICOKMM YPOBHEM OUINPYOHMHA UMEIOT
0C00EeHHO HebJ1aroNpUATHBINA NPOTHO3 IPU OTCYTCTBUU
IJIyOb0KOro reMaToJIOTUYECKOTO OTBETA U C TPYAOM
HOAJA0TCA JIeYEeHHUI0, TOCKOJbKY MHOIME MpenapaThl,
no/Beprarliirecs MeTaboJu3My B IeYeHH, TPeOyloT
CyLeCTBEHHOUN KOPPEeKLUU 103bl. MoagudUKaLus J03bl
6opTe3oMuba Npu AUCOYHKIMU MeYeHHu OCTaeTcs Ma-
JIOU3Y4YEHHOM, OH He CYMUTAETC TeNnaTOTOKCUYECKUM
npenapaToM, OJHAKO, PEKOMEHJyeTCs TIaTeJbHbIN
MOHUTOPUHT. llukiaodochamuy MeTaboM3UpyeTCs U
aKTHUBUPYETCS B MEYEeHH, HO ero MeTabOoJUThI TaKKe
MOTYT BBI3bIBaThb I'eNaTOTOKCUYHOCTb. /lapaTymymat
He TeCTUPOBAJICA y MAllUEHTOB C AUCPYHKIUEN Mede-
HU, U JlaHHbIE O TMOTEHIHATbHON renaTOTOKCUYHOCTH
OTrpaHUYEHBI, XOTS OH CYUTAETCS MaJOBEPOSTHOMN NPU-
YUHON KJIMHUYECKH OYEBH/IHOTO NMOBpEXJEHHUs Meyve-
HU. JleHanuoMUA, OblI CBfI3aH C PEAKUMU ClydyasMu
TS2KeJION renaTOTOKCUYHOCTH, XOTS JIETKUM TpaHCaMHU-
HUT He peJIKOCTb. /lapaTyMyMab co CTepOrJjaMU MOXKeT
ObITb MpeANOYTUTE/bHEE, YIUTbIBAs HU3KUW OTEHIIU-
aJl reNaTOTOKCUYHOCTH, HO JJaHHbIE OTPaHUYEHBbI.

[lanueHThl, HyKAawlHeca B auaause [114]

HaxoxJeHue Ha Auain3e caMo Mo cebe He fABJSeTCS
NoKa3aHHeM K BbIOOPY KOHKPETHOTO peXHMa, HO BCe
UCMO0JIb3yeMble NIpenapaThbl TPeOYIOT U3MeHEeHUS [03bl.
BopTe3oMu6 06bIYHO He TpebyeT KOppEeKIUH [A03bl,
HO ero cjejyeT BBOAWUTH INocje Juanni3a. MeadanaH
TpebyeT KOPpPEeKIUHU [103bl U MOXKET ObITh CBsI3aH C He-
npeAcKa3yeMoil reMaToJIOTUYECKONM TOKCUYHOCTBIO Y
NalMEHTOB C TSXKeJI0H novyeyHol Auchynkuueit. Cpegu
MMMYHOMO/YJIITOPOB TOJIBKO JIEHAJUJOMUJ, TpebyeT
MoaudbHKauuu J03bl B cooTBeTcTBUU ¢ pCK®D. [apa-
TyMyMab MOXHO 6e30MacHO Ha3HavyaTb NalMeHTaM C
TSXKEJI0N TOo4YedHOW JUCOYHKIMEeHd WM TeM, KTO Ha-
XOUTCA Ha JAuaiu3e. PeTpocneKTHBHbIE JaHHBIE MO
peuuauBupytoleMy/peppakrepaomy AL-aMmunouzo3y
M03BOJISIIOT NMPEJIOJI0KUTh, YTO Y NALMEHTOB C TSXKe-
JION MpOTeMHypHUel JapaTyMmyMab MOXeT ObITb MeHee
3¢ PeKTUBHBIM H3-3a OTEPHU C Mo4oH [136].

IgM-acconuMpoBaHHbIA aMUI0U 03 [114]

B  OGosblIMHCTBE cjay4yaeB OpuyuHod  IgM-
acCoIMUPOBAHHOIO aMHUJION103a ABJIAETCH
B-k/ieTOYHbIA  KJIOH  (HEXO[KKHWHCKasg JuMpoMa

(HXJ1)), a He kJ10OHa/NbHOE 3a60JieBaHUE TJa3MaTHUye-
CKUX KJIETOK, OJJHAKO y YaCTH NaLUEeHTOB 3TO MOXKET
ObITH MJA3MOKJIETOYHAsA AUCKpa3us. B uccienoBaHun
70 mauueHToB c IgM-amuionz030M ObLIO MOKAa3aHO,
4yTo y 16 (23%) 6bLIM HAcCTOALME [IJJa3MaTHYeCKHe HO-
BooOpaszoBaHus c t(11;14) B 60% ciyyaes, B TO BpeMs
KaK y 60JIbLIMHCTBA NALlUeHTOB C IUMQOIIa3MoLUTap-
HBbIM KJIOHOM Obld MyTanuu MYD-88 (uTo roBopuUT B
N0JIb3y MaKporjaobyauHeMuu BanbjeHctpema) [137].
Cxembl, paspabotaHHble A HXJI/MakporsobGynnHe-
Muu BanbneHctpema (MB), HaneseHHble Ha 3pesible
B-KkJIeTKH, NpeANoYTHUTeNbHbI [JI1 MALUeHTOB C JIMM-
domasmMonuTapHEIM HOBOOOpa3oBaHueM. (xeMbl Ha
OCHOBe pHUTYKcUMMaba SBJAITCA OCHOBOW Tepaluu.
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PuTykcrumab ¢ 6eH/1aMyCTHHOM LIMPOKO UCHOJIb3YETCS
npu sedyeHuu IgM-AL [138,139]. OTBeTbI Ha UOPYTUHUG
JIOBOJIbHO CKPOMHbIE, OTPAaHUYEHHBbIN OIBIT JIeYeHHUs
AL-amusiongi03a CBUZETENbCTBYET O BO3MOXXHOM Kap-
JIMOTOKCUYHOCTH U NJ1I0X0H nepeHocuMocTH [140]. Ces-
3aHHBIN ¢ IgM aMuI01/103 CUMTAETCS OAHUM U3 MOKa3a-
Hui Kk ayTo-TI'CK 13-3a m10X0r0 0TBETa Ha CTaHapTHOE
JledeHHe U OTrpaHUYEeHHbIX BAapUAHTOB JeyeHuUs (1o
CcpaBHeHMIO ¢ He-IgM AL-amMusioni030M) B pely/IMBeE.
MMeloTcst orpaHUYeHHble JaHHbIE O PEXMMaX KOHZAU-
nuoHupoBaHud A4 ayTo-TT'CK, Ho paccMoTpeHue BO3-
MOXHOCTH ucnosb3oBaHuss BEAM (BCNU, sTomo3uf,
uTapabuH, MesadasnaH) y 60Jiee MOJOABIX 3/J0POBBIX
NanueHToB ¢ AMMQONIa3MaUTaPHbIMU KJIOHAMH MO-
’eT ObITb OMPAB/AHO.

JleyeHue penuuBa

CyliecTByeT MHOXECTBO TMOTEHLMAJbHbIX BapHaH-
TOB JIedYeHUs] peluuBa cucTeMHoro AL-amusiounzo3sa:
MHTUOUTOPBI MPOTEACOM, MOHOKJIOHA/IbHbIE aHTUTEA,
MMMYHOMO/JYJIUPYIOLIasl Tepamnusi, BEHETOKJ/IAKC, GeH-
JIAMYCTHH W BbICOKHE A03bl Mesdasana c ayto-TT'CK.
PyKkoBOJSIMMY NMPUHIMIIAMU BbIGOpA Tepanuu SIBJs-
I0TCS TJIyOMHA U TPOI0KUTENbHOCTh HAYaJIbHOTO OT-
BeTa, UCMO0JIb30BaHUE KJacca areHTOB, paHee He MOJ-
BepraBIIMXC BO3JEHCTBUIO, a TaKXKe OTpaHUYeHUS
BCIeACTBUEe (U3UYECKOTO COCTOSIHUS/caabocTH ma-
[JMeHTa U TMOopakeHUs1 KOHeYHOoro opraHa. Hampuwmep,
NPOJIOHTMPOBAaHHBIM OTBET HA CXeMy Ha OCHOBe GopTe-
3oMuba (6e3 HeHponaTuu) OyIeT CTUMYJIMPOBATH IO-
BTOpHOE JiIedeHue, B ujiease C ApyruM NapTHEPOM I
KOMOMHALMHU. Y MALMEHTOB, paHee He MOJy4YaBLIMX [ia-
paTyMmyMab, MOXeT ObITb MPEATNOUYTUTEIbHEE PEXUM,
OCHOBAHHBIN Ha JjapaTyMyMabe.

HWHru6utopsl BCL2 (reH B-k/1eTo4HOM JTMMPOMBI
2)

Y nanueHTOB C TpaHciaokanued t(11;14), ko-
Topast oTMeuyaeTcss mpuMepHo y 50% nanueHTOB C
AL-aMuI0M1030M, HMeEEeTCAd 3aBUCUMOCTb IJla3Ma-
TUYECKUX KJIETOK OT KOHCTUTYTMBHOW aKTHUBALUU

KJIETOYHBIX MPOLECCOB, CBA3aHHbIX C aKTUBALUeN LIU-
kauHa D1 [141]. PesysnbTupyloliee WHIrHOMpPOBaHHUE
BCL2 c momombto uHruo6utopos BCL2 ycTpaHsieT aH-
THANONTOTUYECKHE 3alllUTHble MeXaHU3MBbI, BeAyllre
K TpPerMMyllecTBeHHOW Tubesrd MOPaXKeHHBIX KJIETOK.
CnenoBaTesibHO, TpenapaThl, HaljeJeHHble Ha MNYTb
BCL2, nmpeacraBidoT uHTepec npu AL-amusioungose.
BeHeTokJs1aKCc siBJsieTcsl HauboJiee M3yYEHHBIM Mpe-
napaToM, U ONbIT JieUeHUs] MHOXKEeCTBEHHOW MHUEIOMbI
CBUJIETEBCTBYET O TOM, YTO 3TOT Ipenapar 06JaJjaeT
3HAUYUTEJbHOU aKTUBHOCTBIO Y NMalUEHTOB C MHUEJIO-
MO, uMeroield TpaHcaokanuio t(11;14) [142]. OcHo-
BbIBasICb Ha JJAaHHBIX KJIMHWUYECKUX HWCIBbITAaHUWA MpHU
MHOXeCTBEHHOW MHeJIOMe, 3TO CoeJJuHEHUE 006J1aJjaeT
MOHOAKTHUBHOCTBIO, HO TAaKXKe paboTaeT B KOMOUHALUU
c 6opTe3oMUO0OM W AapaTyMyMaOoM. PeTpocneKTHB-
Hble JlaHHble 00 HCIOJIb30BAHUM BEHETOKJAKCA MpU
AL-aMusion1o3e JeMOHCTPUPYIOT IIyGOKKUE OTBETHI, U
OH XOPOILO NEPEHOCUTCS JJaXKe y 0C/1abeHHbIX Mal[ueH-
TOB [143]. [IpoCreKTUBHBIX JaHHBIX O I03UPOBAHUU Be-
HeTOKJaKca npu AL-aMuionjo3e HeT, Cl1el0BaTeJNbHO,
Ba)XHO HAYMHATb C HU3KOM [103bl U OCTOPOXKHO YBEJU-
YUBATh €€ B 3aBUCUMOCTH OT TOJIEPAHTHOCTH.

3aKinioyeHue

Tepanus nanKeHTOB c CUCTEMHBIM AL-aMUI0M1030M,
0COOEHHO B MPOJBUHYTHIX CTAJUAX — HACTOSAIUNA BbI-
30B i remartoJsora. TpyAHOCTU AUArHOCTUKH, pas-
HOOOpasue KJIMHUYECKON KapTHUHbBI, IOPaXKeHHUe Cpasy
HECKOJIbKUX OpPraHOB OCJIOXHSIOT paboTy Bpaya. [lo-
CKOJIbKY BCE€ pPEeKOMEHJAlMM OCHOBBLIBAIOTC Ha He-
6ospINX UccnefoBaHusAX Il asbl, a ONBIT OTAENBbHBIX
IIEHTPOB KpaliHe He3HaYUTEeJbHbIH, [/ JOCTHKEHUS
XOPOIIUX pe3y/JbTaTOB Heob6XoAuMa KoolepaTHUBHas
paboTa, ¢ 06CyJeHHeM KaXK/J0T0 KOHKPETHOTO C1y4dast
c 6oJiee ONMBITHBIMU KOJIJIETAMH, a TaKKe pacnpocTpa-
HeHUe 3HaHUH 06 AL-amuyionji03e cpeiu Bpadeu apy-
TUX CellUaJbHOCTEN.
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PomaHeHko H.A."2
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MMMYHHBIE TEMOJIMTUYECKUE AHEMUU
(JIEKLIMS)
YACTD 4

Pesrome

MMMmyHHBIEe reMonuThyeckue aHemuu ([A) - aHe-
MMM, O0OYC/IOBJIEHHble JelCTBUEM aHTHUTe] INPOTUB
3PUTPOLUTOB MO0 B pe3ysnbTaTe GaroyuTosa, Ju6o 3a
CYeT aKTUBALMU KOMIIJIEMEHTA, KOTOpble MOTYT HOCUTh
BHECOCYAUCTBIN (BHYTPHUKJIETOUHbIM), BHYTPUCOCYAU-
CTBIY WJIM CMellaHHbIN XapaKTep. B npouecce yckopeH-
HOT'0 pa3pylleHusl IPUTPOLUTOB B KPOBU 00pPa3yIOTCH
NPOAYKTHI UX pacnaZa, yBeJMYMBaeTCs HeNpsAMOU O6U-
JIUPYOWH W perucTpupyeTcs NOJIOXKUTeJbHass Npoba
Kym6ca. B npefcTaBieHHON JIeKIMU TOJPOOHO U3J10Ke-
Hbl UMMYHHbIe MeXaHU3Mbl BOSHUKHOBEHUS reM0JIN3a,
NprBeJleHbl 3THOJIOTHYecKHe (GaKTOpbl pPas3JIMYHbIX
Ho30sI0rM4Yeckux GopM UMMyHHbIX ['A. B pocTymnHo#
dopMe feTaNbHO pa3bACHAETCA KaacCUPUKALUsA UM-

MYHHBIX TeMOJIUTHYeCKHX aHeMHuH. Takke B JIEeKIUU
M3JI0’KEHBI He TOJIbKO 00IHe BOMPOChl KJMHUKH, AHa-
THOCTHKH, JIe4YeHUs U MPOPUIAKTHUKU TeMOJTUTUYECKUX
aHEMUH, HO U KOHKPEeTHBIX HO30JI0THYeCKUX GOpM 3a-
6oJsieBaHuH. JleKIUsl TepAcCTaBJsieT 0COObIM HHTepec
JUIS Bpauyel-reMaToJsiIoroB, TpaHCPy3UOJIOroB, Tepa-
NEeBTOB, MEAUATPOB, MOBBINAKIUX KBATUPHUKAIHKIO, a
TaKXe — JIJisl KIMHUYECKUX OPAMHATOPOB U CTY/IEHTOB
MeJUIMHCKUX BY30B.

KioueBbie c/10Ba: reMo/IMTHYeCKas aHeMHUs, Te-
MOTJIOOWH, ayTOMMMYHHAsl TeMOJIMTUYECKash aHEMHUs,
reTepOMMMYyHHas FeMOJIMTHYeCcKas aHeMUS, AJIJIOAHTH-
TeJia, Ay TOAHTUTEJIa, FeMOJIU3, PETUKYJIOIUTHI, 3PUTPO-
1033, npo6a Kymb6ca, 6Unupy6uH, SpUTPOLUTHIL.

Romanenko N.A. ?

‘Russian Research Institute of Hematology and Transfusiology, Saint-Petersburg, Russia;

ZSaint-Petersburg State University, Saint Petersburg, Russia

IMMUNE HEMOLYTIC ANEMIA
(LECTURE)
PART 4

Abstract

Immune hemolytic anemias (HA) are anemia
caused by the action of antibodies against red
blood cells (RBCs) as a result of phagocytosis, or
due to complement activation and is extravascular
(intracellular), intravascular or mixed genesis. In the
process of accelerated destruction of RBCs are formed
their decay products, increases indirect bilirubin in the
blood and also it is recorded a positive Coombs test. The
immune mechanisms of the occurrence of hemolysis
are described in detail, the etiological factors of various
forms of immune HA are shown in the presented lecture.
In an accessible form, the classification of immune

lemonuTuyeckas anemus (I'A) - 3To maToJsiorus apu-
TPOLMTA, IPU KOTOPOU UMeeT MeCTO YCKOPEHHOe pas-
pyllleHre KpacHbIX KPOBSIHBIX TeJiell (3pUTPOLUTOB)
C NOC/eAyIIMM BbICBOOOXKAEHHUEM HempsMoro (He-
KOH'BIOTUPOBAHHOT0) OGUIUPYyOUHA.

[Ipu I'A, kaKk U3BECTHO, AJIUTENbHOCTb XXU3HU 3PU-
TPOLUTA PE3KO COKPALAETCs: B HOPMe IPOL0IKUTE b-
HOCTb >KU3HU 3pUTPOLUTA B KPOBEHOCHOM pYyCJ/le CO-
crasisieT 100-120 pHel, B TO BpeMs KakK NpU JAHHOM

hemolytic anemias is explained in detail. Also, the lecture
outlines not only general issues of the clinic, diagnosis,
treatment and prevention of immune HA, but also
specific forms of diseases. The lecture is of particular
interest to hematologists, transfusiologists, internists,
pediatricians who improve their qualifications, as well
as clinical residents and students of medical universities.

Keywords:  hemolytic anemia, = hemoglobin,
autoimmune  hemolytic anemia, heteroimmune
hemolytic anemia, alloantibodies, autoantibodies,

hemolysis, reticulocytes, erythropoiesis, Coombs test,
bilirubin, red blood cells

BH/JIe aHEMUH PE3KO COKPALIAETCs, HEPEAKO COCTABJISAS
8-15 nHel. C BOSHUKHOBEHHEM aHEMHUH, CJIeJ0BaTelb-
HO, Y TUIIOKCUU (B TOM YHCJIE TUIOKCUHU MOYEK), KOM-
MEHCATOPHO YCUJIMBAETCS 3PUTPOINO033 32 CYET MOBBI-
IIeHUs] KOHIEHTPAIUK 3H/IOTE€HHOT0 3PUTPOIO3TUHA,
CUHTE3UPYEMOTO B WHTEPCTULUAJIbHOM BellecTBe
MOYEK U B TMeveHU. B pe3y/ibTaTe pas/pakeHHOT0 3pU-
TPOIMO033a He TOJIbKO YBEJUUYUBAETCS COJlepaHue 3pu-
TPOU/IHBIX 3JIEMEHTOB B KOCTHOM MO3T€, HO U TOBbILIA-
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eTCsl KOJIMYECTBO PETUKYJIIOLUTOB B TMepupeprudecKon
KpOBH, KaK MmpaBuJio, npesbinatigee 50%o0 win >5 %
(gacto ot 90%0 A0 250%0), Tp¥ HOPpMAJbHOM HX 3Ha-
yeHUU 2-12%o. UHBIMU c10BaMu, aHEMUS B pe3y/ibTaTe
reMoJI3a MOXXET Pa3BUTBLCA JIMIIb MPU COKpaleHUH
HPO/IO/KUTEIbHOCTH KU3HU 3PUTPOLMTA 60Jiee, 4eM B
5-10 pas, mo cpaBHEHHUIO C HOPMOH.

Kak paHee oTMeuasioch, reMOJIUTHYECKHE aHEMHUU
NPUHATO TMOAPA3ZEJNATh HA JBe GOJIbIIME TPYIIbIL:
BPOXK/JIeHHbIE WJIM HAcJeACTBEHHbIe (PacCMOTpEHBI B
npeJbIAYyIIMX JIeKIUSAX) U npuobpereHHble. [Ipro6-
petenHble A moapa3zensilOT Ha aHEMHUH UMMYHHOTO
¥ HEMMMYyHHOro (paHee GbLIO NpeJACTaBJIEHO) TeHe3a.
B Hacrosien JeKuu GYAYT AeTalbHO PacCMOTpPEHbI
NpUO6GpPETEHHbIE TeMOJIUTHYECKHE aHEMUU UMMYHHOTO
reHe3a. 3To GoJibliasi TPyINna aHEMUH, KOTOpble MOTYT
ObITH NMPeACTaBAEHbl KAK CAMOCTOSITENbHBIMU HO30J10-
rMYecKUMHU GOpMaMH, TaK U MPOSIBJIEHUEM JPYTUX CH-
CTEMHbBIX ayTOMMMYHHBIX, OHKOJIOTHYECKUX U T€MaTo-
JIOTUYeCcKHUX 3a60JIeBaHUM, HO B OCHOBE UX MaTOreHe3a
JIEXKUT BO3/eHCTBUE Pa3IMYHbIX UMMYHHbBIX GAaKTOPOB
(anTHTEN, KOMILIEMEHT], T-, NK-K/1eTOK JIMMGOUHOTO
psizna, Makpodaros), MPUBOAAIIMX K TUOENH 3PUTPOIIH-
ToB. OJHAKO HECMOTPS HA Pa3JIMUHbIe MEXaHU3MbI Tre-
MOJIM3a OCHOBHbIE YePThbl UMMYHHbBIX T€MOJIUTHYECKUX
anemui (MT'A), Kak mpaBHJI0, CX0KHU ¢ [A HEUMMYHHOTO
reHe3a U XapaKTepU3YIOTCI HaJU4YMeM aHeMUYecKOoro
cunjpoma (AC) B couyeTaHUU C CUHAPOMOM pereHepa-
[IMY SPUTPOHA ¥ CHHJPOMOM I'eMOJIM3a, HO Pa3JInIUTh

ux nomoraet npo6a Kym6ca, mo3Bossiionas BbISIBUTh
aHtuTesa (puc. 1).

B nesiom s T'A, xapakTepHbl: 1) KeaTyxa WK UK-
TEPUYHOCTH (KOXKHBIX TOKPOBOB, BU/IUMBIX CJIU3UCTHIX,
CKJIep); 2) runepOouInpy6rHeMHus (3a CYET HeCBSI3aHHO-
IO C [VIIOKYPOHOBOM KHUCJIOTOH (HENPSIMOT0) OUIUPYOU-
Ha); 3) ypoounupy6ruHypus (MoTeMHEHHE MOYH 3a CIET
BBICOKOTO COZIep»KaHus YpOOUIMHA B MOYe) U TUIIEPXO-
Jvs (TeMHasl pacuBeTKa) Kasa; 4) crjieHOMeraaus Uin
rernaTocmnjeHoMeraaus; 5) runeppeTuKy/101uTo3 (yBe-
JI4eHHe PEeTUKYIouUuToB 6Gosiee 5% wmau 50%o). ITn
XapaKTepUCTHUKHU B COYETAHWHU C aHEMUEH JJAIOT MOBOJ
3aM0/03pUTh TEMOJUMTUYECKYI0 aHeMHIo. B guarho-
ctuke 'A Takke BaXXHO YTOYHUTh XapaKTep reMoJin3a
ONpesie/IiB B KPOBU YPOBEHb JIAKTATAETU/POreHasbl
(JIZT), ranTor/io6vHa, CBA3bIBAKOIIET0 CBOGOAHBIN Te-
MOIJIOOWH, TeEMOCHEPUHA B MOYE, KOTOpPbIE SBJISIOTCS
WHJMKATOPaMH BHYTPUCOCYAUCTOrO (BHEKJIETOYHOIO)
reMoJiM3a, KOTOpble MO3BOJIAIOT AUdPepeHIHpOBaTh
€ro OT BHECOCY/JMCTOTO (BHYTPHUKJIETOYHOIO).

Mopdosioruss Ma3koB neprudpepuieckoldl KpoBU He-
PEAKO TOMOTaeT BBIIBUTh MOJUXPOMA3HI0, MaKpo-
UTO3, CPeponuTO3, 3JUIUNTOLUTO3, (parMeHTHPO-
BaHHbIE WJIM CEPNOBUJHbIE KJIETKU, MUIIEHEBU/HBIE,
AApOcoJiepKalie 3PUTPOUAHbIE 3JeMeHThbl (HOpPM-
GOLUTHI/3pUTPOBJIACTBI) 4YACTO XapaKTepHble JJs
BpoxzeHHbIX ['A. B TO e BpeMs coueTaHUe aHEMUH C
JPYTUMU IUTONEHUSMU MOXKET ObITh XapaKTepPHO JJis
CUCTEMHBbIX UMMYHHBIX HAapylLIeHWH, a HAJIU4Me KOCT-
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JIEKUNA

HOMO3TOBOW HEJJOCTATOUHOCTH OCOGEHHO B COYETAHUU
¢ 6J1IaCTHBIMU KJIETKaMH - reM06.1acTo3.

Bosbmyto uHdopManuio B auarHoctuke A Mo-
KeT JlaTb TLATeJbHbI OCMOTpP NAalMeHTa, M03BOJIA-
I0IMHA 0GHAPYKUTh aHOMAJIMM Pa3BUTHS CKeJIETA, He
XapaKTepHBbIX AJis1 UMMYHHBIX, HO XapaKTEPHbIX [JIs
Hacse cTBeHHbIX ['A (6alieHHbIN Yepern, BBICOKOE «To-
TUYECKOEe» TBEP/0e HEOO, MUKPODTAIbMUS, aHOMATUU
pacroioxkeHus1 3y60B, yKOpOUeHHe MU3UHLEB). Takxke
JJIl HacieCcTBeHHbIX ['A XapakTepHbl Tpoduueckue
W3MEHEeHHUS KOXKH, HEKPO3 B T0JIOBKaX KPYMHBIX KO-
CTel, BHYTPEHHUX OPraHOB C COOTBETCTBYIOLIEH CUM-
NTOMaTUKOH, 00YCI0BJEHHbIE MUKPOLUPKY/ISTOPHbI-
MU HapyLIeHUSIMA BCJEACTBHE H3MEHEHHOU (OopMbl
3PUTPOLUTOB, HAPUMeD, IPU HEKOTOPBIX BapHaHTaXx
NaTOJIOTUH MeMOPAHBI KJIETOK WM HapyLIeHUs CTPYK-
Typbl reMoriobrHa c ero noJuMmepusanueid. Ocoboe
3HauyeHue B AuarHoctuke ['A uMeeT aHaMmHe3 3a60J1eBa-
HU9, yKa3aHue, HallpuMep, Ha CBA3b Pa3BUTHUS aHEMUU
C COMYTCTBYWOIUM JUMPONPOIUPEPATUBHBIM HIU
CUCTEMHBIM ayTOMMMYHHBIM 3a60JieBaHHEM, TPU KO-
TOpPOM aHeMHs OyZeT SIBAATbCS CUMITOMOM GOJIE3HH,
WJIH CB$I3b C YKYCOM 3MeH, MayKa, /i KOTOPhIX 061aJjaeT
reMOJIMTUYECKUM JIEHCTBUEM, UJIH CBSI3b C TPaHCHY3H-
SIMH, C BBEJIeHHEM CbIBOPOTKH, BAaKLIUHBI U T.1. BrisgcHe-
HUe BONIPOCa, 0 TOM KOI/ja HacTynaeT reMoJIu3, Ha X0JI0-
Jle UJIY B TeIlJle, J11 UMMYHHBIX ['A MOXKeT HOCUTB TOXe
Ba)KHOE 3HAYEHHUeE.

Jns puddepeHHaNbHON JUAarHOCTUKHU TE€MOJIMTHU-
YeCKOW aHeMHH HCIOJIb3YIOTCs ClelnaabHble Jabopa-
TOpHBIE METO/bl UCCIEL0BAHUSA, U OJHUM U3 OCHOBHBIX
TECTOB, NO3BOJIAIOLMX OTJIUYUTh UMMYHHYI0 OT HEUM-
MyHHOU ['A sIBJIsieTCS1 aHTUIIO0YIMHOBBIN TecT Kym6ca.

[laToreHe3 UMMYHHOTO reMOJIM3a

VMMyHHBIH reMoJIM3 NPU UMMYHHBIX F€MOJIUTHYE-
CKHX aHEMHUSIX 00YC/I0BJIEH CHHTE30M aHTUTEN K aHTH-
reHaM 3PUTPOLUTOB C MOCAEAYIOUIMM paspylieHreM
3PUTPOLMTOB JBYMs NyTAMH: 1) darouuTosom, 2) 3a
CYET aKTUBAL[MU KOMILJIEMeHTA. [eMOJIM3 MOXKET HOCUTh
BHECOCY/IUCThIN (BHYTPUKJIETOUYHbBIH, B OCHOBHOM B Ce-
Jie3eHKe), BHy TPUCOCYAUCTBIN U CMELIaHHbINA XapaKTep.

B opraHu3me 4YesioBEKA CUHTE3UPYIOTCS WMMYHO-
rJ106y/MHbl (aHTUTeNa) pa3IMYHbIX KjaaccoB - IgM,
IgG, IgA, IgD u IgE. Kaxxaplil U3 HUX BBINOJHSET CBOIO
onpeziesieHHYyI0 QYHKIHUIO M0 06eCneyeHUI0 3alUThl
OpraHu3aMa OT YY)KepPOAHBIX areHToB. Tak, aHTHTeJa
ksacca [gM nosiBaII0TCS B caMO# paHHeH pase UMMYH-
HOTO OTBETA Ha BO3/IeHCTBUE YYXKepPOJHOT0 aHTUTeHa
(B mepBbIe 4-6 AHeN c MOMEHTA MONA/JaHHsI B OPraHU3M
aHTHUTeHa), Ho yXe HauuHas ¢ 7-9 (ocobeHHO K 11-12
[THIO) — CHHTE3UPYIOTCSI UMMYHOIJIO0Y/IMHBI KJ1acca IgG,
IgA, mpy 3TOM UMMYHOTIJIOOY/IMHBI Kjaacca IgA nokanu-
3YI0TCS B OCHOBHOM Ha CJIM3UCTHIX IJ1a3, [IbIXaTeJbHOH,
NUIEBAPUTENbHOHN, MOYEBbIIeIMTENbHON CUCTEM, 3a-
IMINAast OT BUPYCOB U GaKTepuH; a poJib IgE 3aktoueHa
B 60pb0e C HEKOTOPbIMU Mapa3uTaMu (reJbMHUHTAMHU),
a TakXe - B y4aCTHM aJliepruyecKoil (aTonuyeckon)

peakuuu. AHTUTesNa HecyT Ha cebe ABa Fa-pparmeHTa
(anTHUreH-creuUYHBINA, OH XapaKTepeH TOJbKO JJis
KOHKPETHOTO YYXXepOJHOTO aHTureHa) u oauH Fc-
¢dparmMeHT (y BCeXx UMMYHOIJIOOYJIUHOB Fc-dparmeHT
CXO0X U MMeeT aQUHHOCTh K COGCTBEHHBIM UMMYHHBIM
KJIEeTKaM - Makpodaram, T-1umbonuram).

AHTHUIpUTpPOLMTApHbIE AHTUTEJA M0 MeXaHU3MY
NOBPEX/IEHUS SPUTPOLUTOB NOJPa3/eNsdIoT Ha Cleay-
01I1e:

1) armIIOTUHUHBI - BbI3bIBAIOT arryIlOTUHALMIO WX
CKJIEMBAaHHUE 3PUTPOIUTOB (4alle UMMYHOTJIOOYIMHbI
kJacca IgM);

2) ONCOHMHBI — MPUKPEIUIAIOTCI Ha MOBEPXHOCTH
3PUTPOIUTA («KMETST» €ro) ¢ MoCAeAyINMM obecrneye-
HueM darouuTosa Makpodaram uau T-numoonyTam;

3) reMOJIM3UHBI — Pa3pylIalT 3PUTPOLUTHI NyTEM
aKTHBAallMM CHUCTEMbl KOMIJIEMEHTa Ha MOBEPXHOCTHU
3PUTPOLUTA, TOC/Ie B3aUMO/IeCTBUS aHTUTEIA C aHTU-
reHoM (4Yallle UMMYHOTIJIOOY/NHBI Kjaacca IgG, pexe -
[gM nnu IgA).

Tenepb paccMoTpuM nofjpobHee MpUBEJEHHbIE Me-
XaHHU3MBbI IOBPEX/EHHUsI SPUTPOLIUTOB.

1) U3BecTHO, 4TO 3PUTPOLUTAPHBIE KJIETKU Ha cebe
HeCyT OTpUIATeJbHBbIN 3apsf, Cle[0BaTeJbHO, OHU
OTTAJIKUBAIOTCSA JPYT OT Apyra Ha ompejeseHHOoe pac-
CTOsIHUE, cocTaBJswollee okoso 30 HM (AJ15 cosieBo
cpenbl). Pacctosinue mexay Fa-dparmeHTaMu UMMyHO-
ro6yaMHa M ocTaTo4HO 60JIbLIOE, COCTABJSASA OKOJIO
30 M. Takoe aHTHTEJIO KJIacca IgM ogHOBpeMeHHO MO-
KeT CBSI3aTh MeX/Ay COO0H /iBa 3pUTpOLUTA U 60Jiee, T.e.
BbI3BaTh arrJOTUHALUIO, He TPebys 0COObIX YCI0BUMN
[l peakLMU (peakuus MPOUCKXOUT KaK B COJIEBOH, TaK
Y KOJIJIOUZHOU cpejie), TO3TOMY HMX Ha3bIBAIOT MOJIHbI-
MU arrIlOTUHMHAMU. B TO e BpeMs, y4acTKHU CBSI3bIBa-
HUS KOMILJIEMEHTA, pacnojioxeHHble Ha Fc-pparmMenTax
MoJieKyJibl [gM HaxofATcs Ha HeOOJIbIIOM paccTosi-
HUU APYT OT APYra, 4To 06seryaeT GUKCcaLUI0 KOMIO-
HEHTOB MeMOpaHoaTakymwulero kommiekca (MAK) Ha
MOBEPXHOCTU 3pUTpPOLUTOB. PopMUpOBaHHE TaKOTO
MeMOPaHONOBPEXJAIOIIEr0 KOMIJIEKCA MPUBOAUT K
obpa3oBaHHI0 MOp (AbIp) B MeMOpaHe 3PUTPOLHUTA,
4yepe3 KOTOPYI0 BHYTPb KJETKHU MOCTYNA0T MOJIEKYJIbI
BO/ZIbl, IPUBO/ISl K HAOYXaHUIO U Pa3pyLIEHUIO0 KJIETKH.
[eMOJIM3 3pUTPOLMTOB MPOUCXOAUT BHYTPU COCYAA.
Takue anTUTE A HanboJiee 3PPEKTUBHO CBA3BIBAIOTCS
C 3PUTPOLMTAPHBIMU AaHTUI'EHAMHU IPU TeMIlepaType
4°C, 103TOMY KX Ha3bIBAIOT X0JI0Z0BBIMHU.

2) B peakux ciyyasx paspylieHHe 3pUTPOLUTOB MO-
KeT MPOUCXOAUTD MyTeM aKTUBALUU CUCTEMBI KOMILIE-
MEeHTa Ha NOBEPXHOCTH 3PUTPOLUTA HENOCPEACTBEHHO
nocJie B3aUMOJZIEMCTBUSA aHTUTe A Kiacca IgG, pexe -
[gM nnu IgA. Takue aHTHTE/IA Ha3bIBAIOT IT'eMOJIU3UHA-
M. Kak npaBuJio, reMoJI3 HOCUT BHYTPUCOCYUCThIN
XapakTep, U UMeeT OCTpoe TeueHHe. MakcuMasbHa 3¢-
($EeKTHUBHOCTDb CBSI3bIBAHUS aHTUTEJI C aHTUT€HAMU 3PU-
TPOLUTOB NpU TeMnepartype 37°C, 4To clipaBeJINBO UX
OTHOCHT K TEeIlJIOBbIM aHTUTEJaM.

3) WHavye mMpOUCXOAUT peaklusi C y4aCTUEM aHTH-
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Tes kiaacca IgG wam IgA. Y aTHUX aHTUTeN pacCTosiHUe
mex [y Fa-pparmMenTamu masnoe (0K0J10 9 HM), T03TOMY
OHHU JIMIb OCAXKJAITCSH (QUKCUPYIOTCS) HA 3PUTPOLIH-
Te (aHTHUreHe). [Ipyu 3TOM K3-3a BBICOKOW CHJIbI OTTaJI-
KMBaHUS, BO3HUKAIOLIETO BJIEACTBHE OTPULATENbHbIX
3apsiioB, HE MPOUCXOUT COeIMHEeHU (arTIIOTUHALUY )
JIByX 3pUTPOLUTOB. /lisi BOSHUKHOBEHUS arrJIlOTHHA-
MU TPeOYIOTCsl ONpefeseHHbIe YCI0BUS, CHIKAIOIKe
OTpHULATEJbHBIN 3aps/]|, HAanpuMep, AobaBleHHe KOJI-
JIOUIHOTO pacTBopa (KeJaTHMHA, MOJUIIOKKHA). Bot
104YeMy 3TH aHTHUTeJa Ha3bIBAIOT HEMOJIHbIMU. [ BbI-
SIBJIEHUS] TAKOTO THUIA aHTUTEJ UCIOJIb3yeTCs MpsiMast
peakuus Kym6ca.

B opraHu3Me 4esioBeKa HEMOJIHbIE aHTUTeNA QHUK-
cupyloTcs (cafsTcs) Ha MOBEPXHOCTH 3PUTPOLUTA
(«MeTSIT»), HO peakluu arrJTHHALMK B COCYax He
npoucxoguT. OJHAKO TaKUe «MeYEeHHbIE» 3PUTPOLIUTHI,
pacrno3HalwTcsl Makpodaramu (6Jsiarogaps HaJUYHI0
peuentopoB K Fc-¢pparmenTy IgG1 u IgG3), kKoTopble ux
U paspymaiT (noxuparT). [eMoIM3 TPOUCXOUT BHY-
TPUKJIETOYHO B PETHUKYJOIHAOTENHAIbHON CHUCTEME.

Hepeiko npoucXoAuT YaCTUYHBIN (HaroyuTo3 3pUTPO-
[IUTOB, IPUBOJSLIMH K OSBJIEHUI0 MUKPOCHEPOLUTOB,
YTO fABJISETCI OTJIIMYUTENbHBIM NMPU3HAKOM BHECOCY-
JIUCTOT'0 TeMOJIN3a, KOTOPbIM npuxoauTcs auddepuH-
[IMPOBaTh C BPOXJAEHHOW MUKpocdepoLUTapHOH aHe-
mueld MuHkoBckoro-Illodapa. Ilockosbky Makpodaru
HecyT Takke C3b peuentop KOMILJIEMEHTa, C/eJj0Ba-
TeJIbHO, 3TH 3PUTPOLHUTHI, HA KOTOPBIX GUKCHPOBAH
C3b KOMIJIEMEHT, TO e MOJBEpralTCcs U BHECOCYAH-
cromy remoJin3y. HanboJsiee BolpaxkeHHOe paspylleHue
3PUTPOLMTOB HAOIIOJAETCS, €CIM HAa UX MeMOpaHax
oAHOBpeMeHHO ¢ukcupoBanbl IgG u C3b.

BakHO MO/J4ePKHYTh, YTO TaKHe HEMOJIHble aHTUTe-
Jia knaccoB 1gG vnu IgA, BbI3bIBalOLE BHECOCYAUCTBIN
reMoJIM3, MAaKCUMaIbHO 3QPEKTUBHO CBSI3bIBAIOTCS C
aHTUTreHaMu 3puTpouuToB (damie Rh) mpu Temnepary-
pe 37°C, 103TOMy UX PUHATO HAa3bIBaTh TEMJIOBBIMU.

Huxe npejcraB/ieHa XapaKTepUCTHUKAa BHECOCY[HU-
CTOro (BHYTPUKJIETOYHOT0) U BHYTPUCOCYAUCTOTO UM-
MyHHoro remoJiu3a (Tabsnna 1).

Ta6auya 1

Xapakmepucmuka UMMYHHO20 cemMmoJau3a

MpusHaKu

Bupg remonusa

BHecocygucTblii
(BHYTpUKNETOUHbIN)

BHyTpUcoCyauCTbIi

XapaKTepHbI Knacc
MMMyHOrnobynnHos

JgG, IgA

IgM

MexaH13M NnoBpeKaeHNn
3pUTpOLMTOB

oncoHusauma, ¢paroyunTos

remonus, OI'IOCpeLI,OBaHHbIﬁ KOMnNa1emeHTOM

MecTo paspyLueHuna spuTpoumToB

ceneseHKa, neyeHb, KOCTHbIM MO3T

BHYTPM COCYA0B

- BUPYCHble nHbeKuuuy;

- IeKapCTBEHHbIE CpeacTsa

Mpamana npoba Kymbca 1gG (+) C3b KomnnemeHT (+)
MpUYmHbI 1) namMonaTnyeckumii (NpuYnHa He 1) navonatnyeckuii (MpuYMHa He ycTaHOBNEHA);
yCTaHOB/IeHa); 2) CMMNTOMATUYECKUIA:
2) cuMnTOMaTUYEeCKUN: - remobnacTosbl;
- remo6.1acTo3bl; - MMKOMIa3MeHHan MHbeKums;
- 3/I0KQYeCTBEHHbIEe - KOpb;
HOoBOObpPa3oBaHMs; - 3ANUAEMUYECKUIN NAPOTUT;
- KONareHosbl; - cndunnc (napokcusmaabHas xonofosas

remornobuHypus);

- MHdEKUMA, BbI3BaHHAA BUPYCOM rpynnbl
repnec (AnwTeliH-bapp);

- IeKapcTBeHHble cpeacTsa

[logBOASA WTOT, BaXKHO OTMETUTb, YTO 3ddeKTopa-
MU BHECOCYJAMCTOTO UMMYHHOTO TreMoJIiM3a ABJSTCA
Makpodard (MOHOLUTHI, TUCTHOLUTHI), T-TUMOIUTHI
U aHTUTeJsa (Yalle TemsoBble, Kjacca IgG), KoTopbie
HauboJiee aKTUBHO CBSI3bIBAIOTCS C SPUTPOLUTAPHBIMU
autureHamu npu 37°C. B To ke Bpems 3dpderTopamu
BHYTPHUCOCYAUCTOTr0 UMMYHHOT'O FeMOJIM3a B 60JIbLINH-
CTBe CJIy4yaeB ABJSAOTCA aHTUTea kJaacca [gM, a Takxe
dopmupyoLMiicsas B pe3yJbTaTe aKTUBALUH CHUCTEMbI
koMmmieMeHTa MAK. AHTHTe1a IpU TakOM BapUaHTe B
GOJIBIIMHCTBE CJy4aeB OTHOCATCS K XOJIOAO0BBIM, Hau-
6oJiee aKTUBHO CBSI3bIBAKOLIMMHUCS C AaHTUTEHAMU 3PU-
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TpouuToB npu 4°C, X0T B HEGOJ/IBIIOM MPOLEHTE CJY-
YaeB MOTYT ObITh U TEMJIOBBIMHU reMOJM3UHAMM KJacca
IgG, pexe - IgA u IgM.

Kinaccupukanusi MMMYHHBIX TeMOJIUTHUYECKHX
aHeMM i

Bce ummyHHbIe I'A ofipa3jeniatoTcs cieayoliye Ba-
PHAHTHI:

[. AyTouMMyHHbIe TeMOJIMTHYecKre aHeMuH (AUTA):
aHTHUTeNa BbIPAbATHIBAIOTCSI K AaHTUI€HAM COOCTBEH-
HBbIX 3pPUTPOLMTOB, HAaMpuUMep Npu JuMdonpoarde-
paTUBHBIX 3abosieBaHusAx (JII13), cucteMHON KpacHOH
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BosyaHke (CKB).

I[I. AnoMMMyHHBIE WJIM H30UMMYHHbIE T€MOJIH-
TUYECKHWE aHEeMHUH: aHTHTeJa BblpabaThIBAIOTCA K 4y-
’KepOJHbIM JIOHOPCKUM aHTHUTEHAaM 3PUTPOLUTOB, Ha-
npuMep, pU NepeUBaHUU 3PUTPOLMTHON B3BeCH, He
nogo6panHoi mo anturenam Rh, Cc, Ee, Kell, Daffy u ap.

[II. TpancuMMyHHBIe ['A: TpaHcHIalleHTapHas nepe-
Jlada aHTUTeJ OT MaTepH IJIOAY NPU reMOJUTHIEeCKON
60J1e3HN HOBOPO3K/IEHHBIX.

[V. TeTepouMMyHHble ['A: aHTUTesNa K aHTUTeHaM
3PUTPOLUTOB, U3MEHEHHBIM JIEKAPCTBEHHBIM Ipenapa-
TOM, BUPYCOM UJIM GaKTepren.

V. AyroumMMyHHble ['A ¢ aHTUTeIaMU NPOTHUB aHTHU-
reHa 3puTpo6/acTa ¢ pa3BUTHEM MaplUaIbHONU Kpac-
HokJieTouHOM aniazuu ([TIKKA).

PaccMoTpuM KaXKZblii U3 MPUBEJEHHBIX BApUAHTOB
MMMYHHbIX ['A, HAYMHAas C 1eTaJIbHOTO U3JIOXKEHUS ay-
TOMMMYHHBIX TeMOJIUTHYECKUX aHEMH .

I. AyTOoUMMyHHBI€ TeMOJTUTUYECKNE aHEMUH (KOZ,
no MKB10 - D59.1 - gpyrue ayToMMMyHHbI€ TeMO-
JIMTUYECKHe aHEMUH)

Xapaxkmepucmuka AUTA

AyTOMMMyHHbBlEe TeMOJUTHYECKHEe aHEMHU - 3TO
aHeMUHY, COMPOBOXKJAIOIINECS TeMOJHU30M 3PUTPOLHU-
TOB, ONONCPeJOBaHHbIM aHTUTEJAMU NMPOTUB aHTHUTre-
HOB CBOMX 3PUTPOLUTOB, U HOCAT BTOPHUYHBIN Xapak-
Tep, TaK KaK BOSHUKAET Ha QOHe Apyroro 3a6osieBaHus,
HanpuMmep, BUY-uHndekIyy, 3/0kadyecTBEHHOro 3a60-
JieBaHUS TUMPATHUECKON CUCTEMBI, CHCTEMHON Kpac-
HOM BOJIYaHKHM, XPOHHUYECKOTO aKTHBHOTO TremaTUTa
B wnu C, Hecennduyeckoro s3BeHHOT0 KOJIWUTA, PEB-
MaToMJHOTO apTpyuTa. OHU MOTYT TaKXe pa3BUBATbCA
nocsie nepeHeceHHON oCcTpod MHekuuu (rpummna, aH-
TMHbI) WIH ObITh WHAYIMPOBAHHBIMU JIeKAPCTBEHHON
Tepanuveill. OnycaHbl BapUaHThI, acCOLUUPOBaHHbBIE C
MMILJIAaHTUPOBAaHHBIMU MeTa/UVIOKOHCTPYKIUMAMH, Ha-
npuMep, 3yOGHbBIMM UMIIJIAHTAMU, UCKYCCTBEHHBIMU Cy-
cTaBaMu. Ho y yacTu naniueHTOB ayTOMMMYHHbBIE FeMO-
JIUTUYECKHE aHEMUU MOTYT ObITh U CAMOCTOSTEIbHBIM
3a60/1eBaHUEM.

Pazsinunbie ¢opmbl AUTA onpegensiroTcs TUNAMU
ayTOAHTHUTEJI, KOTOPble MOTYT ObITh MOJHBIMU (4alie
[gM) nsv HenosiHbIMH (uatte IgG, IgA), arrIoTHHUHAMET
WJIM TeMOJIM3MHAMU U OTHOCATCA K pa3/IM4YHbIM KJiac-
caM MMMYHOT/IOOYJMHOB U UX COueTaHHeM. B 3aBucu-
MOCTH OT BH/Ia aHTUTEJ MeXaHU3MbI [eM0JIN3a OT/IMYa-
I0TCS1 MEX/TY COOOM.

1. Hau6osiee yacto BcTpeyaeMass ¢popma - AUTA c
HENOJIHbIMU TeMJOBbIMU arrlOTUHUHAMU. [eMosn3
3PUTPOLUTOB, ONOCPEJOBAaHHBIA aHTUTENAMH KJjacca
IgG, peanusyercs: 1) 1160 MyTeM UMMYHHOU aAre3uu
3PUTPOLUTOB K Makpodaram, onocpe0BaHHON caMu-
MU aHTUTeJaMy; 2) 1160 KOMIIOHEHTaMH KOMILJIEMEH-
Ta, a/ICOPOMPOBAaHHBIMU Ha MeMOpaHe 3pUTPOLUTA; 3)
Jub0 MOCPEeACTBOM AaKTHUBAIMKM KOMILJIEMEHTA, 3aBep-
IIAIOIero NOBPeX/jeHne MeMOPaHbl 3PUTPOLUTA.

2. Ilpu 60J1€3HU XOJIOZ0BBIX ArTJIlOTUHUHOB, NpeJ-
CTaBJISIIOIIUX COOOW UMMYHOIJIOOYJIHMHBI (B OCHOBHOM

ksacca IgM), KoTopble CBSI3bIBAIOTCS C 3PUTPOLUTAP-
HbIMM aHTUreHaMHW INpU TeMmiepatype Huxke 37,0°C,
MOXeT HabJII01aThCsl MOBbIIIEHHAsT YYBCTBUTEIbHOCTD
K XOJIOAY, MPOSIBASIOASACA AaKPOLMAHO30M, CHUHAPOM
PeiiHo, OKKJII03UEN COCYZI0B, OTYETJIMBO aCCOLMHUPOBAH-
Hble ¢ oxJaxJeHueM. [Ipssmas npo6a Kym6ca ¢ anTuTe-
JAMU K MMMYHOIJIOOYJIMHAaM OGBIYHO OTPHULATEJbHA,
HO C aHTUTeJaMU K KOMIJIEMEHTY MOXeT ObIThb MOJIO-
KUTEJbHOU.

AUTA MoXeT OJHOBPEMEHHO CONPOBOX/IAThCA
TPOMOGOLIUTONEHUEN, YTO XapaKTepPHO [JIl CHHApPOMA
IBaHca-®Pumiepa, HabsAaemoro npu JIII3, u HelTpo-
neHued ayTOMMMyHHoro reHe3a. OfiHAaKO TpH BbIpa-
’KeHHOM TeMO0JIh3€e Hepe/KO XapaKTepeH pPeaKTHUBHbBIN
JIEUKOIIMUTO3 C OMOJIOXKEHHEM JIEUKOIUTapHOU PpopMy-
JIBL

BaxxHo mogyepkHyTh, 4yTO npu AUT'A aHTHTe/ A BBI-
pabaThIBAIOTCS MPOTHUB COOCTBEHHOTO HEU3MEHEHHOTO
AHTUTEHA 3PUTPOIUTOB, Yallle OTHOCAIINECS K CUCTEME
Pesyc, pexe - K [pyTMM aHTUT€HHBIM CUCTEMaM.

B knaccudukanuu no MKE10 ¢ kogom D59.1 - pyrue
ayTOMMMYHHbIE TeMOJINTHYECKHEe aHEMHUH BbI/IEJISIOT:

- AyTouMMyHHasi TeMoJIMTHYecKas 6oJie3Hb: 1) xo-
JIOIOBOY THII, 2) TEIJIOBOM THII;

- XpoHudeckas 60Jie3Hb, BbI3bIBaeMasi X0JI0JJOBBIMHU
reMarrIlTHHUHAMY;

- XoJi040Basi arrJlTUHUHOBAs 60Jie3Hb (reMorJio-
6uHypus);

- lemosiuTH4eckas anemMus: 1) Xo0J10/10BOH THN (BTO-
pUYHas cCUMITOMAaTHU4eckas), 2) TemI0Bod TUN (BTO-
pUYHas CHMIITOMaTHYeCKasi).

OpHako AJisi yAOOGHOrO BOCHPHUATHS MaTepuaja U
JJI1 MPAKTUYECKOW JesiTeJIbHOCTH Bpaya Haubosee
npuemseMa kjaaccudukanus AUI'A B 3aBUCUMOCTU OT
CEepoJIOTUYECKUX CBOMCTB aHTUTEJ U GAKTOPY, BbI3bIBa-
I0IlleMy ay TOUMMYHHYI0 peaKIHIo.

1. CumnToMaTU4YECKHUE — 00YCI0BJIEHbI TeM06J1acTo-
3aMHU, CUCTEMHOU KpacHOU BOJTYaHKOH, peBMaTOUHbIM
apTPUTOM, OHKOJIOTHYECKUM 3a60JieBaHHeM (HeomJia-
CTUYECKHe IMPOIeCcChl), UMMYHOAEPUIIUTHBIM COCTOSI-
HUEM.

2. Upnonatuyeckre, KOTOpbIe MOAPA3/AeNsI0TC Ha
ciefyolue:

1) AWUTA c HeMOJIHBIMU TEIVIOBBIMU arTJIIOTUHUHAMU
(oxosi0 80% Bcex AUTA);

2) AUTA c TemyioBbIMU TeMOJIM3UHAMU (PEAKO);

3) AUTA c oJIHBIMH XO0JIOZ0BBIMM arTIIOTUHUHAMHU
(12-15% 60sbHBIX), M0 MKB10 Ha3bpIBaeTcs X0/1040Bast
arrlOTUHUHOBAs 60JIE3Hb;

4) AWUTA c nByxda3HbIMH XOJIOJJOBBIMH I'€MOJIU3U-
HaMmu /Tumna JlonaTta-JlanamteiiHepa,/ (KpaliHe peaKas,
yaiuie BTOpUYHasd Gopma NMpu cuUIMCE U BUPYCHBIX
HH)EKIHUSX).

KivHu4eckue TnposiBleHUs] TeM0Jid3a, BbIOOP Te-
panuu, NporHo3 3a60JIeBAHUS ONpPEJEsSIOTCS THUIIOM
aHTHUTeJI.

Inudemuonozus

Yacrora BcTpeyaemoctu AUTA ot 1:40 000 go 1:80
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000 nacenenus. Yauie BcTpevyaeTcs y »keHIUH 2:1. Bos-
pact - 10601, HO IPEUMYLIECTBEHHO Y B3POCIBbIX.

1) AyToUMMyHHbIe T€eMOJIMTUYECKHEe aHEeMHH C
HENOJIHBIMHU TEIVIOBbIMU arVIOTHHUHAMU (aHTHTe-
JIaMH)

Ilamozenes

TensioBble aHTHUTEJIA OTHOCATCA K Kaaccy IgG, pexe
- K KJsaccy IgA u xpaiiHe peako - K IgM. OcHOBHBIX
MEeXaHHW3MOB TeMO0JIM3a 3PUTPOLUTOB IOCPECTBOM
anturesn IgG nBa: 1) OCHOBHOM MeXaHH3M — Ha MeM-
OpaHe 3PUTPOIMTA AACOPOUPYIOTCS HENOJIHbIE aHTH-
Tesa (3TU aHTUTEJIA BbI3bIBAIOT armIlOTHHALMIO), Aa-
Jiee TIPOUCXOJJUT UMMYHHAsl aJire3usi 3pUTPOLUTOB K
Makpodaram, onocpe/joBaHHasi Kak CaMUMH aHTHUTe-
JIAMH, TaK 1 KOMIIOHEHTaMH KOMILJIEMEHTA, 3aTeM MPOo-
UCXOJIUT UX pa3pylieHre BHYTPH KJIETKH Makpodara
(BHYTpPUKJIETOUHBIA TeMO0JiM3); 2) B3aUMOJEHCTBHUE
AHTUTEJIA C aHTUTEHOM 3PUTPOLUTA MPUBOAUT K aK-
THUBAIMK KOMIJIEMEHTA Ha TOBEPXHOCTH 3PUTPOLMTA,
YTO BeZeT K 3aBepLIEHHI0 TOBPEXJAeHUS MeMOpaHbI
3PUTPOLUTA.

3aboJsieBaHMEe MOXET HOCHUTb CaMOCTOSITE/bHbIN
XapakTep C HeYyCTAaHOBJIEHHOW MPUYMHOMN - UAMOTATH-
yeckasi opMa, a MOXKET ObITh aCCOLMUPOBAHO C APYTH-
MU 3a6osieBaHusAMHU (JII13, 3/10kavecTBEHHBIE OMYXOJIH,
CKB, peBMaTOMHBIN apTPUT, Y3€JKOBBII eprapTepu-
UT, ayTOUMMYHHbIe 3a00JIeBaHUS IIUTOBUAHON KeJle-
3bl) - CUMIITOMAaTH4ecKast popma.

Kaunuveckast kapmuHa

AWTA ¢ TenJOBbIMH aHTUTENAMH MOXKET Pa3BUTHCS
B JII060M BO3pacTe, HO Yallie HabII04AeTCs y B3POCIBbIX,
0COGEHHO Y KeHIUH. Y 25% 6GoJIbHbIX 3Ta aHEMHUS SB-
JISETCS CUMITOMAaTHYeCKod Ha ¢oHe reMo6J1acTO30B
(vame JII3), cucTeMHBIX 3a60JIEBAHUHM COEIUHUTEIb-
HOU TKaHU (ocob6eHHo CKB), 4To KpaiiHe BaXKHO YYUThI-
BaTb NPH AUArHOCTHKE U BbIOOPE TAKTUKU JI€YEHHUSI.

Tsxenas popMa XapakTepu3yeTcst OCTPbIM Ha4aioM
C TIOBBIILIEHUS] TEMIIEPATYPbI, HAPACTAIIEN Cl1a6OCTH,
CHIDKEHUEM TOJIEPAHTHOCTH K PU3NIECKOH JesiTeNbHO-
ctu. KoxxHble MOKPOBBI GJieJHBIE U JKEITYIIHbIE, OTMe-
YaeTcs] UKTEPUYHOCTb BUAUMBIX CJIM3UCTBIX. YPOBEHD
reMOIJIOOMHA CHUYKAETCS OT YMEPEHHOT0 10 YTPOKalo-
e HU3KuX nudp, uHorga Hwxke 30 r/in. MoxeT oTMe-
YaTbhCsl IOTEMHEHUE MOYH.

XpoHuyeckoe TeuyeHHe 3a60JIeBAaHUS XapaKTepu-
3yeTcsl TaKXkKe OJIEAHOCTBIO U JKEJTYIIHOCTHIO KOX-
HBIX MOKPOBOB UM CJIU3UCTbIX. NHOT/IA HE3HAYUTENbHO
yBeJIMUMBAETCsl cesje3eHKa. Hanuuue crieHoMeranuu
3acTaBJ/IleT 3aJyMaTbCd O BTOPUYHOM reHese AUTA,
06yc0BJIeHHOM JUM$omnposndepaTUBHBIM 3a60Jie-
BaHUEM. Y MOJIOBUHBI OOJIbHBIX — YBeJWYeHHEe TIeYeHH .
[Ipy oAHOBpEMEHHOM HAJIMYUH UMMYHHOU TPOMOOLIH-
TOTEeHUH 3a60JIeBaHNe HAa3bIBAIOT CUH/POMOM JBaHCa-
®umepa (D69.3 mo MKB 10), xapakTepHu3ywlerocs Ha-
JINYMeM ayTOAHTUTEJ HE TOJbKO K 3pUTPOLUTAM, HO U
- K TpoM6GouuTaM. MoryT Hab/1r01aTbCsI TPOMOO3bI BEH.

JluazHocmuka

B KJIMHHWYeCKOM aHa/M3€e KPOBHU XapaKTepHa HOp-
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MOXpOMHasi aHeMHS C BbIpaXKeHHBIM PETHUKYJIOLUTO-
30M. Yucao JIeMKOLUTOB, TPOMOOLUTOB MOXET yBe-
JINYUBATbHCSA, HO UHOI/Ia — CHIXKAThCH, YTO 3aBUCUT OT
OCHOBHOTO 3aboJsieBaHHUs. B MuesorpamMMe umeeTcs
pa3ipakeHre KKPacHOIro pocTKa». MoxeT BbIABAATBCSA
CHM>KEHHE OCMOTHUYECKON pe3UCTEHTHOCTU 3PUTPOLHU-
TOB, IOBBIIIEHHE KUCJIOTOYCTOMYUBOCTH 3PUTPOLIUTOB.
[loBblilIaeTcs cojiepkaHue HempsiMod Qpakuuu GUIH-
pyouHa. XapaKTepHO MOBbIlIeHHe akTUBHOCTH JI/II' B
ChIBOPOTKe KpOBH B 2-8 pa3 (0coGeHHO MpH Ipeobdiia-
JIaHWY BHYTPUCOCYAUCTOTO reMoJin3a). [loBbllieH cpej-
HUU YpOBEeHb KpeaTHHA 3PUTPOLUTOB (MpejliecTBeH-
HUK KpEaTHHHHA, XapaKTepU3yIIIUi oMoi0KeHHe). B
Hepuo/, reMoJin3a yBeJUYUBAETCS CbIBOPOTOYHOE XKe-
Jie30, UHOT/Ia MOBBILIAETCS KaJui B KPOBH, UTO yKa3bl-
BaeT Ha reMmoJin3. Moua MOXeT ObITh TEMHOM BIJIOTh /0
«1BeTa Kode.

[Ipsimast mpo6a Kym6ca - 0CHOBHOW MeTOZ, AWArHO-
CTHKH - TI0JIOKUTe/bHA 6oJiee 4yeM B 98% ciyyaeB. Kak
npaBuio, o6HapyxuBatT IgG B coueTanuu ¢ C3 dppak-
nvel KoMmIieMeHTa WM 6e3 Hero. [Ipu oTpuuaresb-
HOU mpsiMo# npo6e Kym6ca aHTHTea K 3pUTPOLUTAM
MOXXHO OOHApY:KUTb MPHU MOMOLIU arperaT-reMarrJo-
raMOHHOro TecTa. BaxkHO MOMHHUTB, yTOo npu AHWTA
aHTUTeJa MOTYT He BBIABJIATBLCHA, 0COOEHHO MOCJIe Te-
MOJINTUYECKOTO KPU3a, TaK KaK MPOUCXOAUT UX OTpe-
GsieHde (MCTOLIEHWE) B Mpolecce reMoJiM3a, a HOBbIe
ellle He CHHTe3UPOBaUCh.

Pesixo MOXKeT BBISBJISTHCS CBOOOAHBIN reMOII00MH
B CbIBOPOTKE KPOBH (60Jiee XapaKTepeH AJsl reMOoJIH-
3uHOBOW AWIA uiu mepuoja reMOJUTUUYECKOTO KpPU-
3a). XapakTepeH GeHOMEH «CHUKEHHsI» ralToIIOOHHA
CbIBOPOTKH O00YCJIOBJEHHOTO TEM, YTO TaNTOIVIOOWH,
HepeHachlleHHbIA TeMOIJIOOMHOM pa3pyllieHHbIX 3PU-
TPOLIUTOB, TepecTaeT CBA3bIBATh J00aBJEHHbIN B PO-
OUpPKY MedyeHbld reMoryioouH. U3mMeHeHbl 6HodU3UYe-
CKHe CBONCTBAa 3pUTPOLMUTOB, UX JAePOpMHUPYEMOCTb
(M1aCcTUYHOCTD), IJIOTHOCTD (PUABTPYEMOCTh) U 3JIEK-
TpodopeTudeckas NOJBKHOCTD.

2) AyTouMMyHHas reMOJIMTHYeCcKasd aHeMHus C Te-
IJIOBBIMM FreMOJIU3UHAMU

Xapakmepucmuka

3abosieBaHMe BcTpevyaeTcs peako. Havano 3a6oute-
BaHUS MOXET ObITh CIOKOWHBIM WJIM C Pa3BUTHEM KpPHU-
30B.

XapakTepu3syeTcss BHYTPUCOCYAUCTBIM Te€MOJU30M
(BbIZESIEHWE YEPHOH MOYM — «I[BeTa Kode»), KOTOPBIH
00yC/IOBJIEH TEMJIOBbIMUA TeMOJIM3MHAMU C y4acTHEM
aKTHBUPOBAHHOM CUCTEMbI KOMIIJIEMEHTA. XapaKTePHO
pa3BUTHE TPOMO030B NepupepruvecKkrux BeH U Me3eHTe-
pHUaJIbHBIX COCYAOB. Y HEKOTOPbIX 60JIbHBIX yBeJUYEHA
cesle3eHKa, NleYeHb.

[logpaspensieTrca Ha UAUONATHYECKYD (OpMy U
CUMIITOMAaTHUYeCKYI0 (Y OOJIbHBIX NMEePBUYHBIM MHUEJO-
bubposoM, uMmdonposrdepaTUBHbIMU 3a00/1eBAHUS-
MHU).

Kaunuueckas kapmuHa

3abosieBaHMEe B OCHOBHOM MaHUQECTUPYET UCIOJ-



JIEKUNA

BOJIb, PEXE — OCTPOEe Havyaslo, KaK NPH arrJIl0THHUHOBOU
dopme. 15 3a60s1eBaHUSI XapaKTepHbl aHEMUs (MHO-
rjaa c remorsio6uHoM 40-60 r/a) U kenTyxa. CruieHoMe-
rajus, renatoMeranus BbisiBaseTcsd y 50% 60/bHBIX.
XapakTepHOH OCOGEHHOCTBIO SIBJSIETCS BbIAEJEeHHe
MOYH YEPHOTO 1BeTa («1BeTa Kodey), AaxKe MPU OTCYT-
CTBUHU aHEMHUH.

J1s1 3a6osieBaHUsl XapaKTEPHbI MEPUOZABI OCTPOTO
reMoJ/in3a (aHeMHUs C pETUKYIO0LUTO30M, TPOMOOIUTO3,
reMOrJIOOUHYPHS C BblJIeJIEHUEM MOYM YEPHOTO IIBETA,
cryieHoMerasusi) U pemuccuu. AUTA ¢ TensioBbIMU re-
MOJIM3UHAMH MOXET OCJ0KHSATHCSA TPOMOO3aMu Mepu-
bepuueckrx BeH, MEJIKUX Me3eHTepUaIbHbIX COCY/OB,
CONPOBOXJAIUXCS IPUCTYNaMU 60J1el B )KUBOTE.

Jluarnoctuka

[Ipsimas npo6a Kym6ca oTpunaresnbHas. OfHaKo Xa-
paKTepHBI: a) TeMOTJI06MHEMHUS — IOBbILIEHHE COZlepPiKa-
HHsI CBOGOJHOTO TeMOTJIO0MHA B IJIa3Me KpPOBH, 6) re-
MOTIJIOGUHYPHS — BBICOKOE COZlep:KaHHe reMOoriobrHa B
MO4e, I03TOMY MO4Ya HMEET TEMHBIH [BET: Yallle — «I[Be-
Ta Kode», pexxe — 6ypbli (KUPIUYHBIN) UM BULIHEBBIH
nBeT (B caMOM Havajle MacCUBHOIO TeM0Jik3a). Xapak-
TepHa NOJIOKUTeIbHas Npo6a XeMa, KOTOpasi IO3BOJISIET
OTpe/iesIiTh MOBBILIEHHYI0 YYBCTBUTENBHOCTb 060104~
KU SPUTPOLMTOB K BO3/JIEHCTBUI0 KOMILJIEMEHTA; UHKY-
6anusi SpUTPOLUTOB GOJBHOTO U ZOHOpA B IJa3Me U
ChIBOPOTKeE 60JIbHOTO U TeMiepaType 37°C B TedeHHE
24-48 9 MOKeT IPUBECTH K UX TeMoJIu3y (TecTbl Kpocou
u XerrnvHa-Maiiepa). [Ipy HanW4YUKM 4YepHOU MOYHM, Ha-
KJIOHHOCTH K LMTONEHHUAM U TPOM6O03aM HE0OXOAHUMO
UCKJIIOYUTh 60sie3Hb MapkuadaBbel-Mukenn (Haaudue
[THT-k/10Ha 3pUTPOLUTOB, HEUTPODHUIOB, MOHOLUTOB
- MpUOOpeTeHHbIN JledeKT KJIEeTOYHOW MeMOpPaHBbI, JU-
MAIMA ee 3alUThl OT MeMOpaH-aTaKyHOLero KoM-
njieKca KOMIJIEMEHTA), KOTOPYI0 MOXKHO AUArHOCTUPO-
BaTb METOJOM NPOTOYHOU nutometpud. s AWUTA He
XapakTepHa 3Kcnpeccusi perentopoB CD59 (Ha apuTpo-
nutax), CD24 (Ha HeHTpoduaax), CD14 (Ha MOHOIMTAX),
CD16, CD66, a TakXe OTCYTCTBYET QUKCUPYIOIUNA WX
SIKOPHBIN 6eJIOK B peakiuu ¢ GJI00pecleHTHbIM aspo-
snuzuHoM [FLAER]. B HekoTopbIx ciiyyassx AUTA npu BbI-
SIBJIEHUM TPAH3UTOPHOTO CHIKeHUs axcrpeccun CD55
(pexxe CD59) Ha 4acTU 3PUTPOLMUTOB IPU OTCYTCTBUH
nedekTa MeM6paHbl HEUTPOPHUIOB U MOHOI[UTOB HE SIB-
JiseTcs cBueTe1bcTBoOM noasaenus [IHI-kiona.

3) AyTouMMyHHas reMoJIMTUYeCKas aHeMHUs C
NOJIHBIMU X0JIOJ0BBIMHU arrIlOTHHUHAMHU (X0J1040-
Bas arVIIOTUHUHOBAsA 60J1€3Hb)

Xapakmepucmuka

X0J10/10BbIE ArTJIOTHHUHBI - 3TO aHTUTEJA KJjacca
IgM, pexxe cMeCcb UMMYHOIJIOOYJIMHOB Pa3HbIX KJIACCOB.
OHM BBI3BIBAIOT arTJIIOTUHALMIO 3PUTPOLUTOB IPHU TEM-
nepatype 40C. Xo/10/10Bble arrJIlOTUHUHBI HHOT/A BbI-
SBJISIIOTCS JJ%Ke Y 3/l0POBbIX JIIO/IEH, HO B HU3KOM TUTpeE
(He 6osiee 1:64) v yalle SABISIOTCSA MOJUKJIOHAIbHBIMU.

CrefyeT OoT/IMYaTh XOJIOAOBbIE ArTIOTUHUHBI OT
KPUOTJIOOYINHOB:

- X0/10008ble A22/1H0MUHUHbl — 3TO AaHTUTEJA (UMMY-

HOIJIOGYJIMHBI MOHOKJIOHAJIbHBIE, T.e. ClelUudUYHbIE
K ONpejieJIEeHHOMY aHTUTeHY), KOTOpble CBS3bIBAIOTCSA
C aHTUreHaMH 3PUTPOIMTOB MPHU TeMIepaType HUXKe
370C (aHTHUTEeH + aHTHUTEJIO);

- KpU02/106YAUHbI — 3MO UMMYHO02/100)/1UHbI (He CIiell-
WbUYHbIE K aHUTTEHAM 3PUTPOIMTOB), CHOCOGHbBIE
NP HU3KHX TeMIlepaTypax 06pa30BbIBaTb UMMYHHbIE
KOMIIJIEKCBI, KOTOpbIe He CBSAI3bIBAIOTCS C aHTUTeHaMU
3PUTPOIUTOB, a OCAKAAIOTCS (MPELUNUTHPYIOT) Ha T0-
BEPXHOCTH 3PUTPOIMTA, HO MPU HarpeBaHuu g0 370C
o6paTHO pacTBopsitoTcss. OHU XapaKTepHBI AJis MOBbI-
IIeHHOH YYBCTBUTEJbHOCTH UJIM U3MEHEHHO! peakuuu
OpraHu3Ma Ha X0J10/l; MOTYT COTPOBOX/IaThCsl TOBPEXK-
JleHUEeM KJIyOOUKOB MOYEK. BhIABISAIOTCS MPU XpOHUYE-
CKHX BUPYCHBIX TeNaTUTaX, FeM0o6J1acTo3ax.

CuMnTomMaTHveckas ¢opMa aHEMUHU C TOJHBIMH
XO0JIOJIOBBIMU arTJIIOTUHUHAMHU HaOJI0faeTcs NpU re-
M06./1aCTO3aX, MUKOMJIa3MeHHOW MHEBMOHWH, HHeK-
IIMOHHOM MOHOHYKJIe03€e, TpHIIe, aZeHOBUPYCHOH
MHOEKLMY, XpOHUUECKOM TenaTuTe. X0J0[0Bble aHTH-
TeJa, pearupymolde NpPeruMyLleCTBEHHO C 3PUTPOLH-
TaM{ B3POCJIOTO, HA3bIBAIOT aHTH-I-aHTUTEJIA, OHU Xa-
paKTepHBbI AJis1 AOOPOKAYeCTBEHHOW MOHOKJIOHAIbHON
raMManaThyd ¥ MUKOTJIa3MeHHbIX HHOEKIUNA. AHTUTe-
JIa, pearupymoliiye NpeuMyliecTBEHHO ¢ GpeTalbHbIMU
3PUTPOLUTAMH, HA3bIBAIOT aHTU-i-aHTUTesnaMu. OHHU
XapaKTepHbI AJ1s1 TMMPOM BBICOKOW CTENEeHH 3JI0Kave-
CTBEHHOCTH, @ TaK)Xe HHPEKI[MOHHOTO MOHOHYKJIe03a.

Xosodosass azenomuHuHoBasi 60/1e3Hb — XPOHUYe-
CKoe 3a60JieBaHMe, XapaKTepHU3yIoLleecs MNepHoAnYe-
CKMMHU O06OCTpPEHHUSIMU, BBI3BAHHBIMU IEpeOXJIax/e-
HueM. 3a60JieBaHNEe BCTPEYAETCsl IPEUMYIIECTBEHHO Y
JIMI] TOKUJIOTO BO3PACTA, Yallle — Y XKEeHIIHH.

[lpyyuHaAMU CUMIOTOMATUYECKOH (OPMBI MOMKET
ObITb BUpPYCHAsl MHEBMOHMS, WHQEKIMOHHBIA MOHO-
HYKJIe03, XpOHUYECKUM aKTUBHBIM BUPYCHBIN TeNaTHT,
JIMI3, Bkutovyasi 6GoJsie3Hb BasbleHCTpeMa, MOHOKJIO-
Ha/IbHAsl TaMManaTHsl.

KauHnuveckast kapmuna

3aboJieBaHNe XapaKTepPU3yeTCst XPOHUIECKUM Tede-
HUEM C IepU0JIJaMu 000CTPeHHS U peMUCCHU. BosibHbIE
O0TMeYalT IJIOXYI0 MepeHOCUMOCTb X0JI0/a C MOsIBJIe-
HUEM CUHIOLUIHOCTH U 6JIEIHOCTH OTKPBITHIX yYaCTKOB
KOXH, KOHTAaKTHUPYEMBIX C XOJOJHbIM BO3/[yX0OM (4ale
Nasblibl, KOHYUK HOCA, YIIU — aKpOLKaHo3). B MoMeHT
OXJIQXK/IeHUs] BO3HUKaeT 60Jib, OHEMEHHe, HapylleHre
YYBCTBUTEJbHOCTH, XapaKTepHble [l CUHpoMa Peit-
HO. O/IHaKO 3TH SIBJIEHUSI 06pPAaTUMBbI U IIPU OTOTPeBa-
HUM KOHEYHOCTeW MapecTe3Wd HCYe3aloT. B mepuop
060CTpEeHHUsI TaKXKe MOXKET HaOJI0JAThCsl JIMXOPAZKa,
€1a60CTh, O/IBIIIKA, KpaliHe PeJIKo — reMaTypusi, HO He
XapaKTepHa ciieHoMeranus. [Ipu BblpakeHHOM reMo-
JiM3e - aHeMUs, XKeJITyXa, TUepOUIUpyOUHEMHUS.

JuazHocmuka

B remorpamme - aneMus (daile yMepeHHas1) ¢ peTH-
KyJIOLMTO30M. [Ip KOMHAaTHOW TeMIepaType arrjwo-
TUHAIMUS 3PUTPONUTOB BhIpaXKeHa HACTOJbKO, UTO MX
HEBO3MOXXHO MO/[CYNTATh, IO3TOMY reMaTOJI0TMYeCKUH
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UTOMETDP BbIJAET, HAlNpUMep, YUCJIO 3PUTPOLUTOB
0,2x1012/n1, B TO BpeMs KaK ypoBeHb reMorjiobuHa —
90 r/. [Ipu mpocMoTpe Ma3KOB BUHA BbIpaKeHHAsI UX
arrotuHanus. COJ ysennvena 0 90-120 mm/4. Y Ta-
KUX [AI[MEHTOB B3sTHE KPOBH [IJIs1 IPOBeIeHUS KJIUHHU-
YecKOoro aHaJiM3a U ompe/ie/ieHUs] KOJIMUecTBa 3pUTpPo-
[IUTOB HEOGXOJMMO OCYILECTBJATh NMPHU TeMIlepaType
370C. B chIBOpOTKe KPOBU — MOBBIIIEHNE HENPSIMOTO
OuIMpyOHrHA; 0GHAPYKUBAIOTCS XOJIOJJOBbIE arTJIIOTH-
HuHbL [IpsMas npo6a Kym6ca c aHTHTe/laMU K UMMY-
HOIJIOOY/IMHAM OOBIYHO OTPHUIATeNbHA, C aHTUTEJAaMHU
K KOMIJIEMEHTY — MOXXET ObITh MOJIOKHUTENbHOU. [
olpeziesieHUs JJMana3oHa TeMIlepaTyp, B KOTOPOM Ipo-
SIBJISIETCS aKTUBHOCTb XOJIOA0BBIX arrJIIOTUHUHOB, Chl-
BOPOTKY CMELIMBAIOT C 3pUTPOLUTAMHU AOHOPA TPYIIIbI
O(1) mpu 40C, 220C u 370C ¥ OTMEYAIOT Ty TEMIEPATY-
py, IpH KOTOPOM pa3BUBAETCs arraroTuHanus. s 3a-
6oJieBaHUS XapakTepeH TUTP aHTUTea 1:1000 u GoJee.

JudpdepenyuanvHoiti duazHos

JuddepenHnupoBate HEOOGXOAWMO C TATOJIOTHYe-
CKUMH COCTOSIHUSIMH, BO3HUKAIOLUMMH y MalMeHTa Ha
X0J10/le - C CUHJpOoMOM PeliHO (HOCHUT COCYAMCTBHIN Xa-
pakTep, ObIBaeT MPU peBMATHYECKUX 3a60/I€BaHUSAX), C
KpPHUOIJIO0yIMHEMUEH.

4) AyToMMMyHHasi reMoJIUTHYecKas aHeMHUs C
JAByX($a3HbIMHM X0JIOAOBLIMU reMOJIU3MHAMU (TUNA
JoHara-/lanamTeliHepa)

Xapaxkmepucmuka

[lapokcuaMasbHasi X0JIOZOBasi TeMOIJIOOMHYPHs
uan AUTA ¢ 1Byx¢da3HbIMU X0JI0Z0BbIMH I'eMOJIU3UHA-
MU - 3TO pefKas ¢opMa reMOJTUTHIECKON aHEMUH, Xa-
paKTepu3yeTcsl MapOKCM3MaMU (3MHU30/jaMu) BHYTPH-
COCYAMCTOrO TeMOJIM3a, FeMOIJIOGUHYpUEeN, KOTOpble
IPOBOIMPYIOTCS OXIDKAEHUEM.

Bnepssie onrcana B 1900 rogy; A/ Hee XapaKTepHO
XPOHHUYECKOE TeYeHHe U pa3BUTHe aHEMUH Ha XOJIOJIe,
CONPOBOXJAtoleecss CHHAPOMOM PeliHO W MPUCTYTbI
remMoJIn3a.

IpuvuHbl

BcTpevaeTcs: y GOJIbHBIX CHOUIKMCOM (TpeuMylie-
CTBEHHO BPOXK/IeHHOU GpOPMOIi), a TAKIKE MOXKET OCJI0XK-
HATb BUPYCHbIe UHPEKIUHU (KOPb, MapOTUT, UHPEKIIH-
OHHBIA MOHOHYKJIE03, [PUIIII).

Ilamozenes

B ocHoBe pa3BuTHs 3a60J€BaHUS JIEXKUT BbIPABOT-
Ka XOJIOJIOBBIX aHTHTesN Kjacca IgG, HampaB/ieHHbIX
IPOTUB aHTUreHa P 3pUTPOLUTOB (MIMKOJUIHUAHbBIE
aHTUTEHbI, KOTOPble CUHTE3UPYIOTCS 0CO60W IpymIon
TJIMKO3UJATpaHcdepas). ITH aHTUTeJIA CIOCOOHBI B3au-
MOZIeCTBOBATh (CBSI3BIBATHCS) C aHTUT€HAMH 3PUTPO-
[IUTOB JIMIIb B YCJIOBUSX HU3KOH TemmepaTypsl (40C).
JTo0 - mepBas $aza Wiu UMMYHOJIOTHYECKAs] peaKIusl.
Ba)XHO MOAYEPKHYTh, UTO T€MOJIN3 HA X0JI0/ie He TPOHC-
xouT! [yl pa3BUTHS BTOPOM Ppasbl — TEMOJUTHYECKOH
peakuuy - He0OX0AUMO COrpeBaHUeE, JULIb MPU KOTO-
POM Ha MOBEPXHOCTH TAKUX 3PUTPOLUTOB MPOUCKOJUT
¢duKcanus v aKTUBALKI KOMIJIEMEHTA, IPUBOASAIIETO K
BHYTPUCOCYAUCTOMY reMoJin3y. UHbIMU c/I0BaMu, reMo-

60

JIM3 TpU 3TOU G0JIe3HU BO3HUKAET B Pe3yJIbTaTe JIBYX-
¢da3Ho# peakyuu: 1) aHTUTEA HA X0JI0/1€ CBS3bIBAIOTCS
C 3pUTpoLUTaMHu - nepBas $paza (MMMyHoOJIOTHYECKas
peakius); 2) Ipy OTOTPEeBAHUM AKTUBUPOBAHHbBINA KOM-
IJIeMeHT MPUBOAUT K TeMosn3y — BTopas ¢asa (remo-
Jinu3). ITO, TAaK Ha3bIBaeMbIe, ByX(pasHble reMOoJTU3UHbI
JoHaTa-JlaHamTeiHepa.

Kaunuueckas kapmuHa

BcTpevaeTcsi Bo BCcex BO3paCTHBIX KATETOpHSX, Yallle
y AeTel. 3a60JieBaHUI0 CBOMCTBEHHO MPHUCTYN006pas-
HOe TeyeHHe U YeTKasl CBSI3b C CE30HHOCTBIO (KOHEl|
OCEHH, 3UMa, Ha4aJI0 BeCHbI) ¥ IEPEOXNDKAEHUEM.

[laieHT OTMeYaeT, YTO Ha X0JI0/ie OBLIO «BCE XOPO-
II0», T.e. He ObLJIO HU KaKUX KJIUHUYECKUX NPOSABIEHUN
(ummyHosorMYeckasi ¢asza), HO MpPU corpeBaHUM ([0
370(C) BHe3anHo (Yepe3 HECKOJIbKO MUHYT, pexe yepe3
1-2 yaca nocse nepeoxyaXJeHus) BO3HUK 03HOO, I0-
BbICHJIaCch TeMIepaTtypa Tesaa A0 38-390C, nosgaBuauch
60J11 B TPYAHOM KJIETKE, B )KMBOTE, B MbILIIAX U CTajla
yepHasd Moua (remosins). KeJaTyIHOCTb KOXHBIX IO-
KpOBOB U CKJiep BO3HUKaeT cnyctd 1-2 Jaca. B nepuoj
KpH3a MOXKeT yBeJMUUBATbhCA U Cesie3eHKa.

Y nosioBUHBI 60JIbHBIX Te4eHHe 3a60eBaHUS HOCUT
CKPBITBIN XapaKTep.

JluazHocmuka

B aHanu3ax KpoBU - aHEMUSl, PETUKYJIOLUTO3, MO-
KeT ObITb JIEMKONEHHUS U TPOMOOLUTONEHUS B MEPU-
0/l TeMOJIMTUYECKOTO Kpu3a. B KpoBU mMOBbIIAeTCS
KOHLEHTpalus CBOOOJHOrO reMoryioOMHa, B aHa/IM3ax
MOYH - reMOrJIoOMHYpUs (4EPHOTo LBETA MOYa), FeMo-
cupepunypus. [Ipu vccieoBaHUM KOCTHOTO MO3ra 00-
HapyKUBaIOT pas/ipaXkeHue «KKPaCHOT0 POCTKa».

JlabopaTopHas AUarHoCTUKA NapOKCU3MalbHOM X0-
JIOZIOBOM TeMOTJIOOMHYPUM OCHOBAaHA Ha BbISBJIEHUU
JByxda3Hbld ayToaHTUTeN JloHaTa-JlaH[lITelHepa,
IpU HaJUYUK KOTOPBIX TeMOJIU3 B INpeBapUTEJbHO
OXJIAXAeHHON KpoBHW mpoucxoauT npu 37o0C. BaxkHo
NOJYEPKHYTh, YTO JIByXda3Hble aHTUTeNA (FeMOJTU3U-
HbI) B OTJIMYME OT arTJIlOTUHUHOB MPUCYTCTBYIOT B He-
BbICOKOM THUTpeE, IO3TOMY TsDKeJias aHEMHUS CIy4aeTcs
peako. [Ipo6a Kymbca B cTaHJapTHBIX YCA0BUSAX (MIpU
370C) - oTpuuaTesbHasi, HO MOXKET OBbITh OJIOKUTEJb-
Hasl, eCJIU ee IPOBOASAT IPU HU3KOW TeMIepaType.

Auddepenyuanvras duazHocmuka aymoumMMyHHbIX
2eMOAUMUYECKUX AHeMUTI

Heob6xonumo auddepeHIMpoBaTh C OCTPbIMH HH-
beknusaMY, Opex/ie BCero C OCTPbIM BUPYCHBIM remna-
TUTOM, KPOME TOI'0, — C OCTPBIM JIeHK030M (3pUTPOMHU-
€J1030M), APYTMMU BUJAMHU TeMOJIUTHUYECKUX aHEMUH
(6osne3nbpto MunkoBckoro-llloddapa, gepunurom I'-6-
@I, 60se3ub10 MapkuadaBbl-Mukenn), a Takke € CUH-
IpomoM Kusibbepa.

JUi ocTporo remaTMTa XapaKTepHO TIOBbILIEHUE
OpsIMOTO U HENpsiMOro OuIMpyOuHa, TpaHcdepas B
ceIBOpOTKe KpoBH, onpefesenue PHK u IHK Bupycos
renatutoB MetogoM I1LP. [Ipu ocTpom spuTpomuenose
B MUeJorpaMMe Wid TpenaHobuomTaTe o6HApYKUBa-
10T G6s1acTHbIe KjeTKU. Ceposioruyeckasl [JUarHOCTHKA,



JIEKUNA

onpeesneHre akTuBHOCTHU [-6-D/IT, caxapo3Has mpoba
Y npo6a Xema, OTCYyTCTBUE 60JIE3HH ¥ POACTBEHHUKOB
MOMOTalT B NMpOBeJeHUH AuPdepeHInaJbHOr0 aua-
rHO3a C JIPyTHMU TeMOJIMTUYECKHUMU aHeMHUsIMU (60-
Jie3ubi0 MuHkoBckoro-lloddapa, aepunurom I'-6-PAL,
6os1e3HbI0 MapkuadaBbl-Mukenn).

Cunzapom Kubbepa (Jo6pokayecTBEHHAsi THIEP-
6uIMpy6HHEMHUS) 0OBIYHO JUAarHOCTUPYIOT C TOMOIL[bIO
MOJIEKYJISIPHO-TEHETHYECKOTO METO/A — UCC/Ie/l0BaHUe
myTauuu rena UGT1A1 (B HopMe mociejoBaTeNbHOCTh
BTeHe cocTaB/sieT 6A/6A, a nipu cuaapome Kunbbepa -
yBeJIMYeHUe NOBTopeHus afgeHuHa 7A/7A). Ero MoxHO
3aM0/I03pUTh TPU HENPSAMOU TUNepOUINpPyOUHEMUH,
HO MPU 3TOM OTCYTCTBYIOT NMPHU3HAKH TeMoJjiu3a (pe-
TUKYJIOIIUTHI B HOpMe) U HET aHeMUH. [Ipu cuHapoMe
Kunbbepa 6roxuMHUYecKue MoKazaTead QYHKIUU Ie-
YeHHU B HOpPME.

JleveHue

TepaneBTHYecKass TaKTHKa BeJleHUsS MALUEHTOB C
AWUTA onpezensieTcss CeposIOTUYECKUM BapUaHTOM H
OCTPOTOU reMOJIMTUYECKOTO Kpu3a. [Ipu iedeHnn Kpu-
3a AWT'A cyliecTBEHHOM pa3HUIlbl B TAKTHUKE JIeYeHUs
HeT. [Ipu TsKes0l aHeMUM, IPU COMOPO3HOM COCTOS-
HUH, CUJIbHOW OJIbIIIKe, OBICTPOM MaZleHHU T'eMOIJIO-
6unHa 0 30-40 r/n1 mokasaHbl TPaHCHY3UH OTMBITHIX
3PUTPOLUTOB MO IKCTPEHHBIM MOKAa3aHUAM; AJA 3KC-
TpeHHOW TpaHcoy3uu npu AWUTA sydimie HcnoJsib3o-
BaThb AoHopckue apuTpouuthl O(1), Rh orpunarespHoi
IPyNIbl KPOBU UJIH — 3PUTPOLUTHI IO UHAUBUAYATbHO-
My nog6opy. [Ipy HaIM4YUK X0JI0A0BBIX AHTUTEJ IOHOP-
CKHe 3pUTPOLHUTHI NepeMBalOT NOL0TPeThIMU 10 370C.

1. [MoKOKOPTHUKOWAHAS Tepanus (mpesHU30JI0H,
JleKCaMeTa30H, MeTUJNPeAHU30JI0H, TPUAMIIMHOJIOH).
B nepBo# IMHUH [J1J151 JIeUeHU S TETJI0BbIX GOPM ayTOMM-
MYHHBIX [€MOJIUTUYECKUX aHEMUU UCIIONb3YIOT Npej-
HHU30JI0H B 103e 1,0 Mr/Kr Macchl Tesla B CyTKH BHYTPb.
[loBBIIEHHE Z103bI TPEJHMU30/I0HA 10 2,0 MI/KI 06bIY-
HO He NMPUBOJUT K YJAy4llIeHUI0 pe3y/bTaTOB JIeYEeHHUS.
JddeKT HacTynaeT B TeueHHe 1-2 HeJlesIb B BU/JIe HOP-
MaJiM3alMy TeMIlepaTypa TeJa, IpeKpalleHus MaJieHus
remoryioouHa. Yepes 3-4 Hesiesln coiepKaHye TeMOTJIo-
6rHa MOXeT JJOCTUYb HOPMbI. O/[HAKO GLICTPOE YMEHb-
IeHue J03bl TOPMOHA MOC/Ae HOpMaJW3alid yPOBHSA
reMorj06MHa HHOTAA NPUBOJUT K pelie/JUBY reMOoJI13a.
CnesnoBaTe/IbHO, CHIXKEHHUE [,03b] TPEJHU30JI0HA HA4U-
HatT 1o 5-10 Mr B 2-3 JiHsI, TPOJO/IKAIOT CHUXKATD /10
TeX 110D, [T0Ka exeJHeBHas 103a He coCTaBUT 25-30 Mr.
A nanee oTMeHa ropMoHa NPOBOJAUTCA ellle MeJlJIEHHee
(mo 2,5 mMr B 5-7 nHe#). [logo6Has TaKTHKa Npe/inoJiara-
eT MpUeM roOpMOHaJIbHOTO NpenapaTa Ha MPOTIKEeHUH
3-4 MecsneB. CTolKasi peMUCCUs HAOJIIOJaeTCsl JIUIIb Y
7-22% nanueHTOoB. [IpH elle 60Jiee TPOAOHKUTETbHOM
JIeYeHUH KOPTUKOCTEPOUJAMHU PEMUCCUS [JOCTUTaeT-
s 4aile, HO Yalle ¥ BO3HUKAIOT MOG0YHbIE 3QPEKTHI
(cungpom KyuinHra, crepor/iHble S3Bbl, apTepraibHast
TUNEPTOHMUS, CTEPOUIHBIN CaxapHBIH JUabeT, 0CTeOomno-
po3, yrpeBas cbllib ¢ pOpMUPOBAHHEM 'HOMHUYKOB Ha
KOXKe, 6aKTepHuabHble HHPEKI[MH, BEHO3HbIE TPOMBO-

3bl1). BOXKHO MOAYEpPKHY Th, YTO IPUUYUHON CMEPTH TAKUX
GOJIbHBIX MOXKET ObITb HE TOJIbKO TSKEJIbIA TeMOJIN3
U aHeMHd, HO U TPOoMO603MOOJINH, GaKTepUalbHblE U
rpubKOBble HHQEKIUH (THEBMOHUS, CENTUYECKUNA IH-
JIOKap/IUT, YPOCETCHC).

[lynbc-Tepanusa MeTuanpegHusosoHom npu AWUTA
cuutaeTcsl 3PpPeKTUBHOM 0COOGEHHO MPU CUCTEMHOU
KpacHOM BOJIYaHKe U JIPYTUX KoJiiareHosax. Ee xopo-
10 TPUMEHSTh JJis MpepbiBaHUS TeM0JN3a, a 3aTeM
MPOBOJIUTb CTAH/JAPTHYIO JAJUTEIbHYIO Tepaluio B Te-
yeHue 3-4 MecsueB. [y NyJbCc-Tepanuyd MeTUINPE]-
HHU30J10H HazHavawT 1o 10-30 mr/kr/cytku (1000 mr/
CYTKH) B TedyeHHe 2-5 JHel WM JekcameTazoHoM (40
Mr/M%/cyTKu B TedeHue 3-4 qHekn).

PenuiuBbI U pedpaKTEPHOCTb K MEPBOM JIMHUU Te-
panuu 06619HO GOPMHUPYETCS IOCI€e IEPBOTO peLuuBa
remoJsin3a. [lpu AUTA c x0/100BbIMH arrJIlOTUHUHAMU
TJIIOKOKOPTHUKOU/IbI, KaK MPaBUJIO0, He 3P PEKTUBHBL

2. B KauecTBe BTOPOU JIMHUM (IPH OTCYTCTBUM 3-
dbeKTa OT TOPMOHOTEPANUK WJIM PA3BUTHUH OCJI0XKHE-
HUM) BBIMOJIHAOT CIJIEHIKTOMHUI0. OHA BBIMOJIHAETCS
nainyeHTaM Mpu OTCYTCTBUU PEMUCCHHU B TeyeHue 1-2
JIeT Ha TVIDKOKOPTUKOW/HOHW Tepanuu. Pemuccus no-
cruraetcs y 60% narueHTOB, XOTsI MOXKeT COXPaHSIThCs
MOJIOXKHUTEIbHAS WM Cl1a60MOJ0KUTENbHAS PeaKius
Kym6ca. Opnako npu AWTA ¢ X0/1010BbIMH arTII0THHH-
HaMH W C TEIJIOBbIMH IeMOJIM3UHAMU OTBET Ha CILJe-
HIKTOMHIO pPeJKUH — B BUJI€ YMEHbIIEHHUS TSKECTH
reMOJIMTUYECKUX KpU30B HabJogaetcs Jjuib y 20%
60s1bHBIX. CyIIeCTBEHHO JIy4llNe Pe3y/IbTaThl CJIEHIK-
TOMHUU OTMEYalOTCs Y MAI[MEeHTOB, FeMOJIN3 3PUTPOIIH-
TOB KOTOPBIX IPOUCXOAUT B CEJE3E€HKE, YTO MO3BOJISIET
OTIPEJIeJIUTh C MOMOIbI0 Me4eHHbIX 51Cr wau 99mTc-
TeokcHMMOM 3pUTPOLUTOB.

Cn/ieH3KTOMHUSI TOKa3aHa MNalueHTaM ¢ Bepudu-
[IUPOBAaHHBIM JUarHo3oM penuguBa AUTA, nmeromux
NPOTHMBOINOKA3aHUS K HA3HAYEHHUIO TJIIOKOKOPTHUKOU-
J0B (caxapHbIM AuabeT, 0CTeonopo3), ocTpble GOPMbI
remMosin3a. O/JHAKO Ba)KHO MOMHHUTb, UTO MOCJE CILIe-
H3KTOMMH (MaKCUMyM Ha 6-21 1HH) MOXKeT Pa3BUThCS
acrmieHu4eckui TpoMoonuTo3 6osiee 500-1800x109/,
YTO SIBJIIETCS PUCKOM TPOMOO30B NMOPTa/JbHOW BEHBI,
NeYeHOYHbIX BeH, TPOM603MO0JIMY JIEFrOYHON apTepHUH.
Takoe coctosinve TpebyeT NMpoPUIAKTHKU aHTHATpe-
raitamMu (acnupuH mo 100-150 Mr/cyT, KJIomu0TprI
o 75-150 Mr/cyTKu), HU3KOMOJIEKYJISIPHBIMH Telapu-
HaMu (3HOKcamapuH 60-80 MKr/cyTkH, ppakcUmapuH
no 0,1 mu1/10 Kr Maccel Tesia/CyTKH), HHOTAA HeENpsi-
MBIMU N€POPAJIbHBIMU aHTHUKOATYJISHTAaMH (BappapuH
2,5-7,5 Mr/cyT B 3aBUCMMOCTH OT Macchl Tejja 1 MHO -
Jydiie 2-3).

3. TpeTbsl TMHUS TEpPANUKU — MOHOKJIOHAJIbHbIE aH-
tutena (MKAT) antu-CD20 - putykcumab. [Ipemapar
Ha3HayalT B Jj03e 375 Mr/mM* B BUJle BHYTPUBEHHOTO
BBeJIEHUsI C MCN0JIb30BaHMEM 103aTOpa (AJUTENbHOCTD
uHy3uu 6-12 yacoB) 1 pa3 B He/leJl0 B TeUeHUe 4 He-
nenb. Yacrora pemuccuid focturaet 55-80% (Bo BTO-
po¥ WM TpeTbed JUHUM Tepanuu). IPeKT Tepanuu
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Ha6JII0/1aeTCsl He TOJILKO Y MAI[MEHTOB C TEIMJIOBBIMH ar-
TJIIOTUHUHAMM, HO U C XOJIOJJOBBIMU aHTHUTeNaMu. [Ipu
ucnosib3oBaHuu MKAT Heo6X0MMO YYUThIBATh, YTO B
WUHCTPYKIIUH N0 PUTYKCUMaOy MoKa3aHUH JJ1s1 IeYeHUs
AWTA HeT, u, cJiefioBaTe/bHO, €ro Ha3HaYeHHe B KaXKJ0M
ciyyae TpebyeT NMpoBeJeHUs] KOHCHUIMYMa Bpaden-3KC-
nepToB. IGPEKTUBHOCTb JAHHOTO BUJA TE€PaNHUH BbI-
COKa y OOJIbHBIX, MATOreHe3 ayTOMMMYHHOTO IpoIlec-
ca KOTOPBIX 06YC/IOBJIeH MPOsIBJEHHEM B-KJeTouHOro
suMonposrudepaTuBHoro 3abosieBaHus. IPPeKTUB-
HOCTb Tepamnuu yBeanyuBaeTcs B 1,5-2 pasa npu cove-
TaHUM PUTYKCHUMaba C IIIOKOKOPTUKOUAaMHU.

4, IMMyHOCYyTIpecCMBHas ¥ IIUTOCTaTUYeCcKas Tepa-
1S MOXKET MPUMEHSIETCS y JIMI MOXHUJIOT0 BO3pacTa
(mepBas 1 BTOpasi IMHUU TepaNuK), a TaK¥Ke y MalueH-
TOB C pEIUAUBUPYIOIUMHU popMamMu AUTA (TpeTbs WiIn
nocjaeaywlnas JUHUU Tepanuu). llukiaodpochamuy Ha-
3HadaeTcd no 200 Mr B feHb uiu 1o 400 Mr 4epes fieHb
(o 10 mHeit), cymmapHas fo3a npenapata 10 2000 mr.
A3aTHONPUH NPUMEHSIOT 1Mo 1-2,5 MI/CyTKH B Te4eHHe
JUINTEJILHOTO Teproza (4-6 MecsneB). UHOTAA HCTOMb-
3ytoT Lluk/ocnopuH A B fo3e 5 MI'/Kr Macchl TeJa € 10-
clenyroued MoAAepKUBAONIENd 1030M 3 Mr/Kr (mss
NOAJepKaHUWS KOHLEHTpAlMK MpernapaTta B IJ1a3Me
200-400 Hr/mu). Pesko MCNOJIB3YIOT AAHO30J B /103€
200 Mr/cyTKH C MoC/eyI0IMM MOBbIIIEHHEM /I03bI 10
400 mMr/cyTKH.

5. BHyTpuBeHHbIE UMMYHOIJIOGYJIMHBI BBICOKO 3¢-
$EeKTUBHBI U 0Ka3bIBAIOT OBICTPBIM, HO HE MPOJOIKH-
TesIbHBIN 3¢ deKT (06bI4HO 10 2-3 Hefesb). HazHavyatoT
B no3e 0,4-2 r/kr/cyTku (4aile B TeueHHe 2-5 AHEH,
CyMMapHasi Zi03a 00bIYHO COCTABJISIET 2 T'/KT).

6.[l1azamadepes apdeKTHBEH MPU X0JI00BOM reMar-
TJIIOTUHUHOBOM 60J1€3HH, HO IPOLIEIyPY POBOAST NPH
TeMiepatype 370C, HHaYe NPOUCXOAUT arrJ0THHALHS
3PUTPOIUTOB C YXYALIEHHNEM COCTOSIHUS 6OJIbHOTO.

Ba)kHO MOAYEPKHYTh, UTO IPH Ay TOUMMYHHBIX F'eMO-
JIUTUYECKUX aHEMHUSX C XOJOA0BbIMH arrIlOTUHUHAMU
3¢ $EeKTUBHOCTD IVTIOKOKOPTUKOUAHON Tepanuuy 3HaYH-
TeJIbHO HUKe, 4yeM npu AUTA ¢ TensioBBIMU aHTHUTeJIa-
M. [lanieHTaM € X0/10/[0BbIMH arrJIlOTUHUHAMU 6oJiee
30 DEeKTUBHO MOXET ObITh Tepanus C NMpUMeHeHHeM
pUTyKcuMaba, niaasMadepesa, 0CO6eHHO B COUETAHUH C
UMMYHO/eNIpeccanTaMH. B To e BpeMs, CILJIEHIKTOMHUS
Y 3THUX 60JIbHBIX MPAKTUYECKU 3P PEKTA HE UMEET.

OueHKa OTBETa HA TEPAINHUIO:

1) mostHast pemuccus (ypoBeHb remoryioouHa > 120
/71, peTUKYJI0UUTHI < 20%0, HOpMaJIbHBIN YPOBEHD He-
npsiMoro 6unrMpy6uHa u JI/II' B TeueHHe He MeHee 2-X
MecCsIEeB);

2) YacTu4yHasg peMHCCUs1 (YpOBeHb TeMOIVIOOMHA
> 100 r/n, peTUKYJONUTHI MeHee 2-X BEepXHHUX Ipa-
HUL, HOpMbI (< 25%o0), HempsiMoW OUAMPYOUH < 25
MKMOJIb/J1);

3) oTCyTCTBHE OTBeTa HA TEPANUI0 KOHCTATUPYIOT B
TeyeHUe 1 Mecs1a HENPepPbIBHOTO JIeYEHHsl.

JleyeHue 2zemoumu4ecko2o Kpusa

1. 11 KynmupoBaHUs FeMOJIMTHYECKOTO KpHU3a BBO-
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JIAT MIPEeTHU30JI0H B f03e 5-10 Mr/Kr (uiu MeTUINpe/-
HuzosioH 500 - 1000 mr) B/B KamesbHO (B TeueHHE
1,5-2 4vacoB). TakuUX KypcOB MHy/ibC-TepanuMl OOBIYHO
OpOBOAAT 1-2, a B MOCJAEYIOLIEM NEPEXOJAT Ha Mepo-
pajibHbIA MpueM NpegHu3oJ0Ha o 1,5-2,0 Mr/kr/cyT.
[lo Mepe cHMXeHUs yPOBHA PETUKYJIOLUTOB, OUIUPY-
O1Ha M TNOBBIIIEHUS COAEPXKaHUA TeMOIJIOOMHA /03y
peJHU30JI0Ha CHIXKAIOT M0 5 MT B CYTKH /10 CyTOUHOMN
J103bl 30 MI. 3aTeM CHUKeHUeE J103bl IPOU3BOAAT GoJiee
Me/IJIeHHO 110 %4 TabJsieTKu npenapata (Ha 1,25 mr) B 5-7
JHeH 10 MOJIHOHW OTMEHBI.

2. Jle3aMHTOKCUKAlMOHHAsA U CUMIITOMaTH4ecKas Te-
panus (npodunaktuka OITH, /IBC-cunapoMa, 1o noka-
3aHUSIM - aHTHOAKTepHabHasl Tepamnus).

3. Ilo »KM3HEHHBbIM NT0Ka3aHUSM - TPaHCPY3UHU OT-
MBITBIX 3PUTPOLUTOB, UHAUBU/YaJbHO TMOA0OPAHHBIX
o HenpsiMol npo6e Kymo6ca.

II. AniouMMyHHbIe (M30MMMYHHbIE) reMOJIUTH-
YyecKUue aHeMHHU

AnnovuMMyHHbIE (CUHOHUM — H30UMMYHHbI€) TeMO-
JINTUYECKHEe aHEMUU OOYCJOBJIEHbI aHTUTEAMH, CUH-
Te3UpyeMbIMU Y pelUNIieHTa UiK 60JbHOT0, KOTOpbIe
HallpaBJieHbl IPOTUB aHTUT€HOB 4y:KePO/IHbIX IPUTPO-
1uToB. O6pa3oBaHMe UX MPOUCXOAUT MpPHU MOMaZaHUU
B OpPTaHU3M PelUNUEHTA YY>KEPOJHOTO aHTUTEeHA 3PU-
TpouuTa, HanpuMep, Peayc unu ladpdu u fp. Haubosee
XapaKTepHO 3TO AJisl TpaHCPY3UM JTOHOPCKOW KPOBU U
€€ 3PUTPOLUTHBIX KOMIOHEHTOB HE COBMECTUMBIX 110
3PUTPOLUTAPHBIM aHTUTE€HAM WJIM MPU NPOXOXKAEHUU
qyKepOJIHbIX aHTUT'EHOB 4epe3 IJIaLleHTy y 6epeMeH-
HOM.

[lofpa3pensioT Ha cieAylolde TpaHCPY3UOHHBIE
peakuuu:

- TshKesas TpaHcpy3uoHHas peakyus (T80.3 - peak-
11si Ha ABO-HeCOBMeCTHUMOCTb),

- Jerkas TpaHcdy3snoHHas peakuus (T80.4 - peak-
111s Ha Rh-HecoBMeCcTHMOCTD),

- JIpyrue OCJ0XHEHHUs, CBsI3aHHble C WHQY3UeH,
TpaHcdysuell U neyebHOM nHBeKIKeH (T80.8),

- OCJIO)KHEHUS], CBSI3aHHble ¢ UHPY3ueH, TpaHchy3u-
el 1 JjeuebHOU UHbeKIMeN HeyTouHeHHbIe (T80.9).

B KJMHWYeCKOU MpaKTHKe 0c060e 3HAYeHUE UMEIOT
TsDKeJIble W JIeTKhe TpaHcy3noHHble (reMOJIUTHYe-
CKHe) peaKLUH.

Taxenasga TpaHcdy3uoHHada peakpus (MKB10
- T80.3 - Tpancdy3uoHHasa peakuus Ha ABO Heco-
BMECTHUMOCTB)

Xapakmepucmuka

Pa3BuTHeE TSXKEBIX TPAHCPY3MOHHBIX pEAKIUI 06Y-
CJIOBJIEHO aHTUTeaMHU KJacca [gM K apuTponuTapHbIM
aHTUTreHaM aHTHU-A U aHTH-B 1 BO3HUKAET NpHU Nepesu-
BaHUU HECOBMECTUMOM JOHOPCKOW KPOBU MO CUCTEME
rpynnsl ABO.

llamozenes

B opranusme 4esioBeka (pelUnueHTa) NPUCYTCTBY-
I0T eCTeCTBEHHbIe TPYNIOBble aHTUTENA, KOTOPBIE MO-
SIBJIIIOTCS IPU poxkieHUU. x o6pa3oBaHue He TpebyeT
HNEPBUYHOUN BCTPEUU C aHTUTEHAMU UYKEPOJHbIX IPU-
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TPOLMTOB. ITO aHTUTEJA aHTU-A (A-arrJIIOTUHUHBI) U
aHTU-B (B-armioTHHUHBI), OHU OTHOCATCS K UMMYHO-
ryo6yiMHaM Kiacca IgM, koTopblie ciocoGHBI PUKCHPO-
BaTh KOMILJIEMEHT, U IBJISIIOTCS IOJIHBIMH aHTUTEaMH.
[losToMy Tpu HepesMBaHUKM 3PUTPOLUTOB, HECOBME-
CTUMBIX M0 aHTUT'eHaM cucTeMbl ABO, IPOUCXOUT BhI-
paKeHHas WM TsDKesass TpaHCQY3WOHHAs peaKlus
BHYTPH COCY/a.

VMHBIMU cI0BaMHM, B3aUMO/IEHICTBYE aHTUTEJ C 3PHU-
TPOLMTAMH 3aMyCKaeT aKTHBAIUIO CHUCTEMbl KOMILIe-
MEHTa C MOCJeYIIUM BHYTPUCOCYAUCTBIM T'eMOJIU-
30M, KOTOpBIH COTMPOBOXKJAETCS BBIXOAOM B IJIa3My
CBOGOJHOrO0 TeMOrJo6MHA W CTPOMbI 3PUTPOLUTOB,
0o6pa3oBaHHEM MeTTreMaJbOyMUHa (KOPUYHEBOIO MHUT-
MeHTa), CBOOO/HBIM reMOIJIOGUH BBIBOJUTCS M3 Opra-
HU3Ma MOYKaMHU, MOSIBJSETCA reMOrao6uHypus. Ipu
AaKTHBALlMM KOMIIOHEHTA KOMILJIEMEHTA BBICBOGOXK/a-
I0TCS1 aHaQUIOTOKCHUHBI, KOTOPbIe BbI3bIBAIOT Hapylle-
HUe MPOHUL@AEMOCTH KaNWJJISPOB, Ba30JU/ISATALMI0 U
TUIIOTEH3UI0. Ba30KOHCTPUKIUS U MPUCYTCTBUE B CO-
CyJJUCTON CETH TMOYeK KJIETOYHOW CTPOMBI, MOKPBITON
aHTHUTeJaM{ U MUKPOTPOMOAMH, MPUBOAST K OCTPOMY
TyOyJIIPHOMY HEKPO3Y U [T0YE€YHOH HEJ0CTATOUYHOCTH.
KpomMe Toro, B mporecce peakijuu 06pasyrTcs U UM-
MYHHbIE KOMILJIEKChI, KOTOPble aKTUBUPYIOT BHYTPEH-
HUW TyTh CBEPTHIBAHUSI KPOBU 4Yepe3 CTUMYJSLHIO
dakTopa XaremMaHa, CTpOMY 3PUTPOLUTOB, U/WUJIK My-
TeM BBICBOOOXK/EHUSI TPOMOOIIACTHYECKUX BEIIECTB
U3 JIeMKOUMUTOB M TPoMOGOUUTOB. HcxomoMm siBjsieTcs
pasButue [JBC-cuHApOMa, KOTOPBIA XapaKTepHU3yeTcs
OypHO HapacTawlied nudPpy3HOH KPOBOTOUMBOCTHIO
WJIM HEKOHTPOJIMPYEMbIM KPOBOTEUYEHHUEM.

Kaunuueckasi kapmuHa

[eMosTHUecKash peakysi COMPOBOXK/JAETCS TaKH-
MU CUMITOMaMmH, Kak: 1) GecrnoKoWCTBO, OILIylleHHe
’Kapa JIMIa, 2) JIMXopajika, 03Ho6 (MHOrJa moTpsicaro-
mui), Tpemop, 3) 60JIb B TPYAH, B )KUBOTE, B CIIMHE, B
MOSICHUYHOHU 06J1acTH, 4) 3aTpyJHeHUe JbIXaHus, 5)
TaxuKap/us, 6) akponraHos, 6jeJHOCTb. Peakuus npu
TpaHCPy3UM HECOBMECTUMOW KPOBHM IO TPYNIOBBIM
aHtureHaM ABO BO3HMKaeT, Kak IIpaBUJIO, yKe B MO-
MEHT IIPOBe/leHUsI GHOIOTMYECKON MPO6BI HA BBEJ|EHHE
nepBbiX 10-30 MJ1 KOMIIOHEHTA U NPU MPABUJIbHOM €€
BBINIOJIHEHUH Bpay, TPOBOAUBIIUN TPAHCPY3HUIO, TYT XKe
npeKpalaeT BBe/leHue KOMIIOHEHTA U TPOBOAUT MEPO-
HOPUSTHS 0 OKa3aHHIO MeJUIIUHCKOW TTOMOIIIH.

OfHaKo HeJsb3sl 3a0bIBATh, YTO MepeJUBAHUS IPU-
TPOLIUTOB HEPEJKO OCYIIECTBJSIOT U pelenrueHTaM,
KOTOpbIE MOT'YT HaX0JJUThCsl IM60 B HeccO3HATETbHOM
COCTOSIHHH (B COTIOpE UM B KOME), [10J] HAPKO30M B MO-
MEHT OMEPATUBHOTO BMeLIATEIbCTBA, A TAKXKe paHee
HOJIy4a/ld KOPTUKOCTEPOUZHYI0 U UMMYHOCYIIPECCUB-
Hylo Tepanuioo. [[03TOMy KJIMHHUYECKOoe NpOsiBIeHUE
peakiMi HeCOBMECTUMOCTH MOXKET BO3HUKHYTb He Ha
nepBble Kaljd KOMIIOHEHTA, a PY NepeMBaHUU KOM-
TIOHEHTA KPOBHU WJIM B IIepBble MUHYThI MOCJIE TepPesH-
BaHUsl, pexe B TeueHHe 24 4acoB mocse TpaHCPY3UH.
B Takoi cuTyanuu KJAMHUYECKash KapTHHA XapaKTepH-

3yeTcsl TaKUMHM CUMITOMaMH, Kak: 1) 6eCrnoKoicTBo,
suxopazka 39-400C ¢ 03H060M, 2) 6OJIH B TPYAH, B XKH-
BOTE, B CIIMHE, B MOSICHUYHON 06J1acTH, 3) 6JIeJHOCTD,
[IUAHO3, JKeJITyXa, 4) 3aTpyAHEeHUE JbIXaHHSs, O/bILIKA,
5) Taxukapaus, TUNOTEH3Us C MaZleHUeM apTepuasb-
HOTO J]aBJieHHs1, 6) IPOTPeCccUpyIolas 0JIUro-/aHypus,
TeMHas M04a, 7) HapacTalLUMi reMopparuiecKuii CHH-
npom - IBC-cunipoM, 8) 1I0K.

[IporHo3 3aBUCUT OT TUTpaA aHTUTEJ K 3PUTPOLH-
TapHbIM aHTUTeHaM A U/uau B B CbIBOPOTKE pelunu-
eHTa ¥ 00'beMa epejuTON IPUTPOLIMTHOU B3BECH.

Juaeznocmuka msicenoli mpaHcgysuoHHol peakyuu

B cbIBOpOTKe KpOBU OTIpe/ieisieTCs MOBbIIIEHHE CBO-
604HOr0 reMoryI061MHa (CbIBOPOTKA MOXKET UMETb aJibli
I[BET), YBeJUYEeHUE HENpsSIMOro OUINPYOUHA, PETUKY-
JIOLIUTO3, JIEMKOLUTO3, HapacTaHWe aHeMUU. B Moue
- TeMOIJIOOMHYpHUS, MMO03Ke - OUIUpybuHypus. [lpu
BO3HUKHOBEHUU TEMOJUTUYECKON TpaHCHY3MOHHON
peaknuu Heo6X0MMO OCTaBIIYIOCH YacTb MEPETUTO-
ro JOHOPCKOTO 3PUTPOLMTHOTO KOMIIOHEHTA KPOBHY, a
TaK»Ke 06pa31ibl KPOBY PELMIIMEHTA, B3ATHIE 10 U 1T0CJIe
TpaHcdy3uu nepesaTh B OpraHU3aluio, KoTopas 3aro-
TOBUJIA Y MOCTaBUJIa KOMIOHEHT /iJ1 IPOBEJIEHUS UC-
c/elIoBaHUS HAa HaJM4YUe aHTUIPUTPOLUTAPHBIX aHTU-
TeJsl U MapKepOB reMOTPaHCMUCCUBHBIX UHOEKIUH.

JleveHue

[Ipu nosiBJieHNU NPU3HAKOB TPaHCPY3UOHHOU peak-
LIMH1 HEOOXOAMMO:

1) HeMeZJIeHHO NPEeKPaTUTh NepesiiBaHue 3PUTPO-
[IUTHOI'O KOMIIOHEHTa (peakiusi MOXeT BO3HUKHYTb
y>Ke BO BpeMsl IpoBeieHus1 OM0JIOTUYECKOH POo6HkI);

2) BBECTH BHYTPUBEHHO 0OJIbILIME J103bl KOPTUKO-
crepouioB (120-180 Mr npeaHK30/10HA);

3) BHYTPUBEHHO - aHTUTUCTaMUHHbIE NpeNnapaThl
(cynpactun 20 Mr uu gudenrugpamus 20 mMr);

4) nHdy3UN peosIOTUYECKUX PACTBOPOB (PeomnoJiu-
[JIIOKUH, TUAPOKCUITUJIIKpaxManl) AJis HOoAJep:KaHus
o6beMa LUPKYIUPYIOLEA KPOBU M KOMIIEHCALlUU MO-
Tepb KUJKOCTH, a TaKXe C Je3MHTOKCUKAIlMOHHOU
1eJIbl0 [ YCKOPEHHUs BbIBeJIeHUs1 CBOOGOAHOI0 reMo-
rJ1I06MHa BHYTpUBeHHO BBOAAT 0,9% pacTBop HaTpus
xjopuga 250-500 My ¢ KOHTpOJIEM 3JIEKTPOJUTHOTO
COCTaBa KPOBY;

5) auypetuku (sasukc 20-40 Mr) - BHYTPHUBEHHO
I obecnieyeHus: popcupoBaHHOro auypesa. Iletie-
Bble JUYPETHUKH CIIOCOOCTBYIOT TaKXe BbIBEJEHHUIO
rnoHoB K+, uTo xapakTepHo /g reMonusa Jlas noazaep-
»KaHUsl TOYEYHOTO KPOBOTOKA U KJyOOUKOBOU (PUIib-
TpalKMU BBOAST MaHHUTOJ cHavyasa 20 r (HampuMep,
100 M1 20% pacTBopa), 3aTeM co ckopocThio 10-15 M1/
MuH 10 200 r (1 000 ma1);

6) aus npodunaktuku JIBC-cuHApoMa Ha3HavyaeTcs
HedpakimoHupoBaHHbIM renapud no 5000 ME (moa-
KO>KHO WJIM BHYTPUBEHHO) C TOBTOPHBIM BBEJIEHUEM HE
pexe 4 pa3 B CyTKU (J1y4llle BHYTPUBEHHO KaleJbHO B
TeyeHUe CyTOK U3 pacueta no 1000 ME B yac);

7) Ipy aly/i03e - BHYTPUBEHHO KaneabHOTo 2% Win
4% pacTBOp HaTpus rujpokapbonara ot 200-600 mu B
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3aBUCUMOCTH OT J1abopaTOpHbIX MokasaTeselt (BE, pH);

8) mnpu 6poHXOocmasMe - WHTAJIAIUMOHHO [32-
aJipeHOMUMEeTUKH, HanpuMep, 0,5-1,0 ms 0,5% pactBo-
pa canbbytamosa. Eciu GpoHxocmasm coxpaHsieTcs,
TO Ha3HAYalT aMUHOULUINH (3yuiiuH), 4-6 Mr/Kr
BHyTpuBeHHO MeJsieHHO (!) B Tedenue 10-20 MUH nin
BHYTpHUBEHHO KamneybHO HAa 100-200 M1 pusuosoruye-
CKOI'0 pacTBOpa, B JaJbHEHIIEM BO3MOXXHA MHQY3Us
aMuHOQUIINHA cO cKopocThio 0,2-1,2 Mr/Kr/4 KamneJsib-
HO WJIM BHYTPUBEHHO MeJJIeHHO GOJIbIOCHO 4-5 Mr/Kr
KaXKZble 6 4acoB (CyMMapHas CyTOYHasi [j03a aMHUHO-
¢unvHa He Jo/pkHA mpeBblaTh 20-24 Mr/Kr BBUAY
BBICOKOM apUTMOTEHHOCTH Npenapara);

9) npu apTepHasbHON TUMOTOHHWM (CHUKEHWHU CHU-
CTOJIMYECKOTO JaByeHus Hke 50-60 MM pT.cT.) - 1 M
0,1% pactBopa aapeHasHa pa3BoaAT B 10 mu ¢pusuno-
JIOTUYeCcKoro pactBopa. [losydeHHbIH pacTBOpP BBOJSAT
10J KOHTpoJieM A/l BHYTPUBEHHO Me/IJIEHHO B TEUEHHE
5-10 mMuH. B ganpHelieM NpUCTYyNawT K JJIUTENbHOH
nH}Y3UM pacTBOpa aZipeHa nMHa: 1 MJI pacTBopa ajpe-
HaJIuHa pa3BoAaT B 250 ms 5% pacTBopa IJIIOKO3bI
(KOHLIEHTpaLHsl MOJYYeHHOr0 pacTBOpa ajpeHajuHa
4 mxr/ma). [Ipy 3TOM pacTBOp HAYMHAIOT BBOAUTH CO
cKopocTbio 1 MKI/MHH, 4YTO cocTaBjseT 4-8 kamesb/
MUH C BO3MOXXHBIM yBeJIn4eHHeM /10 4 MKr/MuH (16-20
Kar/MHH).

Ecnn apTeprasibHyI0 TUIIOTOHUIO U HApYIEeHUS Jibl-
XaHHUsl YCTPAHUTb He yAAeTcsl, 60JbHOTO MePeBOASAT B
peaHWMalMOHHOE OTAeJeHHeE.

Jisi Tepanuu aHadUIAKTUYECKON peakL My TpebyeT-
cd npruMeHeHue He To1bKO H1-, Ho 1 H2-rucTOMUHOBBIX
6JIOKaTOPOB C LieJIbl0 MpeKpaleHusl TUIepceKperuu.
HasnavaroTr pumeruauH B fo3e 300 MI BHYTpPHUMBI-
IIeYHO WJIM BHYTPUBEHHO MeJJIEHHO, peXXe — BHYTDPb
KaKJible 6-8 4acoB, paHUTHAMH — B J1o3e 50 MI BHYTpH-
MBIIIEYHO WUJIM BHYTPUBEHHO MeJAJIEHHO Kax/Jble 6-8
yacoB, Wik 150 Mr BHYTpb Kaxkble 12 4yacoB, paMOTH-
JMH (kBamaTe1) o 20 Mr BHYTPUBEHHO KaXkible 12 4a-
coB. [Ipu mof03peHnH Ha GaKTepUaIbHOe 3arpsi3HeHre
HEPEUTOT0 SPUTPOLUTCOAEPHKALLETr0 KOMIIOHEHTA He-
Me/lJIeHHO HAYMHAKT aHTUOAKTEPUAJIbHYIO TepaIuio.

06s13aTeIbHO OTOUPAIOT MPOOBI IPUTPOLUTAPHON
B3BeCH M KPOBU PELUIIMEHTA /JIsl MUKPOCKONUHU U T0-
ceBa. [lakeT (KOHTeHHEpP) C IPUTPOLUTCOAEPHKALUM
KOMIIOHEHTOM He BbIGPAChIBAIOT, a OTNPABJSIOT B OT-
JleJieHre (CTaHIUI0) MepesMBaHUs KPOBH BMeCTe C 06-
pasioM KpPOBH pELUMNUEHTa AJs MPOBeJeHHUs MPOoObI
Kym6ca, moBTOpHOTO onpe/ie/ieHUs aHTUTEHOB CUCTEM
ABO, Rh u uHaMBUAyaIbHOU COBMeCTUMOCTH. [IpoBo-
JAT ompejieseHde 6unnpy6uHa. [locne onpenesneHus
IPYTIbl KPOBY U IPOBeIeHUs MMPOOBI HA HHIUBU/ YA b-
HYI0 COBMECTHUMOCTb 0OJIbHOMY NpPH HEOOXOAMMOCTH
HepenBaT NOA00PAHHYI0 A03Y AOHOPCKUX 3PUTPO-
I[UTOB.

Jlerkasg TpaHcpy3uoHHas peaknua (MKB10 -
T80.4 - peakuus Ha Rh-HecoBMecTUMOCTB)

Jlerkve TpaHCPY3UOHHBIE peaKIUH 06YCIO0BJEHBI
aHTHUTENaMHU K 3pUTPOLMTHBIM aHTUT€HAM, He OTHOCS-
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muMcs K cuctemMe ABO. 9TH aHTHUTeHbI 06/1aal0T MEHb-
el aHTUTEHHOCTBIO M, COOTBETCTBEHHO, MeHbIIEH
CIIOCOOHOCTBIO K FeMOJIMTHYECKHM peakuusMm. K HuUM
OTHOCSITCS aHTUTeHbI cucTeMbl Pesyc, Cc, eE, pexe Kell,
Duffy u gpyrue.

IlamoezeHes

B ocHOBe maToreHesa JIeXKUT Pa3BUTHE BHECOCY/U-
CTOTO0 TeMOJIN33, T.e. pa3pyllleHHe 3PUTPOIUTOB IIPOUC-
XOJIUT B TKaHAX (BHYTPUKJIETOYHO) MPH TepeJuBaHUU
HECOBMECTUMOUN KPOBHW peLUNHEHTaM, UMEKIUM aH-
THUTEJIA, KOTOpble He PUKCUPYIOT KOMIIEMEHT. B Takux
HECOBMECTUMBIX PeaKIUAX OObIYHO YYaCTBYIOT aHTH-
TeJsa kJacca IgG. PaccTosiHMe Mex /[y KOHLIeBBIMU y4acT-
kamu (Fa ¢parmMenTs) uMMyHoro6ynrHa G He6osiblIOE
U OHM He MOTYT COeJMHHUTH ZiBA 3PUTPOIUTA (HE BBI-
3bIBAIOT PeaKLUI0 arTJITUHAIMI0) U3-3a UX BBICOKOTO
OTPUIIATEJBHOTO 3apsijia, MO3TOMY MX HA3bIBAKOT He-
NOJHBIMM aHTUTeJaMU. OHU SBJSIOTCA UMMYHHBIMH
AHTHUTEJNAMU, a He eCTEeCTBEeHHBbIEMH H, CJIe[JOBaTeJb-
HO, B OpraHM3Me 3/J0pOBOr0 YeJ0OBeKa OHU OTCYTCTBY-
10T. /l/11 06pa3oBaHuUsl ITUX AHTUTEJ TPeOyeTCcs aHTH-
reHHasl CTUMYJISLUS, KOTopas BO3MoXxHa 1) sin6o npu
nepeJMBaHUM HECOBMECTHUMBIX 3PUTPOLUTOB, 2) JK160
Y JKEeHIIMH MocJie 6epeMeHHOCTH, 10/ (pe6eHOK) KOTO-
po¥i MeJ1 HeCOBMECTHUMYIO rpynny Kposu. Hanpumep, y
MaTepH pe3yc OTpULATebHas rPyNna, y pebeHkKa — pe-
3yC OJIOKUTEJIbHAsT; TPH AedekTe peTo-MIaleHTapHo-
ro 6apbepa 3pUTPOLMUTHI NIJIOJA MTONAAAIT B KPOBOTOK
MaTepH, B pe3yJIbTaTe Yero ¥ MPOUCXOAUT 06pa3oBaHue
UMMYHHBIX aHTUTeJI.

[Ipy mepesMBaHUM JOHOPCKUX 3PUTPOLUTOB pe-
[IUIIMEHTY, UMewlieMy a/uioaHTuTesna (aHtu- D (Rh),
aHTu-C, anTu-C, autu-E, antu-e, antu-K, antu-S, antu-
Fya, aHTU-M) K 3THM 3pUTpPOLUTAM, B KPOBEHOCHOM
pycjie MPOUCXOAUT TMpOLecc aAcopOUUM aHTUTEN Ha
HECOBMECTUMBIX 3PUTPOLHUTAX; NPU 3TOM reMOJIU3 He
IPOUCXOJIUT, & KOMIJIEMEHT He aKTUBUpyeTcs. BHY-
TPUTKAHEBOW (BHYTPUKJIETOYHBIM) IEMOJIM3 TMPOUC-
XOJIUT 3a cyeT $HarouTos3a, Korja 3pUTPOLUTHI € GUK-
CUPOBAaHHbIMM Ha HHUX aHTUTEJIAMHU PACIO3HAIOTCS
Makpodaramu cesie3eHKH U nedyeHU. B xoze remMosnnsa
YBEJIMYMBAETCs YPOBEHb GUIMpPYOHMHA B KPOBU C pas-
BUTHEM KEITYXH.

Ba)kHO MOAYEpPKHYTh, YTO NPH MEePBOM TpaHCcHy3UH
3PUTPOLUTOB HecoBMecTUMOU nmo Rh-dpakTopy (aHTH-
reny D uiau [Apyromy asjloaHTHUTeHy) o6pa3oBaHue
aHTHUTeJ HACTYNaeT yepe3 HEeCKOJbKO JHEH C MocTe-
IeHHbIM HapacTaHWeM UX TUTpA. [03TOMy B KJIMHHUKe
peakiys MposIBJAsSeTCs MOCTeNeHHo, Jalle coycts 3-10
JIHEH TocJ/e TepeMBaHUS 3PUTPOLUTOB. YUUTHIBAS,
YTO 3TO aHTHUTeJA Kjaacca IgG u, yalle, HOCAT XapakTep
HETOJIHBIX aHTUTEJI, TO ¥ XapaKTep reMoJiu3a - BHECOCY-
JIUCTBIN C y9acTHEeM PETUKYJI03H/[0TeNNaNbHOU CUcTe-
Mbl Makpo¢aroB cesie3eHKH U KieTok Kyndepa neyenu.
OfHaKo TpU TMOBTOPHOM MNepeMBAaHUKA HECOBMECTH-
MBbIX JJOHOPCKHUX 3PUTPOLMTOB TAKOMY PELUNUEHTY, Y
KOTOpPOTO0 UMMYHHbBIe a/JIOAHTUTEJIA yXKe HAXOAATCs B
KpOBH, MaHHdecTalusl TeMOJIN3a MOKET MPOUCXOAUTh
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yKe B Mpoliecce NepeJUBaHUSA UJIH B TeYeHHe TepBbIX
4acoB mocye TpaHchy3uu. KinHuYeckas ke KapTHHA
pa3BuBaeTcs 60Jiee 6YpHO, HO He ¢paTasbHa.

Kaunuveckast kapmuHa

[Ipy mepBUYHOM NepeMBaHUM pe3yC-HECOBMECTHU-
MbIX 3PUTPOLMTOB XapaKTepHO IMocTeneHHoe (B Te-
yeHue 3-7 [HeW) HapacTaHWe YTOMJISIEMOCTH, MOXET
ObITh Jierkasi OJbIlIKa. Bo3MO)XeH He3HauMTeJbHBIN
03H06 ¢ cy6debpunnteToM. O4eHb peJiKO ObIBAET KeJl-
TYLUIHOCTb KOXKHbBIX TOKPOBOB.

Bosiee sipkast kapTHHA Ha6JI0AETCS Y TMALMEHTOB,
MMEeKIIMX UMMYHHbIe aHTHUTEeJa B KPOBH, 00pa30BaH-
HBIX MI0C/Ie IEPEeHEeCUINX TPAaHCHY3UI0 HECOBMECTUMBIX
IPUTPOLMTOB paHee, a TAKKE Y JKEHIIMH, UMEBLIUX B
aHaMHe3e 0OepeMeHHOCTb. XapaKTepHO HapacTaHHe
YTOMJISIEMOCTH, JIeTKasi OJIbIIIIKA, YMEPEeHHbIH, pexe
BbIpaKeHHBIN 03HO6 ¢ Cy0deOpuIbHON UK Gpebpub-
HoOM TeMmmepaTypou 37,5-38,50C. BosibHbIEe KanywoTcs
Ha 6011 B mosicHUIle. KoKHble MOKPOBBI JKEJITYIIHBIE,
CKJIepbl CyOMKTEpUYHbI. Moya MOXKET ObITb TEMHOH,
peke KOpUUHEBOTO L[BETA.

JuazHocmuka

B remorpammMe ompezensieTcsi aHeMHs], MUKpocde-
pOLMTO3; B GMOXMMHUYECKOM aHa/M3e KPOBU IUIepOu-
JMpyOHHEMHs 33 CYeT HENMPSAMOW QpaKLUU, CHUXKEHHE
YPOBHs ranTorio6uHa (anbda-ryiio6y/vH, U36HUpaTeb-
HO YU MPOYHO CBSI3bIBAIOLIMH CBOOOAHBIM reMOr06UH
4yepe3 ero 6eJIKOBYIO 4acThb IJIOOUH B CbIBOPOTKE). Y4H-
ThIBasl, YTO JieTKHe TpaHCPy3HOHHbIE PeaKI[Uu pa3Bu-
BAIOTCSl Yepe3 HEeCKOJIbKO JHEH MocJe MepesrBaHus
JIOHOPCKHX 3PUTPOLUTOB, BbIIBUTb 3PUTPOLUTHBIE aH-
TUTEeHbI JIOHOPA HEBO3MOKHO (32 3TOT IEPUOJ, OHH MOJI-
HOCTbI0 pa3pyuarTcs). B auarHocTvke aaiouMMYyH-
HBIX TEeMOJIUTUYECKUX aHEMHUU GOJIBLIYI0 POJIb UMEET
npoBeJleHre NpSIMOW U HenpsiMo# . mpo6 Kym6ca. I[Ipo-
6a Kym6ca no3BosisieT BbIIBUTb KaK GUKCUPOBAHHbIE
Ha 3PUTPOIUTAX penunueHTa (mpsmas npoba, K 3pu-
TPOLMTAM pelUIUeHTa A06AB/ISAIOT JHUIIb aHTUIIO6Y-
JIMHOBYIO ChIBOPOTKY, KOTopasi cBskeT Fc-pparMeHThI
aHTHUTeJ), TaK U CBOGO/HBIE AJIJIOAHTUTeNA (HempsiMas
npo6a, B ChIBOPOTKY pPeLUIIMeHTa A00aBJSIOT Clel-
ubUYHbIe OMpe/ieJIEHHON TPYIIbl 3PUTPOLUTEI, a 3a-
TeM - aHTUIVIOOYJIMHOBYIO CBIBOPOTKY), HAaXOAsIIHeCs
B CBIBOPOTKE PeLUNMEeHTa K Ollpe/ieIeHHOMY aHTUTeHY
3PUTPOLUTOB.

JleveHue

Jlerkasg TpaHcQy3HMOHHAsl peaknus NpU «IEepPBUY-
HOM» T[epeJMBaHUM OOBIYHO JiIeYeHHs He TpPeOyeT.
MoxeT moTpe6OBAaTbCI CUMITOMATUYECKasl Tepamnws,
BKJIIOYAIass UHQY3UOHHYT U KOPTHUKOCTEPOUIHYIO
Tepanuto. Ho npy moBTOpHOU TpaHC)Y3UU JOHOPCKUX
3PUTPOLUTOB, HMEIIUX HECOBMECTHUMBbIH CJabbli
3PUTPOLUTHBIN AaHTUTEH, B CIy4ae Pa3BUTHUS KIMHUKU
3HAYMMOTO OCTPOTO reMoJIM3a MOXET MOTPe6oBaThCs
Tepamnusi C Ha3HauYeHHeM IJIIOKOKOPTUKOU/IOB, aHTUTHU-
CTaMUHHBIX MpenapaToB, Ha3HaueHHs UHQPY3UMOHHOU
Tepanuu C Je3WHTOKCUKALMOHHOW L[eJiblo, a TaKXkKe
npodunaktuka JIBC-cungpoma.

Ipopurakmuxka

B pasbHeieM, 4To6bl He AONYCTUTh MOBTOPHOMU
reMOJINTHYECKOHN peakIyH, AJs NepeJruBaHUs UCTIO/b-
3YI0T 3PUTPOLUTHbIE KOMIIOHEHTHI KPOBH, He COJleprKa-
I[Me aHTUTEeHbl, BbI3BaBlIMe TPAaHCOY3UOHHYH peak-
IMI0, T.e. IO MUHJAUBHUAYaJbHOMY MoA60py. ChIBOPOTKA
KPOBH pelUIMeHTa UCCAeyeTCs Ha HaJUuMe aljoaH-
TUTEL.

III. TpaHCUMMYHHBIE reMOJIMTHYeCKUe aHEMUHU

Xapaxmepucmuka

K TpancummyHHbIM A OTHOCAT Takve BapuUaHTbI
aHEMUH, IPU KOTOPbIX [eMOJIU3 MPOUCXOUT B PE3YJib-
TaTe paspylleHUs] COGCTBEHHBIX IPUTPOLUTOB MalH-
€HHTA He CBOMMHU aHTUTEaMHU, a I0JyYeHHbIMU OT ApY-
roro 4esioBeka. Han6oJiee 1eMOHCTPAaTUBHBIM SIBJISIETCS
BapUaHT TPAHCUMMYHHOW TeMOJIMTHYECKON aHeMUU
- reMoJIUTHYecKasi 60Jie3Hb HOBOPOXK/EHHOI'O: aHTH-
TeJsla 06pa3yloTCcs B OpraHu3Me GepeMeHHOU mocJie mo-
Na/laH{s] AaHTUTeHOB 3PUTPOLUTOB IJ0/Aa B KPOBOTOK
GepeMeHHOU (MJIM POXKEHHUIIbI ), HO B IIOC/IEIYIOIIEM TTPO-
XOAAT yepe3 QeTomnaleHTapHbIA 6apbep U MOMNa/JAl0T B
KPOBOTOK IJ10/1a (pe6eHKa) 1 BbI3bIBAIOT TEMOJIU3.

Ba)kHO MOAYEPKHYTh, YTO OOBIYHO Yepe3 3,0pOBYI0
IJIALEHTY OT MaTepU K MJIOAY MOTYT MPOXOAUTH JIUIIb
MOJIEKYJIbI C HEGOJBILIOM MAaCCOH, HAPUMED, BOAA, COJIH,
[JII0K03a, aMUHOKHUCJIOThI, BUTAMHHBI, B TO BpeMsl KaK
KpPYITHOMOJIEKY/ISIDHbIE COE/JMHEHHs], KIIETKH KPOBHU He
npoxoAsT. [103ToMy ¥ MaTh, ¥ IJIOJA APYT OT Apyra JAo-
BOJIbHO 3¢ PEKTUBHO OTTPaHUYEeHbl U UX aHTUTeHbI (Ha-
npuMep, 3pUTPOLUTApHbIE) HEe 06MeHUBatOTCs. OHAKO
B TeyeHHe Mepuoja 6epeMeHHOCTH MOTYT BO3HUKATh
IJIALleHTUThl, TpaBMaTHYeCKWe TOBpPEeXAeHUs IIa-
LeHTHI ¢ AedekToM deTomIanieHTapHOro 6apbepa, Ipu
KOTOpPOM /[la)kKe B HeGOJIbLIOM KOJUYECTBE AaHTUTEHbI
/1073 (3pUTPOLMTAPHBIE) MOTYT NONAZATh B KPOBOTOK
MaTepH, BbI3bIBasi UMMYHHYIO peakIiio ¢ 06pa30BaHu-
€M aJIJIOAHTHUTEJI B ee OpraHu3Me. MHbIMU CJI0BaMH, 3TO
MaTepUHCKHE aHTUTEJIa, KOTOpble 06Pa3yI0TCs HPOTUB
AHTUTEHOB 3PUTPOLUTOB pebeHKa (MJ104a) OTIUIHBIX
OT MaTEPUHCKHUX, U JJI51 MaTepy OHU SIBJISIIOTCS aJlJI0aH-
TUTEJAMU COBEPLIEHHO /ISl ee IPUTPOLUTOB HGe3omac-
Hble. JTH aHTHUTeJIa SIBJISITCA UIMMYHHBIMH aHTHUTEJIa-
MU Kiacca IgG. Pazmep ux MoJieKy/ibl HE AOCTAaTOYHO
BeJIMK, CJIeZlOBaTeJbHO, OHU MOTYT HPOXOAUTH 4Yepes
IJIALlEHTY, B OTJIMYME OT eCTECTBEHHBIX AaHTUTEJ KJlacca
IgM, KOoTOpbIe MPUCYTCTBYIOT B KPOBHU JIHI], C TPYIIION
kposu O(I), A(I1) nsu B(III).

[Ipy npoxoXXjeHUM HMMMYHHBIX asnoaHTutes IgG
Yyepe3 IJIALEHTY OT MaTepyd B KPOBOTOK Ioja (Mau
HOBOPOX/IEHHOI0) 3TH UMMYyHHbIe aHTUTeJa OyAyT Ha-
3bIBAaTbCSl TPAHCHUMMYHHBIMHU. T.e. TPaHCUMMYHHBIMU
AaHTHUTeJaM{ Ha3bIBAIOTCS AHTHUTEJA, KOTOpble BbIpa-
6aThIBAIOTCS HE B OpraHU3Me peLdnueHTa (1104a), a B
opraHusMe MaTepu (AoHOpa), HO, TOTa/lasi B KPOBOTOK
MJI0/1a, OHU CTAHOBSATCS TPAHCUMMYHHBIMH, IPU UX BbI-
COKOM HX THUTpPe MOTYT IPUBOAUTH K BO3HUKHOBEHUIO
reMOJIMTUYECKON peakIMu C PAa3BUTHEM TeMOJIUTHYE-
CKOH 6oJie3HH II10/1a U HoBopoxaeHHoro (['BH).
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FemosuTH4YecKas 60/1€e3Hb IJI0Ja U HOBOPOXK/EH-
HOTO

OnpedeseHue

[emMosiuTHYeckasi 60Jie3Hb ILJIOJJa U HOBOPOXK/EH-
HOTO - 3TO U30MMMYHHas (BapUaHT TPAaHCUMMYHHOH)
reMOJIMTHYeCKasl aHeMHsl, BO3HUKAIOIAs B CIydasax He-
COBMECTHUMOCTH KPOBH MaTEePH U IJIOJA 110 SPUTPOIIH-
TapHBIM aHTUTEHAM, IPH 3TOM aHTHUTEH JIOKAJIU3YeTCs
Ha 3PUTPOIMTAX IVIO/A, 2 aHTUTEJIA, BbIpabaThiBaeMble
Ha 3TH aHTUTEHBI, - CAHTE3UPYIOTCS B OpraHU3Me MaTe-
pu (6epeMeHHOH).

[To MKB-10 noapaszensoT Ha caeAyioliMe BapUaH-
ThI:

- P55.0 - pesyc-uMMyHHU3aLHUS TJI0Ia U HOBOPOXK-
JIEHHOTO,

- P55.1 - ABO-uMMyHU3a1us 1J10/]a U HOBOPOXK/IeH-
HOTO,

- P55.8 - ipyrue ¢popMbl reMOSTMTHYECKON GOJIE3HU
IJI0/Ia 1 HOBOPOXK/IEHHOTO,

- P55.9 - remosiuTHU4eckass 60JIe3Hb IJI0JJa U HOBO-
POX/IEHHOTO HEYTOYHEeHHas.

AMUIEMHOJIOTUS

['BH B Poccuiickoit ®enepanuu AUarHOCTUPYETCS
y 0,6% HoBopoxaeHHbIX. OgHAKO 95% KJIMHUYECKU
3HAYMMBIX C/1y4yaeB 3a60/eBaHUS IPUXOAUTCS HA HECO-
BMeCcTUMOCTb 110 Rh-dpakTopy, u3 koTopbix y 90% pas-
BUBaeTcs o autureny D, v okosio 10 % - mo aHTUreHam
Cc u Ee. B To e Bpems b 5% ciay4yaeB 'BH nmeror
npupofy HecoBMectTuMocTu no cucreMme ABO. Ilo apy-
ruM anTureHHbIM cucteMaM (Kell, Duffy, Lutheran, MNS,
Xg, Diego, Kidd u T.1.) BcTpeuaeTcsi oueHb pefiko, MeHee
1%, ¥ UX 4acTO OTHOCAT K ApyruM ¢opMaM reMoIUTH-
YeCKOU 00J1e3HU WK HeyTouHeHHbIM (kog MKB - P55.8
uiu P55.9).

Y snun 6eso#t packl 'BH M3-3a HECOBMECTUMOCTH 110
pe3yc-dakTopy BcTpedaeTcs B 3 pasa yallle, 4eM y dep-
HOM, 4TO, BEpOSITHO, CBSI3aHO C 60Jiee YacThIM MPUCYT-
CTBMEM Ha apuTpouuTax auturena D (anturen D oTcyT-
ctByeT y 15% sin; 6es10# pacel 'y 7% 4epHOH).

Ilamozenes

TeMosiTHYeCKas 60J1e3Hb MJ10/1a U HOBOPOXK/IEHHO-
ro pa3BUBAETCS yallle IPY HECOBMECTUMOCTH MaTepH U
10/a mo aHtureHam cucteMm Rh u ABO, ropaszo pexe
- o antureHam cuctem Kell, Duffy, Lutheran, Kidd u gp.
Y MPUBOJUT K pa3pylLIeHUI0 SpUTPOLUTOB (TeMoJn3y)
peGeHka. BpipaboTKa anj0oaHTUTEN K aHTUIEHAM CH-
creMbl Rh (B 0T/IMUMe OT aHTUTEN K aHTUT'€HAM CUCTe-
Mbl rpynibl ABO) npoucxoAuT npy NonaZaH|uH TOJbKO
3TOr0 aHTUTeHAa 3PUTPOLUTOB B KPOBb GepeMeHHOM
(maTepwu). [Ipu 3TOM y Hee Jj0/IKHA OBITH IPYIIIa KPOBU
pe3yc-oTpuLaTebHasd, a Y MJ10/ja — Pe3yC-M0J0XKUTeb-
Hasi. Eciu GepeMeHHOCTb MpPOTEKAaeT HOPMasbHO, TO
KOJIMYECTBO 3PUTPOLMTOB IJI0/1a, IPOHUKIIKX B KPOBb
GepeMeHHOMH, CJIUIIKOM MaJi0 U UMMYHH3alMU He Tpo-
UCXOJUT. JlocTaToOuHOE [/ UMMYHHU3AIUH KOJUYeCTBO
KpPOBH IJI0JIa MOXeT MONacTh B KPOBb MaTepH (6epe-
MEHHOW) NpW HOpPMaJbHOM Te4eHHUH GepeMeHHOCTH
JIMIIb B TPEThEM MEPUO/Ie MU BO BpEMS POJIOB.
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Tem He MeHee, npu mnepBoi GepemeHHocTH ['BH,
00yc/0BJeHHass HECOBMECTUMOCTbIO IO aHTUIeHaM
cucteMbl Pe3yc, BO3HUKAET TOJbKO B TaKUX Clyyasx,
eciu: 1) 6epeMeHHOU (MaTepu) paHblle MepeuBald
3pPUTPOLUTCOAEPKALIE KOMIIOHEHTHI KDOBH, HECOBMeE-
CTUMble MO aHTUreHaM cucteMbl Rh, 2) 6epemenHas
Oblla UMMYHHU3MpOBaHa BO BpeMs AUArHOCTUYECKOTO
aMHUOIIEHTe33, a Takxke Npu 3) ¢(eTo-MaTepHUHCKOM
KpOBOTeYeHUH, 4) peTpoIlLialleHTapHOH remaToMme, 5)
npejJiexaHuu MJaneHThl. [Ipy noBTopHOW GepeMeH-
HOCTM MUMMYHHU3aLUS MOIJIA NPOU30UTH Y KEHIHUHbI
nocje abopTa WM BTOPOH W Mocjeaylollell bepeMeH-
HOCTU. AJIJIOUMMYHU3aLUS, KaK NpPaBUJIO, BOSHUKAET
BCJIe/ICTBYE Maccaxka (MpOX0XK/eHHs1) yepes IJIAleHTy
3PUTPOLUTOB IJIOAA B LUPKYJUPYIOLIYI0 KPOBb MaTe-
pu. OBBIYHO 3TO NPOUCXOAUT B HocaefHue 8 Heaesb
6epeMeHHOCTH U [/ NMepBUYHOM MMMYyHHU3aALUU [0-
cTaTouyHo nomnaganue 0,1 mMa ¢eTasbHOW KPOBH IMpHU
pe3yc-HeCOBMECTUMOCTH, U OKoJI0 1 MJ KpoBU IpHU
JIPYTUX TPYIIOBBIX PA3JIUYUsAX KPOBU. UMMyHU3a1UA C
BbIPAOOTKOU a/lJIOAHTUTEJ IPOUCKOJUT B TeueHUe 3-4
HeJieJib, IPUYEeM aHTUTeJa MOTYT JlaXKe He OTpe/leNISTh-
Csl, KINHUYeCKUX NPOsIBJEHUN MOXET He 6bIThb. Ho yxke
BTOpPHUYHAsi KIMMyHU3alusl NPy NONaZlaHuy B OpraHU3M
MaTepu TOTO ke aHTUreHa (Ipy NOBTOPHOW GepeMeH-
HOCTH) 3HAYUTEJbHO yBEJUYMBAET PUCKH [EMOJIUTHYE-
CKOU 60J1e3HHM HOBOPOX/J€HHOTO, BIIOTh [0 PAa3BUTHS
ee oTeyHol GopMbl (aHAcapKu) W rubesu Maoja WU
HOBOPOK/IeHHOT0. BakHO NOA4epKHYTh, 4TO Hanbosiee
Tshkesble dopmbl 'BH Habusogatorcsa npu D uau Kell-
HECOBMECTUMOCTH.

EcTb oTsinune B MexaHu3Me pa3BuTus ['bH npu He-
COBMECTUMOCTH 0 aHTUreHaMm cuctemol ABO. [lesio B
TOM, YTO B KPOBU MaTePHU yKe UMEIOTCS ECTBECTBEHHbIE
aHTUTeJa KJjacca IgM, u npu nonajieHUH 4yKepoIHbIX
(m10AHBIX) 3PUTPOLUTOB K Hell B KPOBOTOK OHU TYT
»Ke TMPOUCXOAUT UX paspylieHue (BHYTPUCOCYAUCTBIN
reMoJii3), H03TOMY 4y:KepPO/IHbIX aHTUTE€HOB -A, -B a5
CTUMYJISILIUY UMMYHHOTO OTBETA OCTAETCS O4eHb MaJjlo.
CnepnoBaTesibHO, BbIpab0TKA UMMYHHBIX a/JJ10aHTUTEJ
(ksacca IgG) B opraHu3Me MaTepU XOTb U MPOUCXO/UT,
HO TUTP UX HU3KUU U KJIMHUYECKOI'0 3HAUYEeHUs 4acTo
He UMEIOT.

BakHO MMeTh B BU/Y, YTO HECOBMECTHUMOCTb IO CHU-
cteMe ABO MoXXeT BO3HUKATh Jiake BO BpeMsl epBOi
6epemeHHocTU. 'BH, BbI3BaHHass HECOBMECTHMOCTBIO
no aHTureHaMm cuctembl ABO, 06bIYHO BCTpevaeTcs,
eciu y mioja (HoBopoxJeHHoro) rpynna kposu A(1I)
uiu B(III), pexxe AB(IV), poxx/ieHHbIX MaTepsIMU C IPyT-
noit kpoBu O(I). B cbiBopoTke 6epeMeHHOH (MaTepH) €
rpynnoi KpoBu O(I) BbIAB/ISAIOTCS He TOJIBKO ECTECTBEH-
Hble aHTUTeNa Kjacca I[gM, HoO U UMMyHHBIE a/lJI0aHTH-
TeJsa kyacca 1gG - aHTu-A, pexe - aHTu-B. [Ipesckasars
pa3BUTHE FeMOJUTUYECKON 60JIE3HH HOBOPOXK/JEHHOTO
10 TUTPY 3TUX aHTUTEJ Y MaTEPHU KpaliHe CJI0KHO.

Kaunuueckas kapmuHa

[IposBienuss TBH 3aBUCAT OT ypoBHS ceHCUOUJIU-
3al[My MaTepy U TUTpPa aHTUTeJ. 3ab0jieBaHHe MOXET



JIEKUNA

NpoTeKaTb OT JIETKUX J1abopaTOPHbIX MPU3HAKOB re-
MoJiM3a 6e3 KJIMHAYECKUX MPOSIBJIEHUH [0 TSKeJou
aHEMHUH C KOMIIEHCAaTOPHOW TMIepIIa3ueld 3pUTPOIIO-
3TUYECKON TKaHH, IPUBOJAIIEH K renaTocmnjeHoMera-
Jiuu. Ec/iu KoMIeHcaTopHble BO3MOXKHOCTH KPOBETBO-
peHus McyepraHbl, pa3BUBaeTCsl TUIIOpereHepaTopHas
TsDKeJlas aHEeMHUsl C pe3KOH 6JIeJHOCThbIO, CepeYHOH
HEeJI0OCTaTOYHOCThI0 (KapJuOMeraaus, JblxaTejJbHble
paccTpolicTBa), MaCCUBHbIMU OTEKaMH, TMaJeHUeM ap-
TepUaJIbHOTO JlaBJIeHUS.

Kinunuyeckue ¢popmbl 'BH nmpunHsaTO moapasge-
JISITh HA aHEMUYECKY10, ’KEJITYIIHYI0 H OTEYHYIO.

1. AHemuueckas gpopma

Hau6oJsiee pacipocTpaHeHHas U JierKas 110 TeYEeHHUI0
U Kypauuu ¢opMa 3abojieBaHUsl — aHeMHuuecKast. [Ipu
pPOXKAEHUU OTMeYaeTcs 6J1eZJHOCTb KOXKHBIX TOKPOBOB,
BSIJIOCTb, IJIOXO€ COCAaHUE TPY/AH, TPUTIYLHIEHHOCTh TO-
HOB Cep/illa, CACTOJIMUECKUH IIyM, MOJKET ObITh YBEJIHU-
YyeHa rnevyeHb +2,5-3,0 cM (HopMa 10 +2 CM) U cesie3eHKa
+1,0-3,0 cM Hmke Kpas pebepHod Ayru. [emoryno6uH
06OBbIYHO He CHMKaeHTcs Hibke 100 /1.

2. Keamywnas popma

Yacto BcTpevaromasicsi ¢opma. XapaKTepusyeTcs
paHHUM MOSIBJIEHUEM JKEJITYXU (MPU POXKAEHUU WU
Ha MepBbIX YacaX )KU3HU — B HOPMe KeJITyXa HOBOPOXK-
JIEHHBIX MOsBJsIeTC Ha 3-4 [JHU TOC/Ie POXIEHUSs),
6J1eJHOCTBI0 KOXKHBIX MOKPOBOB U CJIU3UCTBIX 060J10-
4yeK, yMepEeHHbIM, yBeJUUYEeHUEM [IeYeH! U CeJle3eHKU.
HoBopo:x/ieHHbIE MJI0X0 COCYT TPyAb, KanpusHbl. [Ipu
OMOXMMHYECKOM HCCIeJOBAHUM KPOBH BBISIBASETCS
3HAYMTEJIbHAs TUIEPOUINPyOUHEMHs], UMeoLIas TeH-
JIEHIIUI0O K GbICTpOMY pocTy. Bbicokue nudpbl Hemps-
MOTO (TOKCUYECKOTO) GUJIMPYOMHA OCOOEHHO OMaCHbI
I HemoHolleHHoro (6Gosiee 170 MKMoJib/J) W He-
CKOJIbKO MeHblIle — JIJisl HOBOpOXJeHHoro (6osiee 380
MKMOJIb/J1) pebeHKa. IPDeKT HeNpsAMOro 6UIUPyOHHA
06yC/I0BJIEH TOKCUUECKUM TOBPEX/IEHHEM sifiep T0JI0B-
HOT'0 MO3Tra C PUCKOM Pa3BUTHS S/I€PHOM KeATYXH (6u-
JIMPYOUHOBOM 3HIedaNONATHH), COIPOBMKAAIIEHCS
CUMIITOMAaMH MOpakeHUs HEPBHOU CUCTEMbl B BHJE
HUCTArMa, CyZJ0poraMu, ONMCTOTOHYCOM.

[lo cTeneHnu TsKecTH kenTyiHyw popmy 'BH moz-
pas/esioT Ha:

1 cTemneHb - JieTKOe TeYeHHUE: KEeJITYXa MOsIBJASeTCs
B KOHIle 1-X CyTOK, neveHsb +2,0-2,5 cM, cese3enka +0,5-
1,0 cM; 6UIMPYOGUH MyIOBUHHON KPOBHU <50 MKMOJIBb/ I,
M0YacoBOM MPUPOCT GUIMPYOMHA B KPOBH HOBOPOXK-
JIEHHOTO0 He MpPeBBILIAeT 5 MKMOJIb/JI;

2 CTeleHb - Cpe/IHETSIKEJI0e TeUeHUe: XKeJaTyxa 3a-
METHA MPHY POXKJEHUH WU NOSIBJISIETCS B TIepBble Yachl
’KU3HY, TeyeHsb +2,5-3,0 cMm, cesesenka +1,0-1,5 cMm; 6u-
JIMPYOUH NyNOBUHHON KPOBH > 50 MKMOJIb/J1, TPUPOCT
04YacoBOro GUAMPYOUHA B KPOBH HOBOPOXKJEHHOIO >
6-10 MKMOJIB/ 1.

3 cTemneHb - THKEI0E TeYeHHe: KeJlTyXa UHTEHCHB-
Hasi, BO3HUKILIAS yXKe MPU POXKJEHUH, NevyeHb GoJee
+3,0 cM, cese3eHKa 6oJiee + 3 cM, 00111as MACTO3HOCTD,
BO3MOXKHO HaJIMuMe reMOpparum.

[Ipy poxxJieHUH KeNTyXH y pebeHKa MOXKeT He ObITb,
TaK KaK >KHPOPAaCTBOPUMbIH HEKOH'bIOTUPOBAHHBIH O6U-
JIMPYOUH BBIBOAUTCA Yepe3 IJIALLEHTY, HO B TSKeJbIX
CJIy4asix MMeeTcsl OKpallMBaHHe OKOJIOIJIOAHBIX BOJ,
1Al eHThl U IEPBOPOAHON CMa3KH GUIUPYOHUHOM.

3. OmeuHas gpopma

Tsokesl0e OC/IOXKHEHHWE TeMOJUTHYECKOH 060J1e3HU
IJIOZA ¥ HOBOPOXKJEHHOT0. XapaKTepu3yeTcs Cleayio-
IMMHU TposiBJeHUsiMK: 1) BoAsiHKA MoAa (CKOIJIEHHe
TpaHCcCyZjaTa B JIByX M 6o0Jiee MPOCTPAaHCTBAX: KOXa,
IJIeBpaJibHast MOJIOCTh, IepUKap/, MJIalleHTa, OpIoNIHas
MOJIOCTh, TVIOAHBIA My3bIPb), KOTOPask MOXET MPUBECTH
K ru6esiy 110/ja BHYTPUYTPOOHO UJIK Cpasy MOCJIEe POXK-
JeHus; 2) 3KCTpaMeAy/isspHOe (Me4eHOYHOe) KPOBET-
BOpeHHMe; 3) 3aCTOM B INeyeHHU (BCIeACTBUE CAABJIEHUS
KPOBETBOPHBIMU KJIETKAMH W OTEKOM HHTEPCTHIIUSA
BHYTpPUIIEYEHOYHBIX COCY/IOB C MOCJIEYIOUIUM PAa3BUTH-
€M BEHO3HOTO CTa3a U NOPTaJbHOU FUIepPTeH3Un); 4) me-
YeHOYHasl HeJIOCTATOYHOCTDb (M3-3a AUCTPODUH remnaro-
IIUTOB: OCJabeHue CHHTETHYeCKON QYHKIMY TIe9eHH, B
TOM YHCJIe aJlbOyMUHA, YCUJIEHHEe OTEYHOTO CHHZAPOMA,
HapylleHHWe CUHTe3a (aKTOpPOB CBepPThIBaHHUSA); 5) re-
MOppardyeckuid CUHAPOM (TedyeHOYHasi HeJ0CTaToy-
HOCTb CONPOBOX/aeTcsl AedUuuToM GaKTOPOB CBEPTHI-
BaHus, [IBC-CHHAPOM M yrHETEHHE TPOMOOIUTOI033a).

[Ipy BoAsiHKE MJI0/IA XapaKTepHa TshKeJsast aHEMHUS C
ypoBHEM remoryiobuHa aaxe Hmxe 50 r/n. Beiepcrsue
OTeKa JIETKUX, MJIEBPAJbHOTO BBINOTA MOXET OTCYT-
CTBOBATb CaMOCTOSITE/IbHOE JIbIXaHUE. B TsSKebIX CI1y-
Jasix HabJII0/1aeTCs reMopparuyeckasi Chilb BCIECTBUE
yrHETeHHUs] TPOMOOIMTON033a U AUCCEMUHUPOBAHHOTO
BHYTPHUCOCYAUCTOTO CBEPTHIBAHUS.

[eMo/iM3 y HOBOPOXAEHHOTO TPH HECOBMECTHMO-
CTH 10 aHTUreHaM cucTeMbl ABO BbIpakeH 3HAYUTE N b-
HO csabee, 4YeM MPU HECOBMECTHMOCTU MO aHTUTEHAM
cuctembl Rh. OjHaKo MOXeT HaG/IIOAATHCS CpefHAA U
TsDKesast TUNepouInpy6orHemMus. Takke BaXKHO TOJuep-
KHYTb, 4YTO TIPH BbIpaXKeHHOM remosin3e 1o rpymie Kell
reMoJIuTHYecKasi 60JIe3Hb MOXKET NMPOTHKATh TSKEJIO,
BCJIE/ICTBHE OTCYTCTBHS ClENUPUYECKOTO UMMYHOTJIO-
OyJIMHA aHTU-KeJL.

Jluaznocmuka

Ha paHHUX cpokax 6epeMeHHOCTH OINpejessioT
rpynmnoByto (o cucreme ABO) n Rh npunazaiexHocTb
KpOBH OepeMeHHOH, a TakXKe UCCIEJYIOT ee ChIBOPOT-
Ky Ha HaJIM4Me UMMYHHBIX aHTUTEJ K PeJJKUM aHTHTe-
HaM 3pUTPOLUTOB. EC/M MaTh pe3yc-oTpHULaTesNbHas,
TO ONpeJe/ISI0T pe3yc-NPUHAJIEXHOCTh 0TLA pebeH-
Ka. Bo BpeMs GepeMEeHHOCTH HEOOXOJUMO PEryIspHO
OIpe/ie/ISITh TUIl aHTUPE3YCHBIX a/UI0aHTHUTeI. [[pH no-
SIBJIEHUH aHTHUPE3YCHbIX aHTUTEN Y TJI0/]a OL[€eHUBAIOT
WHTEHCHBHOCTb I'eMOJIM3a, MyTeM MPOBEJEHUs CIeK-
TPOPOTOMETPHUYECKOTO aHAIM3a OKOJIOIJIOAHBIX BOJ,
NoJIy4yaeMbIX MpU aMHUoLeHTe3e. [locie poxaeHus y
HOBOPOXJEHHOT0 OTPEeJe/saoT CoAepHaHue reMorio-
OWHA U YpOBEeHb OUIMPYOMHA B MYNMOBHHHOW KPOBH.
[IpoBozaaT mpsimyto mpoGy Kym6ca c apuTponuramu
HOBOpOXAeHHOTO. [Ipu mosioxkuTepHOM Mpobe Kym6ca
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HEeoOX0J MO ONIPEeJIEIUTh, K KAKUM aHTUT€HAM 3pUTPO-
IIMTOB HANpaBJ/IeHbl BbISIBJEHHblE aHTHUTENA, TaK Kak
aHTHUTEJIAa MOTYT OBITh HANpaBJIeHbl He TOJBKO K aHTH-
redy D, Ho u k aHTHureHaM A, B, E, C, Kell u gpyrum.

HUccnepoBaHre Ma3ka KPOBH HOBOPOXK/EHHOTO T10-
3BOJIIET BBIIBUTb COEPOLHUTHI, pparMeHTUPOBAHHbIE
aputpouuThl. [IpsMas nmpo6a Kym6ca ¢ aputporuramMmu
HOBOPOX/IEHHOTO 4acTO OTpHULATeJbHas WU €jaabo
TMOJIOKUTENIbHAS, MOCKOJBKY 3PUTPOLUTHI HECYT He-
3HAYUTEJbHOE KOJIMYeCTBO aHTUTeHOB A U B, a uys-
CTBUTEJILHOCTb MPOOLI HEBBICOKA. /lJi 3TOr0 CTAaBAT
peaKIHIo: aHTUTEJIA, CMBIThIE C 3PUTPOLIUTOB HOBOPOJXK-
JIEHHOTO, IEPEHOCAT B MPOGY C IPUTPOLUTAMHU B3POC-
Jbix ¢ rpynnamu KpoBu A(Il) u AB(IV) u aHanusupyoT
NpOXOXK/JeHue peaknuu. KpoMe Toro, B aHaM3ax KpOBU
HOBOPOX/IEHHOT0 OTMeYaeTCsl CHUKEHHE TeMOTJI0OMHA
(aHeMHus1) ¥ MOBBILIEHHE COJIEPKAHUSI HENpsSIMOTO GU-
JMpy6uHa yacTo Beiue 200 MKMOJIb/J1.

Judpdepenyuanvras duazHocmuka

Heo6xoaumo sauddepeHIMpoOBaTh C TENaTHUTOM,
aHeMHUel NpU NPOHUKHOBEHWH KPOBH OT IJIOZAA K Ma-
TepH, HacJeJCTBEHHOW aHeMHUeH, CBSI3aHHOU ¢ aedu-
uutoM [-6-O/IT. [Ipy BUPYCHBIX reaTUTaxX B aHAJIU3aX
KPOBH OIpEZeNsIOT MOBBLILIEHHE KaK MPSIMOW, TaK U
HenpsiMod ¢pakiui 6unupyouHa, AcAT, AnAT. [Ipu re-
naTuTe A JUarHOCTUYECKU 3HAYMMbBIM CUMTAETCS Ye-
TBIPEXKPATHOEe MOBBIIIEHWE TUTPA MPOTUBOBUPYCHBIX
aHTUTeJN B TeyeHUe 4-X HeJlesib. KoMmiekcHOe onpe/ie-
JIeHVe aHTUTeHOB BUpyca renaTyuTa B v aHTUTeN K HUM
H03BOJISIET MOCTAaBUTh JAUArHO3, ONPEJEJUTh CTALUI0
3a60J1eBaHUsl, OLEHUTb PUCK 3apAXKEHUST 1 UMMYHHbBIH
otBeT. [Ipu renatuTe C onpeseasioT aHTUTEIA K BUPY-
cy renatuta C. Ux 06bIUHO yAaeTcs BbISIBUTh HE paHee,
4yeM yepe3 3 Mecslja mocJie Havyasa 3a60J1eBaHus, KOrja
HAa4YMHAeT CHUKaTbCA aKTUBHOCTb AcAT, AnAT.

[Ipu momajaHKy KPOBH OT MJIOJA K MaTepH y I0/a
HabJsr01aeTcsl JTM60 HOPMOXPOMHasl, JINOO THIOXPOM-
Hasl aHeMHUsl, PETUKYJ/IOL[UTO3, HO COJlepKaHue GUInpY-
61Ha HOpMaJIbHOE.

[eMoMTHYECKYI0 60JIE3Hb HOBOPOXAEHHbBIX, BbI-
3BAaHHYI0 HECOBMECTHUMOCTBIO 110 aHTUTE€HAM CHCTEMBI
ABO, GbIBaeT TPYAHO OTIMYUTBH OT HACJEJCTBEHHOIO
MUKpochepoluTosa. MHorja noMmoraeT MeTo/ KUCIOT-
HBIX 3pUTporpaMM. Ho OCHOBHOHM METO[| - 3TO BbISIB-
JIeHWe UMMYHHBIX aHTUTEJ Y MaTepu B KPOBH /WU B
IPYZHOM MOJIOKE (MOJIO3UBE).

Jleye6Hass makmuka npu zemoaumu4eckoll 60/1e3Hu
HOBOPONHCOEHHBIX

OcHoBHoi1 esbio Tepanuu ['BH sBasietcs: 1) npenoT-
BpallleHWe aHTeHATaJbHOW rubesiu Maoja Ui JeTalb-
HOTO HCXO0/a HOBOPOX/IEHHOTO; 2) YMeHbIlIeHNe Helpo-
TOKcH4ecKoro 3¢ dekTa cBO60AHOTO GUIMPYOHUHA.

L. B nepuod 6epemenHocmu (BHyTpUyTPOOHBIN epH-
O/l Pa3BUTHSA IJIOJA) TIPOBOASAT P UCCIe0BaHUM: 1)
NpY HECOBMECTHMOCTH MaTepH U MJioza (mpu moao3pe-
Huu Ha [BH) uccenyoT TUTP aHTUPE3YCHBIX aHTUTE
y MatepH. Eciv oH noBbIaeTcs 1o 1:8 u Bbllle, TO Mpo-
BOJISIT aMHUOILIEHTE3; 2) I/ KOCBEHHOTO OIpe/iesIeHHUs
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YPOBHS GUJIMPYOHHA U OLEHKU TSXKECTH reMoJIn3a U3-
MEPSIOT ONTHYECKYI0 MJIOTHOCTb OKOJIOIJIOAHBIX BOJ
npu AjsvHe BosHbI 450 HM. Bricokasi ontryeckas maoT-
HOCTb OKOJIOTIJIOJHBIX BOJ B CEpe/JUHE U B KOHIE Gepe-
MEHHOCTH YKa3blBaeT Ha TSXKeJIbIM reMoJIM3 Y MJI0/3;
3) npu NoA03pEeHUH Ha TSXKeJIbIi reM0JIM3 POBOAUTCS
aHaJIM3 KPOBH IJIOJA, KOTOPYIO MOJIYYalOT MPU KOPAO-
neHTe3e. EciM reMaTOKpUT MJIaLeHTApPHON KPOBH CO-
craBjsieT < 18%, moka3aHo BHYTPUYTPOOHOE Mepesiu-
BaHue apuTpouutapHoi B3gecu O(I) Rh-munyc rpynmnsl
KpoBHu. [Ipy HEOOGXOUMOCTH MEepeMBAHUE TTOBTOPSIIOT
Kax/ible 2-3 HeJleJIu.

Eciu pasBuTHE MJI0AA COOTBETCTBYET reCTallMOHHO-
My BO3pPacTy, TO IPOBOAMUTCS pojiopaspelieHre Ha 33-36-
i Heflesie GepeMeHHOCTH METO/I0M KecapeBa CeuyeHusl.

II. B nocaepodosom nepuode cpasy mocje poiopas-
pelleHusl y HOBOPOXK/IEHHOTO OMpPeIeIIIOT ero rpymnmny
KpPOBH U MPOBOAAT NpsiMyto npoby Kym6ca. Baxxno nog-
YEPKHYTb, YTO Y HOBOPOXKJAEHHOI0 IPyIIia KPOBH MOCIE
BHYTPUYTPOOHOIO MepeuBaHUs 3PUTPOLUTOB MOXKET
HECTH O/IHOBPEMEHHO JiBa peHOTUIA WM JlaXKe CTaTh
pe3yc-oTpULATENBHON — 3TO JIOHOPCKUE 3PUTPOLHUTHI.
Ecnu npsimas npo6a Kym6ca y HOBOPOXK/J€HHOTO M0J10-
XUTeabHas (IPUCYTCTBYIOT aHTUTEJA), TO MOXET I0-
TpeboBaThCs 3aMeHHoe nepesrBaHue Kposu (3I1K).

[Tpu runep6buIMpy6rHeMUH (KeNTyXe HOBOPOXK/EH-
HBIX) IPUMEHSIOT /IBa OCHOBHBIX MeTO/a JiedeHus: 1)
doToTepanuio (cBeToIeUeHNE) U 2) 3aMEHHOE Nepesiu-
BaHUe KpoBH. Kpome Toro, yacto TpebyeTtcs npoBeje-
HUE CUMIITOMAaTUYECKON U HTHPY3MOHHOH Tepanum.

1. ®omomepanus. MexaHu3M QOTOTepanH 3aKJIO-
YaeTcsl B CIOCOGHOCTH MOJIEKYJl TOKCUYHOTO (Hemps-
MOTO0, T.e. HECBSI3aHHOTO C IVIIOKYPOHOBOHM KHCJIOTOM)
6uIMpy6HHA U3MEHSTh XUMHUYECKYI0 CTPYKTYPY U CBsI-
3aHHbIE C Hell (QU3NKO-XUMHUYECKHE CBOWCTBA MoJie-
KyJbl OT BO3/,eHCTBUS CBETOBOM 3Hepruu. Hempsamon
OUINPYOHH TOIJIOLIAET CBETOBYIO 3HEPTUI0 MPEUMY-
I[eCTBEHHO B CHHEM CIIEeKTpe BUAMMOro cBeTa (JJIMHa
BosTHBI A=450-460 um). [log felicTBUEeM CBeTa, HANpPaB-
JIEHHOTO Ha OTKPBITbIE YYaCTKH KOXH, B KOKE TOKCHY-
Hble GOPMbI HEMPSIMOTO OUJIMPYOHHA MpPEBPAIIAITCS
B MeHee TOKcU4YHbIe (0K0J10 15% JIoMUOUINPYyOrHA U
85% BOJOPAaCTBOPUMBIX U30MEPOB HENPSIMOTr0 OUJIH-
pyOHHA), KOTOpble XOPOLIO BbIBOASATCS M3 OpPraHU3Ma
€ MOYOM. [JIMTeIbHOCTD TepaNuU COCTaBAAET OT 12-24
YacoB /10 HECKOJIbKUX CyTOK (MHorga 7-14 cyTok), aa-
Jiee TaKTHKa JIeYeHHs OIpe/iesisieTCs B 3aBUCUMOCTH OT
YPOBHS 0611Iero OUIMPYOHUHA U MacChl Tejla HOBOPOXK-
JleHHoTro pebeHKa (TabJsuna 2). [Ipu 3ToMm jusa npej-
yIpexxJeHus MOBPeXAeHUs CeTYaTKU I/1a3 peGeHKa BO
BpeMsa GoTOTepanuy, rja3a HOBOPOXK/JEHHOTO 3aKpbl-
BAIOT OBA3KOM. CBeTOJIe4eHHe CHMXKAET NOTPe6GHOCTh
B 3IIK, koTOpoe B HacTosllee BpeMs MPOBOJAT JIMILIb
onHoMy u3 3000 HoBopoxzAeHHBbIX ¢ 'BH, Hanpumep,
BbI3BaHHON HECOBMECTHMOCTBIO 10 aHTUT'€HAM CHUCTe-
Mbl ABO.



JIEKUNA

Ta6auya 2

IlokazaHus 015 (ﬁomomepanuu U 3aMeHHO020 nepe/qusaHus Kposuy HOBOpOchaeHHle 1-7 CYymokK
HCU3HU 8 3dsucumocmu om Maccsl mesa npu poofcaeHuu

Macca Tena (r) MoKasaHWA B 3aBUCMMOCTU OT YPOBHSA obuiero bunnpybuHa (MKmonb/n)
doToTepanuma 3ameHHOe nepennBaHne KPoBMn

[o 1500 85-140 220-275

1501-2000 140-200 275-300

2001-2500 190-240 300-340

Bonee 2500 255-295 340-375

2. 3aMeHHOe NepesiMBaHMe KPOBU TMOKA3aHO MPHU BO-
JsIHKe 11072 (HOBOPOXK/EHHOTO): V IOHOLIEHHbIX HOBO-
POXK/JEHHbIX JieTel MPOBOJAT OJHOKPAaTHOe 3aMelleHHe
OIIK, ecin ypoBeHb 6uinpy6uHa Bbiie 200 MKMOJIb/JI.
Y HeJJOHOLIEHHBIX ZieTell MPOBOAAT ABYXpaTHOe 3aMe-
meHue OLK, eciu ypoBeHb 6unpy6una 6oJiee 100-150
MKMOJIb/J1. [0 rpynnoBoi mprHa//IeXXHOCTH KOMIIOHEH-
ThI KDOBH MCIOJIb3YIOT CIEYIOLIMM 06pa3oM:

1) mpu M30/MPOBAaHHOM pe3yC-KOHJIUKTe Tepesu-
BaloT Rh-oTpuLaTesbHy0 OAHOTPYNHYIO C KPOBBIO pe-
0eHKa 3PUTPOLUMTHYIO B3BECh U CBEXE3aMOPOXKEHHYI0
m1asMy KapaHtuHusupoBaHHywo (C3IIK), xoTs Bo3MoOXk-
HO npuMeHeHHe masMbl AB(IV) rpynmnbl KpoBy;

2) Tmpu HW30JUPOBAaHHOM TpymnmnoBoM 1o ABO-
KOHQJUIMKTEe Ha3HayalT 3pUTpounuTHY B3Bech O(I)
TPYIIbI, COBMAZAOIYI0 M0 pe3yc-GaKkTopy C 3pUTpPO-
UTaMu pebeHka W oxHorpymnmnHyto uau AB(IV) C3IIK.
06U 06beM TeMOKOMIIOHEHTOB cocTaBjseT 160-180
MJI/KT MacCbl HOBOPOX/IEHHOTO B COOTHOLIEHUH 3PUTPO-
LMTHI K IJ1a3Me 2:1;

3) npu oHOBpEeMEHHOU (WM BepOSITHOM) HecoBMe-
CTHMOCTH 10 pe3ycy u cucteMe ABO, A/ 3aMeHHOTr 0 Te-
pesiMBaHUsl KPOBU HMCIOJIb3YIOT Pe3yC-OTPULATETbHYIO
spuTpouuTHYy0 B3Bech O(I) rpymnmbl KpOBU ¥ OAHOTPYTIII-
Hyto uid AB (IV) nazmy;

4) mpu reMOJIMTUYECKOH 60JIe3HU HOBOPOXKAEHHOTO C
NoKa3aTeJsieM 110 peIK|M rpyminam (pakTopaM) KpoBH HC-
HO0JIb3YIOT JOHOPCKYI0 KPOBb, HE UMEIOIIYI0 «KOHJIUKT-
HOrO» aHTUTeHA 3PUTPOLUTOB. [Ipy TSHKEI0H aHEMMUH,
o6ycsoBienHol 'BH, mpoBoasAT Gosiee paHHee 3aMeHHOE
nepesiBaHue KpoBu. TakxKe MpY aHEMHUH C YPOBHEM Te-
Moryio6ruHa Hmke 70-100 r/n mocsie BHYTPUYyTPOOHOTO
uau paHee nmpoBegeHHoro 3[IK MoxeT moTpe6oBaThCcs
nepesiMBaHKe 3pUTPOLUTAPHON B3BECH IOBTOPHO.

Heo6x0A1MO OTMETHUTB, YTO IPUMeHeHHUe MIa3Made-
pe3a c 0lHOMOMeHTHbIM yaaneHueM 50% o6beMa mas-
Mbl U 3aMelleHHWEM CBeXe3aMOPOXKEHHOH JOHOPCKOM
IJIa3MOM Takke 3P PEKTUBHO.

3. B kauecTBe CUMITOMATUYECKOW U MHOY3UOHHON
Tepanuy HepeJKO HA3HAYAIOT BHYTPHUBEHHOe KareJib-
Hoe BBeJieHUe 5% pacTBopa IVI0KO03bl, peHobapOuTall.
[Ipy BbIpaXKeHHOU runoaaboyMuHeMuu - pactsop 10%
anbbymuHa. [Ipy cy10poXKHOM CHHApPOME - MPOTHUBOCY-
JIOPOXKHBIe Neprapatsl. [Ipu reMopparuyeckom CUHAPO-

Me MOXKEeT NOTPeb0oBaThCs NepearuBaHie OJHOTPYIITHON
C3IIK.

[Ipogunakmuka

[locne BBIMUCKK M3 CTallMOHapa pebeHOK HabJosia-
eTcs NeAuaTpoM (HEeOHATOJIOTOM), HEBPOJIOTOM; exe-
MECSYHO NMPOBOAUTCS KOHTPOJb reMorpaMmsl. [IpoBe-
JileHue npoduIaKTUYeCKUX IPUBMBOK pa3peliatoT nocie
6-1 MeCYHOT0 BO3pacTa pebeHKa.

BakHbIM NpOQUIAKTUYECKUM MepOoNnpuUsATHeM SB-
JIleTCsl NacCMBHAasi MMMYyHU3alUs MaTepd. PuUcCK uM-
MyHH3allU¥ aHTUTEHAMH CUCTEMbl pe3yC 3Ha4YMUTeJb-
HO CHIDKAETCS, eCIU pe3yc-OTPULATeNbHON JKEHIMHE
BBOAAT aHTU-RhO(D)-uMMyHorno6yauH. IlepBbiil pa3
ero HasHayalwT B KoHue Il-ro TpumecTpa 6GepemeH-
HOCTH, BTOPOU pa3 - B MepBble 72 Y NOC/AE POXKAEHUS
pesyc-moJIoKUTebHOr0 pebeHka. Kpome Toro, aHTH-
RhO(D)-UMMyHOT/I06y/IMH ~ peKOMeHAyeTCs  BBOJAUTb
nocie abopTa, mocje aMHHUoleHTe3a. OfHa ammyJa
anTu-RhO(D)-umMmyHorno6ynuHa (cogepxut 300 Mkr)
HeUTpaausyeT mopsaka 15 Mu pe3yc-NoJ0KUTeNbHON
KpoBH I10Ja. Eciv mofo3peBaeTcs, YTO B KPOBb MaTepu
nomnaj 60JbLUI0KH 06'b€M KPOBU IJIOJA, TO BBOAAT COOT-
BeTCTBYIOLYI0 403y aHTU-RhO(D)-uMMyHHOI/106y/1MHA
nocse uccaeoBaHus Maska no Kieiixaysp-betke (a.s
Bbl/leJIEHHS] 3PUTPOLUMTOB ILJIOZA B KPOBU MaTEPH).

IV. TeTepouMMyHHBIE reMOJIUTUYECKHEe aHEMUH

Xapakrepuctuka. lereporuMMyHHble ['A BO3HMKa-
10T TPY U3MEHEeHUM aHTUTEeHHOM CUCTEMbl 3PUTPOLU-
Ta BCJeJCTBUe QUKCAlMM HA ero MOBEPXHOCTH ramTe-
Ha JIEKApCTBEHHOTO, BUPYCHOTO WJM 6GaKTEpPUaJbHOTIO
npoucxoxjeHusied. [anteHn ¢ukcupyeTcs Ha MmeMbOpaHe
3PUTPOLUTE, BCIEJCTBUE YEr0 OHA NpeTepeBaeT u3Me-
HEeHUe, IpeBpallasch B HOBbIM aHTUTEH, U COGCTBEHHbIE
MMMYHOKOMIIETEHTHbIE KJETKM €ro pPaclo3HAalT Kak
«4yoi». Ha Takoll HOBBIM aHTUTeH-TallTeH OPraHU3M
BbIpabaTblBaeT aHTUTEJIA. JPUTPOLUT B ITOM CJIy4ae sB-
JISleTCsl OpraHOM-MHUIIEeHbIO AJIs1 aHTUTEI. AHTUTE/a Mo
CBOEW CTPYKTYpe U MeXaHHW3My reMoJiM3a aHaJOTUYHbI,
KakK NMpu ayTOUMMYHHOUM reMOJMTUYECKON aHEMUHU C He-
MOJIHBIMU TEMJIOBBIMU arrJil0TUHUHAMHU U OTHOCATCS K
kuaccy I1gG.

B kadecTBe ranTeHa npu retepouMMyHHoOM ['A U3 se-
KapCTBEHHBIX CPEJCTB MOTYT ObITb aHTUOUOTUKU (Ie-
HULWJUIMHBI, 11e}aJoCIOpPUHbl, TETPALUKIUHDI), CYy/b-
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daHWIaMubl, TPOTHUBOTYOEPKY/€3Hble MpenapaThl
(MACK, u3onuasup), aHTHUMAbETHYECKUE MpenapaThl
(TonbyTaMuA), HEKOTOPbIEe JUYPETUKH (TUAPOXJIOPTHA-
3u/1), MPOTUBOMAJISIPUIHbIE TpenapaThl (XMHUH), aHTH-
apUTMHUYECKHEe CpeACTBA (XMHUAWH, NPOKAMHAMMU[]),
TUIIOTEH3UBHbIE CPeJCTBA (METHJIZONA), MPOTHUBOMAp-
KWHCOHMYECKHe CpeAcTBa (JIeBOJOMA), HECTepOU/IHbIe
IPOTHUBOBOCHANIUTEbHBIE CPeICTBA (AUKI0PEeHAK, UOY-
npodeH), HelpoeNTUKY (TUPOUPU/IA3UH), UHTEPPEPOH
anbda v Apyrue.

JleyeGHBIN 3QPEKT AOCTUTAETCSA SMUMUHALMEN ram-
TEHa, T.e. IyTEM I0JIHOH OTMeHbI JIEKAPCTBEHHOTO Ipe-
napaTa WM CaHaluu o4ara MHQeKIrHy, 06yCcJ0BUBLIETO
pa3BUTHE reMOJIUTUYEeCKON aHeMuH. [Ipu TsKes0H aHe-
MHUH MOTYT HAa3HAyaTbCs KOPTHUKOCTEPOU/JHbIE TOMO-
HaJbHble Npenaparsl, aHajsorudyno npu AUTA. Tlo xwus-
HEHHBIM T0Ka3aHUAM MOTYT NPUMEHATHCI TPaHCPY3UU
3PUTPOLUTOB.

V. AyroumMMyHHbIe ['A c aHTHTe/1aMU IPOTUB aHTHU-
reHa 3puTpo6.JiacTa c pa3BUTHEM NApLaJIbHOM Kpac-
HOKJ/IETOYHOH aljia3uu

[lapuuasbHO KPACHOKJIETOUHYIO alJIa3uio 3apy6ex-
HBIMM aBTOpaMu, mpeayioxeHHy B 1993 r. Wintrobe
u Darry M. Williams u mogudunupoBanuywo B 2013 1. J.
Lipton u coaBT., BbIAENAIOTCS TPU GOPMBbI: BpPOXK/AEHHAs
[IKKA - anemus [laiimoHja-biiekdana, nprobpeTeHHas,
BTOpHUYHas (Kak CUHApPOM 3aboJieBaHuMsl). B Hamel cTpa-
He HChoJsib3yeTcsl Kiaaccudukanusa 1997 1., B KOTOpou
BbIZIeJIEHO 5 popM.

1. UpronaTtuyeckas y B3pOCJIbIX.

2. BpoxxneHHast popma - aHeMmus [laimoHja-baiekda-
Ha

3. AyToMMMyHHasl TeMOJIMTHYECKas: aHeMHsl, IPOTe-
karomas kak [IKKA (AUTA-TTIKKA):

a) mepBUYHas,

6) cumnToMaTHyeckas MpU: peBMATOMAHOM apTpH-
T€, CAHCTEMHOM KpPAcHOU BOJYaHKe, TUPEOUANTE, MUKPO-
TPOMGOBACKYJIUTE, OCTPHIX JIEHKO3aX.

4. CoyeTaHHasd ¢ M-rpailu€HTOM Y B3POCJIbIX.

5. CumnTomMaTHuecKas mpu:

- MuenonponudepaTuBHOM CcUHJpoMe 6e3 Ph-
XPOMOCOMBI

- 5q- cuHApoMe

- OcTpbIX JIeHK03ax

- XpoHUYEeCKOM MHUeJIoJIeKo3e

- XpoHMYEeCKOM MOHOIIUTAPHOM JIEHKO03€e

- JlumdonposrdpepaTUBHBIX 3a60JeBaHUAK, BKJIIO-
qas JIeHK03 U3 GOJIbLUIMX PAaHy/JMPOBAHHBIX JUMQOLHU-
TOB

- Tumome

- [lapBoBupyce B19

- NEPHUIIMO3HON aHeMuH (fedunut B12 u posreBoit
KHCJIOTBI),

- COJIU/THBIX OTYXOJISIX,

- aBUTaMHHO3e B2 (cHmkeHUe pubodaBrHa),

Y 6oabHbIX XITH, MpuMeHSBIIMX PEKOMOUHUHTHBIN
3PUTPONOITHH (AaHTUTE/A NPOTUB 3PUTPONOITHUHA) WU
NpepBaBIIUX JIeUeHHE 3T03ITHHOM TaKXKe MOXKET HabJI10-
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natbes [IKKA. Eciu y nanuenTa BoisBaseTcs [TKKA, To
ee HeoOX0/JMMO YeTKO pa3/ieJIUTh — ABJSETCS OHAa UHO-
NaTU4eCKOH, BpOXKJAEHHOM UM CUMIITOMAaTUYECKOH, T.€.
CUH/IPOMOM KaKOr0-TO 3a60JieBaHHUSl.

B naHHOM pasfesie [JeTajJbHO pacCMOTPUM MPHOG-
peTeHHYI0 YUCTYI0 KPacHOK/JIETOYHYI0 amjia3uio He-
yrouHeHHYI0 (kog MKB-D60.9).

Xapaxkmepucmuka

[IKKA - 3To TsKesilag HOpMOXpPOMHasi aHeMUs C HU3-
KMM YPOBHEM PETUKYJIOLUTOB, OTCYTCTBUEM WUJIU PE3KUM
CHIDKEHMEM KOJIMYEeCTBa fPOCOAepHaliuX 3PUTPOUA-
HBIX 3JIEMEHTOB B KOCTHOM MoO3re 6e3 ero obuieil rumo-
J1a3UH, TOTPEOHOCTHIO B TPAaHCPY3USAX 3PUTPOLUTOB U
YacTbIM OCJOXKHEHHEM B BHJe Teperpy3kd opraHusMa
»KeJIe30M U TeMOCH/1ep030M BHYTpeHHUX opraHoB. [IKKA
B U/JMONATUYECKON (opMe BBICTYNAaeT KaK CaMOCTOS-
TeJbHOE 3a00JieBaHUe, B CUMITOMAaTUYeCKON dopme -
KaK CUH/IPOM U CoYeTaeTcs C APYTUMU 3a60/1eBaHUSAMHU.

ImuonamozeHes

JTHoJIOTHA [0 KOHLA He u3y4yeHa. [eHe3 3aboJieBa-
HUSl UMMYHHBIW: a) Yy YaCTHU NallUeHTOB 00HAPYX UBAIOT
aHTHUTeJa, 0THocAMecs K 1gG, ukcupyrouecsd Ha aape
3pUTPO6IacTOB / HOPMOGJIACTOB U OKA3bIBAIOIHE LUTO-
TOKCUYECKUU 3P PEeKT Ha TaK MEKBUI0BOM aHTUTEH IPU-
Tp06.J1aCcTOB, MPUBO/S K TOJHOH aljla3uu 3pUTPOUSHOTO
pPOCTKa; 6) Y HEKOTOPBIX OO0JIbHBIX B MJIa3Me 00HaAPYXKH-
BalOTCS aHTUTeJIa KJ1acca IgG K TOpMOHY 3pUTPOTNO3TUHY
(MHTHOUTOP 3PUTPOMNO3THHA); B) MOTYT BBISBJAATHCH U
aHTU3PUTPOLMTApPHbIE ayTOAHTUTeNA aHTU-Pr cren-
UPUYHOCTH, NPUBOAALINE K TEMOJIU3Y IPUTPOLIUTOB.

Kaunuka

Kasobbl Ha MOBBILIEHHYIO YTOMJISIEMOCTh, T'OJIOBO-
Kpy»KeHUe, COHJIMBOCTb, HApaCTaIoILYI0 CJ1aboCThb, CEPA-
nebreHue, OJIbILIKY NPU He3HAUUTENbHbIX GU3NUECKUX
Harpy3kax; MalleHTbl OTMeYyalT OTeKH CTOIl, NacTo3-
HOCTb roJieHeN K KOHIY JIHS, UTO TUIHYHO JJI1 aHEMUHU.
YpoBeHb reMOIJIOOMHA ¥ TAKUX MALIUEHTOB OIpesieisieT-
cs1 okoJio 50-60 r/n wiau MeHbllle. B ocHoBHOM 3a6o.1e-
BaHUe HaYMHAeTCs UCNO/BOJIb, 6e3 6YpHBbIX CHMITOMOB
OCTpO¥ maTosioruy, 6e3 yoeAUTeNbHON CBA3U C HAC/Ae]-
CTBEHHOCTBIO, C BHEIIHUM PaKTOpPOM, C IPYTUM 3ab0J1e-
BaHHWEM WJIM C JleKapCTBEHHbIM NpenapaToM. KoxkHble
MIOKPOBBI U BUJJUMbIe CIU3UCTbIe Oyie/iHbIE. AyCKY/IbTa-
THBHO BBICYIIMBAETCS IIYM BOJIUKA, HA BEPXYLIKE CEPJ-
112 - CUCTOJNNYeCcKUi myM. [ledyeHb, cesie3eHKA HE YBEJU-
YeHbl, FeMOpPparuyeckui CHHAPOM OTCYTCTBYET.

Hepesnko eue [0 ycTaHOBJEHWS JAMArHosa Malu-
€HTaM Ha3Ha4ya/JoCb JieueHHe, KOTOpPOe COCTOSJIO U3
TpaHCcPy3Uil JOHOPCKUX IPUTPUTOB, YACTO HA3HAYAIHCh
npenapaThl ’Keje3a BHYTPb, WHOT/AA - BHYTPUBEHHO,
BUTaMUHBbI rpynnsl B, C, mpenapaTbl 3pUTPONO3THHA,
TJIIOKOKOPTHUKOUHBIX TOPMOHOB. BaXKHO OTMETHUTB, YTO
TeyeHUe 3a60J1eBaHUS TOPIUAHOE, Y 60JIbHBIX BbIPDAXKEH-
Hasl 3aBUCUMOCTb OT TpaHCY3UH IPUTPOLIUTOB, TPUBO-
Jidlasg K OpOrpecCUpOBaHUI0 Meperpy3kd OopraHuM3Ma
»ese30M. [Ipy pa3BUTHM TeMOCH[Eepo3a BHYTPEHHUX
OpraHoB KOXKHbI€ OKPOBBI 6JieZiHbIE C ABIMYATO-CEPHIM
OTTEHKOM, YBeJU4eHUe pa3MepoB MevyeHH, nedeHoUHast



JIEKUNA

HeJJ0CTaTOYHOCTb. MOryT pa3BUBAaTbCsS 3H/AOKPUHHAs
HEJI0CTaTOYHOCTh B BHUJE CaXapHOro juabeTa, UMMYH-
Hasl HeIOCTAaTOYHOCTD C YaCThIMU HHPEKIUAMH, A TAKIKE
cepAieyHast HeZJOCTaTOYHOCTb, aPUTMUHU CepALA.

JuazHocmuka

B remorpamMmMe - riy6okasi peppakTepHas HOPMOX-
poMHasi aHeMus, peTUKyIouutoneHus (<1%); uucio
TPOMOGOLUTOB B Ipejiesiax HOPMBI, JIEUHKOIUTHI B HOP-
Me WM CHUXKEHO, JieHKouuTapHas ¢opMysa HOpMaJib-
Hasi WM BbISIBJISIETCS €€ CABUT BJIEBO J0 MUEJOLUTOB.
B MuesorpaMme - OTCyTCTBYIOT 3PUTPO- U HOpMOOGJia-
ctbl (<5%, Ho yacto 0,1-0,5%, npu Hopme 14-26%) mpu
COXPAaHHOCTH OCTaJIbHbIX POCTKOB KpPOBETBOPEHUSl U
001ell KJIeTOYHOCTH KOCTHOTO Mo3ra. [Ipum okpacke
nyHkTata no [lepJicy BbISIBJASIOTCS MOBBIIIEHHOE COJEP-
»KaHue cuZepo61acToB KOCTHOro Mo3ra. McciepoBaHue
TPENaHOOGUONCUU U3 TOJAB3/J[OUIHONA KOCTH - KOCTHBIH
MO3T KJIETOYHBIM (TUMOIJIa3Kusi OOGbIYHO He BBISBJISET-
cs1), C HOPMaJIbHBIM COOTHOIIEHHWEM >XUPOBOU TKaHHU
U KJIETOK KOCTHOTI'O MO3Ta, HO pe3Ko cyxeH (<5%) wuiu
OTCYTCTBYeT 3pUTPOUJHBIN psAA. UMMyHoJOTHYecKoe
MCC/Ie/JOBaHME KJIETOK KOCTHOTO MO3ra — o6GHapyeHue
ayTOAHTHUTEJI K 3pUTPOKAPHOLUTAM (K KJIeTKaM KOCTHO-
ro Mo3ra).

Cozep:xaHue Kesie3a B OpraHax U CbIBOPOTKe KPOBU
YBeJIMYEHO, YBEJMYEH TAKKe U CbIBOPOTOYHBIN deppu-
THH. Ba)KHO OLeHUTb YPOBEHb CHIBOPOTOYHOIO 3PUTPO-
MO03THHA, KOTOPBIH J0/KEeH KOMIIEHCATOPHO OBITh PE3KO
yBesqndeHHbIM. [Ipsimas mpo6a Kymb6ca, kak mpaBuiio,
oTpuuaTtesbHas. OfHaKo, AJd NOATBEPKJEHUS AUaTrHO-
3a uauonatudeckod [IKKA momoraer ompepesneHue c
MOMOIIb arperaT-reMarmilOTHHALMOHHON MpPO6kl ayTo-
aHTuTesNa Kiaacca IgA, pexxe 1gG, nnu o6a kiacca ofHO-
BpeMeHHO, KOTOpbIe HanpasJieHbl K Prld-aHTureny apu-
TPOLIUTOB.

JuddpepenyuanvHas duazHocmuka

JuddepernmanbHyto JUarHocTuky npoBogat [IKKA,
KOTOpasi ABJAAETCS CUHJPOM IPU TUMOME, JIJI1 KOTOPOH
Hapsay ¢ pedpaKTepHOH aHEMUeH, PeTUKYIOLUTONEHHU-
€el, 3puUTpo6.IacTONEeHHEN 0TMeYaeTCsl MUaCTeHUYEeCKUH
CUHJpOM (AWMJIONMS, MblleYyHas €aabocTb, 3aTpPyAHe-
HUe TJIOTAaHHUsl U JKEeBaHUSI, THYCAaBOCThb T0JI0CA); MOXET
ObITh BbIpAXKEH CHHAPOM MeJMaCTHHAJbHOM KOMIpec-
CUU WJIM CUH/POM BepXHeW TO0JI0M BeHbI (O/bILIKA, L{H-
aHO3, OTeK 06.J1acTH 1LieH, TPy, HabyxXaHHe SPEeMHBIX
BeH). B uarHocTuke TUMOMBI IOMOTaeT PeHTreHorpa-
¢us, MPT, KT opranoB rpyaHoi kiaeTky, [13T-KT no3so-
JIIOLIYE BhISIBUTD 3aTEMHEHHE NIepe/HETr0 CpeSloCTEHUS,
TUINepIIa3ii0 TUMYCa; HO OCHOBHBIM METO/IOM JHWarHo-
CTUKU ABJIIETC UMMYHOTMCTOXUMHUYECKOe HCCIe/j0Ba-
HUe 6uonTaTa TUMyca. [Ipu BpoxaeHHOU aHeMuu /Jlaid-
MoH/a-biekdeHa 3a6osieBaHUe NPOSBASIETCA TOJBKO Y
JieTel paHHero Bo3pacta (oT 1 Mec. 1o 1 roga), yacto -y
HeJIOHOLIEHHBIX. MUesorpaMmMa XapakTepHu3yeTcs alJjia-
3Wel IpUTPOO6JIACTHOTO POCTKA, B reMorpamMMme - aHe-
MU$l, PETUKYJOLUTONEHUS; IPU 3TOM He BbIABJIAIOTCH

ayTOaHTHTeJa K apuTpobsactam. [Ipu crnenuduyeckom
MOpPa)KEHUU KPaCHOr0 POCTKAa KOCTHOTO MoO3ra IapBa-
BupycoM B19, otHocsmeMcs k PHK BupycHo#t nHbek-
IUM U TNepejarolieiicd BO3AYIIHO-KaleJbHbIM MyTEM,
3aboJieBaHMe MposiBaseTcs npusHakamu OPBU, moxeT
CONPOBOXJATHCA JIMXOPAAKOW. Y OOJNbHBIX XapaKTepHa
yMepeHHas HOPMOXPOMHasi TMII0- WJIU apereHepaTopHas
aHeMmusl. B Teyenue 21 aHA BbIpabaThIBAlOTCS aHTUTENA
K BUPYCY, U OH aJIMMUHUpYyeTcs. [lapBaBUpyc onaceH AJs
6os1bHBIX BpoxkeHHOM ['A (MunkoBckoro-Illodapa, cep-
TIOBU/IHO-KJIETOYHAsl aHEMUS U [JIP.), TAK KaK BbI3bIBAET
anJacTUYecKUuil Kpu3. [l JUarHOCTUKU MapBaBUPYC-
HOW MHQEKIHUU OMOTaeT onpejesieHre aHTUTeN K BU-
pycy B19, a Takxe xapaKTepHble B MyHKTaTe KOCTHOTO
MO3ra TMraHTCKHe 3pUTPO06.1acThlI.

Jleyenue

1. Ecsiv BbIsiBJIeHA IPUYMHA NPUBe/IIast K pa3BUTHIO
[IKKA, To ee JjiedueHue MoxeT ObIThb Haubosee apdek-
TUBHO JJI1 YCTPaHEeHUs CHHJpOMa MaplualbHOU Kpac-
HOKJIETOYHOM aljla3uu. B 4acTHOCTH, IpU AUAarHOCTHKE
THMOMBI — €€ yaJleHue.

2. Ilpy fUarHoCcTyKe MapBaBUPYyCHOW UHPEKIMU Hau-
0osiee ompaBAaHO OyJeT Ha3HAuYeHHWE BHYTPUBEHHBIX
MMMYHOIJIOOY/IMHOB, 00bIYHO B A03e 5-10 r/cyTkd Ha
NPOTSDKEHUU 7-14 nHEH.

3. Ecnu npeanosiaraeTcss UMMYHHBIH reHe3, TO M0JI0-
KUTEJbHBIN 3QPeKT MOXKHO MOJYIUTh, Ha3HAYAS NpPe]-
HU30JI0H 110 60 MI' BHYTpPb AJUTEJbHOCTBIO 2-3 HeJeln
C IOCTeNeHHOM oTMeHOMU NpenapaTa. Ha Tako# fo3e 3¢-
beKTUBHOCTb 06bIYHO cocTaBJisieT 40%.

4. [Ipy HeaPPEKTUBHOCTHU Tepanruy FTOPMOHAIbHBIMU
npenapaTaMu MOXeT ObITh Ha3HAu€H LUKJIOCIOPUH A B
HayaJbHOM Jj03€ 5 MI/KI/CYT. C NOC/AEYIOIUM CHIXKe-
HUEM J10 3 Mr/Kr/cyT. JJIMTeNIbHOCTb Tepamuu 10 6 Mec.
[Ipu HenepeHOCUMOCTH WU HEIPHEKTUBHOCTU LIUKJIO-
CIOPHHA — a3aTUOMNPHH.

OCHOBHBIM METO/IOM 3aMeCTUTEJbHOU Tepanuu AJs
KOMIIeHCAllUM aHeMHH - TpaHCY3UU JOHOPCKUX IPU-
TPOLIUTOB, KOTOpble ONTUMAaJbHO MOJOUPATh 1O WH-
JUMBU/IyaJbHOMY TOAGOPY. YUUTBIBAs, YTO HEKOTOpPbIe
MalKleHThbl MOJYyYUJIU MHOXKeCTBeHHbIe TpaHChy3un (60-
Jiee 20 103), UM HE06X0AUMO HA3HAYUTh XeJaTOPHYIO Te-
panuio npu nopwiieHuu pepputrHa 60see 1000 Hr/ M1
B HacTosilee BpeMsi IpUMeHSIOTCS TpenapaTsl Jedepa-
3Upokc B jo3e 20-40 Mr/Kr BHYTpPb C MEPUOAUYECKUM
KOHTPOJIEM YPOBHS CbIBOPOTOUHOTO GeppUTHHA.

IIpozHo3

Y 15% mnanueHTOB MOXET BO3HUKHYTb CIIOHTaHHAs
pemuccusi, 65% 60JIbHBIX OTBEYAlOT Ha UMMYHOCYTIpec-
cuBHYl0 Tepanuto. [Ipu 3Tom B 50% ciydaeB BOSHUKAET
penuauB 3ab6oseBanus, 80% KOTOPBLIX JAIOT IMOJIOMKH-
TeJIbHbIA OTBET Ha MOBTOPYIO0 Tepamnuio. BaxkHo Takxke
OTMETUTB, UTO He6OJIbLIAs 101 MAIMEHTOB MPOTPECCU-
pyeT ¢ UCX0Ji0M B aJacTUYECKYI0 aHEMUIO WJIM OCTPbIN
MMEJIOUIHBIN JIEHKO03.
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