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BBenenue

PacnipocTpaneHHOCTh HEYPOTUUESCKOTO CHHIPOMA OIPENIEIISETCS MUICMHUOTOTHIECKON
XapaKTEePUCTUKOM TeX 3a00JIeBaHuil, TIPU KOTOPBIX OH pa3BuBaeTcs. Tak, y ahpoamMepuKaHIIeB B
CBs3U C HAJIMYHUECM OMPCACIICHHBIX TCHCTUYCCKUX NACTCPMHUHAHT YalllC pa3BrUBACTCs
(oKaNTbHOCErMEHTAPHBIH TIIOMEPYIIOCKIIEPO3, SABJISIOUIMNACS OTHON U3 BEAYIIMX IPUYMH
He(POTHUYECKOTO CHHApOMa. B cBOO ouepeib, IpU MHOTHX (OPMax XPOHUYECKOTO
[IOMEpYJI0HEPPHUTA, YACTO BCTPEUAIOLIMXCS B PAa3BUTHIX CTpaHaX, Hanmpumep s [gA-
Hedponatuu, HehPOTHUSCKUN CUHIAPOM MEHEE XapaKTEePEH, M €ro HaJHuue BCer/ia yKa3bIBaeT Ha
CYIIECTBEHHOE YXY/AIICHUE OYEYHOro nMporuo3a. CemMeiiHbie BapuaHThl HEPPOTHUECKOTO
CHHJIpPOMa BCTPEYAIOTCS KPaHEe PEIKO; U3BECTHA MX aCCOLMAIUS C OTPEICIICHHBIMU
STHUYECKUMH IPYIIIAMHU.

Oo6menpunsTON Knaccudukanuu HeGPOTUISCKOTO CHHIPOMA He pa3paboTaHo.
B03MOXKHO BbIIETICHUE IEPBUYHOTO (MIMOMATHIECKOI0) BAPHAHTA, KaK MPaBUIIO,
00YCIJIOBJICHHOTO HOCUTEIBCTBOM MYyTallUi OMPECICHHBIX TEHOB (HApUMep, KOAUPYOIIHX
MeMOpaHHbIEe OEJIKH MOIOIUTOR), HEPEIKO HMEIOIIUX CEMEHHBIN XapakTep, U BTOPUYHOTO,
Pa3BUBAIOLICTOCS MTPU PA3IMYHBIX 3200JICBaHUSIX U COCTABIISIOIIETO TIOIABIISIONICE
OOJIBIIMHCTBO BCEX CIy4aeB HEPPOTHUESCKOTO CHHIPOMA.

C KJIMHHYECKOM TOUKHU 3pEHHsI HEOOXOAUMO BBIJICICHUE THITO-H THIICPBOIEMHUYECKOTO
BapraHTa He(YPOTHUECKOTO CHHPOMA; TUITOBOJIEMUYECKHI BapUaHT OCOOCHHO OMAcEeH C TOYKU
3pEeHUs pa3BUTHSA HEQPOTUIECKOTO KPU3a, KOTOPBI MOXKET OBITh CIIPOBOLIMPOBAH, B YaCTHOCTH,
IIEPEN03UPOBKOM NETIIEBBIX IUYPETUKOB.

[MpuunHbl HeGPOTUIECKOTO CHHAPOMA JOJDKHBI Pa3rPaHUIMBATHCS, TOCKOJIBKY pa3HbIe
TIIOMCPYIIAPHBIC TOBPCKACHUA UMCIOT PA3JIMYHOC KIIMHUYCCKOC TCUCHUC U Tpe6y10T
CaMOCTOSTENILHOTO JICYCHHUSI.

ITHOJIOTUA U NATOTeHEe3

OcHOBHbIE TPUYHHBI HEPPOTHUUECKOTO CUHAPOMA: IIIOMEPYIOHE(PUTHI - TEPBUUHBINA U
IIPU CUCTEMHBIX 3a00J1€BaHUSIX, TUabeTuueckas HedponaTus, aMUIION 103 TIOYEK.
HedpoTtnueckuit ciHAPOM MOXKET ObITh ACCOLIMMPOBAH CO 31I0KAYECTBEHHBIMU OITyXOJISIMH
NapaHeoIUIaCTHIECKUN HEPPOTUIECKUI CHHAPOM, BOZMOKHBIHN KaK MPH COJHMIHBIX OMYXOJISX,
TaK U NpH TUMPoIposndepaTUBHBIX 3a007€BaAHUAX ), TPHEMOM HEKOTOPBIX JIEKAPCTBEHHBIX
penaparoB (cosv 30510Ta, D-neHuImaMmis), HAPKOTUKOB (TEPOUH ), alNIEPrUYeCKUMU
peakiusiMy (MUIIEBbIE aJUIEPTeHbl, YKYChl HACEKOMBIX, 3Meil). HapacTanue nporennypuu,
BILJIOTH J0 HEQPOTUUECKOTO YPOBHS, ONPEAEISETCS MPEXK/Ie BCETrO yTPATOl CEIEKTUBHOCTH
JIOMEPYJISIpHON 0a3anbHOM MeMOpaHO# M MPOTrPeCCUPYIONIEH MOIOIUTAPHON TUCPYHKITUEH.
[Torepu anbOymMHHA C MOUYOH OTIPENEIISAIOT TAK)KE M CHUKEHUE OHKOTHUYECKOTO JTaBJICHUS KPOBH,
oOycnoBnuBarollee HapacTaHue oTekoB. HeanekBaTHas akTuBalus peHUH-aHTMOTEH3MH-
aJbJIOCTEPOHOBOM CUCTEMBbI, TUITMYHAS JUIsI MHOTUX BapUaHTOB HEPPOTUUECKOTO CUHAPOMA U
MPUBOAAIIAS K YCYTYOsOIel OTeK PETEHLIMN HAaTPUsi U OCMOTHYECKH CBSI3aHHOW BOJIBI,
JIOTIONTHSIETCS PE3UCTEHTHOCTHIO COOTBETCTBYIOIINX CETMEHTOB HE(POHA K HATPUITypeTHUECKUM
nenTuaaM. TunuyHas 1711 HEPPOTHUUECKOTo CUHAPOMA FHIePKOAryJIsIHs, OnpeeseMas
aKTHBAlLlMEH, B IEPBYIO OYepe/ib CHIBOPOTOYHOTO U HHIOTEINAIBHOIO 3B€Ha TeMOCTa3a,
00yCIIOBITMBAET YBEIMYCHHUE PUCKA BEHO3ZHBIX TPOMOO30B U TPOMOOIMOOITHIA.

MeMmOpaHo3Has HepponaTust

Membpano3nas Hepponaruu (MH) siBnsiercs HanOonee yactoit mpuunnoit HC y
B3pocibIX. OTMETUM JIUTEIBHO MPOJOIDKABIINECS TOUCKU ayTOAHTUTEHOB y YeJIOBEKa, K
KOTOpPBIM 00pa3ytoTcs aytoaHTutena (B ocHoBHOM [g(G4), B pe3ynbraTe uero 3amyckaercs
MeXaHU3M (HOPMHUPOBAHUS UMMYHHOT'O KOMITJIEKCA C aKTHBAIe KOMIUIEMEHTa U 00pa3oBaHUEM
MeMOpaHoarakyrotiero komiiekca (MAK), 4to o0ycioBiIMBaeT OTIOKEHUE CYOITUTETHATBHBIX
JITIO3UTOB B KIIyOOUKax. ITO MPUBOIUT K CyOJIeTaIbHOMY MOBPEXKIEHHUIO MOJIOLUTOB 33 CUET
CTHMYJIUPOBAHUS 00pa30BaHUS aKTUBHBIX (DOPM KHCIIOPOAA U TIPOTEHNHA3, MTOBBIIIAIOIITIX



MPOHUIIAEMOCTbh MEMOpPaH, aKTUBUPOBAHUS CTPECCa SHIOMIA3MaTHUYECKOTO PETUKYITyMa U
arornTo3a, MOBPEKICHUS aKTHHOBOTO IIUTOCKeNeTa U meneBuanon auadparmel (1L[J]) moueunsix
KI1yOoukoB. Bee 310 00ycoBiIMBaeT MOBHIIEHNE TPOHUIIAEMOCTH KITyOOUYKOBOTO
¢misTpanronHoro 6apsepa (KOB) u BozHukHoBeHne MaccuBHOM 11V,

B 2002 roay ¢dpaniry3ckum uccienoBaTesiM o pykoBoacTBoM Pierre Ronco ymanocs
UACHTU(DUIIMPOBATH TIEPBBIN MOAOIUTAPHBINA AHTUTCH, BHI3BIBAIOIIMIA PEIKHI HEOHATATBHBIN
BapuaHT MH y uenoBeka. OTUM aHTUT€HOM OKa3alach HEUTpAJIbHAS SHIONENTUAA3a [TOTOLIUTOB
(NEP), reneTudecku OTCyTCTBOBABIIIasl y MaTepHu.

B 2009 roxy 6b11 naeHTUGUIMPOBAH TIEPBBIA aHTUTEH, OTBETCTBEHHBIN 3a pa3Bute MH
y B3pocibix. Im okazancst PLA2R, penenirop gocdonunazer A 2 M-tuna.

W nakonen, B 2014 rogy Ol onMcaH Apyroil MeMOpaHACCOIMUPOBAHHBIN OEJIOK,
SIBJISIFOIIMIACS TTOIOIIUTAPHBIM aHTUTEHOM — JIOMEH TpoMOocnonauHa | tuma, conepxanuii 7A
(THSD7A). Ceronus ycranoBieHo, yto anturena Kk PLA2R BeisiBisitores y 52—78 % nanueHToB
¢ MH, antutena k THSD7A — y 3HaunTenbHO MEHBIIETO YHCa OOIBHBIX, COCTABISIONINX 2—5
%. W3penka BCTpeyaroTCs JIMIIA, Y KOTOPHIX BHISIBICHBI 00a OTMEUEHHBIX ayTOAHTHUTENA.

KnnHnueckyro 3Ha9MMOCTh MOXKET UMETh (haKT 3HAYUTEIBHO 00JIee YaCTON acCOIMaluu
antuten kK THSD7A co 3nokadecTBeHHBIMU HOBOOOpa3zoBaHusMH. [Ipu 3TOM yCTaHOBIEHO, UTO
20 % THSD7A-1n03UTHBHBIX MMAlIUEHTOB JaBaJH MaJMTHU3AIMIO, BBISBIIIEMYIO B TEUEHUE 3 MEC.
OTaenbHO OTMETHUM, UTO ceroiHs npuMepHo y 10 % mauuentoB ¢ MH He ynaeTcst BBISIBUTH
ONMCAHHBIX BbIIIE aHTUTEI

/InabdeTnyeckas Hegponarus

Hapymenne nponunaemoctu KOb BO3HMKAET Kak MPAMOE CIEACTBUE TUIIEPITIMKEMHUH.
[ToBbIIeHNE COMEPIKAHNUS TITFOKO3BI B KPOBU OOYCIIOBIIMBACT MHAYKIIUIO MHOXKECTBA (DAaKTOPOB,
o0ecreunBarIIUX B KOHEUHOM CUeTe OBPEXACHHUE KITyOOUKOB, pa3BUTHE TIIOMEPYIOCKIEpO3a U
MOYEYHOM HEJJOCTAaTOYHOCTU. YBEJIMUEHNUE COACPKAHUS TIIFOKO3bI IPUBOIUT K CTUMYJIALIUN
aJbTEPHATUBHBIX META00IMYECKUX U3MEHEHHH, BKIIIOYas aKTUBAIIUIO TIOJIHOIOBOTO,
TFeKCO3aMMHOBOTO U MUOMHO3UTOJILHOTO ITyTel. B pe3ynbrare noseimaercs oOpa3oBaHue
MPOABUHYTHIX KOHEUHBIX MpoaykToB rmukupoBanus (KIII'), aktuBanus npotemHKuHA3bI C
(PKC) u, HakoHel, yBenuueHne 00pa30BaHUs PsAa IPOBOCHAIUTENbHBIX IIMTOKUHOB U
akTuBHBIX (hopM kuciopoaa (ADK) B 0CHOBHOM 3a CUET aKTHBAIMH MPOIIECCOB OKUCIUTEIHHOTO
dbochopunrpoBaHus B MUTOXOHAPHUSIX.

Haxonusmmecs ADK, KIIT, aktuBupoBannas PAC cTuMynupyroT pazHooOpa3Hble
BHYTPUKIJIETOYHBIE CUTHAJIbHBIE TyTH, BEAYIINE K N3MEHEHUIO SKCIIPECCUH LIE€JIOT0 psifia FeHOB U
KJeTouHOl nucdyHnkimu. M3ydenrne Mmexannu3moB pa3sutus JIH nmokasano, 4to B mporiecce
3a00J1eBaHNUs TOJJOLIUTHI TEPSIIOT CBOU XapaKTepHbIE 0COOEHHOCTH U MOCTENEHHO NPHUOOpETaOT
(eHOTHUTT ME3EHXUMAIIbHBIX KIETOK. DTOT (DEHOMEH IMOJIy4nII Ha3BaHUE dIUTEIUATBHO-
Me3eHXxuManbHoU Tpanchopmanuu (OMT).

B xone OMT nonouuTsl TEPSIOT CIIOCOOHOCTh KCIIPECCUPOBATh TaKue crielu(puIecKue
Oenku, Kak HeGpuH, moxouH, Pkaarepun, ZO-1 u HaunHatoT npou3Bonutb FSP1, necmun,
MMP-9, PAX-2, BUIHUHTHH, aKTUH 0-[JIaJKUX MBI (0-SMA), MapKepbl Me3eHXHUMaTbHbIX
KJIETOK. JTO MHIYIUPYET HCUE3HOBEHUE MEKKIETOUHBIX KOHTAaKTOB B KDb, Hapymenue
KJIETOYHOH MOJIIPHOCTH, CIOCOOCTBYET OTCIOCHUIO MOAOILUTOB U IoTepe ux ¢ Mouoit. Y 80 %
6ompHbIX ¢ C]I 2 Tumna, umetomux 1Y, n y 53 % manuenToB ¢ AY B MOY€ BBISIBIISIFOTCS
MOJIOLIUTHI, IPUYEM HEKOTOPBIC U3 HUX — KU3HECMOCOOHBIE. 3ahUKCUPOBAHHAS MTOIOIUTYPUS
OTIpE/IeTICHHO YKa3bIBaCT Ha OTPHIB moAonuToB oT ['BM, uTo 1 obecnieunBaeT naHHbIi (heHOMEH.
BrisicHuiioch, 4To rUNEPIIIMKEMUS KaK Y YeJIOBEKA, TAK U Y KPBIC, BBI3bIBAET CHIXKEHUE
sKCIIpeccuu uHTerpuHa a3f1, ¢ MOMOIIBI0 KOTOPOTO MOAOIHTHI TTprcoenuHsroTcs K ['bM. breuto
BBICKA3aHO MPEATNOI0KEHNE, COTJIACHO KOTOPOMY OTciolka nogouutoB oT I'bM npoucxoaut Ha
panHux ctaausx J{H, u uto HanM4Ke NoJOLKUTOB B MOYE MOKHO paclieHUBaTh Kak 0oJjiee paHHUM
6uomapkep pazsurtus JH, uem I1V.



BboJjge3nbr MUHUMAJBHBLIX H3MEHEeHUH

Ponb nupkynupyromux GakTopoB NPOHHUIIAEMOCTH B TATOreHe3e 00Ie3HH MUHUMAJIbHBIX
U3MeHeHUH U POKaTbHO-CErMEHTAPHOTO [IOMEPYIOCKIEepOo3a.

Jlo cux mop HeT eMHOTO B3I AA HA MPUHIUITHAIBHBIE OTIIMYHS STHX JIBYX
3a0oneBanuil. bosee Toro, cyliecTByeT MHEHHE, UTO 3TH 3a00JI€BaHUs CIEAyeT paccCMaTpUBaTh
KaK OIpeJIeIeHHbIE CTAaJH OTHOTO MPOoLecca, 00bETUHIEMOTO TEPMUHOM «HAUOTIATHYECKUN
Hedporuueckuii cunapom» (MHC).

B nacrosiiee BpeMst B 110JIb3y 3THOJIOTUYECKOU U raroreHeTnyeckou posn LIDII mpu
HNHC roopsT cienyronye KIMHUYECKUE U SKCIIEPUMEHTaIbHbIE HAOIIONCHUS.

1. PermmuupoBanue ®CI'C y 3040 % GonbHBIX MOCIIE MOYEYHON TPAHCIUIAHTAIUH.
[Tpu 5TOM "YacTOTa BTOPUYHBIX PEIIMAUBOB MIOCIE MOTEPH AJJIOTPaHCIIaHTaTa nmpesbiiiaetr 80—85
%.

2. Pemuccus, yacto Habrona0MIasCcs mocie NpoBeAeHus miazmadepesa u
UMMYHOAJICOpOINH ¢ 6erKoM A.

3. Bo3nukHoBeHue Tsxenon npexoasuen [1Yy mnaneHues, Mmarepu KOTOPbIX UMENIH
OCTI'C, gto ykasbiBaeT Ha niepeHoc LIDII ot marepu k peOEHKY.

4. Hapymenne I'b® ¢ pazputrem I1Y y kpbic ociie BBEACHUS UM TJIa3Mbl HIIA €€
bpaxiuii, B3aTeIX y nanueHToB ¢ ®CI'C. MOXXHO cUMTaTh YCTAaHOBIEHHBIM, YTO MOSBICHUE
LIDIT obycnoBneno auchyuknuerd T-muMGOITMTOB ¢ BBICBOOOKICHUEM OTNIPEICTICHHBIX
LIUTOKHWHOB, UTPAIOIINX BaXKHYIO pojb B natoreHeze bMU, noBpexaas nogouuThl U MOBbIIIAs
nponuraeMocts KOB. [1pu 3TOM, mOBHIUMOMY, HAOIIOMAETCS CABUT COOTHOMIEHUs T-
xenmnepHbix JumMdounutoB (Th2 u Th17) u Tperynsropubix kinetok (Treg) B cTOpoHY HEPBBIX €
MOCJIEIYIONIUM POCTOM IIEJI0TO Psijia MIPOBOCTAIIUTEIbHBIX IMTOKMHOB Y AIMEHTOB U Ha
*KUBOTHBIX Mofensix BMU. Haubonee peansubiMu niperenienTamu Ha Mecto L{DIT mpu OCI'C
CErOIHSl PACCMATPUBAIOTCS PACTBOPUMBII aKTUBATOP PEIeNTOpa MIa3MUHOTEHA YPOKHHA3HOTO
tuna (suPAR), kapauotponunononoOusiif nutokud-1 (CLCF-1) u antu-CD40-antuTena (aHTH-
CDA40)

JAuddepenunajbHast IMArHOCTHKA

DKckpenus 6eIKOB ¢ MOYOM JOCTUraeT 3HAYUTENIbHBIX BelanunH (Oonee 3 r/cyT) npu
XpOHMYECKOM H, pexe, octpoMm ['H, I'H npu cucremusix 3ab6onesanusx (CKB, mypmypa
[Iénneitna-l'enoxa), mopa’keHUM MOYEK NMPU NOAOCTPOM UH(PEKIIMOHHOM IHIOKAPIUTE U
napanpoTenHeMusax (MHOXKECTBEHHAs! MUEJIOMa, CMELIaHHask KpUOIIIOOYIMHEMHUST), TPOMOO03e
MOYEYHBIX BEH, a Takxe npu J{H.

YMepeHHy10, B TOM UHUCIIE «CIIEOBYIO» (MeHee 1 I/cyT) mpoTenHyputo 0OHapyKUBAIOT HE
TOJIBKO Y O0JIbHBIX XpoHUUYecKuM ['H, OpaliTOBBIM MM B paMKaxX CUCTEMHBIX 3a00JI€BaHUA, HO U
IIPU COCYIUCTHIX HE(QPOMATHUIX, B TOM UHCIIE MOPAKEHUH ITOYEK MTPH 3CCEHIUATbHON
apTepUalIbHON TUIIEPTEH3HUH, Y3€JIKOBOM IIOIHMAPTEPUUTE U aTEPOCKIEPOTUYECKOM CTEHO3€E
noyeuHslx aprepuii (MBI1). Baxxns! comyTcTByIOIIME TPOTENHYPUN U3MEHEHUSI MOYEBOTO
ocaJika 1 (PyHKIIMU TIOYEK.

[Ipu GonbLIMHCTBE XPOHUYECKUX He(pomaTuii NpoTeUHypHUsl, Kak MPaBUiIO, COYETAETCS C
spuTporMTypueii. U3011MpoBaHHBINA XapakTep MPOTEUHYPUH, HEPEIKO HE(PPOTHIECKOH,
CBOMCTBEH TPOMOO3y OYEUHBIX BEH U, 0COOCHHO, aMUJION 103y TTOYEK.

CoxpaHeHHe 3HaUNTeNbHON KCKPEIMH OETKOB ¢ MOYOW IIPU CTOMKOM MM OBICTPO
HapacTarolleM YXyIIIeHUH QyHKIUN MOYEK XapaKTepHO I aMUJION103a MOYEK, a TaKKe JUIs
JH. Hannune mukpoansOymunypun y 60sbHbIX CII 1-10 ¥ 2-10 THIOB € 3CCEHIMATBHOMN
apTepraJbHOM TUIEPTEH3UEN TOCTOBEPHO YKa3bIBAECT HA PA3BUTHE MOPAKEHUS ITOUYEK.

Hedgpornuexkunii kpus

Heotnoxuble MeponpusaTus npu HeppoTUYECKOM CHHAPOME HEOOXOAUMBI IIPU
HE(PPOTUUYECKOM KpHU3e - CHEIH(PUUECKOM BapHaHTE THIIOBOJIEMUYECKOTO II0Ka,
MIPOSBIIFOLIEMCS TPYIHOYIIPABISEMOMN apTepUaIbHOM THIIOTEH3UEN, OJINTOYPUEH, a TAKKe



XapaKTEPHBIM MTPU3HAKOM - MUTPUPYIOIICH 00JIE3HEHHOM 3pUTEMOM, HEPEIKO OITHOO0YHO
UHTEPIPETHPYEMOI KaK AEOI0T POXKH.

[Tpu HEDpOTHUECKOM KpU3€ HEOOXOIMMO:

* BOCTIOJIHEHHE 00beMa IIUPKYIUPYIONIEH KPOBH TUIa3MOM, paCTBOPOM allbOyMUHA
(6ecconeBbIM), BO3MOXHBI HH(Y3UH JICK-CTPAHOB, OJTHAKO JaHHBIE 00 X 3 ()EeKTUBHOCTH
MIPOTHUBOPEYHBHIL;

* aHTHKMHUHOBBIC CPENICTBA (MApMUIMH M TUPUKapOaT - B HACTOSIIIEE BpeMs B
Poccuiickoit denepanny He 3apErUCTPUPOBAHBI);

* aHTHKOAryJISIHTHI (HEQpaKIIMOHUPOBAHHBIN U HU3KOMOJICKYJISIPHBINA TelapUuHBI).

OcHoBaHUEM JIs1 TPUMEHEHUS HEOTIIOXKHBIX MEPOIIPUSATHH MPU HEPPOTHIECKOM
CHHJIPOME MOTYT CTaTh TPOMOOTHYECKHE U/HITM TPOMOOIMOOINYECKHE OCIIOXKHEHUs. JleueHne
UX TMPOBOJMTCS MO OOIIMM MpaBUIIaM; 00s13aTeIbHO IPUMEHEHNE aHTHKOATyJISTHTOB

dapmaxkorepanus

Hapymenue nponunaemoctu kiryooukoBoro ¢puisTpannoHHoro 6apsepa (KOb) npu HC
00yCIJIOBJIEHO NTOTEPEN MHTEIPATUBHOCTH TPEX €r0 COCTABIISAIOIIMX CJIOEB: SHAOTEIUS MOYSUHBIX
KalUIIPOB, TIIOMEPYIISIpHO 6a3anbpHO# MemOpansl (I'BM) u mogouunToB.

Hcxons u3 3Toro, 00IENpUHITHIMU METOIaMU HECHIEITU(PUUECKON CUMIITOMAaTU4ECKON
Tepanuu SBJSIOTCS HU3KOCOJIEBas TUETa U OCTOPOKHOE IPUMEHEHUE METIEBBIX JUYPETUKOB JUIs
YMEHBIICHHUSI OTEKOB, a TAKXKe OJIOKaTOPOB PEHUH-aHTHOTEH3HH-AJIbJJOCTEPOHOBOM CUCTEMBI
(PAAC) nns cHmxeHus: BHYTPUKITyO0ouKoBOro nasienus u [1V.

Jli1st 60pbOBI C TUIEPIIMIHIEMUEH TPUMEHSIOT CTATUHBI, C LEIBIO MPEIYTPEKACHUS
BHYTPHUCOCYIUCTOMN KOAryJsiliuy — aHTUKOATYJISIHTBI M aHTHarperantsl. [Ipu HeoOxonumoctu
UCTIONB3YIOT I1a3Ma00MeH U TeMOCOPOITHIO.

I TIOKOPTHKOCTEPOHIBI

[Ipumenenue koptukocrepousos (KC) sBisieTcst KpaeyrojibHbIM KAMHEM B JICUEHUU
nepsuuHoro HC. Havano ncnone3oBanus KC narupyercs nepsoii noiaosuHoi 50-x ronos XX
BEKa, Kor/Jia IOTJIaH/ICKHe Bpayu BIEPBbIE BHYTPUMBIIIEUHO BBEJIM KOPTU30H NpU HEPpo3ze. 3a
uctekmue 65 et 61arogapst BHEAPEHHUIO B KIMHUYECKYIO MPAKTUKY 3TUX MPENapaToB yAaaoch
cHU3UTH cMepTHOCTH OT HC 1 ero mocnencteuii ¢ 67 mo 3 %, a yactora peMuccuil y nereu
nocturia 80— 90 %.

Hmmynuvie mexanuzmol KC: Tepanesruueckast apdexrusHocts KC npu HC B
3HAYUTEJIBbHOU CTENEHU ONPENENIAETCS TECHOMHBIMUA U HETEHOMHBIMM MEXAHU3MAMH,
o0ecreunBaroIMI UMMYHO/IETIPECCUBHBIN U IPOTUBOBOCTIATUTENbHBIN 3 dexThl KC.

I'eHOMHBII 3G eKT pa3BUBaeTCA MEUIEHHO U peau3yeTcs Yepe3 B3auMoJIeHCTBIE C
BHYTPUKJIETOUYHBIMU TIIIOKOKOPTHUKOUAHBIMU perientopamu (I'P). Heakrusublie I'P cBsizanbI €
IIaMIEPOHOBBIM OEJIKOBBIM KOMIUIEKCOM, YTO O0ECIIEUMBAET UX COXPAHEHUE B COCTOSIHUU
HOpPMAaJIbHOTO (POJIAMHTA U MPEIOTBPALIAET UX MPEXKIEBPEMEHHYIO SJIEPHYIO TPAHCIOKAIIHIO.
[Tpu nonaganuu KC B kieTky oHu cBsizbiBatores ¢ ['P, 06pasyst komruieke KC/I'P, koTopslii mocne
JUCCOLIMAIIMU OT IIallepOHOBON CTPYKTYpHI IEPEHOCUTCS K KileTouHoMY sapy. [locie
POHUKHOBEHUS Yepe3 AepHyI0 MeMOpaHy B sIPO C MOMOIIBIO OEJIKOB UMIIOPTHHA-0L U
umnoptuHa-13 akruBuposanHblii kommuieke KC/I'P cBsa3biBaercs ¢ JIHK nnum koaktuBaTtopHbIMU
KOMILUIEKCAMH, TTOBBIIIIAsl SKCIIPECCHIO TE€HOB, KOJUPYIONINX 00pa30BaHHe
MIPOTUBOBOCTIAIMTEILHBIX IUTOKMHOB, TAKMX Kak (hakTop HeKpo3a omyxonu-anbda (DHO-a),
psn untepneiikunos (MJI), TNF-a, IF-y. OnHoBpeMeHHO MPOUCXOIUT B3aUMOICHCTBUE C
MIPOBOCHAIMUTENBHBIM IepHBIM QakTopoM TpaHckpumnuuu kKB (NF-xB) u aktuBaropom
nporenHa-1 (AP-1), cHmkarolee ux akTUBHOCTh. Hapsity ¢ BeIpaskeHHBIM
MPOTHUBOBOCTIANIUTENBbHBIM 3¢ (hekToM, hrukcupyercs ociabieHne KIeTOYHOT0O UMMYHHTETA 32
cueT nofanyieHus npoiudepannu T-TUMPOIUTOB, a TAKKe TYMOPAJILHOTO UMMYHHUTETA ITyTEM
YTHETCHUS KIIOHAIBHOU dKcripeccuu B-mumdonuTos u npoaykiuu antuten (AT).




Herenomnniii addext KC xapakTepusyercs ObICTPBIM HA4aliOM, HETIPOIOJDKUTEITLHBIM
JENCTBUEM U HE CBSI3aH C BIMSIHUEM Ha DKCIIPECCUIO FEHOB.

Heummynnoie mexanuszmol KC: u Bce xe rdpdexruBaocts KC npu HC siBHO He
MCUEPIBIBAETCS TPAJAULMOHHO ONMCHIBAEMBIMHU IPOTUBOBOCIAIUTEIBHBIM U
UMMYHOJETIPECCUBHBIM JeHCTBUSAMU. OO0 3TOM CBUAETENBCTBYET U JIOTHKA PA3BUTHS CTEPOUI-
gyBcTBUTEIbHOrO HC, Iipy KOTOPOM ITIOMEpYJIIPHOE BOCIIAJIEHUE 3a4aCTy0 OTCYTCTBYET.

HccnenoBanust nocieqHuX JeT JAIOT BCe O0blIe CBUAETENLCTB MPSIMOTO BO3ICHCTBUS
KC Ha cTpykTypy u dyHKI#0 mogoruToB. Eme 20 et Ha3an Obuto ycTaHoBieHo Hannuaue ['P B
MOJIOLIMTAX YEIOBEKa, 2 COBCEM HEAABHO BBIICHIIIOCH, UTO AKCIIPECCHSI 3TUX PELIENITOPOB MPSIMO
cBsi3aHa ¢ paspuBaromumMcst HC 1 4to 6eIKu UTOCKeNeTa MOA0IMTOB TECHO CBA3AHBI C
¢byukuuronuposanueM ['P. Tak, 3HaunTeIbHOE CHIKEHUE X AKCIPECCUU ObLII0 OOHAPYKEHO Y
NAIUEHTOB co cTrepouape3rucTeHTHeIM HC.

[Ipsimoe ctumynupoBanue ['P MoxkeT mpuUBOAUTH K PA3BUTHIO JIBYX MOJOKHUTEIbHBIX
3 PEeKTOB: MPSAMOH 3aIIUTE TOIOIHUTOB B YCIOBUAX INIOMEPYIISIPHOTO TIOBPEKACHUS M YCHIICHHIO
uX penapanuu. B skcepumMeHTax Ha KylIbType KIETOK JeKCaMeTa30H OCJIa0IIs anonTo3
MOJOLIUTOB, UHIYLIUPYEMBIH BO3IEHCTBUEM IIypPOMHUIIMHA, 32 CYET MHIMOUIIUYU IPOAIONTO3HOIO
Oenka p53 ¥ BOCCTAaHOBIIEHUS aHTHANIONTO3HOM akTUBHOCTU Bcl-2. A Ha KIeTouHOM KynbType
mpimer KC npegynpexnany JenoimMepr3auio OeIKOB aKTHHOBOTO IUTOCKEIIETA MOIOIUTOB,
YTO CTAOMIM3UPOBAJIO AKTUHOBBIE (PUITAMEHTHI M CITIOCOOCTBOBAJIO BBKUBAHUIO KIIETOK.

BepositHo, 3TOT 3¢ ekt ciennpuden s NIIOKOKOPTHKOHUIOB U OITOCPEI0BaH
MOBBIIICHHUEM aKTUBHOCTH BHYTPUKIIETOUHOM KMHa3bl Rho-A, KoTopast urpaer BaxXHyIO pojib B
cTabMIM3annm cTpecc-BosIoKoH. Kak n3BecTHO, 3TH BOJIOKHA, HA3bIBAEMbIEC TAKXKE ITyYKOBBIMH,
MPUIAI0T AMHAMUYHOCTD LIUTOCKENETY, 00ecreunBas MoJBUKHOCTb HOKKOBBIX 0TpocTkoB (HO)
nogouuToB. OTHOBPEMEHHO OBLIO MOKA3aHO, YTO JAEKCAMETA30H MOBBIIIAET BHKMBAEMOCTh
MOJIOLIUTOB, YTHETAsA aKTUBHOCTh MHTUOMTOPA HUKIMHOBOU KuHA3bl p21 u sxkcnpeccuto NJI-6, a
TaKXKe yCHIIMBAst SKCIpeccHio Oenka HedprHa, SBISIOMIEroCs KIFOYEBBIM KOMIIOHEHTOM
mieneBuaHoM quadparmser (LI/T).

Taxum 006pazoM obecrieunBaeTCs MPOIECC penapaiy MOJOIMTOB U HOPMATTU3YETCS
NOBBILIECHHAs TPOHHULIaeMOCTh KDb.

HHFI/I@I/ITODLI KaJbIIMHCBPHHA

Wuruburops! kajasuuHeBpuHa HUKI0cnopuH A (LlcA) u Takpoaumyc (TAK),
NEepBOHAYaJIbHO UCIOIB30BABIIMECS Y NAIIMEHTOB, IEPEHECIINX TPAHCIIAHTALIUIO OPTaHOB, B
TOM YHCJI€ TIOYEK, BIIOCIEACTBUU CTAIH IIUPOKO MPUMEHSTHCS IIPH Pa3JINYHbIX
NOJOUUTONATUAX. Pe3ynbraThl MHOIOUMCIIEHHBIX KIMHUYECKUX UCCIIeI0BAaHUM ITO3BOJISIOT
cerogus cuntath L[cA u TAK npenaparamu nepsoii auHuu B npouecce jedeHust HC, ocobenHo
npu ero ¢popmax, peppaxrepubix k KC, 1100 npu HEepeHOCUMOCTH, WU HATMYUH
IPOTHUBOMNOKA3aHUI K Ha3HAUEHHUIO CTEPOMIHBIX TOPMOHOB, TAKMX Kak caxapHblil quadet (Cl),
NICUXUYECKHE HAapYLIeHUs, TSLKEbI ocTeonopo3. Kpome Toro, coBMeCTHOE Ha3HAYEHHE
UHTuO6MTOpOB KajblMHeBpHHA ¢ KC 1mo3BossieT CHU3UTH J103Y, a 3HAUUT, U TOO0UHBIE 3(P(EKThI
MOCJIEHUX.

MHorouucieHHble KIMHIYECKHEe HaOII0IeHUs! OTHOCUTENLHO IPUMEHEHUSI MHTUOUTOPOB
KaJIbIIMHEBPHUHA MMOKA3bIBAIOT JJOCTATOUYHO BHICOKYIO UX 3 dextuBHOCTh Mpu CPHC. CornacHo
pa3ianuHbIM ucTouHuKaM, oT 40 10 100 % Takux ManueHTOB JOCTUTAOT MOJIHOW MIIM YaCTUYHOU
pemuccuu 3aboeBaHus B TeUeHHE nepBbix 6—12 mec nedenus L{cA . CxomxHoit 3 PeKTUBHOCTHIO
obnaznaer, no-sunumomy, 1 TAK [4], XOTs 9TO yTBEp»kK/IeHUE HE ABISETCS O€CCIIOPHBIM H3-3a
HE0CTAaTOYHOTO KOJIMYECTBA OOJIbIINX MHOTOLIEHTPOBBIX PaHI0MU3UPOBAHHBIX UCCIIEOBAHUN.

Hmmynnvie mexanusmor: 1{cA, npoHNKas B KIETKY, CBSI3bIBAETCS C
[UTOIJIa3MaTUYECKUM OEJTKOM UKIOPUINHOM, 00pa3ys aKTUBHBIN KOMILIEKC, KOTOPBIN
uHruoupyet kanbiuHeBpuH. TAK nocTturaer toro ke, 00pasys akTuBHbIN komiuieke ¢ FK-506-
cBs3bIBAOLIUM OenkoM. [Ipu 3ToM KalbLMHEBPUH TEPSET BO3MOXKHOCTH 1e(POCPOpHUINpPOBATh B
ruto3oie Txennepos (CD4+-T kiieTkn) TpaHCKpUNIMOHHBIN siiepHblid paktop NF-AT, koTopblit




HE MOXKET TPaHCJIOIUPOBATHCS B PO U 00€CIIEUNTh TPAHCKPHUIIIINUIO TeHOB ITUTOKMHOB WJI-2, -3,
-4, -5, TNF-a, IF-y. Ocobenno BaxxeH 3¢dekt nopasnenus sxcnpeccun NJI-2, ypoBeHb
KOTOpOT0, KaK U3BECTHO, MoBbiiaercs npu [1Y u Hopmanuzyercs nipu pemuccuu HC. Kpome
TOTO, yrHeTeHHe dkcnpeccur MJI-2 mpuBOIUT K MOJABICHUIO aKTUBAIMK B-1rMQOIUTOB 1, Kak
CIeCTBUE, — CHIDKeHUIo mpoaykuuu AT. Takum oOpa3oM, npu NpUMEHEHUU HHTHOUTOPOB
KaJIbLIMHEBPUHA MPOUCXOIUT YTHETEHUE KaK TKAaHEBOIO, TAaK U TyMOPaJIbHOTO UMMYHHUTETA.

Heummynnvie mexanuzmpl: UHTHOUTOPHI KabLIMHEBPHHA CTA0MIN3UPYIOT aKTHUHOBBIM
IIUTOCKEJIET MMOIOLUTOB, TOBBIIIAs, TEM CAMBIM, X )KU3HECIIOCOOHOCTh M IOABHKHOCTb.
Baxnast posib B pacKpbITHH 3TOTO MEXaHU3Ma JeicTBUs npuHaainexut skcnepumentam C. Faul u
CO0aBT., yctaHOBUBIIUX B 2008 roy, 4T0 UMEHHO aKTUHOBBIN IIUTOCKENET MOAOLIMTOB SBIISECTCS
MUIIEHBIO JIJIs1 aHTUIIpoTenHyprdeckoro aeicteus LIcA. Takoe nericTBre 00yCIOBICHO MPSMBIM
BIIMSIHUEM Ha O€JKH, y4acTBYIOIIKE B (JOPMUPOBAHUH ITUTOCKENIETA MTOJOLUTOB, HAIPHMED
CHUHAIITONIOJNHA.

Baxnyo posb B moaiepKaHuu yCTOMYUBOTO COCTOSIHUSA LIMTOCKEIETA UTPAET U APYTOM
PEryasTOPHBIA aKTUH-CBSI3bIBAIOIIHM OEIOK MOJOUUTOB — KOPUINH, 1e(PULIIUT KOTOPOTO
3auKCHpOBaH MPH Pa3IMIHBIX TIIoMepyonarusax. Haxomsics B hochoprmpoBaHHOM
COCTOSIHUH, OH, MTO-BUAUMOMY, UTPAET CXOJHYIO C CHHAITOIIOJMHOM POJb B CTA0MIU3AINH
LUTOCKEJIETa MOAOLUTOB. MTHrMOUTOPH! KaJbIUHEBPUHA IIPEIOXPAHSIOT 3TOT OEJI0K OT
nedochopunupoBanHms.

Henb3s, HakoHelI, He YIOMSIHYTh 1 00 H3BECTHOM reMOIMHAMHYECKOM (P PeKTe
WHTHOUTOPOB KaJIbLIMHEBPUHA, YTO, BEPOSITHO, MOBHIIIAET UX 3((HEKTUBHOCTD B JICUYCHUH
[JIOMEpYJIONaTHii, X0Ts M 00yCIOBIMBaET pa3BuTHe psijaa [13. YBennunBas akTHBHOCTh TaKHX
COCYIIOCYKHMBAIOMINX (PaKTOPOB, KaK SHIOTETUH U TpoMOokcaH, akTuBupys PAAC u cHmxast
CoJIepKaHUe Ba30AMIIaTUPYIOIIMX COeqUHEHUH (mpocTamianuH E 2 , mpocTalMKiINH, OKCHU]T
a30Ta), OHU BBI3BIBAIOT KOHCTPUKIIHIO aQepeHTHOM apTepuu KiIyOouKa. ITO MPUBOIUT K
U3MEHEHHUIO CEJIEKTUBHON MpoHULaeMocTH KOB, CHUKEHUIO CKOPOCTH KITyOOYKOBOM
¢unsrpanuu (CK®) u ymensienuto [1V.

AJKHJHPYIOIIME COeTMHEHUS

Huxaodochamun (L), oTHOCAIIMIACS K XTOPITHIAMUHAM, SIBIISETCS MTPOJIEKAPCTBOM,
IpeBpallaoUMcs B Ie4eHU Onaronapst 1eHcTBUIO (PepMEHTOB cUcTeMbI IuToXpoMa P450 B 4-
THJIPOKCUIMKIIOPOCc(aMua, KOTOPBIH, B CBOIO OUepPe/ib, OKHCISETCS C IIOMOIIIBIO
aJbJACTUIIETHUAPOTEHA3BI 1O HEAKTUBHOTO KapOokcuiukiopochammaa. OqHako HEKOTOpas
qacTh cyOcTpaTa n30eraeT BO3eHCTBUS 1erHIpOreHas3bl U paclleruIsseTcs 10 akKpoIenHa 1
ankunupyrouiero merabonuta ¢pochopamuaa mycrapzaa. [locneaHuii BO3aeiHCTBYeT B OCHOBHOM
Ha KJIETKH, HaxoJs1uecs B a3e JesieHus], HO BIMsIET U Ha nokosumecs kietku. Pochopamua
MyCTap/ B3aUMOJEHCTBYET ¢ TyaHUHOM, Kak ¢ HykJeopuibHOl cTpykTypoit JJHK, ankumupyst
cyOcTpar ¥ Mpou3BOJIs ONEPEUHOE CBA3bIBaHNE («CIIUBKY») 1erneit mosekyn JJHK, uto
IPUBOAMT K HapYUICHUIO PEIUIMKAIIMU U arloITOo3Y.

HaunOonee yyBCTBUTENBHBIMU K aJIKUIMPYIOLIMM areHTaM sIBJISIOTCS TUMQOLUTHIL.
[Tpuuem k aeiictuto LId Gonee uyBcTBUTENBHBI B-TUM(OIUTHI, TOCKOIBKY 3TH KJIETKH UMEIOT
6oJiee HU3KYIO SKCIPECCHIO aIbACTHIIETHIPOT€HA3bI, YTO MO3BOJISIET 00pa30BaThbes OONIbIIEMY
KonnuecTBy dochopamuga Mmycrapaa. ITo odecneunBaeT nmogasieHue oopazosanus AT.
Perynsatopubie T-TUMQOLIUTHI HIMEIOT MOBBIIIEHHYIO KCIIPECCUIO ATOH JIeruaporeHassl 1
no3ToMy Oo0Jiee Pe3UCTEHTHBI K aIKIINPYIOIIEMY JIEHCTBUIO MIpernapara.

Purykcumao

Purykenmad (P) npencrasnser coboit xumepHoe MoHokIIoHanbHOe AT, conepxaiiee
BaprabeIbHbIE MBIIIUHBIE PETUOHBI U TOCTOSIHHBIN yenoBeueckuit fomeH IgG1, npotus Al
CD20. CD20 — 3To MmeMOpaHHBI O€JI0K, JTOKAJIM30BaHHBINM HA TOBEPXHOCTH OOJbIIEH YacTH
BrnumdouuToB, KOTOPHIii, TO-BUAUMOMY, UTPAET POJIb B 00ECIIEUEHUH BHYTPUKIETOUHOTO BXO/A
Ca2+, yyacTBys B akTHBALMH Mpoiardepannu U 1uddepeHIIMpoBKH 3TUX KIETOK.



Ceromus P akTBHO MpUMEHSIETCS, 0COOEHHO B TIEAMATPUUYECKON MPAKTHKE, P CTEPOU/I-
gysctBuTeabHOM HC, Brimouass C3HC u YUPHC, xorna apyrue uMMyHOJENPECCUBHBIE
npenaparsl He 00eCeunBarOT JOCTHXKEHHS TOJITOBPEMEHHOM MOJTHON PEMUCCHHU.

Hmmynnoie mexanuzmor: npu cBsizpiBanuu ¢ CD20 o6pazoBasmuiics komrieke P-CD20
TPAHCIOLUPYETCS B JUMUIHBIN padT MeMOpaH B-nmumdouut, rae B3auMoneiicTByer ¢ 6ekom
SMPDL-3b (mogo6Has kucnoi chunromuenunase dpochonudcrepasa 3b), uro 00ycroBIUBaeT
psi TyOUTENBHBIX JUIsl B-KJI€TOK COOBITHI: anonTo3, IUTOTOKCUYHOCTh 1oJ BiusHueM AT u
LIUTOTOKCUYHOCTb B PE3YJIbTATE AKTUBALIMY KOMIIJIEMEHTA. DT MEXAHU3MBI IPUBOJIAT K JIU3UCY
U 00ecreunBaroT Jerienuio B-kieTok.

B HEKOTOpBIX KIIMHUYECKUX UCCIIEIOBAaHUIX Oblla 3aMeUYeHa MpsiMasi CBSI3b MEXIY
BOCCTaHOBJICHHEM B-kieTok u BosHuKHOBeHHEM peruanBoB HC. OCHOBHYIO pOjib B MEXaHU3ME
MMMYHHOT'O JIeicTBUS P urpaer ero BMeareiabCTBO B CI0KHBIE B3aUMOOTHOLLIEHUS MEX Ty B-
T-numdonuramu, a Takxke nIpsMoe Bo3elcTBUe Ha T-KIIeTKH, UMEIOIINE Ba)KHOE 3HAUCHHE B
narorere3e HC. lepuuut B-mumponuToB NpUBOIUT K UMMYHOJOTHYECKAM PUKOIIETaM,
HPOSIBIIAIOLIMMCS Ha pa3HbIX YPOBHIX MMMYHHOI'O OTBETa. B-KjleTKH criocoOHBI MOAYIMPOBATH
KJICTOYHBI IMMYHHTET yepe3 Biaustaue Ha T-mumdonnTsl. Ha moBepxHocTH B-Ki1eToK BhIsSBIEHA
JKcIpeccus KocTumynupyomux monekyn CD40, CD80 (B7- 1), CD86 (B7-2),
B3aumozencTByromux ¢ Mmosiekyaamu CD40L (CD154) u CD28, nokanu3oBaHHbIMU Ha T-
KJIETKaX.

B3aumoseiicTBre KOCTUMYJIUPYIOLIMX MOJIEKYJI CO CBOMMH JIMT'AH/IaMU aKTUBUPYETCS, a
MHTUOMLIMS AaeT NPOTeKTUBHBIN 3¢ ekt Ha Moaenssx MH, BomyanoyHOro HehpuTa u Ipyrux
[JIOMEPYJIOTIATHI Y MBIIIEH. Y MAIMEHTOB C BOIMAHOYHBIM HepuToM P oka3wiBai
OnaronpusaTHOE KIMHUYECKOE JIeHiCTBHE apaljIeNIbHO CO 3HAYUTENIbHBIM yMeHbIeHneM MPHK
CD40L u camxenneM aktuBHOCcTH CD40L Ha T-kimerkax, a Takke CD40 u CD80 na B-kierkax.
TepaneBtuueckas 3¢(pekTuBHOCTD P, BepOosTHO, CBA3aHA C MHIMOMIMEN OTMEYEHHBIX
KOCTUMYJIMPYIOLIMX MEXaHU3MOB, 00€CIIEUNBAOIINX (PYHKIIMOHAIBHYIO aKTUBHOCTD T-
aumdonuToB. He uckitoueHo u npsimoe yruetaronee aeiicteue P Ha HekoTopble T-kieTku, Ha
MOBEPXHOCTU KOTOPBIX 0OHapy:keHbl Te ke CD20 AT, yto u Ha B-knerkax. Kax 061 To HU ObLIO,
nozaasneHue P akruBHocTH T-muM@pOLUTOB OTpaXkaeTcs, INaBHbIM 00pazom, Ha CD4+-T-
xenmnepHbIX kietkax (Th), nelcTBYOMKX B OCHOBHOM Kak MMMYHHBIE 3¢ ¢dekTopsl, 1 Ha CD8+
IIUTOTOKCHYECKUX KJIETKAaX, AKTHBHOCTH KOTOPBIX MOBBIILIEHA Y NALIUEHTOB C UINONATUYECKUM
HC.

IIpumenenue P kak B KIIMHUKE, TaK U B OKCIIEPUMEHTE, IPUBOAMIIO K CHHKECHHIO
KOJIM4eCTBa T-XeNMepHbIX U 3HAYUTEIbHOMY MOBBIIIEHNIO Treg KJIEeTOK OTHOBPEMEHHO C
oOneryeHneM TedeHus psia 3adbonesanuii, B Tom uncie HC. K coxanenuro, MexaHu3M MpsiMOro
nevictBust P Ha T-muMdonuTer ocraeTcsi HEU3BECTHBIM.

Heummynnbvie mexanuzmbl: NCCIEIOBAHNS IOCIEIHETO NECATUIIETHS IOKA3AJIHU, YTO IIPU
ucnoabs3oBaHuu P pukcupyercs ynopsigoueHrne akTHHOBOTO IIUTOCKENETa, HECMOTPS Ha TO, YTO
cTpykTypsl KOB, Bkitouas mononutsl, He skcnpeccupyrotr Hu MPHK, vu cam 6enox CD20,
SBJISIOLUICS OCHOBHOM MUILIEHBIO HA MOBEPXHOCTH B-nmumdonuTos. B To e Bpems, B
IIPEIBAPUTEIBLHOM UCCIIE0OBAHNN Y NanueHToB ¢ peuuauBupyomuM OCI'C nocie
TpaHCIUIaHTAIMH MMOYKH ObliIa 3a()MKCHPOBaHa CHIKEeHHas skcnpeccus 6enka SMPDL-3b B
KJIETKaxX KJIyOOuKax M ociabieHHas akTUBHOCTh pepmenTa ACMassbl, Kucioit
C(hUHTOMUENINHA3HI.

Kak BBISICHUIIOCK, TIPH LIEJTIOM psijie TIIOMEPYJISIPHBIX 3a00JIeBaHU B KIIETKAaX MOYEUHBIX
KJIyOOUYKOB NMPOUCXOIUT HAKOIUIEHHE C(OUHTOJIUITUIOB U UX METa0OJIUTOB, TAKUX KaK IiepaMul,
c(uHro3uH, cGUHro3uH 1-pocdar, ABIAIOUMXCS BaXKHBIMI KOMIIOHEHTAMH JIUITAHOTO CII0S
MeMOpaHsbl, B TOM uncie U kiaeTok KOb. [To-Buaumomy, 3170 00yCIIOBICHO CHIKEHUEM
skcnipeccun SMPDL-3b, Genka, monynupytoiero akTuBHOCTs ACMa3bl, 1 HapyIleHHeM
pacierieHusi CQUHIOMUEIMHOB U UX METAa00IUTOB. DTO IPEANOI0KEHHE U 00OCHOBBIBAET
MEXaHU3M IIPSIMOTO BO3AEHCTBUA P Ha MOAOLUTEI B yCIOBUAX PsAa MOJOLUTONATHM.




Kak 6s110 mponemMoncTpupoBano,P, csa3piBasch ¢ SMPDL-3b nomonuToB, moBsImaeT
akTuBHOCTE ACMa3bl, 4TO yrHeTaeT MeTaboau3M C(UHTOIUITUAOB U 00pa30BaHuE LIepaMu/a,
CTaOMIIN3UPYEeT aKTUHOBBIM LIUTOCKENET MOAOLUTOB, cHIKaeT [1Y u npenorspariaer
Bo3HHKHOBeHUE penuauBoB @CI'C. CripaBeasuBO CUUTAETCS, YTO CETOAHS PUTYKCHUMA0
ABJISIETCSA OJHUM U3 CaMbIX 0€30I1aCHBIX COBPEMEHHBIX MpenapaTroB, IPUMEHSAEMbIX IIPU JI€YEHUN
CTEPOMI-3aBUCUMOTI0 U yacTo peunausupyromero HC.
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