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BBEJAEHHUE

AKTyaJIbHOCTb TEMbI UCCJICA0OBAHUA

Cucremnas kpactHas Bomyanka (CKB) — xpoHudeckoe MMMYHOBOCHAIMTEILHOE
3a00eBaHUE C ayTOUMMYHHBIM W ayTOBOCHAIUTEIbHBIM MEXaHU3MaMU C HIUPOKUM
CIIEKTPOM KJIIMHUYECKUX TMPOSBICHUNA U HEMNPEPHIBHO PEUUIUBUPYIONIUM  WIIU
PEMUTTHUPYIOIKMM, HHOrAa (GyIbMUHAHTHBIM TedeHueM [2,45,103]. Ilpu nHagane
3a0oJyieBaHusl B JETCKOM Bo3pacTe (ne0rT roBeHmwibHOM CKB), ormeuaercs Oosee
OCTpO€ Hauasio 3a00JI€BaHMs, BhIPAXKECHHOE MOBPEKICHUE OPraHOB M CUCTEM YXKE€ Ha
MOMEHT YCTAHOBJICHHS JMarHo3a, a Takxke OoJjiee BbICOKas MOTPEOHOCTh B
MMMYHOMOJIYJIUPYIOIIEH  Tepanuu,  BKIOYash  MPUMEHEHHWE  BBICOKUX  J103
TIIIOKOKOPTUKOCTEPOu10B 110 cpaBHeHHio ¢ CKB y B3pocnbix [120,129,137].

KiroueBbIMU LIENISIMU TE€palii CUCTEMHOW KPAacHOM BOJIYAHKUA Yy B3POCIBIX U
JeTer SIBISIOTCS OOecredeHre JITUTEIbHONM BBDKUBAEMOCTH, JOCTHUKEHUE HaUMEHEE
BO3MOXHOW aKTUBHOCTH 3a00JIEBaHMsI WJIM K€ PEMHUCCHH, MPEIOTBpaIlICHUE
MOBPEXKJECHUSI OPTaHOB U CUCTEM, MUHUMHU3UPOBAHKUE JICKAPCTBEHHON TOKCHUYHOCTH, U
KaK WTOT, yiydlieHue kadectBa >ku3Hu [9,45,48,103]. Jleuenne CKB momkHO OBITH
NEPCOHAIN3UPOBAHHBIM ISl KaXKJIOTO MAlHMEHTa C yY4ETOM AaKTUBHOCTH U TSAXKECTU
3a00JIeBaHUs, @ TAKXKE C YYETOM BO3MOXKHOM COMYTCTBYIOIIEH naTonoruu [46].

Havanpnast Tepamusi CKB Bkitodaer B ce0s NMpUMEHEHHWE aHTUMAJSPUIHBIX
MpenapaTroB; TUIAPOKCUXJIOPOXMHA WJIM XJOpPOXMHA TIpU  JI0OOM aKTUBHOCTH
3a00J1eBaHUsI, KOTOPbIE MOTYT HCIIOJIB30BAThCS KaK MOHOTEpAIuUsl MPHU JETKON CTENeHU
aKTUBHOCTH 3a00JIeBaHUs C IOPaKEHUEM KOH min cyctaBos [3,80].

[ TIOKOKOPTUKOCTEPOUIHYIO Tepanuto nosydarot 6osiee 90% Oonbubix CKB Ha
KakoM-in0o ortame JedeHust [80]. B geTckoit peBMaTONOTHMH OCOOCHHO Ba)KHO
YYHUTHIBATh BO3PACTHBIE OCOOEHHOCTH, BO3MOKHBIE HApYIICHUSI POCTa U PA3BUTUS TIPU
Ha3HAYEHUHU TIIOKOKOPTUKOCTEPOUIHON Teparuu, YTO WHOT/AA SBJISIETCS MOBOJOM IS
OoJiee paHHETO cTapTa 0O0JIE3HH-MOIUIU(DHUITUPYIONIEH U TEHHO-UHKEHEPHOU Teparuu.

Bo wMHorux COBPEMCHHBIX PEKOMEHAAIUAX W HCCICAOBAHHAX COO6HIaCTCH 0



BO3HMKHOBEHUN HEXKEJIATCIbHBIX SIBICHUN, B TOM YHUCJE TOPOM HEOOPATUMBIX, MPHU
JUTATEJIbHOM MPUMEHEHUHU CUCTEMHOM TIIIIOKOKOpTHKOCTeproaHou Ttepanuu [40,47]. B
HACTOAIIMA MOMEHT JI0 CHUX TMOp HE UMEETCs OOLICIPUHSITHIX MHUPOBBIX U
OTEUECTBEHHBIX PEKOMEHJAIUN MO JJIMTEIBHOCTH W 00beMaM HCIOJIb30BAHUS
CUCTEMHBIX TJIFOKOKOPTHKOCTEPOUAOB y B3pocibiXx U nereil ¢ CKB, 3a uckimoueHueM
BEJICHUS MAlMEHTOB C MOPAXXEHHEM IOYEK, B CBSI3M C YEM B PEAIbHOW KIMHUYECKOMN
MPaKTUKE JJAaHHBIE TIPErapaThl Ype3MEPHO U HEOMPABIaHHO UcnoJb3ytorcs [116,128]. B
MOCJIEIHUX PEKOMEHAANMSIX eBporelickoir Jnuru  peBmatomoroB EULAR 2023
COO0IaeTcsl, YTO HEOOXOJAUM MaKCUMalbHO KOPOTKHI CpPOK OT MOMEHTa cTapTa
TEpaIuy TIIOKOKOPTUKOCTEPOUIAMHU JI0 JOCTHKEHUS MOAAEPKUBAIOIIEH HETOKCHYHOU
JIO3UPOBKH, OLICHUBAEMOM KakK 5 Mr/cyT. [46].

B ciywasix cpenHeil M BBHICOKOM aKTUBHOCTH 3a0oseBaHUsl JIMOO Ke B ciydae
HEyclexa NpPOBOJUMON Tepanmuu MpH JIETKOM TEYEHUW 3a00JEeBaHUd NalUeHTaM
Ha3Hay4aeTcsd UUTOCTaTHYECKas Tepalus, KOTopas BKIIOYaeT B ceds nukiodochamu,
Muko(deHonata ModeTus, METOTpeKcaT, IuKIocnopuH, azatvornpuH [3,80]. Omnako
BO3ZHUKAIOIIME TOKCUYECKHUE A(PPEKThl OT MPUMEHEHHUS LMTOCTATUYECKON Tepanuu, B
YaCTHOCTU TOHAJOTOKCUYHOCTh U MUEJIOTOKCUYHOCTh, MOTYT IIPEBBIIIATH MOJb3Yy OT UX
UCIIOJIb30BaHUs, HE TTO3BOJISIS TAKMM 00pa3oM JIOCTUTaTh peMuccuu [4,27,45].

OnHUM U3 aKTyallbHBIX BOIPOCOB B COBPEMEHHOM PEBMATOJIOTUU Y B3POCIHBIX U
JIeTEeH SBISETCS MCIOJIb30BAHNE T€HHO-UHXKEHEPHBIX OMOJIOTMYECKHUX MPEnapaToB, Kak
TEepanuu «HOBOTO IOKOJEHUS», KOTOPask MOXET IMO3BOJUTh MHTEHCUBHEE JOCTUTATh
PEMUCCUM, YMEHbIIATh UIUTEIBHOCTh MpPHUEMA  [IIOKOKOPKTUKOCTEPOUZIOB H
IUTOCTATUYECKHUX MIPENapaToB, TAKMM 00pa30M CHIDKas X TOKCHueckoe Biausaue [80].
B wactHOCTH, paccMaTpuBaeTCsi BONPOC MPUMEHEHUsI aHTU-B-KileToyHoro npenapara -
puTykcuMaba B ClydasxX TSDKEJIOro TedyeHHs 3a0ojieBaHHsS B KOMOMHALMU C
IIUTOCTaTUYECKUMHU TIperaparamMu, a TakKe C IEJbI0 YMEHBIICHUS HUX MPUMEHEHUS
[74,79,82].

Purykcumad - nmpemnapat, CHHTE3UPOBAHHBIN 1151 JiedeHUsT B-kineTouHbix mumMdom,
SIBJISIETCS MOHOKJIOHQJIBHBIM aHTUTENIOM MpoTuB aHtureHa CD20 na B-nmumdonurax,

BBI3bIBACT I/IHMYHOOHOCpeI[OBaHHBIﬁ JU3UC AAaHHBIX KICTOK M BJIUACT HAa OJUH M3



KJII04eBbIXx Mexanu3sMoB B pazButun CKB [1,131,143]. Jlo HacTosimiero BpeMeHH
no3unus putykcumada B tepanuu CKB siBisieTcs HeonpeaeleHHON OTHOCUTENBHO €ro
s dekTUBHOCTH U O€30MacCHOCTH TNPUMEHEHUs. B mpeamocnenHux pexoMEHIAIUsIX
eBpornerickoit uru npotusB peematuzMa EULAR 2019 r. putykcumab peKOMEHI0BaH K
NPUMEHEHUIO TOJIBKO B CIy4yasx Heyclexa CTaHIapTHOW TepamnuH, B YacCTHOCTH
mukiopochamuaa wim mukodeHonara modermna, B kadectBe mnpemapara Off-label
[45,125]. B mocnennux pexomenpanusx EULAR 2023 mo3unius reHHO-UHXEHEPHOMN
OMOJIOTHMYECKON Tepanmuu IEepecMOTpPEHa: YpaBHEHbI TOKAa3aHWsS [JIs Ha3HA4YCHUs
cranaaptaeix  BMIIII, OGenmumymaba wu  anudpomymaba [46]. Purykcumab
paccMaTpuBaeTCs B KauecTBE NMEPBOM JMHUU Tepalnuu HapaBHE ¢ nukiodochamumom
IIPU NTOPAXKEHUU CUCTEMBI KPOBH [46].

B crpanax Espombi, ceBepHoit Amepuku (CHIA, Mekcuka), a Takxke B
ABCTpanuu ecTh JaHHBIE O PUMEHEHNUU pUTYKcuMaba y neteid, crpagaromux CKB, off-
label Ha nmpotsokenuu 20 net [74,112].

Pa3paboTtka anropurma mnepcoHanu3upoBaHHON Tepanuu y Aeteil ¢ CKB nHa

OCHOBe Jierienuu B-mumMponuToB SBAsSETCA aKTyalbHOW M MPAKTUYECKH 3HAYMMOM.

eab ucciaenoBanus

Ouennth d(PdekTuBHOCTP W 0€30MacHOCTh, aHTH-B-KieTouHOW  Tepamuu
PUTYKCUMaOOM y JIeTel, CTPaJalolIuX CUCTEMHOW KPAaCHOM BOJYaHKOM, U pa3paboTaTh
aNrOpuUTM INepcoHanu3upoBaHHoM Tepanuu y nered ¢ CKB Ha ocHoBe nemiennu B-

TUMOITUTOB.

3agaum HCCOACA0BAHNSA

1. Ouenuts Tekyuryto Tepanuio B edrore CKB B ycnoBusX peanbHON KIMHUYECKOM

MIPAKTUKHU: OOBEMBI TEPANTUN CUCTEMHBIMU TIIOKOKOPTUKOCTEPOUIAMH U

ukiIodochamMuiom.



2. OLIeHUTh MOPAKEHUE OPTAHOB U CUCTEM, J1abOpaTOpPHBIC TaHHBIE, AKTUBHOCTh
3abomneBanus 1o mkaiae SELENA-SLEDAI y neteii ¢ CKB B ne6rote 3a00sieBaHUs U HA
¢dboHEe mpoBOAMMOI aHTU-B-K1eTOYHOM Tepanuu.

3. O1eHuTh BO3MOYKHOCTD JIOJITOCPOYHOM MTPOTPAMMHOM Teparuu Ha OCHOBE JCTIICIIUN
B-numdonnToB y narueHToB ¢ CUCTEMHON KPacHON BOTYAHKOM.

4. OueHUTh TOPAKEHUE OPTAHOB U CUCTEM, JIAOOPATOPHbBIC JJAHHBIE, AaKTUBHOCTD
3abomneBanus 1o mkaie SELENA-SLEDAI B noarpymmne aeteit ¢ BOI4aHOUYHBIM
HedpuToM B Ae0roTe 3a0oneBanus, Ha poue nerennu B-mumbonuTos.

5. CpaBHUTH A(HPEKTUBHOCTH PAHHETO M MO3HET0 MPUMEHEHUS aHTH-B-KiIeTouHOH
tepanuu y aerei ¢ CKB.

6. CpaBHUTH 3PHEKTUBHOCTH U OIICHUTH MPO(HITHE 6E30IMaCHOCTH TEPAMK Ha OCHOBE
nerienuu B-muM@GonuToB co cTaHIapTHEIMU CXEMaMH Teparuu.

/. PazpaboTaTh anropuT™M MepCcoOHATM3UPOBAHHOMN Tepanuy Ha OCHOBE Jerienuu B-

TUMQOIUTOB y IETEH, CTPaIalOIINX CUCTEMHON KPaCHOM BOJTYAHKOM.

Haquaﬂ HOBHM3HA UCCJICA0BAHUA

B xonxe auccepTalOHHOIO MCCIIEAOBaHUs BIIEPBBIE IIPOBEACH aHAIN3 TEKYILIECH
Tepaiun CKB Ha OCHOBaHMM JaHHBIX PEANbHOM KIMHUYECKOW IPAKTHKH,
OpoaHaJIM3UpoBaHa  OOOCHOBAHHOCTb  JIOJITOCPOYHOW  Tepanmuu  CUCTEMHBIMU
TIIFOKOKOPTUKOCTEPOUIAMH, OIpeAeieHa OOOCHOBAHHOCTh CTapTa M MPOAOKEHUS
Tepanuu uKiIocodhchamMugom.

Bnepsrie mpoBenena oreHka 3()(PEKTUBHOCTH aHTU-B-KJIETOUHOW Tepamuu y
nereit ¢ CKB mo cpaBHEHUIO CO CTaHIAPTHOM Tepanuel, MmokazaHa BO3MOYKHOCThH €€
WCITOJIb30BaHUS B KAUE€CTBE MPOIPAMMHOM TEPAIHH.

BrepBble mnoka3zaHbl NpPEMMYIIECTBA PAHHErO0 Ha3HAYEHUS pUTyKcumaba (B
TE€UYEHHUE MEePBBIX 6 MeC. OT J1e0r0Ta 3a00JI€BaHMs) IO CPABHEHUIO C MO3HUM.

BrniepBbie mpoJeMOHCTpHpOBaHa BO3MOXKHOCTH Oosiee OBICTPOTO KOHTPOJIS
AKTUBHOCTU CKB pu MEHBIIEM o0beMe CyMMapHOH Tepanuu

TTIFOKOKOPTUKOCTEPOUIaMU TPU UCTIOTIB30BAaHUHM OMOJIOTMUECKOM Tepanuu.



Ha OCHOBaHHH IIOJTyYEHHBIX JAHHBIX pa3paboTaH ANTOPUTM

nepconuduimporannoit tepanuu CKB ¢ npuMmeneHnnem aHTH-B-kieTOUHON Tepanuu

TeopeTnyeckasi 1 IPAKTHYECKAsI 3HAYUMOCTb PadoOThI

Pe3ynpTaThl HCClIEIOBaHUSA IO3BOJSIIOT MEPECMOTPETh MOJIXOIbl K Tepanuu
CUCTEMHOM KpAacHOW BOJYAHKU Y AETEH, ONTUMHU3UPOBATH CXEMbl TEpalud, HAYYHO
000CHOBaTh MPHUMEHEHHE TCHHO-WH)XCHEPHOW OMOJOTMYECKOW Tepamud Ha OCHOBE
neruienuu B-nmuM@ouuToB, B TOM UnciIe paHHETO MPUMEHEHHs] OMOJIOTMYECKOM Tepanui.

[IpuMeHeHrne reHHO-UHXEHEPHON OMOIOrMYecKON Tepanuy Ha OCHOBE JETUICLUN
B-numdountoB mno3Bonser ObicTpee U A(PPEKTHBHEE KOHTPOJIMPOBATH TEUEHUE
3a00JIeBaHuUs C IPUMEHEHUEM MEHbBIINX 00bEMOB TTIIOKOKOPTUKOCTEPOUIHON TEpaInu.

[IporpamMmmHas Tepamnusi CHCTEMHOW KPAacHOM BOJIYAHKHA HA OCHOBE Jeruienuu B-
TUM(}OUMTOB MO3BOJSET CHU3UTH MOTPEOHOCTh B HEOMOJIOTMUECKUX IUTOTOKCUYECKUX
npenaparax.

Pa3paboTanbl nepcoHanM3MpOBaHHbBIE PEKOMEHIALUU MO JICYEHUIO MALMEHTOB C

CHCTEMHOW KPACHOW BOJIYAHKOW C UCIIOJIBb30BAHUEM CXEM aHTHU-B-KJIETOYHOM Teparuu.

OcHoBHbBIE MOJIO’KEHUHA, BBIHOCUMBIC HA 3aIIIUTY

1. TlpumeneHue OUOJIOTUYECKON aHTU-B-KIETOUHOW Tepanmuu TMO3BOJISIET OBICTpee
noctuyb pemuccun CKB 1o cpaBHEHHIO CO CTaHIAPTHOM Tepanuen.

2. Pannee Ha3HaueHue aHTU-B-KJIETOYHOW Tepamuu TMO3BOJSET OBICTPEE CHU3UTH
CYTOUHYIO J103Y ITFOKOKOPTHUKOCTEPOUI0B O€3 yiiepoa 3(pheKTUBHOCTU TEpaITUH.

3. [Ipumenenue 6uonornueckoi anTu-B-knerouHoit Tepanuu Bo3mMoxHO y aereit ¢ CKB
C BBICOKOM CTEMEHBIO AaKTHUBHOCTH 3a00JICBaHUS, HWMCIOIIMX BOBJICUCHHE B
MaTOJIOTMYECKUN TPOLECC JKU3HEHHO-BAXHBIX OpPraHOB M CHUCTEM, TaKUX Kak

OCHTpAaJIbHAaA HCPpBHAA CUCTEMA, IIOYKH, d TAKIKC CUCTCMbI KPOBH.

AnpoGanus U BHeIpeHHe Pe3yJIbTaTOB



PesynbTaThl IHUCCEPTAIIMOHHOIO MCCIECIOBAHUS JOJIOKEHBI Ha €KETrOJHOM
EBpornetickom koHrpecce aerckux pesmatosoros (Paediatric Rheumatology Congress,
Prague, Czech Republic, 2022), a exxerogaoM EBporielickoM KOHTpecce peBMaToJIOTOB
(European League Against Rheumatism Congress, Copenhagen, Denmark, 2022), na
eXerogHoM AzmaTckoM KoHTpecce peBMaronoroB (Asia-Pacific League of Associations
for Rheumatology Congress, Hong Kong, China, 2022, ycTHBIH 0KTa)T), Ha €KETOTHOM
Asmarcko-TuxookeaHckoM KoHrpecce peBmatojoroB (Asia-Pacific League of
Associations for Rheumatology Congress, Chiang Mai, Thailand, 2023), na exxerogHomMm
KOHrpecce adpukanckoil yuru pesmatonoroB (African League of Associations for
Rheumatology, Mombasa, Kenya, 2023, ycraeii gokmax), Ha LIV n V
BcepoccuiickoMm KOHrpecce OETCKMX PEBMATOJOTOB € MEKIYHAPOAHBIM Y4acCTHUEM

(Mocksa 2021, 2022, 2024 ycTHBIE TOKIIAJIBI).

JInuHbIi BKJIAJ aBTOPA B MOJy4Y€HUH Pe3yJIbTaTOB

Bce nanenTsl, BKIIOYEHHBIE B UCCIIEIOBAaHUE, OBLIIM OCMOTPEHBI ABTOPOM JIMYHO,
y 4acTH MallMEeHTOB aBTOP ObLiIa jeyamuM BpauoM. CaMOCTOATENBHO MPOBEACH aHAU3
OTEUECTBCHHOW M 3apyOeKHOU JHUTEpaTypbl MO U3y4aeMOW TeMe, COCTaBJICH IUIaH
MCCJIEIOBAHMSI, U3YUYEHBl U MPOAHAIM3UPOBAHbl aHAMHECTUYECKUE JTaHHbIE, COOpPAHbI
JAHHBIE M3 [EPBHUYHONM MEIULMHCKOW JOKYMEHTalWW; TMPOBEIEHO KIMHUYECKOE
o0OcneoBaHNe, CAMOCTOSITEIBHO BBINMOJIHEHA OOpabOTKa MOJYYEHHBIX PE3YyJIbTaTOB.
AHanu3, WHTEpHpeTanusi, H3JI0KEHUE TOJYYEHHBIX JaHHBIX, (HOPMYJIMPOBAHHE

BBIBOJOB M IIPAKTHYCCKHUX peKOMCHI[aI_[I/Iﬁ BBIIIOJIHCHBI ABTOPOM JIMYHO.

y6naukanun

[To Teme auccepranuu ony6arkoBaHo 10 meyaTHBIX paboT, B TOM YHCIIE YEThIPE
CTaTbM B  PELEH3UPYEMBIX HAy4dHBIX JKypHaJlaX, pPEKOMEHAYeMbIX Bricien
aTTeCTAallMOHHOW KoMHUCCHMEH npu MUHHCTEpCTBE HAyKHM W BBICHIETO 0Opa30BaHUs

Poccuiickoit ®enepaunu. Cpenu mnedaTHbIX paboT 6 omyOJIMKOBAaHO HA AHTIMHCKOM


https://www.google.ru/search?newwindow=1&sca_esv=e8f1cfb632bd06ad&sca_upv=1&hl=ru&sxsrf=ADLYWII1f32cSmw6MqlsMCyXp1AeiRmlnw:1714928752048&q=Bella+Center&si=ACC90ny8E30vD16OoPAAI4cStfcliGy35W8UAhb0TsHNc_ISQf9mNazETCw4uFbfbPI7REwMkgjsxiLfZcCTxhMweaf97Ojx1pIipGzWeULVX-O6ichDzS9zmH2YVS37JwX7b3spExHGbuAhPW9DN2Fry4x888vfonoNv_dJz1MlK0kE2WCcWP6joiQAu1ZnroL1_DGSn_m-96YCMZ6G5jUV4x0wgV6krg==&sa=X&ved=2ahUKEwjxw9K4__aFAxWSIRAIHUnBDvIQmxMoAHoECD0QAg
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S3BIKC, U3 HUX YCTBCPO TC3UCOB U ABC CTATBHU B KYPHAJIAX, HHACKCUPYCMBIX CUCTEMOU

Scopus (Q1 u Q3).

O0beM U CTPYKTYpa JUCCEPTALMOHHOI PadOTHI

OCHOBHOI TEKCT aMcCEepTaluMy MU3J0KEeH Ha 151 cTpaHuile MalmMHOMMCHOTO
TEKCTa Ha PYCCKOM fI3bIKE M BKJIIOYAET BBEJCHHE, 0030p JINTEPATYpbl, MaTepHalbl U
METOJIbI MCCIIEOBaHUs, COOCTBEHHBIC HCCIEIOBAHMs, OOCYXJCHHE, 3aKIIOUEHUE,
BBIBOJBI W IPAaKTHYECKUE pekomMeHaauuu. Jluccepranus WUIFOCTpUpoBaHa 18
tabmumamu U 21 pucyHkoMm. CHHCOK UUTUPYEMOM JHUTEparypbl BKIodaer 150
MCTOYHHKOB, U3 HUX 11 myOnukaumii B oreyecTBEeHHOM uteparype u 139 nyonukanuit

B MIHOCTPAHHOM JIUTEPATYyPE.
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I'JTABA 1. OB30P JIMTEPATYPBI

1.1 CucremHasi KpacHasi BOJYAHKA: onNpeaeieHne

CuctemHas kpacHas Bosuanka (CKB) - ojlHa U3 4acCThIX CUCTEMHBIX MaTOJIOTUI
COCMHUTEILHON TKaHU, UMEIOIasi KAK ayTOMMMMYHHBIM, TaK U ayTOBOCHAJIUTEIbHBIN
MEXaHU3MbI 3a00JICBaHUSI C IIHPOKUM CHEKTPOM KIMHUYECKUX TMPOSBICHUM U
HETIPEPHIBHO  PEIUANBHO-PEMHUTTHPYIONTUM, HWHOTIA (PYJIbMUHAHTHBIM TEUECHUEM
[2,45,103,114]. IIpu nauane 3a0oyieBaHUS B JETCKOM Bo3pacTe (JeOHT IOBEHUILHOM
CKB) otmeuaercs 0Oojiee ocTpoe Hadajlio 3a00JieBaHHUS, BBIPAKCHHOE ITOBPEKICHUE
opraHoB u cucteMm, B yactHoctu [[HC um mouek, yke Ha MOMEHT YCTaHOBJICHUS
JMarHo3a, a Takxke 0ojee BhICOKAas MOTPEOHOCTh B MMMYHOMOIYJIMPYIOIIEH Teparuw,
BKJIIOYAs IPUMEHEHHUE BBICOKHUX J03 IMITIOKOKOPTUKOCTEpOouA0B 1o cpaBHeHUI0 ¢ CKB y
B3pocibix  [15,32,35,64,93]. OtaenbHO CTOMT OTMETUTh  00JIE€  BBICOKYIO
JIEKapCTBEHHYIO Harpy3ky y marueHToB ¢ roBeHuabHONH CKB (10CKB), Bkitouas Gosee
BBICOKHE JI03bl TJIIOKOKOPTUKOCTEPOUJOB U  Pa3JIMUHbIE HMMYHOCYIPECCHUBHbBIC
mpenapaTthl, 4YTO OKa3bIBaeT JIOMOJHUTEIBLHOE BIMSHHE Ha MCXOJbl 3a00JIeBaHUS
[35,63,124]. [Iuarnoctuka u nedyenue namueHToB ¢ 0CKB Moryt ObITh 3aTpyaHEHBI B
CBSI3U C BBIPAXKEHHOW Te€TEPOrC€HHOCTHIO MPOSIBJICHUN 3a00JieBaHUsI U OTBETOB Ha
Tepanuto [35,138].

1.2 Hcropuueckasi cipaBkKa

[lepBble ymoMuHaHUS O KpaCHOW BOJYAHKE, KaKk O KO>KHOM 3a00JieBaHUH, OepyT
Hayasio ¢ 18-ro Beka, B nmepuoj Hayaina Oosiee TIyOOKOro  M3Yy4EeHUS
aepMmaToiorndeckux 3abdoseBanuit. Thomas Bateman (1778-1821) auddepenuuposat
paznuunbie THIbl  «lupusy, Takme kak lupus wvulgaris, lupus tumidus, lupus
hypertrophicus, lupus exedens, centrifugal erythema [111]. Camo cioBo «lupus» umeer
JATUHCKOE MPOUCXOXKJECHUE, TepeBoauTca Kak “Boyik” [31]. Mcmonbs3oBasoch emie B
CpeaHue Beka JJIsl 0003HAYCHUS TITYOOKHX KOXKHBIX MOPAXKEHHM, MTOX0XKHUX Ha CIEIbI OT

yKyca BoJska. [lepBble ynmoMuHaHus 3TOro rTepMuHa otHocstes kK 10-12 Bexkam H.3. [111].
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Omnucanue 3a0051eBaHNsA, TOXOKETO HA COBPEMEHHYIO KPAaCHYIO BOJYAHKY, ObLIO
cnenano yuensiM Laurent Theodore Biett (1781-1840) [111]. On omumcan
HEHTPOOCKHYIO 3PUTEMY, KOTOpas MMeNla TeHICHIIMIO K PaclpOCTPAaHCHHUIO HA JIHIIE.
CuuTaercs, 4T0 3TO MOTJIO OBITH YIOMHHAHHUEM TPOSBICHHS JUCKOWIHON BOJYAHKH,
OJTHAKO OHO OIyOJMKOBaHO TOJBbKO B 1833 romy yuenmkom L.T.Biett - Louis Alphonse
Cazenave (1795-1877). CornacHO OIUCAHUIO JaHHAS IEHTPOOEIKHAS SpUTeMa OOBIYHO
BCTpEUaNach y JIMII MOJIOAOTO Bo3pacTa Ha Juie. Kak mpaBwio, TNepBHUYHBIM
AJIIEMEHTOM SIBIISIaCh Tamyja, KOTopas pociia SKCLUEHTPUYHO, 3aHUMas OOJIBIIYIO
IUIOIIA b HA JIMIE, HMeJa OOBIYHO OKPYIIylo ¢opMy, KpacHOBATHIM I[BET H
NPUTIOMHATHIN Kpail. [IpudmHa SpUTeMBbl OCTaBajlaCch HEM3BECTHOW, OTMEUEHO YacToe
coueTaHue ¢ nucMeHopeeil. JleueHne MpOTUBOBOCTIAIUTEIBHBIMU TpENapaTaMu 1aBajio
nojoxuteabHblil 3pdexr. B 1845 r. Fernard von Herba (1816-1880) ormeTwi, 4ro
JepMaTo3bl, TAKUWE KaK KOHIeCTHBHas cebopes, yacTto umerT ¢opmy 0a00uKwH,
3axBaThIBasi 00JIaCTh HA KPBUIbSX HOca U Ha juie. B 1851 roxy L.A. Cazenave onmcan
Oomee arpeccuBHyl0  (opMy  TUCKOMIHOW  BONYAHKH, HCIOJB3YS  TEPMHH
“erythematosus”. Jlo Hacrosmiero BpeMEHH JaHHOE JBOHHOe Ha3Banue “‘lupus
erythematosus” ucronb3yercs B MEIUIIMHCKUX PYKOBOJICTBAX.

Jlo BTOpoM moJIOBUHBI 19 Beka KpacHas BOJYAaHKA CUYMATAIACh TOJIBKO
JIepMaToJIOTHYeCKUM 3abosieBanreM a0 Toro, kak Moris Kohn Kaposi He pasmenmn
3aboneBanue (lupus erythematosus) na aBa Tuna:

- muckomaHas Boryanka (discoid lupus - DLE)

- lupus erythematosus disseminatus et aggregatus - cucremHoe 3a00ieBaHue, B
KIIMHUYECKOW KapTHHE KOTOPOTO MMEETCS aHOPEKCHS, TTOJIKOXKHBIC y3€JIKH, apTPUT,
nuMdoaeHonaTus 1 MopaxeHue LEeHTPaIbHON HEPBHOM cUCTEMBI [75].

B wnauvame 20 Bexka B BemukoOpurtanmu William Osler BmepBbie ommcat
JIOCTAaTOYHO IIMPOKUN CIEKTp MopaxkeHus opraHoB u cuctem npu CKB: sHmokapaur,
HepUKaApIUT, HePUT, a0JOMUHAIILHBINA OOJICBON CHHIPOM, KDOBOTOYMBOCTh CIIU3UCTHIX
U HEBPOJIOTHYECKHE HApYIICHWs, Ha3BaB JaHHOE 3a00JeBaHHME TEPMUHOM «erythema
exudativum multiforme» [8,102,111]. BrmocieacTBuu ycTaHOBWIH, YTO €rO CIy4au

BKIIIOYANK u Apyrue Backynmutel. B 1904 romy Josef Jadassohn omucan cimyqait CKB c
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YETKUMHU CUCTEMHBIMU TposiBieHusMU [71]. OgHako, HECMOTpsSI Ha BCE OIMCAHHbBIC
ciiyyau, He Oblla TMpOBEJCHA YeTKas TpaHHIla MEXAYy ITUCKOUIHOM M CHUCTEMHOMU
KPAaCHOM BOJIYaHKOM.

HanbHeimue uccneaoBaHus B Havyasie 20 BeKa OMMCHIBAIM PA3IMYHbIC CIIydau
MOPAKEHUS PA3IUYHbIX OpraHoB U cucteM B cTpykrype CKB. Tompko B 1941 r.
aBctpuiickuii Bpad Paul Klemperer npu onrcannu cepun ciydaeB MpEAoIONKUI, YTO B
CTPYKType 3a00JeBaHUsS MMEET MECTO MOpaKEHUE «IEeJIOW TKAaHW OpraHu3May», a He
OTJIEJIbHBIX OPTaHOB M CUCTEM, UM ObLIa C(HOPMYITUPOBAHA KOHLETILHS «KOJUJIAr€HOBBIX
ooxaesucii» [22]. ITozxe B 1953 r. William Enrlich npennoxun tepmun 1ist 1aHHOM
TPYIIBI — «3a00J€BaHUS COSTUHUTEIBHOM TKAHNW», TaK KaK B MaTOJOTUUYECKUM MPOIecc
BOBJIEKAJIaCh BCA ME3€HXHMMaJlbHasg TKaHb, a HE TOJIbKO KoJulareH. OmnucaHue
(uUOpUHOUTHOTO HEKPO3a, SBIAIOIIKUMCA MOP(OJIOTHYECKOH OCHOBOM 3a00JieBaHUMN
COCIMHUTEIILHOM TKaHH, ObLI0 BhIoaHeHO B 1932 1. E. Jager, B 1933 r. Robert Rossle u
Fritz Klinge. [amee B 20 Beke OBUIM M3y4YCHBI CEPOJIOTHYECKUE TPOSIBICHUS
3a0osieBanus. Illarom K 3TOMy CTajiu JIO)KHOIOJIOKUTEIbHBIE PE3YNbTaThl aHAJIU30B
KpoBHU Ha cuduiic y 6oapHbIx CKB. BriocnencTBun 1aHHbIE CEPOIOTUYECKHE MapKeEPhI
OOJIeryniu TUarHOCTHKY 3a00JeBaHus, TMO3BOJIss ycTaHOBUTH nuartHo3 CKB Ha Gonee
panHux dtamax [111]. B mepBoit monoBuHe 20 Beka peBMATOJIOTH ObUIM YBEPEHBI, UTO
cpenusas BbDKMBaeMocTh manueHToB ¢ CKB cocraBnser 2 roma [111]. Ilepseie
YIOMUHAHHSI O FOBEHWJIBHOW CHUCTEMHON KpacHON BoJlYaHke patupyrorca 1970-mu

rojJlaMu, XOTsl HEOHaTaJlbHasi BOJIYaHKa Oblja OmnucaHa B TepBod mosioBuHe 20 Beka

[111].

1.3 DnuaeMuos0rusi CHCTEMHOM KPACHOM BOJTYAHKH

B Hacrosmiee BpemMsi CHUCTEMHas KpacHasi BOJTYaHKA C FOBCHIJIBHBIM JCOFOTOM —
HamOoJiee YacTO BCTpPEUAIoIeecs CHCTEMHOE 3a00JIeBaHUE COCAMHUTEIHPHOW TKaHU Yy
nerert 1o 18 ner [2,26]. Monoasie nanueHTsl ¢ 10CKB coctaBisitoT okosno 20% oT Bcex

ciryuaeB 3a0oneBanus [35,140].
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Pacnpoctpanennocte CKB y nereil 1 moapOCTKOB BapbUPYETCS] B 3aBUCUMOCTH
OT ATHUYECKOW MpuHAIICKHOCTH W Bo3pacta [109,140]. Ilo maHHBIM 3apyOeKHBIX
COBpEMEHHBIX UCTOYHHKOB 3aboneBaemocTs I0CKB cocrasmser 0,3-0,9/100 000 neteit
B roa [73,109,147]. Pacnpoctpanennocts CKB y nereit B Bo3pacte ot 1 roaa o 9 ner
koJsiebnercs B mpegenax 1,0-6,2, a B Bozpacte 10-19 ner — ot 4,4 no 31,1 cinyyas Ha
100 ThIC. HeTckoro HaceneHus [51,73]. Iluk 3a0oneBanus npuxoautcs Ha Bo3pact 10-
13 nmer [2,109]. TlanueHThl ¢ OYEHb paHHUM JAEOIOTOM 3a0o0JieBaHUA (10 5 JIET), Kak
MpaBUjIO, WMEIOT AaTUNUYHYI0 KapTuHy 3a0ojeBaHus (HampuMmep, OTCYTCTBHUE
ayToaHTUTEN), OoJiee TsKEI0e TeUEHUE U TI0Xou mporHo3 [37,43,50].

IOBenunpnass CKB umeer Gojiee BBICOKYIO aKTUBHOCTH 3a0o0JieBaHHS U OoJee
arpecCUBHOE TMOPAXECHHE OPraHoB M cUCTEM, B yacTHOcTH mouek, [[HC u cucremsl
kpoBetBopeHust [64,93]. Cpemu Bcex mnamueHtoB ¢ 0CKB y 50-70% wumeercs
nopaxenue nouek, y 90% m3 KOTOphIX NOPAKEHUE MOYEK MPOUCXOINUT B TEYEHUE IBYX
JeT OT MOMEHTa mnocTaHoBkd muarHo3a [80,109]. Puck pa3BuTvs BOTYAHOYHOIO
HedpuTa BBINIE CPEAM JIMIl JATHHOAMEPUKAHCKOro, a(pUKAHCKOTO U a3MaTCKOTO
npoucxoxacHus [28,109]. IlaTunetHsis BBDKMBAEMOCTh MAIMEHTOB C BOJTYaHOYHBIM
He(PUTOM 32 TOCJIEIHUE JECATUIICTHS CTaJIa BBIIIE U B HACTOSIIEE BPEMSI COCTABIISIET
ot 77 1o 93%, HO OHa MpEBBIIAET CMEPTHOCTH 30POBbIX Aereil B 19 pa3 [28,109].
YPpOBEHb CMEPTHOCTH B MEPBBIE S JET 3aMECTUTEIBLHON MOYEYHON TEpAUU COCTABIISIET

oko0Ji0 22% ", TIIaBHBIM 00pa3oM, 0O0YCIIOBJIEH CEpACUYHO-JIETOYHBIMU OCIOKHEHUSIMU

[28,109].

1.4  ITHOJIOTHA U MATOreHe3 CUCTEMHOM KPACHO! BOJYAHKH

DTHONOTUS CUCTEMHOM KPAaCHOM BOJIYAHKH JIO CHX IOP HETOCTATOYHO U3BECTHA U
70 HACTOSIIEr0 MOMEHTa 3abojeBaHuEe cuuTaeTcs MylbTU(dakTopuanbHbiM [2]. B
ocHoBe mnarorere3a CKB nexur B3zaumopeiicTBue Mexay (akropamu OKpyKarouen
cpenbl (TaKUMHU Kak MHCOJISILNS, MHPEKUMOHHBIE 3a00J€BaHUsI, TOKCUHBI) 1 TEHOMOM

YEJI0BEKA, YTO MPUBOJIUT K M3MEHEHHOM 3Kcrpeccuu reHoB [16,49,98]. B pesynbrarte
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TAKOr0 B3aMMOJICHCTBHS y TEHETUYECKU MPEAPACIIONOKEHHBIX JIUL IPOUCXOJUT CPBIB
UMMYHHOH TOJIEpaHTHOCTH M BO3HHKACT abeppaHTHAs aKTHBAIMsI UMMyHHUTeTa [16,76].

3a mocienHee NECATUIIETUE IMOJHOTEHOMHOE acCCOIMAaTUBHOE WCCIEI0BAHHE
(genom-wide association study) mno3Bomuia0 BbIIBHTH Oosiee 90 JIOKYCOB pHCKa
pa3zButus CKB [16,42]. BoapIIMHCTBO BapUaHTOB PaCIIONOXKEHBI BHYTPU WJIH K€ PAJIOM
C T€HaMH, KOTOpble KOOUPYIOT OEJKH, YYacTBYIOIIME B CHHTE3€ HMMYHHBIX
KOMILJIEKCOB, Tepe/lade CUTHAJIOB MEXIY JUMGOIUTAMU U FeHaMu HHTEep(EepOHOBOrO
nytu [16,19,105].

B nartoreHe3e KpacHO BOJYAaHKM 3HAYWTEIbHAs POJIb OTBOAUTCA T-KieTkam
[16,126]. OHM aKTUBHUPYIOT BOCHAJEHUE 3a CYET CEKPEUUU MPOBOCHAIUTEIBHBIX
LIUTOKWHOB, CTUMYJIUPYIOT B-mMMQpOIUTH U NOANEPKUBAIOT AKTUBHOCTH 3a00JI€BaHUS
C IOMOIIbIO ayTopeakTHBHbIX T-knerok nmamaru [16]. T-ommukynspHble Xxennepsl
CUHTE3UPYIOT HWHTEpAEHKHMH-21, KOTOpBIA HHAyUUpYeT aud@pepeHIupoBKy B-
auM(dounTOB B B-KIeTKH maMsATH M IMJIa3MOLMTHI, KOTOPbIE BbIpa0aThIBAIOT aHTHUTEIA
[104]. T-perynsTopHbIE KJIETKH, MPEACTABISAIOT COOOW YHUKaIbHYIO Tomyssiuio T-
KJIETOK, KOTOPBIE MOJABIISIIOT HMMYHHBI OTBET U MOJACPKUBAIOT ayTOTOJIEPAHTHOCTb.
PasBurtue nanHoi rpymmsl T-TUMGONKUTOB 3aBUCUT OT YPOBHS HHTepelikuna-2 (MJ1-2).
[Tpu CKB npoucxoaut aucbanaHc WHTEPICUKUHOB, XapaKTEPU3YIOIIHUICSI CHUKECHUEM
NJI-2, B Xon€ 4ero mpouCXOAUT HapylIeHUE pa3BUTUA U (PyHKUIUU T-perynsiTopHbIX
kietok [99,132]. Henoctatok WMJI-2 He T1O03BOJSET OrpaHUYMBATHL AKCIPECCHUIO
MHTEpJIEHKUHA-17, KOTOPBIN SBIISIETCS MPOBOCIAIUTEIBHBIM U €r0 BBICOKHI YPOBEHb
IPUBOJUT K MOBpEkKIeHNIO TKaHel [16,90].

B-knetku yuyactByror B natoreHeze CKB mocpencTBoM BbIpaOOTKH ayTOAHTHUTEN
K ayroaHtureHam. IlyTu, yepe3 KoTOpble MPOUCXOIUT aOeppaHTHAsl akThBanus B-
KiIeToK, BKaouaoT T0ll-mogo6ubeiii penenropubiii nyts (TLR), myTh, cBA3aHHBINA C
dakropom akxtuBanuu B-mumdoruros (beta cell-activating factor - BAFF) [16,76].
Monekyna BAFF crumynupyer npoaykuuto unreppepona-anbpa (IFN- o) u
uHTepelkuHa-10, 9To0 crnocoOCTBYeT 0Opa30BaHUIO MIa3MOOJACTOB M YBEIUYUBACT
BBDKMBAEMOCTh KJIOHOB B-KJIETOK, B TOM uuncie ayropeakTuBHbIX [104,145]. ITannentst

¢ CKB, y koTOpbIX BBICOKUI ypoBeHb MosieKyIbl BAFF nMerot Oosiee BEICOKHE YPOBHH
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aatuten K JIHK, anTuTeN K THICTOHAM M KapIUOIUIMHAM KJIETOYHBIX MemOpan [16,132].
Arperatsl B-kiieTok ompenenstoTcss B OMonTarax Mo4yeK MalMeHTOB C BOJIYAHOUYHBIM
HepputoM [115]. Takum o6pazom, moTepst TOJIEPAHTHOCTH B-KJIETOK K ayToaHTHUTreHaM
paccMaTpuBaeTCs Kak OJIMH U3 KIII0UeBbIX MOMEHTOB B natoreHeze CKB [70,115].

He wmenee BakHas yacTh maToreHe3a 3a00JeBaHUS CBs3aHa C BBIPAOOTKOM
anturen K asycrmpanbHor JIHK, xoropsle mpu B3auMOAEHCTBUM C AHTUI€HAMU
oOpasyroT nupkyiupyromue ummyHHble kKomruiekebl (LIUK), orkmaneiBaromuecs B
Ccy03HI0TEeATMANIBHOM CJIO€ COCYJIOB Pa3IMUHBIX OPTraHOB, IPUBO/IS K BOCHAJIECHUIO [86].

Bzaumopericteue T- n B-KI€TOK B maToreHe3e CUCTEMHOW KPACHOM BOJIYAHKU

IMpCaACTAaBJICHO HUXKC HAa PUCYHKC l.
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Pucynox 1 - [laTorene3 cucTeMHO KpacHOM BOJYAHKH (aIallTUPOBAHO M3 MCTOUYHMKA
Pan L., Mei- Ping Lu, Jing- Hua Wang, et al. Immunological pathogenesis and
treatment of systemic lupus erythematosus. World Journal of Pediatrics (2020) [104].

Coxpamenns: BCR - penenrop B-kmerox, TLR - toll-like penentop, MCH Il -
rIaBHBIA Komumneke rucrocoBMectumocTH |l tmma, BCL - B-knerounas mumdoma,
ICOS - wunaymupyemsiii ko-ctumynsitop, ICOSL - nuranm uHIynUpyeMoro Ko-

ctumyistopa, TCR - penentop T-kierok, IL - unTepnelikuH, |g - ”MMyHOTJIOOYJINH,
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BAFF - aktuBupytoumii ¢pakrop B-knetok, I[FNy - uatepdepon v , IFNy R - peuentop

untepdepona y, GC - repMUHATUBHBIN LIEHTP.

1.5 KiauHuveckue nmposiBjeHus!

Kimanueckune [IPOSIBJICHUSA CKB XapaKTepusyrTcs BBIPAJKEHHBIM
noJIMMOPGU3MOM U TreTeporeHHocThlo. Ecnu  pasbmie cuurtanoch, uyto CKB
00s13aTeJIbHO MPOTEKAET C MOPAXKEHUEM KOXKH, TO B HACTOALIUA MOMEHT U3BECTHO, YTO
MOpaXCHUE KOXKMU JIAJIEKO HE Bcerga MoxeT comnpoBoxiaars TedeHne CKB [30].
[Tpumepno y 20% neteit BO3MOKEH MOHOOPTaHHBIN BapHaHT Je0roTa 3a0oneBanus [2].

Bo3MoxubiMu niposiBeHusiMu CKB MOTyT OBITh CleyIONIHE.

- O01ue CUMITOMBIL: TUXOpajaKa 0e3 ouara HHGEKIH, c1adoCTh, HEJOMOTaHue, TOTeps
BeCa, YTOMJISIEMOCTb, CHHUXEHUE aNleTUTa, pa3apakKUTeIbHOCTh, COHJIUBOCTb,
SMOILIMOHAJIbHbIE HapyuieHus [2,84]. [laHHple CUMOTOMBI MOTYT HAalOMHHATh
CUMIITOMBI ~ MH(EKIIMOHHBIX  3a00JIEBaHUM, DSHIOKPUHHOM MATOJOTUM, JIPYTUX
ayTOMMMYHHBIX 3a00J1€BaHUI, XpPOHUYECKOro 001eBOro cuHapoma [54,84].

- [lopaxenue koxu BcTpeuaercs y 80-95% nereit u, kak mpaBuiio, MPEACTABISIET COOOH
CUMMETPUYHBIC APUTEMATO3HBIC BBICHIMIAHUS Ha CKYJIOBOW OOJacCTH M IEPEHOCHIIE
[2,16,83,84,148]. BeTpeuaroTes m Apyrue MOpPaXKEeHHUsl KOXXKHM, TaKME KaK KallWUIAPUT,
JTUCKOUIHBIE O4Yard, (pOTOCEHCUOMIHM3AIMs, TeMOPPAruyecKue BBICHITIAHUS, CHHIPOM
Peitno, anomernuss u Hecnenu@UUYecKkre BBICHIMAHUS, MPEICTABICHHBIE Pa3IMUYHBIMU
AJIEeMEHTaMU OT MATHUCTO-TAMYJIE3HbIX 10 Oyiuie3HbIx [2,16,84].

- Ilopaxkenue cnusucteix obonoyek ormeyaercs y 30% nereit. Bo3moxHo pa3Butue
BOJTYAaHOYHOU SHAHTEMBI, a)TO3HOTO CTOMATHUTa, Xenura [2,16].

- Tlopaxenue omoOpHO-IBUTAaTEIBLHOTO ammapaTta: y Oonee 90% 3aboseBmnx
HaOIIOAIOTCSL apTPATUU KPYMHBIX W MEJIKUX CYCTaBOB KOHEUHOCTEW W apTpuT,
KOTOPBIA MOXET HOCHUTb OCTpPBIA, MOJOCTPBIA W XPOHUYECKHUU Xapakrep, C
BOBJICUEHUEM HECKOJIbKUX CYCTaBOB ofgHOMOMEHTHO [84,100,113]. Aptpur, kax
IIPaBUJIO, MMEET HEIPO3MBHBIN xapakrep [24]. Yamie Bcero mnopaxarTCs MEIKUE

CyCTaBbI KHCTeﬁ, KOJICHHBIC W TOJICHOCTOIIHBIC CYCTaBBbI. I[aHHOG MOPpAKCHNUC HOCHUT
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Ha3BaHMeE - apTponaTus JKaky, 1o UMEHU aBTOPa, BIEPBbIE OMUCABIIETO 3TO COCTOSIHUE
[16]. WHorma apTpajirum MOTyT OBITh TEPBBIM KiuHUYeckuM TposiBienuem CKB
[34,84].

- Penxum npossienuem CKB siBnsieTcss acenTUYECKUM HEKPO3 TOJIOBKH OeIpeHHOU
koctu [84]. Yamie Bcero [TaHHOE MPOSBICHUE SIBISETCS OCIOXHEHHEM Tepalruu
CHUCTEMHBIMH TJIFOKOKOPTUKOCTEPOUIAMH.

- HeuactbiM NposiBIIEHHEM SIBISICTCS MOPAKEHUE MBI B BHUJIE MUAITUNA U MHUO3UTA.
Kax mpaBuiio, 0HO BO3HUKAET B OCTPBINA MepUo 3a00I€BaHUS, MOKET COTIPOBOKIATHCS
YMEPEHHBIM TMOBBIIIEHHEM (EPMEHTOB MBIIIIEYHOTO pacnaza [84].

- [lopaxkeHue cepo3HBIX O0O0JIOYEK: IUIEBPHI, MEepUKap/ia WM OPIOMIMHBI B BUIE HX
aceNTUYECKOTO BocmalieHus Berpeuaercs npumepHo y 30-50% 3aboneBmux [2,84].

- BoBieueHue IbIXaTENbHON CHCTEMBI Yy JIETEM BCTPEYAETCS PEIKO MO CPABHEHUIO CO
B3pOCJIBIMU TAIIUEHTAMHU, B KOTOPTE€ KOTOPBIX Y KaXJOro 4YETBEPTOro MallMeHTa
MMEETCsl TOpakeHUe Jerkux. JleroyHas cuMOTOMaTHKAa MOKET MPEBAJIUPOBATH Yy
60npHBIX cTapiie S50 JeT, yale BCTpedyaeTcsl y My>KUUH. Y JeTeil MOXKET MPOSBISATHCS B
BUJIE OCTPOTO ITHEBMOHHUTA IPU BHICOKOM aKTUBHOCTU 3a00JieBaHUs, a TAaKKE B BUJIC
XPOHUYECKOTO HWHTEPCTUIMAIIBHOTO BocnaieHus Jjerkux [16]. Onucanbl ciydyau
aJbBEOJISIPHBIX T€MOPPAruii, HO TaHHOE MPOSIBIICHUE PEJIKO BCTPEUAETCS y IETEH TaK kKe,
Kak TpoM003 win HHDAPKT Jerkux [89].

- [lopaxxeHnue ceppiia 6osee XapakTEpPHO JJIs B3POCION TPYMIBI MAIUEHTOB U SIBIISIECTCS
OJTHOW M3 OCHOBHBIX npuunH cMepTHocTy npu CKB [87]. Hapymenus, BeisiBisieMble Ha
Ox0oKI" Gonee yeM y MOJOBUHBI TAIIMEHTOB, MPOTEKalOT OeccuMnToMHo [87]. JlaHHBIEC O
4acTOTE PACHPOCTPAHEHHOCTH MopaxeHus cepaua B crpykrype CKB B perckon
MOMYJISAIUU CHJIBHO Pa3HATCSA M cOCTaBSIIOT OoT 12% no 50% u 6omnee [87]. Koponaput
y JeTell BO3HUKAET PEJIKO, NTUAarHOCTUPYETCS MPEUMYIIECTBEHHO WHCTPYMEHTAJBHO.
[TopaxeHnue cep/ilia MOXKET MPOSIBISATHCS B BUE MTOBPEKICHUS JIFOOOM U3 €ro 000JI0YEK:
nepuKapaa, MUokapaa U sHAokapaa. [IposiBneHuss MuokapauTa MPOSIBISIIOTCS B BHJIE
paclIMpeHusi TpaHUIl Cepilla, YMEHBIICHUS 3BYYHOCTH TOHOB, HapyIICHUS
COKpPAaTUMOCTH, TMOPAXKEHUS MPOBOJIAIICH CUCTEMBI - HApYIICHUS pUTMa cepiana. Yaiie

MOATBEPKIAETCS MHCTPYMEHTAIBHO B CBSI3M C Hecerupuieckumu sxamodoamu. OCTpbrit
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uH(papKT MUOKap/a SBJSIETCs KpaliHe peaxuM nposiBienueM y aereit ¢ CKB, ognako B
JTUTEPATYpEe UMEIOTCS COOOIIEHHUSI O €r0 pa3BUTUU Ha (POHE HEM3MEHHBIX KOPOHAPHBIX
aprepuil. ®akropamMu pHucKa HHPAPKTa MHUOKApAAa CUYUTAIOTCS TMEPCUCTHPYIOIIEE
XPOHHYECKOE BOCHAICHUE, UIUTENBHBIN IPUEM TIHOKOKOPTUKOCTEpOU10B, ADPC B
ctpykrype CKB [133]. Ilopaxenue 3nmokapaa, cnerupuyanoe niasi CKB - arunmasbiit
O0opomaBuatheiii sHIOKapAUT JlnOmana-Cakca, B TOCIEIHUE TOMBI SBISICTCS PEIAKOMN
naronoruei [84]. [IposBisieTCs NHCTPYMEHTAIBHBIMM HaXOJIKAMU B BUJIC BETETAIUI B
MeCTax MUKPOU3BA3BICHUHN SHI0KAP/1a, MOTYT pacIoyaratbCs Ha CTBOPKaXx, MPUBOIUTh
K pa3pbIBY Xopa [2].

- Bonmyanounsiit Hegput Betpeuaetcs: npumepHo y 70-75% nerei, siBIsS€TCS OJHUM U3
Tsokenbix nposBieHnit CKB [2]. Kak npaBuio, pa3BUBAaeTCs B TEUEHHUE MEPBBIX ABYX
ner ¢ Hayama  3aboneBanust [80,109]. CrpykTypa, KoTOpas MoOpa)kaeTrcs Mpu
BOJYaHOYHOM Hedpute - 310 Kiyoouek [28,109]. IloBpexaeHus: KiyOOYKOB MOTYT
ObITh ouaroBeiMu WK auddy3aeivu [28,109]. [IposBienuss U KIMHUYECKOE Pa3BUTHE
BOJIYAHOYHOT'0 He(pUTa y NEeAUATPUUECKUX NAIIMEHTOB 3HAYUTEIBHO Pa3IMYyaloTCs: OT
NO0OpPOKAYECTBEHHBIX,  MEUICHHO  IPOrPECCHPYIOUIMX  ClydyaeB [0  OBICTPO
nporpeccupytoriero 3adoneBanus [25,80,109,135]. IIporennypusi oTMeuaeTcs y Beex
OOJIBHBIX, JAOXOJS 10 CTENEHH HEeYPOTUYECKOrOo CHUHApPOMA y IMOJIOBUHBI MAIMEHTOB
[16,109]. Knunnuyeckue nposiBICHUS, MPU3HAKK U CUMIOTOMBI BOJYAaHOYHOTO HedpuTa
HE BCerga oOTpaxkawT TsokecTh 3aboneBanus [109]. Knmanueckue nmaHHBIE HE
MO3BOJISIIOT TOYHO MPEACKa3aTh Pa3BUTHE WA MPOTHO3 MAIlMEHTOB C 3a00JIEBaHUEM.
buoricust Mo4ky SBISETCS BaXXHBIM JIMarHOCTMYECKUMM HWHCTPYMEHTOM IIPU OLICHKE
nopaxkenus Tmouku [28]. Ha ocHoBe MOpQOTOTUYECKHX MaHHBIX MOCTPOEHA
Kjaccudukanus BOJIYAHOYHOTO HePpUTa W OCYILIECTBISETCS MNOAOOp Tepanuu
[28,80,122].

Kinaccudukanus BoiuaHouHOTO HeppUTa IpeacTaBieHa B Tadaule 1.

Tabauma 1 - Kimaccudukanus Boruanounoro nedpura [139].

Kitacc Omnucanue
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Kiacce 1 MuHUMaNbHBIN Me3aHTHaIbHBIA BOTYAHOYHBIA HEDPUT
HopmanibHBIE TJIOMEpYJIBI IIPU  CBETOONTHYECKOW MUKPOCKONMH, HO
Me3aHTHalIbHbIe UMMYHHBIE JETIO3UTHI P UMMYHO(IIIOOPECIICHIINH.
Knacc I | Me3anruanbHo-nponudepaTuBHBINA BOTYAHOYHBINH HEPPUT
Me3anruanpHas  THIEPKIETOYHOCTh — PA3NIMYHOM  CTENEHU  WIH
pacHIMpeHne ME3aHTMAJIbHOIO  MaTpuKca MpPHU  CBETOONTHUYECKOMN
MUKPOCKOIINH, C ME3aHTMaJIbHBIMU UIMMYHHBIMU JETIO3UTaAMU.
He3naunrtensHo W30JIMPOBAHHBIE cyOdnUTENnaNbHbIE WIH
CyOsHIOTENMaIbHBIE JETO3UTHI, BUJIMBIE npu
UMMYHO(DIIOOPECHEHTHON WIIN JIEKTPOHHON MUKPOCKOITUY.
Knacc [II | ®okanpHbIN BOTYaHOYHBINA HEQPUT
AKTUBHBIII WM HEAKTHBHBIM  (OKaJbHBIM, CErMEHTapHbIA WU
rmo0anbHBId  SHAO- WM  3KCTPAKANMWUIAPHBIMA  rioMepyiaoHedpur,
MOPAKAKOIIUN MEHEE 50% KITyOOYKOB, c (b oKanbHBIMHU
CYyOPHIOTENUANbHBIMU  JENO3UTaMHU, C WM 0€e3 Me3aHTMajabHON
aJIbTEpaLIUU.
(A): akTuBHBIE H3MEHEHUA -  (OKaJbHO  NpOIUEpPaTUBHBIN
BOJTYaHOYHBINA HEDPUT.
(A/C):  Octppie ¥  XpOHUYECKHME  M3MEHEHUs -  (PoKaJbHO
nposudepaTUBHBIN U CKICPO3UPOBAHHBIN BOTYAaHOUYHBIN HEDPUT.
(C): XpoHuyeckue HEAKTUBHbIE U3MEHEHHUS C TJOMEPYJSIPHBIM
CKJIEPO30M - (DOKATIBHO CKJIEPO3UPOBAHHBIN BOJYAHOUYHBIN HEQPUT.
Knace IV | Auddy3ubiii BoryaHoYHBINH HEPpUT

AKTUBHBI WJIA HEAaKTUBHBIM 1U(QYy3HBINA, CErMEHTapHBIA WU
IJI00ANbHBIA  AHJ0- WIM JKCTpaKaWULIPHBIA — TIIoMepyJioHedpur,
nopaxarommii  6onee 50% wu Oonee KiIyOOukoB, € AU(PPY3HBIMU
CyOSHIOTENMAIbHBIMK ~ MUMMYHHBIMU  JIETIO3UTaMHM, C WiId  0e3
ME3aHTUAJIHOMN anbTepaluu. DTOT KIilacc mporpeccupyer B AuQdy3HbIN

cermeHTapubiii (1V-S0) Bomuanounsii Hedput, xorma 50% wu Oosee
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MOPaXEHHBIX KIyOOUYKOB MMEIOT CETMEHTApHbIE W3MEHEHHUs, WIH B
mubdy3nsiii tnodansHbid (IV-G) Bomyanounslit Hepput, koraa 50% u
O0oJiee TOPaXXEHHBIX KIYOOUKOB HMEIOT TIJ00alIbHbIE HW3MEHEHUSI.
CermeHTapHbIi BOJTYaHOYHBIN HedpuT oTpeesieTcs KaK
IJIOMEPYJISIPHOE  MOpPaXEHUE C  BOBJIICYCHUEM MEHEE IOJIOBUHBI
KITyOOUKOB. DTOT KJIACC BKJIIOYAET Ciiydau ¢ MU Py3HBIMHU JIENO3UTAMH,
HO C He3HAUYMTENIbHOM npoaudepaliueit i 6e3 nposudepanuu.

IV-S (A): AxrtuBHbie wu3MeHeHHss - Jau(Qy3HBIA CcerMeHTapHO
npoJindepaTUBHBIN BOTYAHOUHBIN HEDPUT.

IV-G (A): AxTtuBHBIC U3MEHEHHS - JAUPPY3HBIA TI00ATBEHO
npoJindepaTUBHbBIN BOJTYAHOUHBIN HEDPUT.

IV-S (A/C): AKTHBHBIE W XPOHHUYCCKHE HM3MCHEHHUS - IUPQY3HBIH
CErMEHTApHO MpoJM(EepaTUBHBIA U CKJICPO3UPOBAHHBIN BOTYAHOUYHBIN
He(pHuT.

IV-S (C): XpoHuueckne HEAKTHBHBIC HM3MCHEHHS CO CKICPO30M -
(b Py3HBINA ¢ CErMEHTapHBIM CKJIEPO30M BOJTYAHOYHBIN HEQPUT.

IV-G (C): XpoHuveckne HCaKTHBHBIC HM3MEHEHHUS CO CKJIEPO30M -

i Qy3HbINA T100aTBHO CKIIEPO3UPOBAHHBINA BOJTYAHOUHBIN HEPPUT

Knacc V

MeMOpaHO3HbIN BOTYAHOYHBIN HEPPUT

['moOanbHBlE WM CETMEHTapHble CyOsnUTENUaibHble HMMMYHHBIE
JENIO3UTHI, BBISIBIISIEMbIE npu CBETOOINTHYECKOH,
UMMYHO(IIOOPECLIEHTHOM, 3JIEKTPOHHOM MHUKpPOCKONUHU, C Wid 0e3
ME3aHTHAJILHOTO TOPAXKEHUS.

Bonuanounsiii He@putr B koMOuMHauuu ¢ uamMeHeHusimu kiacca Il umm
kiacca |V,

BonyanouHbiil HePPUT € TOTATBHBIM CKIIEPO30M.

Knacc VI

ToTanbHO CKIEPO3UPOBAHHBIN BOTYAHOUYHBIA HEQPUT

Bonee 90% riomepy ¢ rno0agbHBIM CKIEPO30M.
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- Ilopaxenue xenygouHo-kumeyHoro Ttpakta (OKKT) Becbma MHOroo0pasHo B
MPOSIBJIICHUSIX, BCTPEYAETCS] MPUMEPHO y TpeTu mnanueHtoB [2]. MHorma mopaxeHue
KKT sBnsercss mepBbIM U €IUHCTBEHHBIM CHUMIITOMOM 3a00JI€BaHMS, YTO YIJIMHSET
CPOK MOCTaHOBKH MPaBWJIbHOTO uarHo3a [14]. [[puHiunuanbHo BO3MOXKHO MOpaKeHHUEe
moboro otaena JKKT [14]. Ilposenenus mnopaxenus KKT, xak mnpasuio,
Hecrenu(UIHBI U TIPEICTABICHBI CHIDKCHUEM aIrleTUTa, TOITHOTON, PBOTOM, OOISIMU B
KUBOTE, HapyIlIeHHEM xapaktepa cryna [14,127]. AGapoMuHaIbHBINH 0OJICBOM CUHAPOM
00yCIIOBJIEH BO3MOXKHBIM PAa3BUTHEM ME3EHTEPUAIIBHOTO BACKYJUTA, TACTPOIHTEPUTA,
renatoOmnrapHo OO0JIE3HBIO, IMaHKpeaTUTOM uiau anmeHauiurom [14,144]. o
MOJIOBUHBI ~ MAlMEHTOB HMEIOT TMOPAXKEHHE IE€YEHH, KOTOPOE MPOSABISETCA
rernatoMeraiuei, renaTuToM, a mpu pa3BuTuu antudochonmunuaHoro cuaapoma (ADPC)
BO3MOXHBI WH(MAPKTHI TE€YEHU, TPOMOO3 TMEUYEHOUYHBIX BEH C Pa3BUTHUEM CHHJIIpOMaA
banna-Kuapu [12,117]. TlopaxkeHne nomkenyI0UYHON KeJe3bl - MAaHKPEATUT BO3MOKEH
KakK B CTPYKTYyp€ 3a00JIeBaHUsI, TaK U B PE3yJIbTaTE TEPANUU TTTIOKOKOPTUKOCTEPOUIAMHU.
- [lopaskeHrue HEpPBHOM CHUCTEMBI OTJIMYAETCS BBICOKOW CTENEHBI0 MoiuMopdusMa u
BcTpeuaercss y 30-50% nereit ¢ CKB [62,66]. B cBsi3u ¢ GosbluuM pa3zHOOOpa3rem
MOpaKEHUsT HEPBHOW CHUCTEMBI JOJITO€ BpEMsS OHM HE ObLIM KIacCU(DHUIIMPOBAHBI.
Tonbko B koHIle 20-ro Beka ACR mpemnoxuia kiaccupukauo MOpaKeHnss HEBPHON
CUCTEeMBbI, BBIICIMB JIB€ OOJIbIIME TPYNMbl: TOpPaXEHUE I[EHTPAIbHOU U
nepudepuueckoit HepBHOM cuctembl. [10,68,130]. Ilo xapakrepy mopakeHUs
BbACIAIOT AU dy3Hblid 1 ouvaroBelid THNbl [10,68]. Knaccudukamus npeacrtaBieHa
HUXKE.
K nopaxennssm HHC oTHOCSITCA:
1. AcenTuyeckuiit MEHUHTUT,
2. Cocynuctsie mopakenus (1iepedpoBacKyIuT):

a) mapajuy, MIIeMus,

b) Tpom003 BeHO3HOTO CcHHYCA,
3. KoruutuBHbIE paccTpoicTBa:

a)  JIeTUpUyM,

b) nemenmus,
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4. JleMUeTMHU3UPYIOLUNA CUHIPOM,

5. T'ostoBHBIE OOJIH,

6. /IBuraTenpHBIC PACCTPONCTBA,

7. Ilcuxo3,

8. TpeBoXHBIE COCTOSTHUS,

9. Cynoporu,

10. [TonrepeyHbIil MUETTUT.

K nmopaxenusim nepudepruueckoil HEpBHOM CUCTEMbI OTHOCSATCS:

1. Muactenus (myastenia gravis),

2. llepudepuueckas HeliponaTusi, HEHPOCEHCOPHAS IOTEPS CIIyXa, MOHOHEBPHUTHI,

3. [opaxkeHue yepemHO-MO3TOBBIX HEPBOB.

[Topaxxenune IIHC BcTpeuaeTcst yaiie Mo CpaBHEHHUIO C MOpaXKEHUEM IepudepudecKoi
[61].

B cBs3u ¢ pasnMUHBIMU KIMHUYECKUMU MPOSBICHUSMU BBIPA)KEHHOCTh CHUMIITOMOB
MOXET BapbUpPOBATh OT E€OUHCTBEHHOI'O IIPOSIBIICHHUS HEHpoJIonmyca B BHJIE
MUTPEHENOJ00HON TOJIOBHOM O0iM A0 TpyObIX NCXMYECKUX HAPYLUIEHUH, Pa3BUTHS
cyaopokHoro cuaapoma [10].

- Ilopaxxenue rya3 BcTpeuvaeTcs AocTaToyHo penko [119,123]. Mexanusm nopakeHus
CBfA3aH, KaK MPaBWJIO, C OTIOKEHHUEM UMMYHHBIX KOMIUIEKCOB B Oa3allbHOM MeMOpaHe
SHAOTENUATBHBIX KJIETOK MEJKHUX KpOBEHOCHBIX cocyaoB [119]. Tlopaxkenue rnas

MOXXCT 3aTparvBaTb JF000M OTACIT C Hp€06HaI[aHI/ICM MOPpAKCHUA COCYAOB CCTUATKHU

[41,119].

- Ilpu pazButun aHTUGHOCHOIUHUIHOTO CHHIPOMA MOTYT Pa3BUTHCS apTepUaIbHbIC U
BEHO3HBIE TPOMOO3bI, y JeTell mpeodnamaeT TpomMOO3 MeEJIKuX cocynoB [53,68].
Knuanueckass kapTuHa BechMa BapualenbHa W HecHenu(PUYHA, TaK KaK BO3MOXKHO
MOPaXXECHUE PA3IUYHBIX COCYJOB pa3HbIX opraHoB W Tkaneul [110]. Ilpu pazButum
TpoMOO3a B COCyZax T'OJOBHOTO MO3Ta BO3MOKHO Pa3BUTHE WIIEMUYECKOTO MHCYJIbTA,
OJIHO- WJIM JIBYXCTOPOHHEHN XOpeu, KpaHUAIbHOW HEHpOMaTuu ¢ MOPaKCHUEM JIF0O0H 13

nap 4YeperHO-MO3TOBbIX HEPBOB, a IIPpHU IMOPa)XCHHMH CIIMHHOIO MO3ra BO3MOXKHO
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pa3zBute nonepeyHoro muenuta [20,142]. Insas ADPC xapakTepeH penuauBUPYOIUN
XapakTep, a TaKXe BO3MOXKEH TPOMOO3 COCYJI0B JH000ro Kaimubpa u JIHOOOM
nokanu3aund [110]. Akymiepckas mnaronorust SBIASETCS OJHUM M3 3HAYMMBIX
nposiBneHnit ADC, BXOIUT B KPUTEPUU YCTAaHOBJIEHUS JAHHOTO AMAarHO3a U BKJIIOYAET B
cebs: 1) HeBbIHAIIMBaHUE OepeMEHHOCTH (0oJiee 3 CHOHTaHHBIX a00PTOB CpoKoM 0 10
HEJIENb TPU UCKIIFOYEHUH MHBIX NMPUYMH); 2) OJUH Uiu 0oJiee cilydail BHyTpHYTPOOHOMN
ru0ea Mop@oJIOruueckd HOPMajJbHOIO IUIOAA MpH Cpoke OepemeHHocTH Ooiaee 10
Hellenb; 3) OonNMH WM Oojiee clydail MpexIeBPEMEHHBIX POJIOB CPOKOM MeHee 34
HEe/leNb MO NPUYMHE SKIAMIICUH, MPEIKIAMIICUM JTMOO BBIPAKEHHOW IJIalleHTapHOU

HegocTatouHocTu [94,110].

1.6 /IMarHoCTHKA CHCTEMHOI KPACHOI BOJTYAHKHU

Jnarno3 CKB ycraHaBimuBaeTcsi Ha OCHOBAHWM HAIWYMS KIMHUYECKUX U

nabopaTopHbIX JaHHBIX. CyIIeCTBYeT HECKOJBKO BHJIOB KIaCCU(PUKAIMOHHBIX
kputepuen: ACR 1977, SLICC 2012, EULAR 20109.
CoryacHO KpUTEpHUsAM aMepuKaHCKon kosueruu pesmarosioro 1977r. (ACR 1977) nns
MOATBEPKACHUS AUarHo3a Tpedyercs He meHee 4 u3 11 kpurepues [67]. [lpu Hamuuuun
y 6osbHOTO 4-X Mau Oojiee MPU3HAKOB B JIF0OOM codeTaHuu nuarHo3 CKB cuutaercs
JIOCTOBEPHBIM, MPU HAIMYHMH 3-X MPU3HAKOB — BEpOATHBIM. KpuTepuu npeacTaBieHbl B
tabmmuiie 2. Kputepuu SLICC 2012 roxa npencrasiens! B Tadnuie 3 [108].

Jns ycranoBnenus amarHo3da CKB HeoOxomumo Hanmmuue 4 KpPUTEpPUEB, W3
KOTOPBIX KakKk MHHUMYM | KpuTepud JOJDKEH OBbITh KIMHMYECKUH u 1
uMmyHosiornueckuil. Henb3st ycranaBnuBath nuarHo3 CKB Ha oCHOBaHWM TOJBKO
1a00pPaTOPHBIX TECTOB IPH OTCYTCTBUHU KIMHUYECKUX JTUATHOCTHIECKUX KPUTEPUEB.

Kputepun eBpomneiickoit nuru accouuanuu pesmaroioroB EULAR 2023 r.
SBJISIFOTCSI CAaMBbIMH TTOCJIEIHUMU B MUPOBBIX PEKOMEHIAIMAX, HO B HACTOSIIIIUI MOMEHT
HE YTBEPXKIECHBbI B POCCHUUCKUX KIMHUYECKUX pekoMeHaauusx [46]. X MOXHO
UCIIOJIb30BaTh KaK MOATBEPKAAIONINE KPUTEPUH, HO TOJIBKO 10 HUM JUArHO3 HE MOXKET

ObITh ycTaHoBNeH. Kputepuii BkimtoueHus: anTuHykieapHble anturena (AHA) > 1:80
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(neobxoaumo BoisiBneHue AHA na HEp-2 knetkax B Tutpe >1:80 min 5KBUBaJICHTHBIH
HOJIOKUTENBHBIN TecT Korja-inbo). Ycranosnenue auarHosa CKB tpeOyer Hammuus
XOTS OBl OJTHOTO KIMHWYECKOTO KpuTepwst u >10 O6aytoB (Mpu yCIOBUU COONIOACHUS

KpuTepus BKitoueHus). Kpurepuu npencrapieHsl B Tadnuie 4.


https://autoimmun.ru/guide/diffuznye-bolezni-soedinitelnoy-tkani/antinuklearnyy-faktor-na-kletochnoy-linii-hep-2-s-opredeleniem-6-tipov-svecheniya/
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Tabnuma 2 - Kputepun AMepuKaHCKO# KOJUIeTHH peBMaTonoros s auarnoctuku CKB (1997 r.).

1. Cpinb Ha cKyTax

dukcupoBaHHas SPUTEMA C TCHICHIIUEN K pACIPOCTPAHEHUIO HA HOCOTYOHYIO 30HY

2. JIlnckongHas CHITb

BpHTCMaTOSHBIe IMPUIIO AHUMAOIITHUCCS OJISIIKKA C IMPpUINIIAIOIIMMHA  KOKHBIMH q€MYﬁKaMH 151

boHKYIApHBIMU IPOOKAMU, Ha CTAPhIX OYarax BO3MOXKHBI aTpopuuecKue pyOoIlbl

3. cI)OTOC(3HCI/I6I/IJ'II/I?:ElI_II/ISI

Koxnas ChbIIlb, BOSHUKAIOIIAsA B pC3yJIbTAaTC PCAKIIMU HA COJIHEYHBIN CBET

4. 513BBI B pOTOBOM MOJIOCTH

N3bsa3BI€HNS TOJOCTH PTA UM HOCOTJIOTKH, OOBIYHO 0€300J1€3HEHHBIE

5. Aptput Hespo3uBHbIil apTpuT, nopaxarommi 2 uim 0osiee nepupepruuecKkux CycTaBa, MPOSIBISIOLIUNACS
00JIC3HEHHOCTHIO, OTEKOM U BBHIITOTOM
6. Cepo3ur * IJIEBPUT (TUIEBpaJIbHbIE OOJIM W/ WM IIYM TPEHUS TJIEBPbI, W/WIIH IIEBPAJIbHBIN BBINOT)

* nepukapauT (IIyM TpEeHUs MepuKapia MpU ayCKyJIbTallMd W/WIW TMPU3HAKH TEpUKapIuTa MpU

axoKapauorpadun)

/. ITopaxeHue noyek

* IEpCUCTUPYIOIIAs MpOoTeuHypus He Menee 0,5 r/cyT, u/unu

* MWIMHAPYPUS (IPUTPOLIUTAPHAS, 3EPHUCTAS WJIU CMEIIaHHas )

8. TlopaxkeHune UEHTpaIbHOU

HEPBHOM CUCTEMBI

* CyZIOpOTH

* ICUX03 (B OTCYTCTBUHM MPUEMa JIEKAPCTBEHHBIX CPEACTB WIIM METa00IMUECKIX HAPYIIIEHUN )
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9. I'emaToJiIOTHYECKHUE

HapyIlIeHUs

* TEMOJIUTHYECKAsI aHEMUS C PETUKYJIOITUTO30M,
. 9
» netikonienus < 4,0x10°/n (3apeructpupoBanHas 2 u 6oiee pas),

9
* TpoMOoItuTonienus < 100x10°/1 (mpu OTCYTCTBUM IIpUEMa JIEKapCTBEHHBIX MPenapaToR)

10. UmmyHOIIOTMYECKHE

HapyIleHus

« antutena Kk JTHK,

* aHTHU-SM,

* AHTUKAPAUOJIUIIMHOBBIEC aHTUTENA

* MIOJIOKUTEJIBHBINA TECT HA BOJYAHOYHBIA aHTUKOATYJISHT,

* CTOMKas JIOKHOIIOJOXKHUTENbHAs peakius Baccepmana (He MeHee 6 Mec) mpu J1abopaTOpHO

IMOATBCPKACHHOM OTCYTCTBUU CI/ICI)I/IJ'II/Ica

11. TToBbIllIEHHE TUTPOB

aHTUHYKJIeapHOro (hakTopa

[ToBbimienne Tutpa AH® B TecTe UMMYHO(IIFOOPECIICHIIUN WUITH B IPYTOM CXOJTHOM TECTe, HE

CBA3AHHOM C ITPUEMOM JICKAPCTB, CIIOCOOHBIX BBI3BIBATH JICKapCTBCHHYIO BOJTYAHKY
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Tabnuma 3 - Knaccupukaunonnsie kputepuun CKB SLICC 2012r.

Knunnueckue KPUTCPHHU..

1. OcTpoe, akTUBHOE MOPAKEHNUE KOKU:
1.1 | Cpinb Ha cKyJax (HE YYUTHIBAIOTCS JUCKOUIHBIC BHICHITIAHUS)
1.2 | bBynne3Hbie BBICHITAHUS
1.3 | Tokcuueckwuii snuAepManbHbIi HEKpo3 kak BapuanT CKB
1.4 | MakynonamyJie3Hasi ChIIlb
1.5 | ®orocencubmM3aIms: KOxKHas ChIllb, BOSHUKAIOIIAS B pe3yJbTaTe PEAKIIMK HA COTHEYHBIN CBET
1.6 |ITlomocTtpas kokHas BOJYaHKA (HEHMHAYPUPOBAHHBIE TCOPHUA30(POPMHBIC W/WIIM KPYTOBbIE MOJUIUKIMYECKHUE
MOBPEXKJCHUS, KOTOphIE MpoxoasaT Oe3 oOpa3oBaHus pyOIOB, HO C BO3MOXHOH IIOCTBOCHAIUTEILHON
JETTUTMEHTAITUCH YITH TeJICAaHTHOIKTA3ZUSIMU )
2 XpoHnUueckasi KOHasi BOJTYaHKA:

2.1

Knaccunueckass mUCKOUIHAS CHIIIb

2.1.1 | noxanuzoBaHHas (BBIIIE 1IEH)

2.1.2 | reHepanu30BaHHas (BBILIE U HUXKE 1IN )
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2.2 | 'mmeptpoduyeckue (0opoaaBuaThie) NOPAKEHUS KOKHU

2.3 | [TanHUKYIUT

2.4 | [lopaxxeHHe CIU3UCTHIX

2.5 | OTeunble HYpUTEMaTO3HbIC OJISIIIIKK Ha TYJIOBHIIIE

2.6 | Kamumnsputel (KpacHas BOJYaHKA OOMOPOXKEHHsS, [ aTYMHCOHA, NPOSBIIAIONIASACS TIOPAKECHUEM KOHYHKOB
NajbIEB, YITHBIX PAKOBUH, MATOYHBIX M UKPOHOKHBIX 00JIacTel)

2.7 | JluckoumHas KpacHas BOJYaHKa 0 THITY KPaCHOTO TUTOCKOTO JIHIast Wik overlap

S3BBI CIM3UCTHIX (B OTCYTCTBHUE CIEAYIOMIMX NPHYMH, TAKUX Kak: BACKYJIUT, Ooye3Hb bexuera , MHPEKUUS BHPYCOM

reprieca, BOCIAIUTENbHBIC 3a00JIEBAHUS KHUIICYHUKA, PEAKTUBHBIA apTPUT, U YHOTPEOJEHUE KHUCIBIX MHIIEBHIX

MPOTYKTOB):

3.1 | PoToBoii mosioctu
3.1.1 |ueba
3.1.2 | mex

3.1.3 | a3bIKa

3.2

HocoBoit monoctn
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HepyOmoBas anmomenus (muddy3Hoe HCTOHYCHHWE BOJOC WM TIOBBINIEHHAS XPYHOKOCTh BOJIOC C BHIMNMBIMA
00JIOMaHHBIMHM Y4aCTKAMH )
(B OTCYTCTBHE CIEIYIONINX MPUYHMH, TAKKX KaK: OYaroBas aJloNelus, JIEKapCTBEHHAs!, BCICICTBUE ae(HIMTa Keme3a, U

aHJPOTCHHAs):

ApTpur:

5.1 | CuHoBuT ¢ yyacTtueM 2 win 0oJiee CyCTaBOB, XapaKTEPU3YIOIIUNUCS OTEKOM MJIH BBIIIOTOM

5.2 | bone3nenHocts 2 unu OoJsiee CycTaBOB M YTPEHHISI CKOBAHHOCTH MO KpaitHeit mepe 30 MuHyT

Cepo3sur:

6.1 | TunW4YHBIN JIEBPUT B TCUCHUH OoJiee yeM 1 JaHS

6.1.1 | wiu nIeBpaIbHBINA BHITIOT

6.1.2 | inu uryMm TpeHuUs MiIeBphI

6.2 | Tunuunas nepukapauasbHas 00Jb (00Jb B MOJTOKEHUH JIeKa, KYMUPYIOMASCS MPHU MOJOKEHUU CUIS C HAKJIOHOM

BIIEpE]T) B TeUeHUM Oosiee uem 1 JiHs

6.2.1 | wiu nepuKapANATbHBINA BBHITIOT

6.2.2 | wiu myMm TpeHus nepukKapaa
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6.2.3 |wmm saekTpokapauorpaduueckue Mpu3HaKy nepukapanuta (B oTCyTCTBUU ClIEAyrONTUX MPUYHUH, TaKAX

Kak: uHpeKus, ypeMus, u nepukapaut [pecciepa)

[lopaxxenue nmoyex:

7.1 | CooTHolIEHUE YPOBHS OCJIOK/KpeaTUHUH (WM CyTOYHAsi MpoTeHypusi) B Moue, 6osiee 500 mr Oernka 3a 24 daca

7.2 | inu spuTponuThl B Moue 5 uin 6oJee Wik HWIMHIPH B MOode S5 mwin 0oliee

Heliponcnxnyeckue nopaxeHus:

8.1 | DnmumenTUYecKuil MPUCTYI

8.2 |Ilcuxos

8.3 | MoHo/monMHEBpUT (B OTCYTCTBUE APYTUX MPUYMH, TAKUX KaK TIEPBUYHBINA BaCKYJIHT)

8.4 | Muenur

8.5 | IlaTomorust yepenHo-MO3TOBBIX HEPBOB/Mepudepruueckast HeliponaTus (B OTCYTCTBHE IPYTUX MPUYWH, TAKUX KaK:

NEPBUYHBINA BACKYJIUT, HH(EKIIMU U caXxapHOTro 1uadeTa)

8.6 | Octpoe HapymieHue co3HaHUS (B OTCYTCTBUE JIPYTUX MPUYHH, B TOM YHCIIE TOKCHYECKUX /METa0OIMYECKHUX,

YpEeMUH, JEKAPCTBEHHBIX )

['emMonuTHyeckas aHeMus
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Jleiikonenus uiau TUMQOTICHUS

10.1 | Jleiikomenust (<4,0 x10 ° /n mo kpaiireii Mepe oauH pa3) (B OTCYICTBHE APYTHX IPHYUMH, TAKHX KAK: CHHIPOM

®eitu, T€KapCTBEHHBIE U MOPTAIBHON TMIEPTEH3UN )

10.2 | Wmn mumbomenns (<1,0 x10 ° /1 1o kpaifteil Mepe ouH pa3) (B OTCYICTBHE APYTHX IPHUMH, TAKHX KaK:

TIIOKOKOPTUKOCTEPOU B, JIEKAPCTBA, U MHMEKIINS)

11 | Tpom6GoumTonenus (<100 x10 */1 1o KpaliHeil Mepe oAuH pa3) (B OTCYTCTBUE APYTUX MPUUMH, TAKUX KaK: JEKApCTBa,

NopTajgbHas TUIIEPTEH3US, 1 TPOMOOTHYECKAsI TPOMOOLUTONIEHUYECKAs IypITypa)

NMmyHOIIOrH4ecKne KpUTEPUU:

1 Tutp AHA BbIllle ypoBHsI rarna3ona pedepeHc-1adopaTopun

2 Anturena k JIHK BbItie ypoBHst quamnasoHa pedepeHc-nadoparopun (Wim >2-X KpaTHOTO yBesmdeHus metogom ELISA)
3 Anti-Sm - Hau4Kre aHTUTEN K SISPHOMY aHTUTEHY SM

4 [TonoxuTenpabIe aHTU(HOCHOTUIIIHBIC aHTUTENA, OTIPEICTICHHBIC TIOOBIM U3 CIEAYIOIINX CITOCOOO0B:

4.1 | IlonoXuTeNbHBIA BOTYAHOYHBIA aHTUKOATYJISIHT

4.2 | JloxHo nonoxutenpHas peakius Baccepmana

4.3 | CpenHuii v BRICOKAW TUTP aHTUTEN K KapauonunuHy ypoBas (1A, 109G, nmm IgM)
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4.4 | TTonoXUTEIbHBIA pe3yabTaT TecTa Ha aHTh-P2-rmukonpotend | (IgA, 19G,mmu 1gM)

Huskuit komyiemeHT

5.1 | Hu3kuii C3

5.2 | Huskuit C4

5.3 | Huzkuit CH50

[TonoxurenbHas peaKknus KYM6C3 IIpHU OTCYTCTBHUH reMOJIMTUYECKON aHEMHU
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Tabnuma 4 - Knaccupukaunonnsie kputepun CKB EULAR 2019r. [45]

Kimmanueckne Kkpurepuun

bamnbr

KOHCTHTY]_[I/IOHaJII)HI)Ie KpuTepuun:

- muxopazaka (> 38,3° C)

I'emaTojiorHUYecKHe KPUTECPUH.

- nevikornienus (< 4000/mki)

- TpombonuroneHus (< 100 000/mkn)

- AYyTOMMMYHHBIN I'€MOJIN3

JI0JDKHO MPUCYTCTBOBATh NOATBEPKIACHUE ayTOUMMYHHOT'O T€MOJIN3a
(HaIMYMe peTUKYJIOUTO3a, HU3KHUI ranToraoOuH, MOBBIIIEHHbBIN
HEeNpsAMOoi OunupyOuH, NoBblIeHHas: ypoBeHb JIJII') 1 nonoxxurenpHas

npsimas rpoda KymoOca.

IIcuxoHeBpoJIOTHYECKHE KPUTEPUM:

- IEeTApUi
XapaxmepHvie npusHaKu:
1) u3MeHeHHe CO3HAHUS WM YPOBHS BO30YJIMMOCTH CO CHH)KCHHEM
CIIOCOOHOCTH (POKYCHPOBATHCA,
2) pa3BUTHE CUMIITOMOB OT HECKOJIBKHX YacOB JI0 2-X JIHEH,
3) U3MEHCHHUE BBIPAKEHHOCTH CUMIITOMOB B TCUCHHU JTHS,
4a) ocTpoe/moA0CTpOEe M3MEHEHHE KOTHUTUBHBIX (YHKIMI (Hampumep,
noTeps NaMsITH WK JIe30pUEeHTalns) 00
40) u3MeHeHue TOBEACHUs, HacTpoeHus wuiau addexra (Hampumep,

O€CIOKOWMCTBO, PEeBEPCHS KA CHA/00IPCTBOBAHUS)

- IICHUXO03

XapaxmepHvie npusHaxu.



https://autoimmun.ru/guide/anemii-i-tsitopenii/immunologicheskiy-test-opredeleniya-polispetsificheskikh-agglyutininov-pri-gemoliticheskikh-anemiyakh/
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1) WILTI03UHN 1/WITH TAJUTFOIMHAIIIHT

2) oTcyTcTBHE Opena

- cyaoporu (reHepajTu30BaHHbIE WIH MapIUuaIbHbIC)

HopameHne KOKHM U CJIN3UCTBIX:

- 0e3pyO110Bas ajgonenus

- J3BbI IIOJIOCTH pTa

- IIoaoCTpass KOXHasA KpaCHad BOJYaHKa HWJIM AJWUCKOMIHAs KpacCHasd

BOJIYaHKa

- ocTpas koxxHas popma CKB

IlopaskeHnue cepo3HbIX 000/104eK:

- HHeBpaHBHBIﬁ BBIIIOT HWJIA HepHKapIIHaHBHBIﬁ BBITIOT (HO JaHHBIM

pentrerorpaduu, KT unu MPT)

- OCTPBIA NEPUKAPAUT

Heobxooumo nanuuue 08yx unu 6oiee NpuzHaKos:

1) mnepukapauanbHas O0JIb B TpyAHOM KieTke (0OBIYHO OCTpasi,
YCHJIMBAIOIASICA MPU BIOXE, YMEHBIIIAIOMIASCS IPU HAKIIOHE BIIEpen),

2) wyM TpeHus nepukapia,

3) OKI' ¢ HOBO# pacmpocTpaHeHHOU djeBamuer ST wiM aenpeccue
cermenTa PR,

4) HOBBIM WM YCYryOUBIUMHCSA NEepUKApIUAIbHBIA BBIIOT MO JaHHBIM

V3U, pentrena, KT, MPT

MbllIe4YHO-CKeJIeTHbIEe MMPpOABJICHUSA
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- IOpakKeHHE CYCTaBOB

1)  cuHOBHT, 3aTparuBaroui > 2 CYCTaBOB,
XapaKkTepU3yIOUIUNUCS OTEKOM UM BBIITOTOM WM

2)  OOJIE3HEHHOCTH JABYX MJIH 00Jiee CYCTaBOB U TI0 KpaiHel Mepe

30 MUHYT yTPEHHEN CKOBAHHOCTH

IToyeyHble HAPYLICHUSA:

- poreunypus (> 0,5 r/24 gaca)

- BOJIYAHOYHBIN He(PUT MO JaHHBIM Omoricuu nouku (kiacc |l wmm V mo

ISN/RPS 2003)

- BOJTYaHOUHBIA HePpUT 1o JaHHBIM Ouorncuu nouyku (kaace 1 wom 1V no

ISN/RPS 2003)

10

NMmyHoJI0THYeCKHE KPUTEPUHT

bamnbr

A"THdOCPoMIIUAHBIC AHTUTEJIA:

- anTuTena K kapauonmnuny (IgA, 19G win IgM) B cpetHeM Wil BBICOKOM
TUTpE
- iy anTuTena K f2-rimmkonporeuny | (IgA, 19G wau IgM)

- WJIM BOJTYQHOYHBIN AHTUKOATr'yJIAHT

Beiaku cucreMbl KOMILJIEMEHTA:

- HU3Ku# ypoBeHb C3 uiu HU3KUil ypoBeHb C4

- HU3KkuM ypoBeHb C3 1 HU3Kkuil ypoBeHb C4

CKB-cneunduiHbie aHTUTEJIA:

- AT x Sm antureny

- Antutena k apycnupansion JJHK



https://autoimmun.ru/guide/antifosfolipidnyy-sindrom-i-trombofilii/antifosfolipidnye-antitela/
https://autoimmun.ru/guide/antifosfolipidnyy-sindrom-i-trombofilii/antitela-k-kardiolipinu-klassov-igg-i-igm/
https://autoimmun.ru/guide/antifosfolipidnyy-sindrom-i-trombofilii/antitela-k-beta-2-glikoproteinu-klassov-igg-i-igm-metodom-immunofermetnogo-analiza/
https://autoimmun.ru/guide/sistema-komplementa-tsitokiny-i-biomarkery/skrining-sistemy-komplementa/
https://autoimmun.ru/guide/diffuznye-bolezni-soedinitelnoy-tkani/antitela-k-osnovnym-antigenam-skv/
https://autoimmun.ru/guide/diffuznye-bolezni-soedinitelnoy-tkani/immunoblot-antinuklearnykh-antitel/
https://autoimmun.ru/guide/diffuznye-bolezni-soedinitelnoy-tkani/antitela-k-dvuspiralnoy-dnk-ncx-klassa-igg-test-2-go-pokoleniya/
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1.7 JleyeHue CHCTEMHOH KPACHOH BOJTYaHKH

KiroueBbiMH LENISIMM TE€panMi CUCTEMHOW KPAaCHOM BOJMYAHKUA Y B3POCIHBIX M
JeTel SBISAIOTCS OOecreYeHue MIUTETbHON BBDKMBAEMOCTH, JOCTH)KCHHE HauMeEHee
BO3MOXHOW aKTUBHOCTH 3a00J€BaHUS WM K€ PEMHUCCUHU, MPEIOTBPAILCHHE
MOBPEXKJECHUSI OPTaHOB U CUCTEM, MUHUMU3UPOBAHUE JICKAPCTBEHHOW TOKCUYHOCTH, U
KaK HMTOT, yiydllieHue kadecTtBa >ku3Hu [9,45,48,103]. Jleuenue CKB momkHO OBITH
WHJIUBUAYAJIBHBIM JIJI1 KaXJOr0 MalMeHTa C Y4YETOM AaKTHUBHOCTU U TSKECTU
3a00eBaHusl, a TaKkKe C YYETOM BO3MOXKHOW COIMYTCTBYIOIIEH maTosoruu [46].
[TaniueHThl HYXXJIAIOTCS B TMOCTOSSHHOM JMHAMUYECKOM KOHTpOJIE U HAOIIOJIEHUU Y
peBmaToJiora JJisi ONTUMAJIBHOTO TMOA00pa W KOPpeKIuU (hapMaKoJIOTMYECKOH M
He()apMOKOJIOTHYECKON Tepanmuu JUisl JOCTHKCHMS LU JICYCHUS; a MpU HaTIW4YUH
KOMOPOUHBIX COCTOSIHMM K TaKUM MallUeHTaM HEOOXOIUM MYJIbTHUIUCHUILITMHAPHBINA
ITOJXO/I.

CrapToBoil U 00s3aTEIbHON JMHUEH Tepanuu TpHU JI000M THKECTU TECUCHUS
CKB sBnsercs npuMeHeHNE aHTUMAIISIPUMHOIO IIpernapara - TMAPOKCUXIOpOXUHa [46].
[Ipu nerkom TedyeHnn 3a00J€BaHMA OH MOXET HCIOJIb30BAaThCA B KauyecTBE
MoHoTepanuu [3,29,46,60].

CoriacHo MOCJIEIHUM PEKOMEHIAIUAM EULAR 2023 TEPANUIO
TJIFOKOKOPTHUKOCTEPOAMHU PEKOMEIOBAHO MPUMEHSATH TOJIBKO JJI1 00JIETYeHUs] TEUCHUS
3a0oneBanusi, B yacTHOcTH ¢ npumeHeHnem ['KC B kauecTBe myibc-Tepanuu Mpu
CpeIHEM U TSDKEIIOM TeueHuHM 3a0oiieBanus [46]. HecmoTpst Ha maHHBIE peKOMEHIAIINH,
COTJIaCHO JUTEpaTypHbIM naHHbIM Oonee 90% Bcex OombHbiXx CKB momydarot
[IFOKOKOPTUKOCTEPOUIHYIO TEPAMUIO Ha KaKOM-TTn0o 3tane yeyenus [80]. nurensHoe
MIPUMEHEHUE TJIFOKOKOPTHUKOCTEPOUIOB COMPOBOKJIAETCS BO3HUKHOBEHUEM
HEXXEeJaTeIbHbIX SBJICHUM, MOPONM HEOOpaTUMBIX, 4YTO TpeOyeT YMEHBIICHUS HX
00BbEMOB M JJIUTEIIBHOCTH HCToJib30BaHus [13]. OcobeHHOe BHUMaHUE MPHUIAACTCS
WCIIOJIb30BAHUIO TIIOKOKOPTUKOCTEPOUIOB B JETCKOM BO3pacTe, Korja HEoOXOIUMO
00s13aT€JIbHO YYUTHIBATh BO3PACTHBIE OCOOEHHOCTH, BO3MOKHOE BIIMSHHUE TEpanuu

TTIFOKOKOPTUKOCTEPOUIAMU Ha POCT U pa3BUTHE peOeHKa. Jl0 HacTOsIIero MOMEHTa He
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MMEEeTCS OOIICTIPUHSITHIX MUPOBBIX U OTEYECTBEHHBIX PEKOMEH AN 110 JITTUTEIIBHOCTH
U 00beMaM HCIOJIb30BaHUS CUCTEMHBIX TIIFOKOKOPTUKOCTEPOUIOB Y B3POCIbIX U JeTeH
¢ CKB, 3a UCKIIIOUEHHEM BEICHUS MAIMEHTOB C MOPaKEHUEM IOYEK, B CBSI3U C YEM B
peanbHOM KIMHUYECKOW MpaKTUKE JaHHbIE MperapaThl Ype3MEpPHO UM HEOMNpPaBJAHHO
ucnionp3yrotcss [116,128]. Cormacno mocnenqauMm pexomengamusm EULAR 2023
ucnonb3zoBanue I'KC nenecoobpazHo B KauecTBE MHAYKIIMOHHOM TEpaluyd TOJIBKO Ha
NPOTSHKEHUU 3 MECAIIEB, U 1ajiee HEOOXOAMMO UX MaKCUMAJIbHO OBICTPOE CHUXKEHUE JI0
MO IICPYKUBAIOIICH JJO03BI, KOTOPAsl OMpeAesIeTcs Kak 5 Mr/cyT. [46].

B kauectBe 6asucHbix mpemnaparoB nepBod JuHuu npu CKB B coBpeMeHHBIX
OTEUECTBEHHBIX KIMHUYECKUX PEKOMEHJAIMAX, a Takke B pexomenpanusx EULAR
2023 B ciyyasx CpelHEW U BBICOKOM AKTUBHOCTH 3a00Jjie€BaHHUA, JIHUOO € B CIydyae
Heycrexa MPOBOJIMMON Teparuu MpH JIETKOM TEYEHHUH 3a00JIeBaHUS PACCMATPUBAIOTCS
MPOTUBOPEBMATUYECKUE Mpenaparbl  (MukodeHosata MoO(eTwn, UKIOCIOpPHH,
nukiaodochamMul, a3aTUOTPUH).

OmHUM U3 caMbIX YacCThIX U TPO3HBIX MPOSIBICHUN TEUEHHS] CUCTEMHOM KpPacHO
BOJTYAHKU SIBIIICTCSl BOMYAHOUHBIM HeppuT. CoracHO JIUTEPATYPHBIM JaHHBIM
nopaxkenue nouek B ctpykrype CKB sBisieTcss hakTopom HEOIAronpusiTHOrO TEYCHUS
3aboneBanus [96,106]. B Hacrosiee BpeMst UMEIOTCS COBPEMEHHBIE PEKOMEHIAITNH 10
BepeHuto Bomdanounoro Hedpura (EULAR/ERA-EDTA; KDIGO), B Tom uucie y
neret [29]. Opnako, HecMoTpsi Ha 910, 10-20% mamMEHTOB B TEYEHHE S5 JIeT
MPOrPECCUPYIOT 10 TEPMUHAIBHOM MMOYEYHON HETOCTATOYHOCTH [58,146].

TakTrka 5eyeHus: BOJYAHOYHOTO He(pUTa CXO0’Ka C OCHOBHBIMHU TPHUHIIUIIAMHU
neuyenusi CKB u Brumrodaer B cebst 2 (a3pl: MHAYKIIMOHHYIO U TIOIEPKUBAIONTYIO [74].
B unaykunonHoi ase peKoMeHA0BaHO UCIIOIB30BAHUE IIUTOCTATUUECKUX MPenapaTos,
Takux Kak nukiodochamun wim Mukodenoamata ModeTus B KOMOMHAIIMM C
NepopaibHbIM TIIIOKOKOpTHKOCTEpouaamu [17,74]. CornacHO IUTEpATypHBIM JTaHHBIM
MOKa3aHO, UTO TNpUMEHEHHEe MuKo(peHoysata ModeTuna HSKBUBAJIECHTHO MO
adbdexkTuBHOCTH  Tepanuu  nukiIodochammumaom[38,56,74,136]. B KauecTBe
MOJJCP)KUBAIOIIECH Tepanmuyd PEKOMEHJOBAHO MHCMOJIb30BAaHWE a3aTHONpPHUHA B

KOMOMHAIMU C TIIOKOKOPTUKOUJAMU B HU3KUX 103ax [17].
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Bosnukaromme Ttokcumdeckue AGOEKTI OT MPUMEHEHHUS I[TMTOCTATUYECKON
Tepariyd, B YaCTHOCTH FOHAJOTOKCUYHOCTh U MHUEIOTOKCUYHOCTh, MOTYT IPEBBIIIATH
MOJIb3Y OT HMX HCIIOJIb30BaHUA, HE MO3BOJISISI TaKUM 00pa3oM JOCTHTaTh PEMHUCCHU
[4,27,45,120,128].

['enHO-MH)XEHEpHBIE OWOJIOTMYECKHE Tpenaparbl - OSTO JIEKapCTBEHHBIC
npenaparbl, CHAHTE3UPOBAHHBIE C MOMOULIBI0O METOJOB N€HHOW HWH)KEHEPUHU, HA OCHOBE
OCJIKOBBIX MOJIEKYJI, KOTOpbIE BO3JCUCTBYIOT Ha OIpPEACIICHHbIE [UTOKHUHBI,
YYaCTBYIOIIME B MATOT€HE3€ MMMYHOBOCHAIUTENbHBIX 3a0oneBanuid [4]. [losBieHue
JAHHBIX TPENAapaToB B PEBMATOJIOTMU MPOW3BEIO PEBOJIOIUI0 B JEYEHUU MHOIHMX
3a00€BaHUM, TaKUX KaK PEBMATOUIHBIN apTpUT, MCOPUATUUYECKUN apTPUT, 00JIe3Hb
bexrtepeBa, a Taxxke BacKynuToB [4,120]. OxHako He Bce mpenaparsl, UCIIOIb3YEMBIE B
KJIIMHUYECKON NpPaKTUKE, UMEIOT 3apEruCTPUPOBAHHBIE MOKA3aHUS K MPUMEHEHUIO Y
B3POCJIBIX U J€TEH BBUAY OTCYTCTBHUS JOCTATOYHOI'O KOJUYECTBA PAHIOMHU3UPOBAHHBIX
KOHTPOJIMPYEMBIX HCCIEI0BaHu, B yacTHOCTU npu CKB; B yCnoBHSX KIMHUYECKOU
NPAaKTUKA OCHOBHBIM TIOKa3aHMEM K HX HA3HAUYCHUIO SIBJSIETCA HEYCIEIIHOCTh
nurocratuueckoil tepamuu [4]. B mocnennux pexomenmammsix EULAR 2023 mo
BeneHnto OonbHBIX ¢ CKB mo3uinmsi reHHO-WHKEHEPHOW OMOJIOTMYeCKOM Tepanuu
NepPecCMOTpPEHa: YpaBHEHbl TIOKa3aHWsS JUIsl HA3HAYEHUS CTAHAAPTHBIX OO0JIE3Hb-
MOIU(DUIIUPYIOMIMX  MPOTUBOPEBMATHYECKUX  TpenapaToB,  Oenumymaba U
anugpoiymada [46].

B Tepanum (OBEHWJIBHOW CHCTEMHOM KpPAaCHOW BOJYAHKH HCITOJIb3YIOTCS
oenmumyMald u puTykcumad. bennMymad sBIS€TCS aHTUTENIOM K CTUMYISTOpY B-
mumporuroB (BLyS). /lanHbiit mpemapat pa3perieH K IpuMEHEHHIO0 ¢ BO3pacTa S JieT,
paccMaTpuBaeTcs Il MPUMEHEHHUs NpPU CpPeJHEH aKTUBHOCTH 3a00JI€BaHUSl, HO HE
MO3BOJISIET JOCTUYh PEMHUCCHH TPU arpeCCMBHOM TEYEHUHM 3a00JIEBAHMS C BBICOKOM
aKTUBHOCTHIO [23,45]. OH MOXET HCMOJIb30BAThCS B KA4€CTBE MOJJICPKUBAIOIIEH
Tepanuu arpeccuBHbIX Gopm CKB, ocoGeHHO B ciiyyasix pa3BUTUs KOPTUKOCTEPOUTHON
TOKCUYHOCTH C IEJIbI0 MUHUMA3allMK UCIIOJIb30BAHUS TITFOKOKOPTUKOCTEPOUIOB [45].

Purykcumab® 110 HacTosIIero MOMEHTa He MMeeT O(UIMAIBHOIO pa3pelieHus

JUIA ero ucrmoisib3oBaHus mpu roBeHWIbHON CKB, Bompoc o ero s¢dextuBHOCTH U
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0e30macHOCTH OCTaeTCsl OTKPHITHIM [4,36]. MHOTOUYNCICHHBIC UCCIIEIOBAHUS JAaHHOTO
npernapara B JICUEHMHM apTpUTa TO3BOJNIMIM €ro O(QUIMaIbHO BKIIOYHUTH B
MEXKJIYHAPOJHbIE M  OTEYECTBEHHBbIE  QJITOPUTMbI  TEpaNUU  FOBEHWJIBHOTO
yuauonaTuyeckoro aprpura [4]. OgHako coriacHo craHaapTHbeIM cxemaM Tepanuu CKB
MOKa3aHUEM K Ha3HAYEHUIO pUTYKCHMa0a SIBJISETCS arpeCCUBHOE TEUCHHE 3a00JICBAaHMS
¢ nopaxxenueM novek, [{HC wnm ke cuctembl KpOBH, PE3UCTEHTHOE K IPOBOAUMON
IUTOCTATUYECKON TEpANUM, HUCIOJb3YEMOW B aJCKBAaTHBIX TEPANEBTUUYECKHX J103aX
[36,48,116]. Tlo3umus putycumaba OblIa IEPECMOTPEHA B TIOCISTHUX PEKOMEHIAIIHSIX
EULAR 2023 r., rne antu-B-kieTouHas Tepanusi paccMaTpUBaeTCsl B KaueCTBE MEPBOU
JIMHUY TEpaNK HapaBHE ¢ NUKiIodochamMumaoM mpu nopaxeHUu CUCTEMBI KpoBH [46].
Hecmotpss Ha mosiBnenme HOBBIX mnpenaparoB B JyedeHun CKB, Takmx kax
IUTOCTATUYECKUE W TE€HHO-MHKCHEPHBIC IIPENapaThl, HCIOJIb30BAHUE CHCTEMHBIX
[JIFOKOKOPTUKOCTEPOUIOB TMPOAOAKAET ObITh BeCbMa BOCTPEOOBAHHBIM IPHU JICUCHUU
nanHoro 3aboneBanus [7,40,78]. C momenTa nossieHus:s ' KC npouuio yxe okono 70
ner. X UCnonb30BaHWE B Ciy4yasX arpecCUBHOIO M KU3HEYTPOKAIOLIETO TEUYEHHUS
CUCTEMHOM KpacHOM BOJYAHKHU SIBJISIETCSI ONMpPaBJaHHBIM M JIOKQ3aHO BO MHOTHX
npoBeAeHHbIX uccienoBanusax [33,40]. OnHako B MOCJIEIHUE TOAbl IEPECMATPUBAOTCS
NOAXOAbl K KCIOJIb30BaHHUIO TIIIOKOKOpTHKOcTepousioB npu CKB, a uMeHHO K ux
JUTUTEILHOMY UCIIOJIb30BAHUIO B CBSI3U C PUCKOM Pa3BUTHUS HEXKEJIATEIIbHBIX SIBJICHUH, B
YaCTHOCTH HeoOpaTuMbIX TmoBpexaeHuin [33,88]. B HemaBHMX uccleI0BaHUIX
npeayaraercsi oueHuBaTth TOKCHMYHOCTh ['KC ¢ momompro WMHIEKCA TOKCUYHOCTH
rimrokokoptrkocTeponioB (MTIY), koTopwlii mo3Boua OBl KOJWYECTBEHHO OIICHUTH
HEXKeNlaTeNbHbIEC SBJICHUS, BO3HUKarommue B pesynbrare Tepanuu ['KC [5,7,92]. B
HACTOSIIIEE BPEMS B PEANbHOM KIUHUYECKOW IIPAKTUKE JAHHBIM WHJIEKC HE
UCTIONB3YETCs; OTYACTH M3-3a OTCYTCTBUS HHTEPIPETANMOHHOW MIKadbl JAHHOTO

WHJICKCA.

1.8 Purykcumabd
Putykcumab — xuMepHoe MoHOKIOHaJIbHOE aHTuTeno (monoclonal antibody —

MAB) « antureny CD-20, paspabotanHoe [ TepanmuM 3J0KAa4€CTBEHHBIX
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3aboneBanuii, 3arparuBapomux B-mumdoruter [31]. O mnpeacraBmsier coboi
UCKYCCTBEHHO CO3JaHHBIN Oenok kiacca 1gG1, cocTosimmii U3 aHTUTEHCBSA3BIBAIOIIETO
BapuabenpHOr0 (parmenra (Fab), momydeHHOTO OT MBIIIMHOTO AaHTHUTENA, U
noctossHHoro (¢parmenta (Fc), momydenHoro oT uyenoBedeckoro antutena [31].
«MBIIIUHBII KOMIIOHEHT OTBEYaeT 3a pacno3HaBanne CD-20 Ha mMOBEpXHOCTH 3peibIX
B-nmumdonutoB, B TOM uHCIe MaTUTHU3HPOBAHHBIX; «UEJIOBEUECKHUI» KOMIIOHEHT
B3aUMOJICHCTBYEeT C MMMYHHOM cuctemon [31]. MexaHu3M JeWCTBUS pUTYKCHMada
3aKJIIOYAETCS B MPSAMOM YHHUYTOXXEHHHM 3peNblX B-TMMQOIMTOB € MOMOIIbIO
MEXaHU3MOB aloNTO3a, KOMIJIEMEHT-3aBUCUMON HUTOTOKCUYHOCTH [31]. B pesynbraTe
JAHHOTO B3aUMOJICHCTBHS IPOUCXOIUT MCTOUIEHUE 3peibIX B-KIETOK - NEHTPAIBHOIO
3BEHA B MMATOT€HE3€ CUCTEMHOM KpacHOM Bosuanku [31,121,131,143].

N300perenue purykcuMadba - MEpPBOTO MOHOKJIOHAJIBHOIO AHTUTENA, CTajlo
MIPOPBIBOM B TEPANMH OHKOJOTMYECKHX W peBMaTtuyeckux 3abosieBaHuil B 1990-bie
roabl [81]. Co3maHue JaHHOrO mpemnapara ObUIO OOYCIOBIEHO IMOMCKOM TapreTHOU
Tepanuu JJi1 HEXOPKKUHCKUX JTUMGOM, JJIs JIeYeHUsI KOTOpbIX OH ObLT 0;100peH FDA B
1997 ronmy [31]. C TeueHneM BpeMEHM NaHHBIA Npemapar CTajl HCIOJIb30BaTbCS B
JICYEHUN PEBMATOJIOTMUECKUX 3a00JI€BaHUIl: PEBMATOMIHBIM apTPUT, CUCTEMHAas
CKJIEpOJIEpMUSI, a TaKXKe B Tepaluu APYrHMX ayTOMMMYHHBIX 3a00JIeBaHHMM, TaKMX Kak
paccesiHHbI CKJIEpO3 M B CIy4yasX AayTOMMMYHHOW NAaTOJIOTMM CHUCTEMbI KpOBU
[21,57,81].

HecMoTpst Ha nokazaHHyro 3(QQEKTUBHOCTh PUTYKCHMMada B JICUEHUU JPYTUX
PEBMATOJIOTHYECKUX 3a00JeBaHuil (HampuMep, PeBMAaTOMAHBIA apTPUT), A0 CHX IOp
CYLIECTBYIOT OorpaHuyeHusi ero npumeHeHus B tepanuu CKB, ocoOeHHO B JeTckom
Bo3pacte. B mocnennux pexkomenmarmusax EULAR 2023 purykcumad Moxet
NPUMEHSATHCS B Ka4eCTBE MEPBON JIMHUM TEpaluu HapaBHE ¢ HUKIOGoCcHaMHUIOM TpU
NOPa)KEHUU CUCTEMbI KPOBH, HO TIPU 3TOM MPEANOYTEHUE OTAAETCS LIMTOCTATUYECKOMY
npenapary [46]. B ocTanbHbIX ke ciaydasx NPUMEHEHHE pUTyKcuMabda oIpaBliaHO
TOJIBKO B CIy4ae pe3UCTEHTHOro K cTanaapTHoil Tepanuu TeueHuss CKB ¢ nmopaxxenuem
nouek u [IHC [2,44-46]. OgHuM W3 axkTyaldbHbIX BOIIPOCOB B COBPEMEHHOU

PEBMATOJIOTUHN  SABJISICTCSA  BOIIPOC BO3MOJKHOTO HCIIOJIb3OBAHUA aHTHu-B-kieTounom
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TE€panuy B Ka4e€CTBE MEPBOM JIMHUU 11 MHULHUALUA PEMUCCUU OJHOBPEMEHHO WM XKE
BMECTO CTaHAAPTHBIX npenaparos [23,47,69,106,124].

Hnsa  ¢gopmupoBanusi 0Oosiee OMPEACICHHOM TOYKM 3pPEHUS OTHOCUTEIHHO
3¢ (PEKTUBHOCTH NPUMEHEHHsI PUTYKCMMada MPOBEACHO MHOXKECTBO 3apyOECKHBIX U
OTEUECTBEHHBIX HCCIEJOBAaHUM, BKIIOYAIOIIMX CPAaBHUTEIIBHBIE PETPOCIEKTUBHBIE
HCCIICIOBAHNS, ONMCAaHWE KIMHUYECKUX CIIy4acB, a TaKXe pPaHIOMHU3HPOBAHHBIC
KIMHUYEeCKUe ucciaenoBanus. OpHako 11aneb0-KOHTPOJIUPYEMbIe MPOCIIEKTUBHbIE
uccienoBaHusl  cpaBHeHHs  3((EKTHUBHOCTH  pUTyKcMMaba H  CTaHIpaTHOMN
UTOCTATUYECKOU Tepanuu HE MPOBOAWINCH [23,149].

CoMHeHUST OTHOCUTEIBHO Ooibiied d(PQPeKTUBHOCTH pUTYKCHMMaba TIo
cpaBHeHMI0 ¢ BMIIII BO3HMKAIOT B CBSI3U C MOJYYEHHBIMH PE3YyJbTATAMU KPYIHBIX
PaHIOMH3UPOBAHHBIX KOHTpoanyeMbix uccienoBanuii (PKI), He mokazaBmux pa3HUIIbI
B HCXOJlax 3a00JIeBaHMs yepe3 TroJl OT cTapTa PUTYKCMMada M CTaHIIPATHOW Tepanuu
[128,115]. OnHako mpu 3TOM OTMEYEHO, YTO B IpyMIe MPUMEHEHUs pUTyKCTUMada y
NAIMEHTOB YJIy4YIIaIUCh JaOOpaTOpHbIE MMOKA3aTEeNH: MPOUCXOAMIA HOPMAaU3aIHs
coaepxkaHusi KOMIIOHEHTOB koMiuiemMeHTa C3 u C4, CHWKEHME HMMYHOJIOTHYECKON
aktuBHoctu (tutp anturen k JIHK); a Taxke ynydmieHue (yHKIMH TOYEK TIO
CPaBHEHHMIO C KOHTPOJIbHOM rpynmon [27,128,137,150].

HepangomusupoBaHHble HCCIIEIOBAHUS, MPOBEACHHBIE B PAa3jIMYHbIX CTPAHAX,
MOKa3bIBAIOT, YTO PUTYKCUMaO MoxkeT ObITh 3ddextuBen B neueHun CKB, kak y
B3pOCIbIX, Tak U y aered [27,120,137]. B uccrnenoBanusix ¢ ydactueMm jAeTed ObLIO
oTMe4YeHO CcHIkeHue aktuBHocT CKB, ynyuiieHue mokaszareneid KpoBH, TAKUX Kak
YpOBEHb TeMOTJIO0MHA ¥ KOJMYECTBO JEUKOLUTOB U TPOMOOLMTOB; yMEHbILICHUE
MMMYHOJIOTHYECKON aKTUBHOCTHU - CHWKeHHE ypoBHs aHtutel K JJHK n AH®, a takxke
MOBBIIIEHNE YPOBHSI KOMIOHEHTOB KomiuiemeHnTa C3 u C4 [1,120,138,150]. Kpome Toro,
HAOJIIOAJIOCh  YMEHBIIEHUE J03bl CUCTEMHBIX TitokokopTukoctepousioB (I'KC) na
(¢oHe npuMeHeHHs TeHHO-UHXeHepHoU Tepanuu [27,120,150].

Ha ¢one antu-B-kierounoil Tepamuu OTMEYAIOCh YIIYYIIEHUE COCTOSHUSA
aetel ¢ BormyaHOYHBIM Hedputom [1,27,137]. DddhexkTuBHOCTS pUTYKCHMa0a B JICUCHUH

BOJIYAHOYHOTO HeppuUTa TMPOSBIATIACH B CHIDKEHHH YpOBHS Oelka B MoOUe
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(mpoTenHypun), TOBBIIIEHUH CKOPOCTH KiyOoukoBo# ¢uibTpanuu (CK®D), ynyumenun
COOTHOIICHHS albOyMHUHA K KpPEaTUHUHY B MOYE€ U YBEJIMYEHUU YPOBHS aibOyMHUHA B
kpoBu [1,27,125,150]. B w4actu wuccienoBaHH OTMEYaJOCh CHUKEHUE YPOBHS
IPOJIYKTOB a30THUCTOro ooMeHa [125].

HeckosbKO MOCNEeNHUX METa-aHaJIM30B, OOBEIMHSIOIMUX PE3yabTaTbl MHOI'MX
KIMHUYECKUX  HUCTBITAaHUM, MOATBEPXIal0T 3I(PPEKTUBHOCTh U OE30MACHOCTD
ouosornyeckor Tepanuu npu CKB [74,101,103]. Putykcumab mnokaspiBaeT mogo0HOE
WM K€ TPEBOCXOAIMe 10 d(PPEKTUBHOCTH NEHCTBUE MO CPABHEHUIO C 0a3WCHBIMU
npenaparamu (1ukiodochamus, Mukodenonsata Mmodeti, nukiocnopun A) [74,103].
Bce uetsipe npenapaTta 3QQeKTUBHBI A JOCTUKEHUS YaCTUYHOW PEMHUCCHH, OJHAKO
pUTYKCMMa0 BbIAEIAETCS Kak OoJee TNEepCHEeKTUBHBIA BapUaHT JUIsl TOJHOTO
nonasieHnsa aktuBHocTu CKB.

XOTs pUTYKCMMa0 MOKa €lle HE CYUTAETCs CTAaHJApPTHBIM IpenapaTroM JJis
JICYEHHS] BOJTYAHOYHOIO0 HEPPUTA, HEJIb3s1 HE OTMETHUTH €T0 MOJIOKHUTEIBHOE JEHCTBUE Y
NAl[MeHTOB, HE OTBEYAIOUIMX Ha CTaHAAPTHYIO Tepanuio uLukiopochamMuaoMm u
MUKO(eHoJIaTOM MOoeTrIa, 0 4eM COOOIIaeTCsl B COBPEMEHHBIX HcciaeaoBaHusx [125].
B wmacmtabHOM paHAOMU3UPOBAHHOM HCCIIEIOBAaHUM PUTYKCUMad He ToKaszail
npeuMyIecTBa Haja HeOuonormueckumu BMIIIL, HO B »3TOM WHCCIeAOBaHUU
YYaCTBOBAJIM MALMEHTbl C MEPBUYHBIM BOJYAHOUHBIM HE(PUTOM, HE MOITy4YaBLIUE
paHee cTaHmapTHyro Tepanuio [115]. DTo MOXKET OOBSICHATH OTCYTCTBHE 3HAYMMBIX
oTIIMYui B pesyibTaTax. C 0IHON CTOPOHBI, pUTYKcUMa0 3P PEeKTUBEH y MALIUEHTOB, HE
NOJIYYaBIIMX paHEe JEUYEHHE, HO 3TO HE IMO3BOJSET OLEHUTHh €ro MPEeUMYyIIecTBa IO
CPaBHEHHUIO CO CTaHIApTHBIMU mpernaparamu. C Ipyroil CTOPOHBI, pUTYKCHMAO MOXKET
BbI3BaTh PEMHCCHIO y MAI[MEHTOB, HE OTBEYAIOIIMX HA CTAHJAPTHYIO TEpaIuio U

HMEIONUX O0Jiee JUITMTENBHBIN niepuo 3a0omeBanus [125].
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[lokazaHo, 4yTO pPUTYKCHUMaO, HapsAAy C APYTUMHU OHUOJOTMYECKUMHU areHTaMH,
MO3BOJISIET CHU3UTH /103y TIIOKOKOPTUKOCTEPOUAOB, YTO BAXKHO B CIIydasX, KOIJla UX
MPUMEHEHUE COMPOBOXKAACTCS HEXKENATENbHBIMU MMOO0YHBIMU Y dextamu [77].

Pe3ynbTaThl MpOLLIBIX HMCCIENOBAHUN MOKA3bIBAIOT, YTO MPUMEHEHHE T'€HHO-
WHXCHEPHBIX MPernapaToB, B TOM YHUCIE PUTYKCcUMaba, siBisieTcst 6e3omacHbiM [95,103].
Tepamusi puTykcumaOoMm compsbkeHa C  0OoJiee  BBICOKMM  PHUCKOM  pa3BHUTHUSA
WH(EKIMOHHBIX 3a00JIeBaHUN IO CPaBHEHHIO C Tepamuei HeOuojorunueckumu BMIIIT
(MukodenonatoM ModeTHia, MUKIOCTIOPUHOM U IHKIoPochaMuIoM), MPUYEM PUCK
UHQEKIMA CBs3aH ¢ Jngo3oi mpemapara [74,91,125]. OueHuTh YacTOTy M PHCKH
HEMH(PEKUMOHHBIX MOOOUYHBIX 3()(PEKTOB, TAKMX KaK MHUEIOCYNPECCHUsi, MOBPEKIACHHUE
KEITYJOUYHO-KUIIEYHOTO TPaKTa M MEYEHH, CI0KHO M3-3a OIPAHUYEHHOIO KOJMYECTBA
naHHbIX [74]. Cnenyer Takke y4UThIBATh, YTO HA YaCTOTY MOOOYHBIX 3((HEKTOB BIUSIET
COMYTCTBYIOIIAs ~ Tepamusl  [JIIOKOKOPTUKOCTEPOMJAMH U IUTOCTATHYECKUMH
npenaparamMu, 4TO 3aTPYJIHSAET OLIEHKY H30JMPOBAHHOW OE€30MacHOCTH pUTYyKCMMada
[74].

Purykcumad 10 cux mop He SIBISEeTCA CTaHIAapTHBIM ITPenapaToM JJisi Ha4ajabHOTO
JICYeHHUsS] BOJIYAHOYHOTO Hedputa, B oTiinuue oT nukinodochamuna u MukodeHomata
moderuna [45,46,125]. HecmoTpsi Ha HEKOTOpbIE HETABHUE HCCIIEAOBAHMS, KOTOPHIC
MOKa3bIBalOT AP(HEKTUBHOCTh PUTYKCHMMa0a B KauyecTBE HMHIYKIIMOHHOTO Mpernapara,
OOJIBIIMHCTBO  PAHIOMHU3UPOBAHHBIX  HUCCIEJOBAaHUM HE  MOATBEPKAAIOT  €ro
3¢ (PEeKTUBHOCT, TpPH TMEPBUYHOM JICYEHUUM CUCTEMHOM KpacHOM  BOJYAHKHU
[23,27,69,101]. B cBsizu ¢ 3TUM pUTYKCHMAO MpeAsiaraloT KCIOIb30BaTh B KAYECTBE
JIOTIOJTHUTEIHHOTO TIpeTapara mpyu aKkTUBHOM T€UEHUHU 3a00JIeBaHMs, @ HE KaK CPEJICTBO
JUIs1 ”HUIAALMKY peMuccuu [23,69].

HeoOxoaumbl nanbHENIINE UCCIEAOBAHUS IS OMPENEICHHUS ero ONTUMATbHOTO
OPUMEHEHUS U COCTABIICHUSI OKOHYATEIbHBIX BBIBOJIOB O €r0 3((HEeKTUBHOCTH.

Pe3ynbTaThl HanboJI€e KPYIMHBIX UCCIASIOBAHUM MPEICTABICHBI B TAOIHUIIE 5.
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Tabnuua 5 - Pe3ynbratbl OCHOBHBIX HcclieoBaHuM 3h(HeKTUBHOCTH putykcumada y naruento ¢ CKB

Bun
HCCIICIOBAHMS,

HCTOYHHK

Onenka 3¢ extuBHOCTH Tepanuu putykcumadom (PT)

be3onacHocth putykcumabda (PT)

MeTta-ananus

[103]

buonornueckas tepanus Obuia 3¢pdextuBHee B PKU, npoBeneHHbIX
nociie 2015r. Henb3s HCKIIOYUTH TaKOM pPE3YJNbTaT B CBSI3U C

Jy4uied BBIOOPKOM NalMeHTOB.

Tepanus PT Oe3omachHa, 0e3 oTivuus B

HexenarenbHbix — siBneHusx (HS) mo

CPaBHEHHMIO C KOHTPOJIbHBIMU I'PYIIIIAMH.

MeTta-ananus

[74]

PT Oonee »ddextnBeH B AOCTUNKEHUU TIOJHOM PEMHUCCUH Y
6onpHbIX ¢ BH. DddektuBnocts PT u nurocraTruekoil Tepanuu
OIMHAKOBA B JOCTWKCHUM YaCTUYHOM PEMHMCCUH, a TAKXKE IpPH

TCpaIlnu y OOJBHBIX C BHEITOYCYHBIMU IMPOABJIICHUAMUA

bonee BBICOKMII pHUCK HHPEKIIMOHHBIX

OCJIOKHEHUM I10 CPaBHCHHIO C

HEOMOJIOTNYECKUMU npenapaTamMu.
HeBo3moxHO onenuth pucku HS B BHIE

HEUH(PEKITMOHHBIX OCIIOKHCHUH.

MeTta-ananus

[101]

PT - ocHoBHOW npenapat ajis aedenus pegpakrepubix popm CKB k

CTaHJAPTHOMN TEeparuu. Oo6nanaer JIOKa3aHHBIM

cTepouacOeperalonMM  JeHCTBUEM, YIydllaeT JiabopaTOpHbIE

ITOKa3aTCIIn.

OnuHakoBas yactoTa cepbe3Hbix HS mia
Ipynnbl  MAUEHTOB € OMOJOTHYECKOU

Tepamnuu ¥ 1miaiedo

PKU [115]

DddektuBHOocTh PT onmHaKoBa ¢ HEOMOJOTHMUECKON Tepamuei B

KOHEYHOM TOYKE WCCIENOBaHUA. B IPOMEXKYTOYHOW TOYKE

HCCIICAOBaHA 4YaCTHU4dHasd PpPEMHUCCHA, a TaKXKE YIY4YIICHUC

AmnanornuHas d4acrtorta I/IH(I)GKHI/IOHHI)IX

HA mexny rpynnoii PTK u mitanie6o
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J'Ia60paT0pHI)IX HOKa3aTeH€ﬁ, B TOM qHuCJjc YMCHBIICHUC

npoTeuHypun Obutn 60sbiue B rpymme PT.

PKH [91]

OddexruBHocth PT oanHakoBa ¢ HEOMONOTHYECKON Tepanuend B
KOHEUYHOU TOuKe uccienoBanus. B rpynme, nonyyvatomeit PT, Ob110
OTMEUYEHO YJIy4ylleHUE JIabOpaTOpHBIX IOKa3aTeneil (yBelandeHHe
KoMIieMeHTa, cHmkeHuem antuten k JIHK), a Takke menbliee

YUCII0 000CTPEHHI

AnHanoruuHas 4acTorta HH(i)eKHI/IOHHBIX

HA mexny rpynnoi PT u nnane6o

Coxkpamenusi: BH — Bonmuanounsiit Hepput, HA — nexenarensubie siBnenus, PKU — panioMusupoBaHHble KIMHUYECKUE

HUCIIBITaHUA
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I''TABA 2. MATEPHUAJIBI U METOAbI UCCJIIEAJOBAHUSA

2.1 I[HfiﬁﬁH HcCJIeJ0BaHUA " Oﬁﬂlaﬂ XapaKTEpUCTUKA MANUCHTOB

PerpocniekTuBHOE KOTOPTHOE HCClIeJOBaHWE ObUIO MpoBeAeHO Ha 0aze
neauarpudeckoro otnaenenus Ne3 ®I'bOY BO CIIGITIMY. B uccnenoBanuu ObLId
BKJIFOUEHBI TMAlMEHThI, HAXOAWBIIMECS Ha JyedeHuu B nepuon ¢ 2009 mo 2022 rr.
HccnenoBanue mpencTaBlieHO HECKOJBKMMH JdTallaMu, y KaXJAoro M3 KOTOPBIX ObLIN
CBOM II€JIM W 3aJayd. Bcero B peTpoOCHEKTHBHOE KOTOPTHOE MCCIIEIOBAHUE OBbLIO
BKIItOUeHO 79 pereil. KpuTepnn BKIIOUEHHS] MAMEHTOB B MCCIIENOBAHUS BKIIKOYAIU
cienyroiue TpedoBaHus: Bo3pact ot 5 g0 18 net, auarno3 CKB yctaHoBieH coriacHo
kputepusm SLICC 2012 r., cpok HaOmIOACHHS TAIIMEHTOB MUHUMYM 12 Mec. OT cTapTa
tepanuu. [lamuenTsl, 3a0onesmue 10 2012 ., BKIIOYAIKUCh B UCCIEIOBAHUE €CIIM OHU
ynosneTBopsu kputepusiM SLICC Ha sTane BKIIIOUEHHUS ITyTEM IIEpecMOoTpa AUarHo3a.

Ha mepBoM »Tame Hamiero AMCCEPTAMOHHOTO MCCIEIOBAaHUS OLEHUBAIOCH
COCTOSIHME TeKyIlell Tepanuu (CUCTEeMHasi TIIOKOKOPTUKOCTEPOUIHAS Tepamus |
npuMeHeHue uukiopocpamuaa) y nanueHtoB ¢ CKB B neOrore 3a0oneBaHusi Ha
peAMET COOTBETCTBHS MEKIyHAPOIHBIM PEKOMEHAAIUSIM.

B xome wuccrnenoBaHMs OLEHHMBAJIOCH KOJWYECTBO MAETEH, KOTOPBIM YJIaloCh
OTMEHUTh TEPAMUIO TITIOKOKOpPTUKOCcTepouaaMu. OIeHUBaIaCh JJIUTEIBHOCTh TEpaNuu
[JIFOKOKOPTHUKOCTEPOUIAMU OT MOMEHTa CTapTa A0 AOCTHXKEHUS MOJJIEPKUBAIOIIECH
J03bI U JIO UX MOJIHOM OTMEHBI, €CJIU TaKOBasi TOUKa JIOCTUTralach B KaXI0u rpynmne. Y
MalUEHTOB, KOTOPbIE HE CMOTJIM MOJIHOCThIO OTMEHUTD JIAHHYIO TEparutio, OlICHUBAIUCH
(dakTOphl, KOTOPHIE MOTJIM OMPABABIBATH JUTUTENIbHOE HcTionb3oBanue ['KC: akTUBHOCTD
3aboneBanusi 1o mkaie SELENA-SLEDAI, wuMmmyHOJOrM4eckass aKTHBHOCTb,
OCHOBHBIE TMOKa3aTelld KIMHUYECKOTO aHaiuu3a KpoBu, nopaxenue novyek win [[HC B
CTPYKType 3a00JIeBaHMUS.

Takxe oleHHMBaNIACh JJIUTEIBLHOCTh U O0BEMBI Tepanuu HUKIoPochaMUIOM Yy

nererr, crapagaromux CKB. IIpoBenena oreHka 0OOCHOBaHHOCTH cCTapTa U
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npoAonKeHus Tepanuu nukiaopochamuaom. K kputeprsmM 000CHOBAHHOTO Ha3HAYCHHUS
DD otHOCcHnuck: nopaxenue LIHC, noyek, cucTeMbl KpOBHU.

Ha BTOpOM 3Tare nmpoBoamiack oreHka 3pGeKTHBHOCTH Tepai pUTyKCUMaboM
y JeTel, CTpaJaroluX CUCTEMHON KpPacHOM BOJYAHKOMW, MOJTYYUBIIUX PUTYKCHUMAO /10
18 ner. B panHOM wmccienoBaHuM OblIa TpoaHanu3upoBaHa uHMopmarus o 48
nanueHTax. MUHUMAaIbHBIA CPOK HAOTIOACHHS COCTaBMII 12 Mec., MaKCUMAJIbHBIH - IpU
YCIIOBUU MOCHEAYIOIIET0 HAOMIOACHHUS B YCIOBUAX (hellepaIbHOro IIEHTpa COCTAaBUII 3
roja.

Putykcumab HazHauajcs B J03€ 375Mr/Mm° exxeHenenbpHo, He Oonee 500 mr Ha
onHy uH(py3uio (2-4 uH(py3uu) ¢ MOBTOPHBIMU KypcaMH Kaxibie 6-12 mecsiieB B
3aBUCUMOCTH OT CTENEHH AaKTUBHOCTHU 3a00JIeBaHUs, BBIPAKEHHOCTH B-KieToyHOU
JETUICIINY, YPOBHSI rurnouMMyHorioOymuaemun 1gG.

Ha TpeTthem 3Tane Obula MpoBeAEHA OTIAEIBHO OLEHKA 3(P(EKTUBHOCTH TEepaIruu
PUTYKCUMaOOM y JIETeH, CTpaJarolliX CHUCTEMHON KpPAaCHOM BOJIYAHKON M HMMEIOIIMX
HNOpakeHHE IIOYEK B CTPYKType 3aloneBaHus. B maHHbIl 3Tan Oblla BKIIIOYEHA
uH(popmanus o 25 nanyeHTax, UMEBIIMX BOJYAHOUHBINA HEQPUT.

Ha u4erBepTOM »sTame mNpoOBOAMIIOCH CpaBHEHUE 3S(PPEKTUBHOCTH Teparuu
PUTYKCUMaOOM TIpH paHHEM (MeHee 6 Mec. oT e0roTa 3a0o0ieBaHus ) U TT03HEM (Oosee
12 mecsiieB oT Ae6roTa 3a00JieBaHusI) €ro Ha3HaueHuu. B maHHBIN 3Tan uccieaoBaHus
ObUIO BKJIIOYEHO 35 MAlMEeHTOB, KOTOPbIE OBbLIM pa3feneHbl Ha 2 rpynmnsl. B mepByro
rpynmny ObUIM BKJIFOUYEHBI MALMEHTHl C pAaHHUM Ha3HauyeHueM puTykcumada (N=16), Bo
BTOPYIO - ¢ mo3aHuM (N=19).

Ha nstom otanme mnpoBoguwiock cpaBHeHHE A((EKTUBHOCTH  TEparuu
PUTYKCMMaOOM €O CTaHJIApTHOM ULMTOCTaTHUeCKOW Tepanueil. B ngaHHbIM 3Tan
UCCIIeIOBaHMs ObUIO BKIIIOUEHO 79 nerei, KOTOpble ObLIM pa3jiefeHbl Ha 2 TPYIIIIbL.
[lepBas rpynma - netu, noiydyuBlIme puTykcumadb (N=19), BTopas rpymnmna - A€TH,
MOJIyYyaBIIME CTAaHJAPTHYK I[HUTOCTaTHYecKyto Tepamuio (N=60). HabGmonenue
OCYILIECTBIISUIOCH B T€UEHUE 12 MecslieB.

OnenuBanuch aeMorpauyecKkue XapaKTepUCTHKU IalMEHTOB: IOJI, BO3PAcT

ne6rora CKB, Bo3pact Ha MOMEHT 00OCIeTI0BaHMS.
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Cpenu KIMHUYECKUX CUMITOMOB OLEHUBAINCH HAIMYKE JIMXOPAIAKU, TOPAKEHHE
KOXHU (B TOM YHCIE B BHUJEC MAJbMAPHON S3PUTEMBI, AJONELUHH, JUBEIO0, KOMNKHOTO
BACKYJINTA), CIIM3UCTBIX 000JI0YEK, KEITYTOUHO-KUIICYHOTO TPaKTa, JIETKUX, HATNIUE
apTpuTa, MHO3UTA, CEPO3UTOB (IUIEBpUTA, TNEpPUKApAUTa, acluTa), TPOMOO30B,
CHUHJIpOMa CyXOro TJasza, cuHjapoma PeitHo, remartocmieHoMeranuu, JuMQpaaeHoNnaTuu,
[IOPaXEHUE TIOYEK, CEPACYHOM  MBIIIBL, [EHTPAIBHOM HEPBHOM  CHCTEMBI
(Herposronyc).

Nupexkc akTUBHOCTM CHCTEMHOW KPACHOW BOJTYAHKU PACCUUTHIBAJICA MO IIKAJE
SELENA-SLEDAI, mno3BoJsifoIiel BBIACIATh CIEAYIONINE CTENEeHW AaKTUBHOCTHU

3a0oneBanus [97]:

° 00 — HET aKTUBHOCTH

° 1-56 — MuHMMabHaAs aKTUBHOCTD

° 6-100 — cpeaHsiss aKTHBHOCTH

° 11-190 — BrICOKAsT aKTUBHOCThH

° >2(00 — oueHb BBICOKAsA aKTUBHOCTb.

Ha 3 stane uccienoBaHus TakKe OIICHUBAJICS WHCKC MoBpexeHus: damage-index
ACR [59].

2.2 NHcTpyMeHTAIbHBIE METO/IbI

BceM nanueHTamM B 3aBUCHMOCTH OT KJIMHUYECKUX MOKAa3aHUW MPOBOAWINCH
TaKhe HMHCTPYMEHTAIbHBICE METOMBI, KaK 3JeKTpokapauorpadus, sxokapauorpadus,
yJIbTPa3BYKOBOE HMCCJIEJAOBAHME OpPraHOB OpPIOUIHOM TOJIOCTH, 3a0pIOIIMHHOTO
IIPOCTPAHCTBA, CYCTABOB, PEHTreHOTpadusi CycTaBOB, TPYAHON KIJIETKH, MarHUTHO-
pe3oHaHCHass ToMorpadusi CycTaBOB, TOJOBHOTO MO3Ta, KOMIBIOTEpHAss ToMorpadus
OpraHoB TPYAHOM KJIETKH, OPIOMIHON TMOJOCTH W 3a0PIOLUIMHHOIO TPOCTPAHCTRA,

CyCTaBOB, TOJIOBHOT'O MO3T4, OMOIICHS KOCTHOIO Mo3ra, OHMoOIICHS MOYEK.
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2.3 JlaGopaTopHbie MapKepbl HUCCJIeI0BAHUS

VY Bcex ManueHTOB BBINOIHUINCH PYTUHHBIE TAO0OPATOPHBIE TECTHI: OMpPEesICcs
YpPOBEHb TE€MOIVIOOMHA, JIEHKOIIUTOB C JIGMKOGOPMYJIOH, CKOPOCTh OCEIaHUs
SPUTPOIIUTOB; OMOXMMHUYECKHE TECThl: YpPOBEHb oOmiero Oenka, anbOymuHa, C-
peaktuBHoro Oenka (CPB), bepputnna; aktuBHOCTH atannHamMuHOTpaHchepassl (AJIT),
actaptaraMuHOTpaHChepasbl (ACT), ICJIOYHON docdarassr (I1D),
nakraraeruaporenassl  (JIAI'), yposenb C3 u C4 KOMIOHEHTOB KOMILJIEMEHTA;
KOAryJoJIOTHYeCKUEe TECThl : ypoBeHb mpoTpoMmOuHoBoro wuuHaekca (IITH),
¢ubpunorena. Cpeau HMMMYHOJOTHYECKUX HCCIEAOBAHMM y BCEX IMAIMEHTOB
ompeeNsuics YpoBeHb aHTHHYKJIeapHoro ¢daktopa (AH®), npoBoauics UMMYHOOJIOT
aHTUHYKJICapHbIX aHTuTeN, mnpoda KymbOca (mpsimas u Henpsimas). [lamuenTtam,
KOTOPBIM Ha3HayajCs pPUTYKCHUMaOd, MPOBOJIUIIOCH OIpEAeNiCHUe CyOmOmysiui
JTUMQOIIMTOB METOOM MPOTOYHOM ITUTOMETPHHU.

J1J1st TaIrMeHToB C BOJTYAHOYHBIM HEPPUTOM OIIEHUBANIACH CTETIEHb IPOTEUHYPHUH.
Knacc BomuanoyHoro HedpuTa ycTaHAaBIMBAJICA IO pe3yjbTaTaM MPOBEICHHOMN
HeppoOrOoNCHUU B COOTBETCTBUM C UMEIOIICHUCS Kilaccu(puKaluen.

OrneHKa OCHOBHBIX KIMHUYECKHUX, JaOOpPaTOPHBIX IMOKa3aTelel U aKTHUBHOCTH
3a00JIeBaHUs MPOBOJUIUCH B TPEX BPEMEHHBIX TOUKAaX: B MOMEHT Je0r0Ta 3a00JIeBaHus,
nepes MepBbIM BBEJACHUEM pUTYKCMMala/HauyalioM CTaHAAPTHOW Tepamuu, crycts |

roxa OT CrapTa TCpaltuu W/MJIA B MOMEHT IMOCJIICAHCTO BU3HUTA.

2.4  ITH4yeckasi IKCIePTU3A

HccnenoBanne onoopeno stmaeckum komuteToM @I'BOY BO CIIGITIMY, ot Ne
1/3 oror 11.01.2021 1.

B wuccnenoBaHue BKIIOYANKMCh JIAaHHBIC IMAIIMCHTOB W3 HCTOPHA OOJIC3HH B
AHOHUMM3UPOBAHHONW (opmMe. 3aKOHHBIC NPEACTABUTEIN IMAllMEHTA, a TaKXXe caMu

NalUeHThl B Bo3pacTe 15 jeT u crapiie MOANUCHIBAIA OT/IeIbHOE MH(DOPMUPOBAHHOE
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corjacMe Ha TpUMEHEHHE puTykcuMmaba. Pemenwe o Ha3HaYeHWW pUTyKCUMada
NPUHUMAIOCh KOHCUJIMYMOM Bpayeid, UMEIOUIUX OMBIT padOThl B PEBMATOJIOTMH HE
Menee 20 jeT, 1 ObUIO 3aI0OKYMEHTUPOBAHO B BHUJIC 3aKJIIOUCHHS BpaueOHOM KOMUCCHH,

coriacHo cratbe 48 denepanbHoro 3akoHa "OO OCHOBaxX OXpPaHbI 37J0POBbs TPAXKIaH B

Poccwuiickoit @eaepanmu” ot 21.11.2011 N 323-d3 [11].

2.5 MeToabl CTATHCTHYECKOI 00pPadOTKH TaHHBIX

AHanmu3 TOJNYYEHHBIX JAHHBIX  BBIMOJHEH C TPUMEHEHUEM  IaKeTa
cTaTUCTHYecKuX mporpamm Statistica v. 10.0 (StatSoft Inc., CIIIA). Ouenky
KOJIMYECTBEHHBIX  TOKa3aTeJledl  Ha  MPEIMET  COOTBETCTBUS ~ HOPMaJIbHOMY
pacrpeeneHrI0 OCYIIECTBIISUIN TTpu noMoiu kputepust Komvoroposa-Cmupaosa. I1o
pe3yJibTaTaM MPOBEPKHM HAa HOPMAJIBHOCTh paclpejielieHUs IMOKAa3aHO, UYTO JaHHBbIC B
HCCIICIOBAHUM HE MMEIOT HOPMAJIBHOTO paclpeieiieHus, MO3TOMY B JajbHEHIemM
UCIIOIB30BAIM  TOJIBKO  HEMapaMeTpUuecKue  MeToabl  aHanm3a.  OnucaHue
KOJIMYECTBEHHBIX TOKa3aTeed BBIMOJHEHO C yKa3aHWEeM MeJWaHbl U KBapTuiei Me
(25%; 75%). Pe3ynbpTaThl KQUeCTBEHHBIX MPHU3HAKOB BBIPAKEHBI B A0COJFOTHBIX YHCIIaX
c ykazanuem posied (%). CpaBHEHHME KOJIMYECTBEHHBIX IIEPEMEHHBIX B JIBYX
HE3aBUCUMBIX TPYIax MPOBOJWIN C MOMOIILI0 Kputepus MaHHaA-YUTHU, B TpEX U
O6onmee mpu mnomomm Tecta Kpyckemna-Yommuca. CpaBHEHHE  HE3aBHCHMBIX
KaTeropualibHbIX IEPEMEHHBIX BBITIOJIHIOCH MPU MOMOIIY KpUTepUsi XU-KBaJpaT, €CIIH
o’KpJlaeMas yactoTa Obiia 6osee 5, mub0o kputepuit duiepa, eciu oxkugaeMas 4acToTa
MeHee 5. J[Ji1 cpaBHEHHUSI 3aBUCHUMBIX KOJUYECTBEHHBIX MEPEMEHHBIX HCIOJIb30BAJICA
napHelii  TecT BuWIKOKCOHA, Uil 3aBUCHUMBIX KATETOPHAIBHBIX IEPEMEHHBIX
UCTIoNb30BasIcsa TecT Mak-Humapa. AHanu3 BEDKHBAEMOCTH MPOBOAMIICS TPU TTOMOIIN
kpuBbix Kammana—Meiiepa. KpuBble BBIKHBAEMOCTH CPAaBHUBAJIM C MOMOIIBIO TECTa
log-rank. He3zaBucumble NpEeIUKTOPHI MHTEPECYIOMIUX COOBITHH YCTaHABIIMBAIN IPHU
MMOMOINA MOJENIA TPOMOPIIMOHATBHBIX PUCKOB Kokca. CTaTUCTHYECKHM 3HAYMMBIMU

cUMTAIM pa3audus uiu ces3u npu p <0,05.



52

I'JTABA 3. PE3YJIBTATBI UCCJIEJOBAHUASA

3.1 Anaau3 HeOHOJIOTHYECKOIH TepanuM y JieTeil ¢ CHCTEMHOH KPacHO

BOJIYAHKOM B YCJIOBHUSAX PeaJIbHON KIMHUYECKOU MPAKTUKHI

JIMUTENbHOCTh TEpanuy TIIOKOKOPTUKOCTEPOUAAMU B aHAIM3UPYEMOU Tpymie
JeTel OT MOMEHTA cTapTa Tepanuu J0 JOCTUKEHUS MOAIeP>KUBAIOIIEH 103l COCTABHUIIA
0,66 net (0,33; 1,42), makcumainsHO 5,9 rona, a g0 monHoi orMensl — 4,0 (1,25; 6,0)
rojia y MaieHTOB, KOTOPbIM OHa Oblla OTMEHEHA. [I0JIHOCTHIO OTMEHUTH TEPANUIO
[IIFOKOKOPTUKOCTEPOUIaMH ya10Ch TONbKO 24 netsm (30,4%).

Tepanus uukinopochamumom Obuta mpoBeneHa y 33 (41,8%) neredt, U3 HUX
HEO0OCHOBaHHOE Ha3HaueHue ObLo y Tpoux (9,1%). Meaunana IauTenbHOCTU TEpanun
ukinodochamuiom cocraBuna S5 mec. (3,0; 11,0), mpu MakcuManbHON IJIUTEILHOCTH
48 wmec. bonee uyem y mnonoBuHbl aere (63%), Tepanus wumkiIodochamumom
npoBoAwiack Oosiee 3 MecsneB, a 33% nereit moaydanu nukiodochamug Oosee

nosyrojaa. JlaHHbIe MpecTaBlIeHbl B TabIUIIe 6 U PUCYHKE 2.

Tabmumna 6 — JImurensHOCTh Tepanuu cucteMHbIME ' KC u mukinodochamugom y aerei

c CKB
[TapameTtpsi Hetn ¢ CKB (n=79)

JlmrensHocts  Tepanuu IKC ot crapra 10 0,66 (0,33; 1,42)
OIJICP)KUBAIOIICH 03I, TOIBI, [5,9]

Me (25%; 75%), [max]

JmutenbHocTs Tepanmuu ['KC or crapra 10 MOJHOM 4,45 (1,25; 6,0)
oTMeHBI, Toabl, Me (25%; 75%), [max] [14,0]
Yuciio manuMeHTtoB, KOTOppIM Obuta oTMeHeHa ['KC 24 (30,4)

tepanus, n (%)

Ywucno manueHToB, mojry4yaBimux nukinodochamu, n (%) 33 (41,8)

JITMTeNbHOCTh Tepanuu  IukiIodochamuaoMm, mec. Me 5,0(3;11)

(25%; 75%), [max] [48]
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Yucno MaIMCHTOB, MOJTYYHBIITUX TEPAITHIO 3/33(9,1)

nukiodocdamMuioMm He0O0CHOBAHHO, N (%)

Yucio MAIIECHTOB, MOJTyYHBIITUX TEPAITHIO 21/33 (63,3)

nukiodochamuiom, 6oee Tpex mecsies, n (%)

Yucmo MAI[MCHTOB, HOJYYHBIINX TEPAIHIO 11/33 (33,3)

nukiodochamuaom, 60see mecTH Mecaies, n (%)

AHanua oTMmeHsl TKC Tepanun
1,00

0,90

T OO T

0,85

0,80

0,75

MaumeHTsl, He oTMeHuBLme MKC

0,70

0 50 100 150 200
Bpewma, mec

Pucynok 2 — Jlunamuika otmensl [’ KC B o6mieit rpynne geteit ¢ CKB

B uccrnenyemoii rpyrine aerei OIEHHUBAIMCH KIWHUYECKHUE M J1abopaTOpHbIE
MPU3HAKU Ha MOMEHT CTapTa Tepanuu TIIFOKOKOPTUKOCTEPOUIaMH, KOTOPhIE MOTJIN OBl
MOCITYXKUTh OOOCHOBAaHHWEM JJisi MPOJOJDKCHHS JaHHOW Teparnuu 0e3 TMOCIeTyroIei
OTMEHBI.

OTMeUY€eHO, YTO B MOJArPYIIE AETEH, KOTOPhIE HE CMOIJIM MOJHOCTbIO OTMEHUTh
TTFOKOKOKOPTHUKOCTEPOH/IbI, B HAYajIe MCCIICIOBAHUS CTAaTHYCCKH 3HAYMMO Oblja BBIIIC
UMMYyHoJIoTHYecKkass akTuBHOCTh - TUTp AH® (p=0,019), a Takke aKTUBHOCTh

3aboneBanus no mkaie SELENA-SLEDAI (p=0,028): 15,0 (10,0; 22,0) mo cpaBHEHHIO
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¢ 10,0 (6,0; 17,0) 6anmamu. [Tokazatenn UMMYHOJIOTHYECKOW aKTUBHOCTU 3a00JICBAHMSI
(ypoBenb antuten k JIHK), nabopatopnoit aktuBHOCTH (TunokomiuiemenTemus, CO2D)
HE WMEIM 3HAYMMBIX OTJIIMYUK MEXmy nByMmsa Tpynnamu. Cpenu AeTei, WMEBIINX
reMaToJIOTUYECKHE HApYIIEHUs, OTCYTCTBUE aHEMUU B J1e010Te ObLIO aCCOLMUPOBAHO C
BO3MOXHOCTBIO TOJHOM OTMEHBI TIIOKOKopTukoctepouso (p=0,037). Yacrora
JeHKOTeHNH, TPOMOOPLIUTOIIEHUH U TOJIOKUTENbHON 1poOsl Kymbca B nebrote Oblia
COMOCTaBUMa CPe/I MallMEHTOB, KOTOPhIE CMOTJIM U HE CMOTJIM MOJHOCTHIO OTMEHUTh
TEpanuIo rIFOKOKOPTUKOCTEPOUTAMH.

He ObL10 yCTaHOBIIEHO CTAaTUCTUYECKH 3HAYUMBIX OTJIMYUNA B TIOKA3aTEIsX
MOpaXKEHUs MOYEK, TAKUX KaK CYTOYHAsl IPOTEUHYPHUsI, YPOBEHb KpEeaTUHUHA, CKOPOCTh
KITyOOUYKOBOW (PMIIBTpAIIUA MEXKIY ABYMS MOATPYNIaMHU. Y MAIMEHTOB C MOPaKCHUEM
nouek (n=25) monHas otrmeHa tepanuu ['KC Obuta y 5 mamumentoB (25%). YacroTa
BOJTYAHOYHOTO He(puTa ObLIa COMMOCTABUMOI B rpyIne aered, orMeHuBIuX (36,4%) u
He orMeHuBmux Ttepanuto ['KC (21,7%, p=0,207). Pa3nuuuii B KyMyJSITUBHOMN
BeposiTHocTU mojHOM oTMeHbl ['KC B 3aBUCHMMOCTH OT Hamuyusl JUOO OTCYTCTBUS
BoJyaHO4YHOTO Hedpurta He yctaHoBieHo (LogRank Tect, p=0,200, OP=1,9 (0,7; 5,0),

p=0,223, puc. 3.)

Cumulative Proportion Surviving (Kaplan-Meier)

0,9 |¢

0.8

[lons nauuenToB, He oTMermBLLMX [KC

0.6

0 20 40 60 80 100 120 140 160 180 200 — yedgpur

Bpemsa (mec) T HeT HedhpuTa

Pucynox 3 — BepositHocTh 0TMeHbI ' KC y manrieHToB ¢ BOJT4aHOYHBIM HEPPUTOM.
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Yacrota nopaxkenust LIHC Obina BeIle B rpymnme aerel, He otMeHuBIuX (35,2%)
1o cpaBHeHHIO ¢ rpymnmnoi otMeHuBmux tepanuto I'KC (13,0%, p=0,049). U3 22 nereit
¢ nopaxenueMm [LIHC Tonpko 3 cMOIJIM OTMEHHUTH TEPANUIO TIIFOKOKOPTHUKOCTEPOUAAMHU
(p=0,049). VYcranosneno, uyto mnopaxenue I[[HC O»imo accouumpoBano ¢ (axTom

nponospkaromeiicst Tepammu ['KC (LogRank tect, p=0,076, OP=2.8 (0,7; 9,3), p=0,100,

puc. 4.)
Curmuistive Proporiion Surviuvng {Kaplan-Meier)
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3
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Pucynok 4 — BeposSTHOCTh OTMEHBI TJIIOKOKOPTUKOCTEPOUIOB VY TMAIMEHTOB C

MOPaKCHUEM LIECHTPATIbHOW HEPBHOW CUCTEMBI.

Cpenu nmopaxxeHHil Ipyrux opraHoB U CUCTEM B CTPYKType 3a00JieBaHuUs HE ObLIO
BBIIBJIEHO CTATUCTUYECKH 3HAYMMBIX OTIMYMKA MEXKIYy MAalUECHTAMH, KOTOPBIM Teparus
CUCTEMHBIMU TJIIOKOKOPTUKOCTEPOUAaMH ObljIa OTMEHEHA JIMOO HET.

Taxxke He BBISBICHO aCCOLMALMM C UCXOJHOM Tepamnueu. B rpyie manueHTos,
KOTOPBIE MOJTyYaan yJIbC-TEPAIUIO NapeHTepaIbHbIMU
TTIFOKOKOPTUKOPTUKOCTEPOUIAMUA B CBSI3U C aKTUBHBIM TeYeHHEeM 3abosieBaHus, 3/4
NAalWEHTOB HE CMOMNIM B JaibHeWiemM oTMeHuTh Tepanuio ['KC; paznuuus Mexnay
JIBYMS TpyNIamMu cratuyecku He3HauuMsbl (p=0,132). Taxxke Bce manueHThbl, KOTOPbHIE

Pa3BWIA CUHJIPOM aKTUBAIMU Makpodaros (N=5), He cmoriau oTMeHuTh Tepanuto ['KC.
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[ToapoOHas xapakTepuUCTHKa KIWHUKO-Ta00pPaTOPHBIX JTAHHBIX MAIMEHTOB HA MOMEHT

cTapTa Tepanuu B ABYX IpylImax npejacTaBieHa B Tabmuiie 7.

Tabnuua 7 - XapakTeprcTHKa OCHOBHBIX IPU3HAKOB HA MOMEHT ctapTa Tepanuu ['KC B

rpynnax jgerei ¢ nosiHoi orMeHoi ['KC 1 ¢ HeBO3MOKHOCTBIO HX OTMEHBI

[Tapametp [TomHas otMeHa Het nonnoit p

I'KC orMmenbnl [ KC

Bospact nHa wmomentr aeoOrora | 12,0 (10,0; 15,0) | 13,0 (11,0; 15,0) | 0,644
3aboneBanus, roabl, Me (25%;

75%)

Uucino mammeHtoB  skeHckoro | 20/64 (31,3) 44/64 (68,7) 0,745

moua, N (%)

AxtuBHocTh mo mkamre SELNA-| 10,0 (6,0; 7,0) 15,0 (10,0; 22,0) | 0,028
SLEDAI, 6amisl, Me (25%; 75%)

Yucno MarueHToB ¢ CHHAPOMOM 0/5 (0) 5/5 (100,0) 0,123

akTuBaruu Makpogaros, n (%)

Yucno manmentoB, nonmyuuBmux | 13/51 (25,5) 38/51 (74,5) 0,132

nynbc-tepanuto ['KC, n (%)

AH®, tutp, Me (25%; 75%) 1000 (640; 3200 (1280; 0,019
2560) 10240)

Yucno TAIMCHTOB c| 51/71(71,8) 20/77 (28,2) 0,113

noBbIIeHHBIM TUTpoM AH®, n

(%)

Anturena k acJIHK, Ex/mn, Me 49,0 (15,0; 101,5 (12,0; 0,419

(25%; 75%) 130,0) 237,0)

Yucno MMAlMEHTOB C 15/58 (25,9) 43/58 (74,1) 0,146

IMOBBIIICHHBIM YPOBHCM AHTHUTCII

k a1c/IHK, n (%)

I"'emormo0uH, r/1, Me (25%; 75) 116 (93; 131) 111 (100; 120) | 0,533
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Uuclio MalnMeHTOB C aHeMHEH, n 9/43 (20,9) 34/43 (79,1) 0,037
(%)

Jleiikormre, x10%1, Me (25%;| 5,5 (4,7;7,1) 53(3,5:9,2) | 0,798
75%)

Yucno MMAIMEHTOB Cc 7/34 (20,6) 27134 (79,4) 0,099
neiikonenuei, N (%)

TpomboumTs, x10%/m, Me (25%; | 276 (188; 378) 245 (182; 312) | 0,246
75%)

Yuco HAIIEHTOB C 8/27 (29,6) 19/27 (70,4) 0,929
TpomoOormTonenuei, N (%)

COD, mm/4, Me (25%; 75%) 12,0 (5,0; 24,0) | 20,5 (8,0;34,5) | 0,337
Yuco HAIIEHTOB c| 20/26 (76,9) 6/26 (23,1) 0,453
runokomiieMentemueii, n (%)

Kommuement C3, r/n, Me (25%; | 0,8 (0,37;0,9) 0,8 (0,46; 0,95) | 0,779
75%)

Kommnemenr C4, r/n, Me (25%; | 0,135 (0,1; 0,24) | 0,11 (0,06; 0,15) | 0,319
75%)

Yucio HAI[IECHTOB C 9/26 (34,6) 17/26 (65,4) 0,608
MOJIOKHUTENbHOU poboi KymoOca,

n (%)

[Mporeunypus, r/cyt., Me (25%; | 0,136 (0; 0,490) | 0,210 (0,09; 0,84) | 0,327
75%)

Yucmo HAI[HCHTOB c| 21/28 (75,0) 7/28 (25,0) 0,287
nporeuHypueit 6omnee 0,5 r/cyt., n

(%)

Kpeatunun, mxmois/ia, Me (25%; 61 (54; 71) 58 (53; 70) 0,387
75%)

Yucmo HAI[HCHTOB C 2/6 (33,3) 4/6 (66,7) 0,779
TIOBBIIIIEHHBIM YPOBHEM
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kpeaTuHuHA, N (%)

MoueBuna, MMonb/n, Me (25%; | 4,84 (3,9; 6,5) 4,8 (3,5;7,1) 0,647
75%)

CkopocTb kiyboukosor | 127,0 (117,0; 130,0 (108,0; 0,953
dubTpammy, M/ 1,73M%/MuH. 142,0) 149,0)

YKcio MalueHToB CO CHUKEHHOU 1/5 (20,0) 4/5 (80,0) 0,523
CK®, n (%)

Yucno TIAITICHTOB C 5/25 (25) 20/25 (80) 0,207
BOJTYaHOYHBIM Hepurom, n (%)

Yucio manueHToB ¢ MopakKeHHEM 3/22 (13,7) 19/22 (86,3) 0,049
LIHC, n (%)

Yucino manueHToB ¢ nopaxenuem | 20/68 (29,4) 48/68 (70,6) 0,967
koxw, N (%)

Yucno manueHToB ¢ MopakKeHUEM 7127 (25,9) 20/27 (74,1) 0,616
CIIM3UCTHIX, N (%)

Yucno manueHToB ¢ apTpPUTOM, N 17/56 (30,4) 39/56 (69,6) 0,788
(%)

Yucno MaryeHToB ¢ IUICBPUTOM, 4/14 (28,6) 10/14 (71,4) 0,934
n (%)

Ywucno manmueHToB C aciuToM, N 5/6 (83,3) 1/6 (16,7) 0,473
(%)

Yucno MAI[MCHTOB C 3/9 (33,3) 6/9 (66,7) 0,809
muokapauTom, N (%)

Yucmo marueHToB ¢ MOpakeHHEM 2/7 (28,6) 5/7 (71,4) 0,956
rias, N (%)

Yucmo marueHToB ¢ IopakeHHEM 2/6 (33,3) 4/6 (66,7) 0,830
XKT, n (%)

Yuco maueHToB ¢ HOopakKeHHEeM 2/6 (33,3) 4/6 (66,7) 0,830
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nerkux, N (%)

Yucno marueHToB ¢ CHHAPOMOM 6/12 (50,0) 6/12 (50,0) 0,690
Petino, n (%)
UKclIo MalMeHTOB C  KOXKHBIM 6/14 (38,5) 8/14 (61,5) 0,206

Backynurom, N (%)

Yucno MarueHToB ¢ JIMXOPaJKon 9/43 (79,1) 34/43 (20,9) 0,066

B 11c0r0Te, N (%)

[Tpumeuanune: AH® - antunykieapubii dakrop, I'KC - TIHOKOKOPTHKOCTEPOMU/IHI,
nc/IHK - neycnimpansnas JJHK, XXKT - xenynouno-kumeynsiit Tpakt, CK® - ckopocTs
KiyooukoBoit QuibTparuunu, COD - ckopocTh ocenaHus sputporuros, HHC -

LHCHTpAaJIbHAA HCpAaBHAA CUCTCMA

N3  HexenaTenbHBIX  SBJICHUM, KOTOpPhIE  BO3HUKIM  TpPU  Teparuu
TTIFOKOKOPTUKOCTEPOUIAMHU, OTMEUEHO TIOSIBJICHHE CHCTEMHOTO OCTEOoIopo3a ¢
pa3BUTHEM AaCEeNTHYCCKUX HEKPO30B pa3IUYHBIX Jokamm3anuid (N=5), pa3BuTHE
CTEPOUHOTO CaxapHOro auadeTa, TPeOYIOEro WHCYIMHOTEPAH, KaTapakTsl (n=9),
apTepuaIbHON TUTIEPTE3HUH, OKUPEHUS, KOCMETUYECKUX AC(PEKTOB B BHJE CTPUN Ha

TYJOBHIIC U KOHCYHOCT:IX.

3.2 Ouenka 3¢ (peKTUBHOCTH TePANUH PUTYKCUMAOOM Y JieTeil ¢

CHUCTEMHOM KPAaCHOM BOJTYAHKOM

B nanHoM a3Tare uccineqoBaHUs y4acTBOBAJIM JIETH C YCTAHOBJICHHBIM TUArHO30M
CUCTEMHOM KpacHOM BOJYAHKM COTJIAaCHO Kputepusm Systemic Lupus International
Collaborating Clinics 2012 rona, nmoiay4uBIIHe XOTs Obl OAHY 103y pUTyKCHMada 10
noctiwkenust 18 ner. Ilepwon HaOMrOAEHUST OrpaHUYMBAJICS BPEMEHEM OT Haudaja
3aboneBanuss CKB 1o mocnmemHero BusuTa B GefepalibHBIA IEHTP, MaKCUMaJIbHO

npUOIMKEHHOMY K COBEPUIEHHOJIETHUIO.
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Jlnsg Ha3HaueHusi pUTyKcHMMala ObUIM BBIJEICHBI TPU OCHOBHBIE TPYMIIbI
IIOKa3aHUN:

1. Tsoxenmoe teuenne CKB ¢ HammymeMm BOJTYaHOYHOTO HEPpUTa /WM TOPAKECHUSA
LEHTPAJILHOM HEPBHOW CHCTEMBI, HE TIOAIOIIEECs CTaHJAPTHON TEPAIHH.

2. PenuauBupyromuye ciiydal ayTOMMMYHHBIX [IUTONEHUN, TPEOYIOIINE MOBTOPHBIX 103
[IFOKOKOPTUKOCTEPOUIOB M 3aMECTUTENBHOW Tepanuu (MepeauBaHue KOMIIOHEHTOB
KpPOBH).

3. Hanuume HexXenaTenpHbIX SBIEHUH OT nOpuMmeHeHuss cucreMHblx ['KC mpu
HEBO3MOKHOCTH MX CHWKEHUS 110 HojepxkuBatoieit 1o3uposku: 10 mr/cytku unu 0,2
MT/KI/CYTKH.

OueHka KIMHUKO-IA00PATOPHBIX M HHCTPYMEHTAIbHBIX JAHHBIX MaIl[MEHTOB

IPOBOJMIIACH B CIIEIYIOLIUE BPEMEHHBIE TOUKHU:

1. Crapr 3a00oneBaHusl.

2. Nnunmanus Tepanu puTykcumMadbom

3. Kaxnpie 12 Mec. ¢ MOMEHTa HHULIMAITUN TEPAITUU.

Bo BpeMsa wuccinegoBaHMsi 4YacTh MALIMEHTOB MPEKPATUIM HAOMIOJIEHUE I10
HECKOJIBKMM IPUYMHAM: JIETAIBHBIA MCXOJ, HAaCTYIJIECHUE COBEPIICHHOJETUS |
naypHelee HaOMIOACHUE Y B3POCIbIX PEBMATOJIONOB, HEXeJlaHue MAllUeHTOB MU UX
poauTenel IpogoJIKaTh JEUEHHUE.

AHanM3UpOBAIUChH BCE HEXKEIATEIBHBIE SIBICHUS, KOTOPHIE BO3HUKAIN BO BPEMS
aHTU-B-KJIETOUHOM Tepanuu, CpeAr KOTOPBIX BBIACISIUCh, HauOOJIee 3HAYMMBIE:
JeTaNbHBIM  MCXOJ, TIeMaTOJOTMUYCEKHE HapylIEeHUs, TskKelble WHPEKINOHHbIE

3200J1€BaHUA.

Xapaxmepucmuxa nayueHmos Ha MOMeHm Ha4ala mepanuu.

B uccnenoBanuu npussuim yuactue 48 netei, mpeuMyIiecTBeHHO 1eBOYKH (75%).
Cpennuii BO3pacT y4acTHHKOB uccieaoBaHus coctaBuia 18 (16; 20) ner, a cpegHuit
BO3pacCT MPH TOCTaHOBKe Auarnosa - 13 (11,5; 15) ner. bonee uem y 1/3 manmenTos (18
YeJIOBEK) OTMEUasIoch nopaxenue noyek B cTpykrype CKB; y moioBUHBI U3 HUX ObLI

yCcTaHOBJEeH (okanbHbI U AU Py3HbIN BoTyaHOUHBIA HEeYpHUT, yTO cooTBeTCcTBYET |1
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u |V kmaccam mo naHHeIM MoOp(dooruueckoro ucciaeaoBanusa. Hapymienue QyHKIuu
nouyek B Buae cHuxkeHuss CK® Obu10 3aMKCUPOBAHO y TPOUX JAETEH, y ABYX U3 HHUX
OTMEYAJIOCh TOBBIIICHUE KpPEaTMHWHA U TPeOOBaJOCh MPOBEACHHUE 3aMECTUTEIHHOU
MOYEYHOHN Tepanuu METOAOM I'eMOANAIN3A.

VY 26 nanueHToB U3 00CIeayeMOUN TPYIIbl UMENIOCh MOPAKEHHE IEHTPaTbHON
HEPBHOM CHUCTEMBI, YTO COOTBETCTBYET 52%. JKu3Heyrpoxkarouiee COCTOSHHE B BUJE
pa3BUTHUS CUHAPOMA aKTHBALIMM MaKpO(aroB ObLJIO OTMEUYEHO y 7 OOJIbHBIX.

[lomaBnstomee  GonpmmHCTBO — Aetedd  (93%) momyuanu — mepopalibHbIC
IIIFOKOKOPTUKOCTEPOUIbI C MOMEHTa BepuUKaluu auarHosa. bonee uem nBe Tperu
nere  (77%)  Takke ~ TOPOUUIM  KypC  BHYTPUBEHHOW  IyJIbC-Tepaluu
METHJINPETHU30JIOHOM B CBSI3H C BBICOKOW AaKTHUBHOCTBIO 3a0osieBaHus. OIHUM U3
KJIIOYEBBIX IMpErapaToB JUIsl JIEYEHUs AaKTUBHOM (opMbl 3a0o0jeBaHUS  ObLI
nukinodochaMu, KOTOPBIA Ha3HAYAJICS B BUJC MYJIbC-TEPANTUU €KEMECSIIHO B TCUCHHUE
nosryroaa. B mononHeHue K 9TUM MpemnapaTam, I€TH MOJTydaid CTaHJapPTHYIO TEparHuio,
BKJIIOYAIOUIYI0O  TUJIPOKCUXJIOPOXUH, METOTpEKCaT, MHUKO(PEHOJIOBYIO  KHUCJOTY,
[IUKIIOCTIOPUH U a3aTHOIIPHH.

B tabmuue 8 npencrasieHa noapoOHas XapaKTepUCTHKA MALUEHTOB HA MOMEHT

neorora 3a00J1eBaHUA.

Tabnuna 8 - XapakTepucTruka MalieHTOB HAa MOMEHT Je0t0Ta 3a00JIeBaHuS.

Kannuveckue nposiBJieHUst n (%)
[Mopaxenue koxw, N (%) 42 (87,5)
[Mopaxenue cau3ucThIX, N (%) 18 (37,5)
Adnornenus, N (%) 6 (12,5)
Aptpur, n (%) 32 (66,7)
[Tnespur, n (%) 14 (29,2)
[Mepukapaut, n (%) 11 (22,9)
Acrut, n (%) 11 (22,9)
Hedpur, n (%) 18 (37,5)
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Muokapaut, n (%) 7 (14,6)
[Mopaxenue [THC, n (%) 26 (54,2)
[Mopaxenwue ria3, n (%) 5(10,4)
Crenomeraius, N (%) 8 (16,7)
I"ematomeranus, N (%) 14 (29,2)
Jlumpanenonatus, N (%) 10 (20,8)
Bosneuenue XXKT, n (%) 4 (8,3)
[Topaxenwue nerkux, N (%) 8 (16,7)
CunpoM «cyxoro riasay, N (%) 4 (8,3)
Cunapowm Peitno, n (%) 7 (14,6)
[Tanemapnas sputema, n (%) 48 (16,7)
Jluseno, N (%) 9 (18,8)
Jluxopasnxka, n (%) 25 (52,1)
Tpom603, n (%) 5(10,4)
ADC, n (%) 6 (12,5)
Muosut, n (%) 5(10,4)
JlabopaTopHbie H3MEHEHUsT n (%)

Antu- SM/RNP anturena, n (%) 9 (18,8)
AnTH-SSA antutena, N (%) 13 (27,1)
AnTtu-SSB anTuTena, n (%) 4 (8,3)
AnTHu-RiboP antutena, n (%) 5(10,4)
AwnTHTena k Hykieocomam, N (%) 6 (12,5)
AwnTurtena k ructoHam, N (%) 4 (8,3)
PesmaTouanstii pakrop, n (%) 9 (18,8)
ALILIT, n (%) 3(6,3)
AwnTHTena k rimkonporenaam, N (%) 11 (22,9)
AnTHTENa K Kapauoaumnuaam, N (%) 12 (25,0)
[TonoxxurenbHas peakiusa Kymoca, n (%) 18 (37,5)
AnTHuTeNna K neikonuram, N (%) 4 (8,3)
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AwnTHTena k spurporuram, N (%) 3(6,3)
AnTuTena K Tpomoonutam, N (%) 6 (12,5)
Jlumdonenus, n (%) 12 (25)
Hedpobuorcus, n (%) 11 (22,9)
Kiacc BomgyanouHoro Hedpura
I, n (%) 1(9,1)
I, n (%) 2 (18,2)
IV, n (%) 7 (63,6)
V, n (%) 1(9,1)
Cumxenne CK®, n (%) 3 (17%)
[Mpoteunypus, n (%) 18 (37,5)
Tematypust, n (%) 19 (39,6)
[Ipumeuanne: APC - antudochomunuaneii cunapom, ALl - anturena x

HUKIIMYECKOMY LUTpyJUIHHcoAepxameMy nentuay, KKT - kemymouyHo-KuIIedHBIN
tpakt, LUIHC - nenrtpanpHas HeBpHas cuctema, CK® - ckopocTh KiIyOOYKOBOMU

GuabTpaTULUU

Xapaxkmepucmuxa nayueHmos Ha ghorne npoeooOUMOU mepanuu.

Hecmotpss Ha  mpuMeHeHHME  CTaHOAPTHOW  TEpaluM,  BKIHOYAOUIEH
TTIFOKOKOPTUKOCTEPOUIBI U IIUTOCTATUKH, aKTUBHOCTh 3a00JIeBaHMsI, OLIEHHBAaeMas IO
mkane SELENA-SLEDAI, cHu3nmace B cpeaHem b Ha  12,5%. Takke
HAOJIOJANIOCh  CHW)KEHHE HMMYHOJIOTHUYECKOW aKTMBHOCTH, BBIpa3uBILIEECS B
YMEHBIICHUU TUTpa aHTuTen K spepHoMy antureny u JIHK. Xora cranpaprtHas
Tepanusi TMOKa3aja HEKOTOpble YIYYIIEHUs, HW3MEHEHHs B YpPOBHSX OEJIKOB
komrieMenTa C3 u C4, coctaBe KPOBH M CKOPOCTH OCEIAaHUSI IPUTPOIUTOB OBLIU
HE3HAYUTEIbHBIMU. TeM HEe MeHee, YUCIO JeTed ¢ TPOMOOIMTONEHHEH COKpPAaTUIIOCh
BABOe. He mpociexuBaics YETKH TOJOXKUTENbHBIN 3(P(EKT Tepanuu B JICYCHUU
BOJIYAHOYHOTO HeppuTa: y MAIMEHTOB C BOJYAHOYHBIM HEPPUTOM YpPOBEHb IMOTEpU

OeJka YBCIIMYHUIICA BABOC, 4 YHUCIIO IAOUMCHTOB C AKTUBHBIM HC(l)pI/ITOM CHHU3UIIOCH
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He3HauuTeapHo ¢ 18 g0 16 uyenoBek. IlpuMeHeHHWe LMTOCTaTUYEKOM Tepanuu
MO3BOJIMIIO CHU3UTH CyTOuHYI0 103y ['KC Ha 12,5% oT nepBoHavanbHOM.

N3-3a OTCYTCTBUSI CYIIECTBEHHBIX YIYUYIIEHUH OT CTaHAAPTHOW Tepamuu,
nanuMeHTaM B HM3y4yaeMoM rpymnne Obll Ha3HaueH putykcumadb. HaOmopenuwe 3a
MalyMeHTaMHy TI0C]Ie Hadaja Tepanui PUTYKCUMaOOM JUTHIIOCH OT 6 MeCAIeB 70 6 JIeT, B
cpeanem - 0,75 (0,25; 2,75) ner.

UYepes roa mocie Havajla Tepanuy pUTyKCMMaboM aKTHUBHOCTH 3a00JieBaHMs (10
mkaie SELENA-SLEDAI) cuusunacek Ha 85%, TOCTUTHYB YPOBHS, COOTBETCTBYIOIIETO
HU3KOM aKTUBHOCTH. CHMXEHHE aKTUBHOCTH MPOJOJLKAIOCH M Jajee HAa MPOTSHKEHUU
nByx et HabOmonenus. Ha ¢done anTu-B-kileTouHOW Tepanmuu ypoOBEHb AHTUTEN K
neycnupanbHor JIHK 3Haunmo CHU3WIICS, CKOPOCTh OCENaHus SPUTPOLUTOB U YPOBEHb
KOMIIOHEHTa KoMiieMeHTa C4 npunuu B HOpMy. UHCIIO NAMEHTOB C LUTONECHUSIMU
YMEHBIIIWIOCH 10 HYJIs y T€X, KTO MPUHUMaJ PUTYKCUMal B TeueHue Tpex Jiet. [locie
MEpBOro Kypca puTykcumada y Bcex 6 malueHToB ¢ aHTU(HOCHOTUITUIHBIM CHHAPOMOM
HA0JII01AJIOCH TIOJTHOE UCU€3HOBEHUE CUMIITOMOB.

CocrtosiHMEe TIOYEK y OOJIBIIMHCTBA MAIIMEHTOB YIYUYIIUJIOCh: YPOBEHb Oenka U
KpOBH B Mo4e CHU3WICS. VCKItoueHHe cOCTaBUJ TOJIBKO OAMH mamueHT. [locie Tpex
JIET Tepanuu KOJUYECTBO JIETeH ¢ aKTUBHBIM BOJYAHOYHBIM HEPPUTOM COKPATHIIOCH C
16 no 1. brnaromapsi 3HaUMTEILHOMY CHIKCHHUIO aKTMBHOCTU 3a0ojieBaHusl Ha (OHE
TEepanuu PUTYKCUMAOOM 03y TIIOKOKOPTUKOCTEPOUIOB yaaioch CHU3UTH Ha 90% ot
HCXOJHOW, TOCTUTHYB HETOKCUYHOW JIO3UPOBKH.

JlaHHBIE IO TMHAMHMKE AKTUBHOCTH CUCTEMHOM KpPAaCHOM BOJIYAHKH, U3MEHEHUS
OCHOBHBIX J1aOOpaTOPHBIX MOKa3aTesei, TakKe MOoTydyaeMoi Tepamuu 0 Hadaja U Ha

dboHe Tepanuu puTyKCUMaOOM MpeICTaBICHBI B Ta0uIEe 9 1 Ha pUCYHKax 5 U 6 HUXKE.
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rﬂMHaMMKa OCHOBHBIX I'IDI(EIBETE'J'IEH, ]

a6
20
16 17
12
]
a5
3 4 3
11| oo Mlm o omll

Ctapt FT Yepez 1 rog ot PT Yepez 2 roga ot FT

Yepesz 3 roga ot FT

M BricoxaA axTWEHOCTE, %0 B JuyeHs BEICOKEA aKTWMEHOCTE, %6 m MoBsIlUeHHBIA TMTP AHD®, %

W MoBLILSHHLIR YpoBeHs AT & OHK, % W [N3UMEHTE C© aKTHEHLIM HedpHToM, %

Pucynoxk 5 - JIluHamuka 1abOpaTOPHBIX JAHHBIX U aKTUBHOCTHU 3a0o0jeBaHus Ha (OHE
tepanuu PT

[Tpumeuanue: AH® - anturykieapusiii pakrop, AT k JIHK - anturena x JIHK
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JuHaramka BasuMcHOW Tepanuu, n

45

a5
30
24 24
21
14 14 14 13
8
7 7 7
6 6 :
I 2I I 2I 1. 12 31 1 I 1
m m ] e B0 _ o oo

Oebwr CKB Crapt PT Yepez 1 rog ot PT  Yepez 2 roga ot PT Yepesz 3 roga ot PT
BIKC mUoD mMTX = MMT mLIC mA3A

Pucynox 6 - Jlunamuka koiaudectBa jaereit, nonydarouux tepanuio ['KC u BMIIII na
¢done teparmu PT

[Ipumeuanue: A3A - azatmonpud, ['KC - rmokokoptukocrepounpl, MTX -
MeroTpekcat, MM® - wmukodenonata moderwn, IC - unuxnocnopun, [[OD -

nukIrogochaMuy



Tabauma 9 - JluHamMuKa OCHOBHBIX

TE€panuu PUTYKCUMaOOM.

MoKazareJieu [ManMcHTOB HAa MOMCHT I[C6I-OT3. 33.60JI€B&HI/I$I, cTapTa TCpallMki U Ha (1)OH€
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[TapameTp ne0T CTapT p UYepes 1 rox Uepez 2roga | Yepez3roma |p
CKB PT ot PT ot PT ot PT

KonuuectBo 48 48 HIT 35 19 8 HII

MalKreHTOB, N

Nunexc SLEDAI 16 (11,0; 23,5) |14 (7; 22) 0,0002 3(0; 6,5) 2 (0; 6,0) 2 (1,0; 3,0) 0,01

Crenenu aktuBHocTd SLEDAI, n (%)

0 (0) 0 (0) 1(2,0) 0,065 14 (40,0) 8(42,1) 2 (25,0) 0,01

1(1-5) 0 (0) 5(10,4) 9 (25,7) 6 (31,6) 6 (75,0)

2 (6-10) 10 (20,8) 15 (31,3) 8 (22,8) 5 (26,3) 0 (0)

3 (11-19) 19 (39,6) 13 (27,1) 1(2,9) 0 (0) 0 (0)

4 (>=20) 19 (39,6) 14 (29,2) 3(8,6) 0 (0) 0 (0)

[TarmeHTsI c|44(91,7) 36 (75,0) 0,00001 |17 (48,6) 12 (63,2) 3 (37,5) 0,043

MOBBIIIEHHBIM

ypoBaem AH®, n
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(%)

Tutp AH®D, Me | 2560 640 0,008 640 640 1280 0,919
(25%; 75%) (1280; 5260) (160; 1280) (160; 2560) (160; 1280) (160; 5120)
[TanueHToI c | 33 (68,8) 20 (41,7) 0,008 4(11,4) 5 (26,3) 1(12,5) 0,016
TTOBBIIIICHHBIM

ypoBuem AT «k

JIBYCIIUPaJIbHOU

JTHK, n (%)

VYposens antuten k | 112 (1; 200) 25 (1; 130) 0,059 10,3 (0,0; 21) | 26 (12; 65) 0 (0; 4,68) 0,144
JHK, En/mn (Hopma

< 25), , Me (25%;

75%)

[TanueHToI c| 18 (37,5) 16 (33,3) 1,0 7 (20) 2 (10,5) 1(12,5) 0,741
aKTUBHBIM

Hedputom, N (%)

[Mporeunypus, 1/1, | 0,3 (0,0; 1,1) 0,3(0,03; 1,0) | 0,001 0,07 (0,0;0,34) | 0,09 (0,0;0,38) | 3,05 0,255
Me (25%; 75%) (3,05;3,05)
[IpoTennypus y [ 1,6 (0,9; 3,8) 3,4(0,7; 3,8) 0,001 2,3 (0,6; 3,8) 1,8(1,8;1,8) |3,05 0,255
manuedTos ¢ BH, (3,05;3,05)

/i, Me (25%; 75%)
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I'ematypusi, 3p. B |40 (8;86) 50 (6; 120) 0,191 0 (0; 13) 0 (0; 5) 0 (0; 0) 0,045
n/3p, Me (25%;

75%)

Kommnemenr  C3, (0,72 (0,4;1,2) |0,69 (0,5;1,0) |0,889 1,1(0,7; 1,3) 0,94 (0,9; 1,1) | 0,99 (0,7;1,1) | 0,072
r/n, Me (25%; 75%)

Kommnemenr  C4, 0,12 (0,1;0,2) |0,12(0,1;0,2) | 0,398 0,18 (0,1;0,3) |0,21(0,1;0,3) | 0,29(0,1;0,3) | 0,074
/i, Me (25%; 75%)

[ManuenTsI c|12(25,0) 10 (20,8) 0,629 8 (22,9) 4 (21,1) 0 (0) 0,328
nevikoneHuew, N (%)

Jleiikouuts, x10%/1, | 5,5 (3,9; 8,8) 6,7 (4,1;8,6) |0,819 5,4 (4,0; 6,5) 7,6 (45;60) |52(44;,7,0) |0418
Me (25%; 75%)

[MarueHTsI c |19 (39,6) 16 (33,3) 0,09 8 (22,9) 2 (10,5) 0 (0) 0,207
anemueit, n (%)

Femornmobun,  r/m, | 113 (95;131) 115 (91; 132) | 0,830 129 (110; 134) | 129 (118; 135) | 127 (122;142) | 0,144
Me (25%; 75%)

[MarreHTsI c | 17 (35,4%) 9 (18,8) 0,005 3(8,6) 0 (0) 0 (0) 0,079
TPOMOOIIMTOTICHUEH,

n (%)

TpomGoLHUTHI, 235 (185; 307) | 240 (118; 288) | 0,696 245 (203; 302) | 269 (216; 301) | 231 (183; 265) | 0,116

x10%1, Me (25%;
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75%)

COD,
(25%; 75%)

MM/q, Me

167 (8,0; 30,5)

15 (7,0; 22,0)

0,134

7 (5,0; 18,0)

4 (2,0; 9,0)

2 (2,0 3,0)

0,004

[Tammmenter ¢ ADC,
n (%)

6 (12,5)

6 (12,5)

HII

0 (0)

0 (0)

0 (0)

HII

ITamueHTsl,
MOJTy4Yarome
teparmro ['KC, n
(%)

45 (93,8)

45 (93,8)

1,0

30 (85,7)

14 (73,7)

7 (87,5)

0,169

TKC,
Me (25%; 75%)

MT/KT/CYT.,

1,0 (0,6; 1.0)

0,75 (0,2; 1,0)

0,035

0,1 (0,07; 0,2)

0,1 (0,07; 0,1)

0,1 (0,08; 0,1)

0,0003

ITarmeHTsl,
MOJIYYarOIIHE

TUAPOKCUXIOPOXHH,

n (%)

26 (54.2)

36 (75,0)

HII

27 (77,1)

16 (84,2)

7 (87,5)

HII

[MuTocTatnueckas

Tepanusi:

MukodeHomaTta

moderwm, n (%)

14 (29,2)

14 (29,2)

HIT

21 (60,0)

13 (68,4)

5(62,5)

HII
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azatuonpu, n (%) | 7 (14,6) 7 (14,6) 2 (5,7) 1(5,3) 0 (0)
ukiocnoput, N (%) | 2 (4,2) 2 (4,2) 1(2,9) 0 (0) 0 (0)
mukiaodochamun, n | 24 (50,0) 24 (50,0) 8(22,9) 3 (15,8) 0 (0)
(%)

metotpekcat, N (%) | 6 (12,5) 6 (12,5) 1(2,9) 1(5,3) 1(12,5)

[Ipumeuanue: AH® — antunykieapusiii paktop, ADC — antudochomunuaneiii cuaapom, BH — Bomyanounsiit Hedput; 'KC —
[IIFOKOKOPTUKOCTEPUOABI, HIT - HE TpuMeHuMo, PT — putykcuma0d, C-kommuiement, CKB — cucteMHas kpacHasi BOI4aHKa; p* - B

CPaBHEHUH CO 3HAYCHUSIMU NpHU nHUIanuu PT.
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HeocenamenvHule s6nenus u npouiakmuka uHGexyuil.

K coxameHnuto, Tpu mnamueHTa CKOHYAIMCh OT OCJIOXHEHWH, BBbI3BAaHHBIX
TSKEJIBIM TEUEHUEM CUCTEMHOW KPACHOM BOJIYAHKH, HEKOHTPOJIHUPYEMBIM CHHAPOMOM
aKTUBAIlMM MakpodaroB, CBSA3aHHBIM ¢ HHPEKIUIMH. [IpuunHON CcMEpTH y OIHOTO
pebeHka craja reHepaiu3oBaHHas rpuOkoBast MHGEKIUS, Y BTOPOrO0 - HHBA3UBHBIN
acneprusuies, a y TpeThero - HoBasi KOpOHaBUPYCHAsI HH(PEKIIHSL.

Cpenn  wHGMEKIIMOHHBIX  OCIOXHCHHH  3apUKCHpOBAHBI  CIEAYIOIIHE:
JUCTEPUO3HBI MEHHUHTUT Yy OJHOrO TMalueHTa (Mocie MPOBEACHUS ATHOTPOIHON
TE€panuy TOJIYYeH IOJIOXKUTENIbHbIA 3((EKT, MaluuMeHT MNOIy4YWs eIlle JABa Kypca
pUTYyKCMMa0a); OMNOSICHIBAIOUIMI JMIIaid, MHEBMOHMS (N=2), naBa ciay4yas HOBOU
KOPOHABUPYCHOM HH(DEKIMU, OPOHXUT, CPEIHUN OTUT, OCTCOMHENIUT HAJKOJICHHHUKA,
nabuanpHas reprecHas nHeKus (N=2), KOHbIOHKTUBHUT, XaJIA3UOHBI Bek (N=2).

[Ipu 5TOM MH(]EKITMOHHBIE COOBITHS BOSHUKAIU TOJIHKO B MEpBbIe 12 MecsIeB OT
cTtapra aHTU-B-kieTtouHnoidt Tepanuu. BaxxHO OTMETUTh, YTO HH(GEKIIMOHHbBIE
OCJIO)KHEHMSI Yalle BCTPEYAJIMCh B MEPBBIA O]l TEpalMy, HO HE ObUIM CBSA3aHBI C
ypoBHEeM UMMyHorjao0yimuHa G v koinuecTBoM B-nmumdorutos B kpoBu. Hecmotps
Ha CHWKEHUE KoJmyecTBa B-nuM@ounToB u ypoBHs uMMyHOrio0ynuHa G, KOJIMYECTBO
UH(QEKITMOHHBIX  OCIIOKHEHHMM, OCOOCHHO TpeOyIOIIMX  TOCHUTAIM3AIUU, HE
yBenuuuiioch. C 3aMECTUTENbHOW IIeJIbI0 BHYTPUBEHHBI WMMYHOTJIOOYJIHH OBLI
Ha3HayeH 11 nmeram, a 4 pebeHka MOMYyYWJIM €0 JJIsl JICUCHUs] CUHApOMa aKTHUBAIlUU
MakpoharoB ¥ HHPEKIMOHHBIX OCIOKHEHUH.

Cpenn  HEMHQEKIMOHHBIX  OCJOXHEHUH TOJBKO y OJHOTO  MalleHTa
HAOJIOAIOCh  MHUEJOTOKCHMYECKOE JICMCTBME B  BHUJAE Pa3BUTHUA  BPEMEHHOTO
arpaHyJIonuTo3a 0e3 BO3SHMKHOBEHUS MH(PEKIMOHHBIX cOObITHH. [lanmenty BBOAMIICS
KOJIOHUECTUMYIUPYIOUTUN (PaKTOP C MOJIOKUTETLHBIM d(DPEKTOM.

JIist mpoUIaKTUKU pa3BUTHS THEBMOIIMCTHON MTHEBMOHHUHU TIOCJIE PUTYKCHMa0a
MCIIOJTH30BAJIMCh AaHTHOAKTEPHAIIbHBIE TIPETapaThl: KO-TPUMOKCA30JI WU a3UTPOMHUIIHH.

JlanHple 10 WH(PEKIMOHHOW OE€30MacHOCTM U CTENEHU  YIPaBIISIEMOM

MMMYHOCYTIPECCUH NpeacTaBieHbl B Tabnuue 10.
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Tabnuma 10 - YacTtoTa npuMeHeHus CpeicTB TPOQUIAKTUKY, HTHPEKIMOHHBIX COOBITHI,

ypoBeHb B-muM@ouuToB M ramMMa-rioOyJauHOB Yy JAETel, MOJy4aBIIMX TEParuio

PUTYKCUMAOOM.
Craptr PT | Yepes UYepes UYepes
(n=48) 1 rox 2 roma 3 roma
OT PT | or PT | ot PT
(n=35) (n=19) (n=8)
[TarueHTs!, nonyyasmme | 19 (48,0) |18 (51,4)* |11 (57,9)* |6 (75,0)*
cpenctBa  NpO(UIAKTHKH, N
(%)
Ko-tpumoxcasour, n (%) 9(18,8) 6(17,1)* |2(105)* |[1(12)5)*
AsutpomunuH, N (%) 0 (0) 1(2,9) * 1(53)* 0(0)*
BBUT, n (%) 13(27,1) |15(429)* |9(47,4)* |6 (750)*
Yacrora UH(EKITHOHHBIX
HII 11 (31,4) 3(158)* |2(25)*
coOwrThid, N (%)
Hucio MalMEHTOB Cc
rurnorammariooymuaemueii, n | 8 (16,7) 9(25,7)* |5(26,3)* |4(50)*
(%)
IgG, r/n, Me (25%; 75%) 11,7 8,8 7,3  (4,9;159 (3,7; 8,2
(8,2;13,9) | (6,9;10,5) * | 8,3) * *
Yucno IAlIUEHTOB C
nerutenuedt B-mumdoruTos, N | HIO 11 (22,9) 8(42,1)* |2(25)*
(%)
B-nmumponuter, xi/Ul, Me | 182 2 (0,0; | 112  (0,0; | 65 (26,0;
(25%; 75%) (50;467) |20,0) * 326,0) * 189,0) *

[Ipumeuaenue: BBUI' — BHyTpUBEHHBIN UMMYHOTJI00YJIMH; HI — HenpuMeHuMo; PT -

puTykcuMao; * - p nis Bcex mapametrpoB > 0,05.
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3.3 Ouenka 3¢(peKTUBHOCTH Tepanuu pUTYKCUMAa0oOM y JeTeii ¢

BO/TYaHOYHbIM Heq)pl/ITOM

B mannbIii aTan uccienoBanus 010 0ToOpaHo 25 maruenToB (10 manpunkos, 15
neBouek), kotopeie umenu auarno3 CKB cornmacno kputepusim SLICC 2012 rona ¢
Nopa)keHWeM Moyek. Bce et momyyanu TOPpMOHAIBHYIO W/WIM IUTOCTATHYECKYIO
Tepanmuio, a B JaJbHEHIIEM TMONYYWIH TEPANHI0 PUTYKCUMAaOOM B CBS3H C
HEJOCTAaTOYHOU 3 (PEKTUBHOCTHIO W/WIIM BBIPAKECHHBIMU MOOOYHBIMHU d(dekTaMu oT
MpOBOIMMON paHee Tepanuu. [lokasaHuss K Ha3HAYCHHWIO TEpanmuu pPUTyKCUMada
AQHAJIOTUYHBI TEM, KOTOpPBIC TePEUnCIIeHbl B TyIaBe 3.1. Bce manueHThl mOTyqdriid XOTsI
Ob1 1 kypc (4 BBeneHUs) aHTU-B-KI€TOUYHON Teparuu.

B ngamHOM »Tame wWccneqoBaHWS KIMHWYECKHE W JIAOOpAaTOPHBIC JTaHHBIE
MAIMEHTOB OLICHUBAINUCH B CIICYIONINE BPEMEHHBIC HHTEPBAJIBI:

1) ne0roT 3a00IeBaHMs,
Il) mepex cTapTOM Tepanuu PUTYKCUMaOOM,
11l) moceIHMI BU3KT - BO3pacT MaKCUMaJIbHO OJIM3KHid K 18 romam.

OcCHOBHBIC XapaKTEPUCTHUKH MAIIUEHTOB JI0 CTapTa Teparid PUTYKCUMAOOM OBLIH
CIIenyIonMMU: Ouoricus moyku Obuta mposeneHa y 12 (48%) manueHToB ¢ MOpakeHUEeM
MOYEK, MPU 3TOM Y OOJIBIIMHCTBA MAIMCHTOB ObLT BoruaHo4YHbIH HedpuT HI/1V kiacca.
Huskas ckopocTh KiyOOYKOBOM (UIBTpAlMK OTMEYanach y 2 MAlUMEHTOB, IMPH 3TOM
OHHM TOJTYYaJIM TEMOJIUAIIN3 B CBSI3U C Pa3BUTHEM TEPMHUHAIBHON CTaJMH XPOHUYECKON
noyeyHot HepoctatrouHoctu (XIIH). Bce mnamueHThl A0 puTykcuMada Moaydanu
CTaHJapTHOE JICUCHHE, KOTOpoe BKIouaio 1ukiodochamun y 15 (60%) marueHToB,
mukodenonata modermn (MMD) y 8 (32%) mammentoB, azatuonpud y 3 (12%)
NAlMEHTOB, TUIPOKCUXJIOPOXUH y 12 (48%), mynbc-Tepanuio METHIINPEIHU30JI0OHOM C
nocieAyronmM nepexogom Ha mnepopanbHbiii mpueM ['KC y Bcex gereit (100%).

Hcxonnast xapakTepucTHKa MalMEeHTOB TIpecTaBieHa B Taduie 11 Hike.

Tabnuua 11 - XapakrepucTtuka nanueHToB ¢ BH B MoMeHT nebrota 3a00seBaHusl.

Kannuveckue nposiBJIeHUsI n (%)
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Bo3spact nebrota, roast, Me (25%; 75%)

13,0 (12,0; 15,0)

[Ton, neBouku, n (%) 15 (60)
Jluxopanxka, n (%) 18 (72)
Koxnoe mopaxenue, n (%) 23 (92)
[TopaxkeHue cnu3ucThIX 000J04UeK, n (%) 7 (28)
Adnorenus, n (%) 2 (8)
Aptpur, n (%) 15 (60)
[Topaxxenne ITHC, n (%) 13 (52)
[Tnespur, n (%) 10 (40)
[MepukapauT, n (%) 8 (32)
Acuurt, n (%) 10 (40)
Muokapaut, n (%) 4 (16)
[Topaxenwne nerkux, n (%) 5 (20)
I'ematomeranws, n (%) 10 (40)
Crnenomeranus, n (%) 3(12)
Jlumdanenonatusi, n (%) 4 (16)
[Topaxxenue XKKT, n (%) 4 (16)
Cunapom cyxoro riasa, n (%) 2 (8)
Koxubrit Backysut, n (%) 8 (32)
[Tanemapnas sputema, n (%) 4 (16)
Cunapom PeitHo, n (%) 2 (8)
Tpom603, n (%) 4 (16)
Cunapom akTuBaruu Makpodaros, n (%) 6 (24)
SELENA-SLEDAI ne6rot, Me (25%; 75%) 23 (16; 26)
SELENA-SLEDALI ne6rot, 6amisl, n (%)

0-5 GammoB 0 (0)
6-10 GamioB 2 (8)
11-19 Gamios 9 (36)
>2(0) 6ayI0B 14 (56)
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JlabopaTopHble TaHHbIE n (%)

AH® no3utuBHOCTS, n (%) 24 (96)
Antutena k JIHK, Ex/mn, Me (25%; 75%) 150 (48; 237)
Anturena k JIHK, n (%) 20 (80)
COD, mm/4, Me (25%; 75%) 21 (9; 32)
C-peakTuBHBIN O0enok, mr/a, Me (25%; 75%) 1,7 (0,8; 6,7)
Antudochomunuaasie antutena, n (%) 8 (32)
[TomoxutenpHas peakiust Kymoca, n (%) 12 (48)

Kommemenrt, C3, r/n, Me (25%; 75%)

0,64 (0,44; 1,23)

Kommnement, C4, r/n, Me (25%; 75%)

0,11 (0,06; 0,38)

I'emorno6uH, /1, Me (25%; 75%) 98 (91; 121)
Anemus, n (%) 16 (64)
TpombouuTtsy, x10°/1, Me (25%; 75%) 269 (181; 320)
TpomoGonuTonenus, n (%) 8 (32)
JletikomuTsr x10°/1, Me (25%; 75%) 6,7 (4,5; 9,0)
Jlevikonienus, n (%) 17 (68)
[Mpotennypus, n (%) 25 (100)
[Iporennypus, /1, Me (25%; 75%) 2,4 (1,3; 8,7)
['ematypust, kiaetku B 11/3p, Me (25%; 75%) 15 (0; 42)
['ematypus, n (%) 16 (64)
MoueBuHa, MMoJIb/T1, Me (25%; 75%) 9,1(4,2;11,2)
Kpeatunun, mxmoutb/i1, Me (25%; 75%) 68 (52; 142)
Cawmxkennas CK®, n (%) 3(12)
Tepmunanenas XITH, n (%) 2 (8)
Hedpobuoricus, n (%) 12 (48)
Bomwanounsiit HepuT, Kitacc

I, n (%) 1(8)

I, n (%) 3(25)
IV, n (%) 7 (59)
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V, n (%) 1(8)
Tepanus

BMIIII

[Muxnodochamun, n (%) 15 (60)

Muxkodenonarta moperu, N (%) 8 (32)

Aszarnonpus, N (%) 3(12)

Brytpusennsie ['KC, n (%) 20 (80)

[Tepopansusie 'KC, n (%) 24 (96)

['mokokopTHKOCTepHOIbI, MI/KT, Me (25%; 75%) 1.0 (0.7; 1.0)

['uapokcuxnopoxu, n (%) 12 (48)

[Ipumeuanue: AHO® - antunykieapusiii paxrop, BMIIII - Gone3np-Moauduimpyromme
npotuBopeBMarnueckue npenapatbl; CK® - ckopocTh KiIyOOUKOBOW (UIBTpALIMH,

XIIH - xpoHn4eckass mo4yeyHasi HeA0CTATOYHOCTb.

Bpemst 1o crapra tepanuu putykcumabom coctaBwio 7 (3,0; 24,0) mecsues.
[lepBoHavasibHast Tepamnus 10 puTyKcuMada CHU3WIA YPOBEHb aKTUBHOCTH 3a00JICBaHUS
SELENA-SLEDAI na 22% wu 10110 TAlIUEHTOB ¢ aKTUBHBIM BOJIYAHOYHBIM He(DpUTOM
Ha 40%. I[IpuMeHeHHE CTAaHAAPTHOW TEPANUU IO3BOJIWIO CHU3UTH CYTOYHYIO 103y
MIIOKOKOpTHKOCTEpor10B Ha 20%. YpoBeHb anTtuTen K ABycnupanbHoi JJHK cHuzmiics
Ha 76%, HO HE JOCTUT 3HAYUTEIBHOTO YPOBHS CHUKCHHS.

JUTUTENTbHOCTh MHTEPBAa UCCIEIOBAHUS C Tepanuell puTyKcCuMaboM Kosiedanach
oTr 6 MecsmeB o 3 yer ¢ MeawaHoW mnpogospkutenbHocTH 0,75 (0,2; 2,75) ner.
[IpumeHnenue puTykcumaba TMpUBENIO K JaJbHEHIIeMy 3HAYMMOMY CHUXEHHUIO
aktuBHocTu 3a0oneBanus mo mkane SELENA-SLEDAI nwa 60%, ypoBHS aHTHTEN K
nc/IHK na 16%, nporenn- u remarypun, COD, HOpMaIU3alMu YpPOBHS KOMILJIEMEHTA
C4. Ha ¢one Tepanuu putykcumadbom menuannas go3a ['KC cuusunace Ha 80% ot
HayanpbHOW W Ha 60% 3a BpeMs NpUMEHEHUS pPUTYKCHMaba, yBEIMYMIACh OIS
MalUEeHTOB 0€3 TIIFOKOKOPTUKOCTEPOUIHON Tepanuu Ha 36%. Y O0NbHBIX yiydlaiach
BbIICNIUTENbHAS QYHKIUS MOYEK, YTO MPOsBIsUIOCh B moBbimieHnd CK® u oTkasze oT

3aMECTUTENIbHOU MOYEYHOU Tepanuu y 2 MaiueHToB, KOMY 3TO TpeOOBaJIOCh paHee.
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Ha ¢one Tepamuu puTyKCHMaOOM YBEIMYUIOCH KOJWYECTBO MAIMEHTOB C
BOJIYUAHOYHBIM HE(PUTOM, TOJYyYAOMIMX OAa3UCHYI0 Tepanui MHUKOPEHOJIATOM
ModeTusiom, ¢ 14 dYenmoBek Ha MOMEHT HMHHIMAMKA Tepanuud A0 18 Ha KoHen
uccienoBanus. OOparHas JWHAMHUKAa OTMEYAETCS B MPUMEHEHUU IMTOCTATUYECKON
Tepanuu mukiIopochamungom: Ha GoHEe aHTH-B-kiaeTounoit tepamuu 1ukiodchamun
ObLT OTMEHEH MPaKTUYECKH y MOJOBUHBI U3 MOTYYAIONINX €ro manueHToB (15 yen. - Ha
MOMEHT Je0roTa 3a0oieBaHus, 8 yen. - Ha (oHE Tepanuu pUTykcumMadom). Taxke
OTMEUYEHO YMEHBIICHHE TPUMEHEHHsI a3aTuonpuHa (3 yen. Ha MOMEHT jaelroTa
3a0osieBanus, 1 yen. - Ha (oHE Tepanuu pUTyKcuMaboMm). [laHHBbIE NpUBEICHBI B

tabnuue 12 u Ha pucyHkax 6 - 12 Humxe.



Tabmuua 12 - JluHamuka rmokasarelsield NalieHTOB ¢ BOJIYAHOYHBIM HE(DPUTOM Ha (POHE Teparuyu PUTYKCUMAOOM.
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IMapamertp CKB PT P1 Mocaexnni P2 P3
ne0rT WHHITAAIAST BU3HT

SELENA-SLEDAI, 23 (16,0; 26) | 18,0 (8,0; 26,0) 0,003 4 (2,0; 8,0) 0,0015 0,000001
oamaer, Me (25%;
75%)
AH®, tutp, Me 5120 (1280; 1280 (240; 0,345 640 (160; 1280) 0,515 0,0014
(25%; 75%) 10240) 3200)
Anturena k THK, 150 (48; 237) 36 (7,7;148) 0,263 12 (0; 65) 0,05 0,001
En/mn, Me (25%;
75%)
[MpoTennypwusi, r/m, 1,0 (0,5; 3,5) 0,6 (0,3; 3,7) 1,0 0,17 (0; 0,9) 0,05 0,0008
Me (25%; 75%)
['ematypus, KICTKH B 15 (0; 42) 15 (5; 50) 0,170 0 (0; 2,5) 0,088 0,003
u/3p., Me (25%; 75%)
Kommuement C4, r/n, | 0,11 (0,06; 0,4) 0,13 (0,06; 0,715 0.16 (0.1; 0.2) 0,042 0,0066
Me (25%; 75%) 0,24)
COD, mm/4, Me 21 (9; 32) 17 (9; 26) 0.610 12 (3; 21) 0,023 0,014

(25%: 75%)
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Axrtusnsiii BH, n (%) 25 (100) 15 (60,0) 0.001 8 (32,0) 0,048 0,001
[TanueHTHl, 25 (100) 25 (100) 1.0 16 (64) 0,005 0,004

TOJTYYaOIIUe
teparmro ['KC, n (%)
['TIOKOKOPTHKO - 1,0(0,7;1,0) | 0,8(0,23; 1,0) 0,148 0,2 (0,1;0,9) 0,001 0,0002

crepouibl, Mr/kr, Me

(25%: 75%)

[Ipumeuanus: BH - Bomuanounsiii Hegpur, I'KC - rIIIOKOKOPTUKOCTEPOUIBL; P1- B CPABHEHHH MEKTY J1€0I0TOM 3a00JI€BaHUs U
MOMEHTOM uHuumanuu PT, p; - cpaBHeHHE MEXAy MOMEHTOM UHULMAaLUU Tepanuu PT u rmociaegHuM BUBUTOM, P3 - CpPaBHEHUE HA

MMPOTSPKECHUHU BCEIO UCCIICAOBAHMA.
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antutena Kk JHK, [U/ml

p=0.05

p=0.013

O Median

[ 25%-75%

OeGioT Wuwunaums  MNB L Min-Max

Pucynox 7 — unamuka anturen k JIHK y nanuenToB ¢ BoryaHOUHBIM HEDPUTOM Ha

¢dboHe Tepanuu pUTYKCUMaOOM
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p=0.023
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20 |
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p=0-01 4 .u Median

OeBioT  MHMUMaLNR Me L Min-Max

Pucynox 8 — lunamuka COD y marueHToB ¢ BOJIYaHOUYHBIM HepUTOM Ha (hoHe

Tepanuu pUTYKCUMaOoM
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[MpoTeUHYpUs, /24 .

" L p=0.05
of ' T o] p=‘00008 | & Median

.2 [] 25%-T5%
[ Min-Max

LOedwT MHUYWaUMA Mne

Pucynox 9 — Jlunamuka npoTeMHYPUH y MAIIMEHTOB ¢ BOJYAHOYHBIM HEPPUTOM Ha

(dboHe Tepanuu pUTyKCUMadoM

MouyeBuHa, Mmmonb/n

335

30
25
20

15

p=0.008

10

o

p=0002 O Median

OedwoT MHmuymauma Me Ll

Pucynok 10 — JIlunaMuka ypoBHSI MOYEBHHBI Y MAIIMEHTOB C BOJTYaHOUYHBIM HEPPUTOM

Ha (hoHE Tepanuu pUTyKCUMaboM
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SELENA-SLEDAI, 6annsl

40

| | ~ p=0.002
»| p=0.003

| LT ]

p=0- 000001 O Median

© [0 25%-75%
DedioT MHUUMaums Mne T Min-Max

Pucynok 11— Jlunamuka aktuBHOCTH 3a00meBanus 1o mkane SELENA-SLEDAI y

IIarmMCHTOB C BOJIYaHOYHBIM HC(I)pI/ITOM Ha (1)0H€ TCpaIlnu pHTYKCI/IMa6OM

CuctemHble 'KC, mr/kr/cyT.
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I 25%-75%
[ Min-Max

0.2 - : -
DedwT MHWUMaUMA ne

Pucynok 12 — JluHaMuKa 103bl CUCTEMHBIX TTTFOKOKOPTUKOCTEPOUIOB Y MAI[UEHTOB C

BOJIYaHOYHBIM He(PpUTOM Ha OHE Teparuu PUTYKCUMaOOM
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Aurammka BasmucHol Tepanumm J1H, n

25

25
18
16
15 14
11
8 8
1 1
ol oM o M o L
NebtwT CKB Crapt PT MocnegHwida BU3IWT

W IEKCE TP W MTX & MME | LC W AZA

Pucynox 13 - Jlunamuka tepanuu I'KC u BMIIII y nereit ¢ Bom4aHOYHBIM HEGPUTOM
Ha (hoHE Teparnuu PUTYKCUMaOOM.

ITpumeuanne: A3A - azatnonpus, I'KC - rimrokokoptukocteponibl, MMO -
Mukopenonara mopermi, MTX - metorpekcart, 1{C - nuknocnopus, [{OD -

nukiopochaMug

3.4 Ouenka 3¢(PeKTUBHOCTH TePANTUH PUTYKCMMAOOM NPU PAHHEM U

MO3JHEM €0 Ha3HAYCHUHN

B nannbiil aTan O oTOOpaHbl 35 MAllMEHTOB C YCTAHOBJICHHBIM JUArHO30M
CKB (8 mampbuumkoB u 27 n€BOYEK), KOTOpHIC MOJIy4Yaldd TEPANHUI0 PUTYKCUMAOOM,
uH(popMaIus 0 KOTOPhIX OblJIa BKIIIOUEHA B MOCIEAYIOMIMI aHamu3. Y BCeX MalMEHTOB
ATOW TOATPYIIBI CTAaHJIApPTHAs Tepamus HE HMeNla JOCTaTOuyHOM 3(QeKTHBHOCTH,
MMeEJIach BBICOKAsI AKTUBHOCTb 3a00eBaHuUs 15810 cTepoHaHas
TOKCUYHOCTH/10303aBUCHMBIN dPdekT or ['KC.

JlmarHo3 y BcexX MaIlMEHTOB YCTaHaBIWBalica coriacHo kputepusim SLICC,
MepeUrCciIeHHbIM Bhille. MHAEKC moBpexaeHns paccuMThiBalics ¢ nomouisio Pediatric
Systemic Lupus International Collaborating Clinics/American College of Rheumatology

Damage Index [59]. Purykcuma0 Ha3zHayaycs 1o cxeme, yka3aHHoU B myHKTe 3.1.
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Bce mamumentsl Obuid pa3ieneHbl Ha JIBE TPYMIbI: paHHEE HAudajao Teparuu
puTykcumadbom (meHee 6 Mmec. oT jAecOrora 3aboseBaHusi) - PTP u mo3mnee Hauamo
tepanuu putykcumadba — [ITP (Oomnee ogHoro roga ot crapra Tepanuu). biok-cxema

WCCIIEIOBaHMsI IPEACTABIICHA HIKE HA PUCYHKE 13.

Tepanua BMIT Tepanuna pUTYKCHUMMabom

Npynna panHern _
Tepanyv pUTyKCcHmMabom

Tepanum puTykcumatom

OebwT CKB -12 M -6 M IMHMUMaLMA KoHeuy
PTK, MO WmccneqoBaHunA,
hM+12

Pucynok 14 - biiok-cxema uccnenoBanus

Ilpumeuanue  x  pucynxy  13: BMIIIT -  Gone3Hb-MOAUGUIIMPYIOIIHE
npotuBopeBMarnueckue npenapatbl, PTK - putykcuma0d, -12 M - 12 wmecsaueB 1o
cTapTa Tepanuu puTykcumMaoom, -6 M - 6 Mecs1eB o cTapTa TepTanui pUTyKCUMaOoM,

M+12 - 12 mecsitieB nociie MHUIMALMN TeParnui pUTYKCUMaOOM

VY Ka)I0To0 MaIreHTa B ’TOM HUCCIICIOBAaHUH OIICHUBAJIACH JMHAMHKA ITAPaMETPOB
B CJICYIOIE BPEMEHHBIE MHTEPBAJIbL:
1) Hauaso 3a00JIeBaHMUS,
I1) KICXOTHBIN YPOBEHb - MIEPE]] CTAPTOM TEPAITUU PUTYKCHMAaO0a,
Iil) B KOHIIE HCCIIeIOBaHMS - uepe3 12 MecsIeB OT cTapTa Teparuu.

OnenuBamuch  aeMorpauyeckde  MPU3HAKW:  TMOJ, BO3pacT  1edroTa,
nabopaTopHbIE JaHHBIE: YPOBHU aHTUHYKJIeapHbIX aHTuTeln, antuten k JIHK, C3, C4

KOMITOHEHTBhI CHUCTEMbI KOMILJIEMEHTa, o0 ananu3 kposu, COD, CPb, MoueBuHBI,
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KpEaTMHHHA, CBIBOPOTOYHOrO Oenka U anbOyMuHA, MPOTEUHYpHUS, HaIU4ue
JEUKOUUTYpUH M TEeMaTypuH; WHJEKC AaKTUBHOCTHM CHUCTEMHOM KpAacHOM BOJIYAaHKHU
(SLEDAI), nmHaekc TOBPEKIACHHWS W CTaaus aKTHBHOCTH BOJYAHOYHOTO HE(pHTa,
ypoBeHb B-kimeroxk u 1gG, uwacte mnamueHToB, aocturHysBuierd pemuccun CKB;
COMYTCTBYIOLLEE JICYCHHE: T0JIs NAlMEHTOB, MOJTYYarOLUX JIeYEeHUE
TIFOKOKOPTUKOCTEPOUAaMu (BKJIOYas CPEAHIO 103y), HeOnonornueckumu BMIIIL; a
TaK)kKe HeOIaronpusTHbIC COOBITHS, BO3HUKIIKNE BO Bpems Teparnuu PT [1,13,79].

Xapaxmepucmuka 601bHbIX 6 Oeblome 3a001e8aHUS.

OO0cremyeMast BbIOOpKa cocTosiia u3 8 mManbuukoB (23%) u 27 aeouek (77%).
JIOCTOBEpHBIX pa3uyMii B KIMHUYECKHMX U JIA0OPATOPHBIX MapaMeTpax MExXIy
rpynnaMyd C paHHEW W MO3[HEW Tepanueld pUTYKCHMMAaOOM BBISBIEHO HE ObLIO, 3a
UCKIItoueHueM Oosiee BbicOkoro ypoBHs SLEDAI B rpynme paHHero Ha3zHayeHUS
putykcumada - 23 (16; 26) no cpaBHeHuro ¢ rpynnoit nosauero - 14 (11; 19) 6amios
(p=0,012), a Taxxe pacnpoCTPaHEHHOCTH OOJBHBIX C BBICOKOH AaKTUBHOCTHIO
3aboneBanus (IV crenens mo SLEDAI) — 63% npotus 21% (p=0,043). Y narueHToB u3
TPYNINbl paHHEH Tepanuyu PUTYKCHMMaOOM dalle BCTpedanuch mieBput: 44% npotus 16%
(p=0,068), nepukapaut: 38% mpotus 11% (p=0,058), acuut: 25% npotus 5% (p=0,07)
U CHUHJIpOM akTtuBanuu Makpodaros: 25% mnpotu 5% (p=0,096) ¢ morpaHuYHBIM
YPOBHEM 3HAYUMOCTH.

Bpemst 1o nauana mpumeHeHusi putykcumaba ot Hadasia CKB pasnuyanocs B
rpynnax: 3 (2; 6) Mec pu paHHEM CTapTe Tepanuu puTtykcumadbom u 22 (14; 36) mec
(p=0,00001) - mpu mo3aHeM. Y MaIMEHTOB C paHHEH Tepanmued pUTYKCHMMaOOM BcCe
TaKXKe HMMenuch Oosiee BbicOKMM ypoBeHb akTuBHOCTH SELENA-SLEDAI, ypoBHUH
JEUKOUMTOB U Oo0Jiee BBICOKAas /103a MOJydyaeMOW FOpPMOHAJIBHOM Tepanuu. Takxke y
MAlMEeHTOB U3 TPYIIbI paHHEW Tepanuu pUTyKCUMaOoM HaOI01amuch 0oJiee BHICOKUI
nporeHT mnarueHToB, umermux AH®-no3utuBHOCT, M TUTp AH®D, OGonee HU3Kas
norpanuyHas 3HauuMocTh C3 u C4-KOMIUIEMEHTOB CUCTEMBI KoMIiiemMeHTa. He Obuio
pasnuyuii B JI0JIE TAIMEHTOB C BOJYAHOUYHBIM HEPPUTOM U HEOMOJIOTHYECKUM
neyeHrueM 00Je3Hb-MOAULU(PUPYIOIUMHU  MPOTUBOPEBMATHYECKUMHU IIpenapaTaMu.

HcxoaHblie XapakTepUCTUKH B 00X TpYMIax NpuBeaeHbI B Tabmue 13.
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Tabnuua 13 - Mcxoaubie xapakrepucTiky nanrenToB ¢ CKB ¢ paHHUM U O3JHUM CTapTOM TEpanu pUTYKCUMAOOM.

IMapameTp PTP (n=16) IITP (n=19) 3HaYeH
e p
AH®-n1o3utuBHOCTH, N (%) 15 (94) 13 (68) 0,075
Ypoeerb AH®, tutp, Me (25%;75%) 1280 (1000; 2560) 320 (0; 5120) 0,077
Awnturena k JIHK, n (%) 9 (56) 12 (63) 0,678
Anturena k JHK,En/ma (25%; 75%) 19,0 (0; 81) 46 (6; 158) 0,231
['unokomiuteMenTemus, N (%) 9/13 (69) 7/11 (64) 0,772
Kommuement C3, r/n, Me (25%;75%) 0,57 (0,4; 0,8) 0,85 (0,7; 1,1) 0,059
Kommement C4, /1, Me (25%;75%) 0,10 (0,06; 0,14) 0,19 (0,10; 0,24) 0,075
I'emornobuH, /1, Me (25%;75%) 108 (91; 131) 115 (108; 128) 0,578
Tpombommtsl, 10/, Me (25%; 75%) 270 (140; 305) 246 (193; 273) 0,606
Jleiikorwtsl, 10%/1, Me (25%; 75%) 8,4 (5,7; 13,5) 5,1 (3,7; 8,3) 0,035
COD, mm/4, Me (25%; 75%) 13 (5; 22) 12 (6; 22) 0,921
SELENA-SLEDAI B momenT nannuanuu PT, 6amisr, Me 22 (15; 26) 10 (6; 16) 0,003
(25; 75%)
SELENA-SLEDAI B MmomenT naunuanmu PT, crenens
0 crenens, N (%) 0 (0) 1(5) 0,074
| crenens, N (%) 0 (0) 3(16)
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Il crenens, n (%) 3(19) 7 (37)
Il crenens, n (%) 4 (25) 5 (26)
IV crenens, n (%) 9 (56) 3(16)
YPpOBEHb OBPEKACHHUS 1(0;1) 1(0;1) 0,616
[Manmentsl ¢ aktuBHBEIM BH, n (%) 7 (44) 6 (32) 0,458
[Tporeunypus, r/244, Me (25%; 75%) 1,9 (0,5; 6,0) 0,4 (0; 3,8) 0,463
MoueBuHa, MMOIB/11, Me (25%;75%) 5,8 (4,9; 8,5) 4,6 (3,7; 5,9) 0,077
Kpeatunun, Mkmoiw/i1, Me (25%; 75%) 57 (52; 60) 62 (55; 75) 0,160
['mokokopTHKOCTEpOnIbl, MI/KT, Me (25%;75%) 1,0 (0,6; 1,0) 0,3(0,2;0,8) 0,027

[Mpumeuanusi: AH® - antunykieapssiii ¢pakrop, BH - Bomuanounsiit Hehput, PTP - pannss tepanus purykcumadom, IITP -
MO3/THSIS Tepanusi pUTYKCUMaboM
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Xapaxmepucmuxu nayuenmos 8 Kouye uccieoo8aHusl.

Yepes 12 mecsneB jgeueHus: HaOMIOAATUCH CYIIECTBEHHBIE Pa3IUYUs B OCHOBHBIX
pe3ynbTaTax JieueHUs B O0OeuX Tpylmax, 3a HCKIOYEeHHWEM Oosiee BBICOKOTO YPOBHS
tpomboruToB B rpymme PTP (puc. 2). B rpynne PTP mabmomanace Gosee BbICOKast
4acToTa MAIMEHTOB C aKTUBHBIM BoJ4aHOUHbIM HepputoM (31% mnpotus 11%), HO
JaHHbIe ObUTH HeocToBepHbIMU (p=0,150).

B mepBoil rpymnmne y 9 manMeHTOB OTMEUYAIACh OYEHb BBICOKAS AKTUBHOCTH
3a0oneBanusi (SLEDAI IV) Ha MOMeHT crtapTa puTykcuMmada, yepe3 Toj OT cTapra
Tepanuu OOoJiblllasi 4acTh MAIlMEHTOB (nN=60) JOCTUTIAa HU3KOM CTENEHH aKTUBHOCTHU
3aboneBanust (SLEDAI I), 1 naniueHT 1O0CTUT pEMUCCHH, 2 MAIIMEHTA JOCTUTIIA CpeHEen
creneHu aktuBHOCTU 3abosieBanusi (SLEDAI II). Cpenu nereli ¢ BBICOKOM CTETEHBIO
aKTUBHOCTU 3a0osieBaHUs (n=4) Ha MOMEHT CTapTa aHTHU-B-KjIeTouyHON Tepanuu B
KOHIIE MCCJIEAOBaHUA 2 MallMEHTa JIOCTUIIIM PEMUCCHH, 2 MAIMEHTa JIOCTUTIN HU3KOU
cTereHn akTUBHOCTH. YpoBeHb SLEDAI y 3 nereit co cpeHell CTENeHb0 aKTUBHOCTHU
TaK)Ke YIYyUIIWICS: 2 U3 HUX JOCTUTIIA PEMUCCHUH, | - HU3KON CTEIIEHU aKTUBHOCTH.

B rpymme ¢ nmo3gHuM HazHaueHUEM PUTYKCHMaba BBICOKAsl CTETIEHb aKTUBHOCTH
Obuta y 3 neTed, HA MOMEHT OKOHYAaHUSI MCCIIECIOBAHUS 2 MX HUX JOCTUTIU HU3KOU
cTeneHu akTUBHOCTH, 1 - pemuccuu. Cpenu aereit co SLEDAI I (n=5) 2 namnuenTa
JOCTUTIIM PEMUCCUU U 2 - HHU3KOW CTENEeHH aKTUBHOCTH, y 1 pedeHka OTMeqalioch
YXYJIIIIEHUE B BUJIC€ HAPACTAHUSI aKTUBHOCTU 3a00JIEBaHUS 10 OUYEHb BBHICOKOW. Y JeTei
CO CpemHed cTeneHblo akTUBHOCTU (n=7) y 1 peOeHkKa HE MPOU3OILIO HU3MEHECHUS
YPOBHSI aKTUBHOCTH, O0JIbIlIas 4acTh (n=4) JOCTUTJIM HU3KOW CTENEHH aKTUBHOCTH U 2
pebeHKa TOCTUriM peMuccuu. B moarpynmne nerell ¢ HU3KOW akTUBHOCTHIO (n=3) y 1
pebeHKa He TPOW30IUIO yiIydlieHue, | peOeHOK TOCTUT PEMUCCHUM, a aKTUBHOCTH |
pebeHKa Hapociia A0 CPeIHEN CTeNeHH aKTUBHOCTH.

Taxxe B Tpymnme ¢ MO3IHMM Ha3HAYECHUEM pPUTYKCMMada y OJHOTO peOeHKa
aKTUBHOCTHh 3a0osieBaHusi Obuta paBHa 0, W 3a Bpemsi Tepanuud PUTYKCHMAOOM He
OTMEYaJIOCh €€ HApACTaHUSI.

OcHoBubIME TipeumytiiecTBamu PTP Obun: 601ee KOpoTKOe BpeMs JOCTHKECHHSI

HU3KON CYTOYHOM J03bI ITFOKOKOpTHKOCTepouaoB (<0,2 mr/kr) — 1,2 (0,9; 1,4) rona
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mo cpaBaenuto ¢ 2,8 (2,3; 4,0) roma (p=0,000001) u Gonee BBICOKAs BEPOSATHOCTH
noctkernss Huskoi 1o3el ['KC (tect LogRank p=0,00015; HR=57.8 (95%/U: 7,2;
463,2), p=0,00001) u pemuccun (SLEDAI=0; tectr LogRank p=0,021; HR=37,6
(95%4U: 4,45) ; 333,3), p=0,00001). Jlanuble npuBeneHbl B Tadmauie 14 u pucyHkax
14-20 nuxe.
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Ta6muna 14 - Xapakrepuctuku narueHToB ¢ CKB ¢ pannum u mo3aaum HazHaueHueM PTK B koHIe nccnenoBanus.

IMapamerp PTP (n=16) IITP (n=19) 3HaYe
Hue P
AH® 11o3uTHBHOCTB, n (%) 10 (63) 10 (53) 0,557
Ypoeerb AH®, tutp, Me (25%;75%) 320 (160; 3200) 400 (80; 2560) 0,620
Antutena k IHK, n (%) 1 (6) 5 (26) 0,112
Anturena k JIHK, Ex/ma (25%; 75%) 5,3(0; 12) 9(0; 21) 0,451
['umokomrutemenTemMust, n (%) 2/10 (20,0) 3/11 (27,3) 0,696
Kommuement C3, r/n, Me (25%;75%) 0,91 (0,7; 1,2) 1,22 (0,9; 1,3) 0,185
Kommnement C4, /1, Me (25%;75%) 0,18 (0,1; 0,3) 0,19 (0,1; 0,3) 0,961
I'emornobun, r/1, Me (25%:;75%) 133 (130; 139) 130 (110; 134) 0,092
TpomGommtsr, 101, Me (25%; 75%) 294 (267; 319) 232 (212; 260) 0,004
Jleiikorwtsl, 10%/1, Me (25%; 75%) 5,1 (4,5; 6,8) 5,2 (3,9; 6,1) 0,659
COD, mm/4, Me (25%; 75%) 3(2; 20) 7 (2; 16) 0,535
SELENA-SLEDALI, 6amisl, Me (25; 75%) 2(0; 4) 2 (0; 6) 1,0
SELENA-SLEDAI, crenens
0 crenenb, N (%) 5(31) 7 (37) 0,571
| cremens, N (%) 9 (56) 7 (37)
Il crenens, n (%) 2 (13) 4 (21)
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Il cteniens, N (%) 0 (0) 0 (0)
IV ctenens, n (%) 0 (0) 1 (5)
WHnexe moBpexKIeHUS 1(0;1) 1(0; 2) 0,874
[ManuenTs! ¢ aktuBHBIM BH, N (%) 4/13 (31) 2 (11) 0,150
[Mporeunypus, r/244., Me (25%; 75%) 0,3(0;0,4) 0,07 (0;0,17) 0,427
MoueBuna, MMoIIb/11, Me (25%; 75%) 3,7 (3,0; 4,6) 3,7 (3,2; 4,7) 0,605
Kpeatuaun, mmois/n, Me (25%; 75%) 57 (54; 67) 63 (58; 67) 0,187
['mokokopTHKOCTEpOUABI, MI/KT, Me (25%; 75%) 0,1(0,08; 0,16) 0,1 (0,06; 0,2) 0,842
[MTaruenTsl, moxyvarorue npeaan3oiaon <0.2 mr/kr, n (%) 14 (88) 17 (90) 0,855
Bpewmst 10 CHIOKEHHS TO3MPOBKH Mpeaau3010Ha <0.2 MI/Kr, 1,2(0,9; 1,4) 2,8 (2,3; 4,0) 0,000001
rosl, Me (25%; 75%)

be3onacHocTh
Hexenarenbhbie sBieHust, N (%)
He 3adukcuposansl, n (%) 13 (82) 16 (84) 0,707
Cepbe3Hble HexenaTebHbIe siBiieHus, N (%) 1 (6) 2 (11)
Yactele pecriupatopHbie wHekmmu, N (%) 1 (6) 0 (0)
Jlokanbubie nHpeknuu, n (%) 1 (6) 1(5)
[TpodunaTkuka Ko-TpuMokcasona, n (%) 9 (56) 9 (47) 0,716
IgG yposewns, r/n, Me (25%; 75%) 9,3(4,1;9,7) 8,3 (6,4;12,3) 0,676
['urrornoOymuaemust, n (%) 9/11 (82) 7/10 (70) 0,034
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Hemuternust B-mumdonuTos, n (%) 10/10 (100) 5/8 (63) 0,034

BaytpuBenHbIit tMMyHOTTIO0YHH, 1 (%) 8 (50) 7 (37) 0,433

[Tpumeuanusi: AHO - antunykneapusiii pakrop, BH - Bomuanounsiit nepput, PTP - pannss tepanus putykcumadom, [1TP -

MO3HSS TEPANUS PUTYKCUMAOOM
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CpegHas cytodHas goasa [KC, mr/kr
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JABYX TpyMIax
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Pucynok 16 - CpeagHee  W3MEHEHHE  CYTOYHOM  JO3bl  CHCTEMHBIX

TIIOKOKOPTUKOCTEPOUIOB B % B JIBYX IpyImax
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Pucynox 17 - Jlnramuka n3MeHEHUH aKkTUBHOCTH 3a0oeBanus 1o mkame SELENA-
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Cumulative Proportion Surviving (Kaplan-Meier)
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Cumulative Proporlion to non-achieving minimal CS dose

Pucynoxk 18 - I'paduk BeposiTHOCTH HocTixKeHUs HU3KOU 10361 ' KC B ABYX rpymnmnax
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Cumulative Proportion Surviving (Kaplan-Meier)

LogRank test, p=0.021
R= 376 (95% CI: 44 5; 333 3);
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Cumulative Proportion Surviving Being not in remission (SLEDAI>0
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Pucynox 19 - I'paduk BeposTHOCTH AocTx)eHUs nTostHON pemuccuu (SLEDAI =0) B

IBYX IpymIax

Cumulative Proportion Surviving (Kaplan-Meier)
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Pucynoxk 20 - I'paduk BEpOSITHOCTH TOCTUKEHHE HU3KOM CTENEHU aKTUBHOCTH

3abonesanus (SLEDAI <5)
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SELENA-SLEDAI B KoHUe nccnegoBaHua
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Pucynox 21 - JIlunamuka n3menenuit aktuBHocTH 1o mkane SELENA-SLEDAI B aByx

rpynmnax
[Ipumeuanusi: PTP - pannsas tepanusi putrykcumabom, IITP - mo3mnss tepamnus

PUTYKCUMAOOM.

beszonacnocms mepanuu pumyxkcumabdom.

B tedenme 12-mecsyHOrO Kypca pUTyKCMMa0a HE HaOMIOAAIOCh Pa3Iuduil B
OTHOIIICHWY HEXENATeIbHBIX SBICHUM, BKIIOYAs TSKENble HEKENaTeNbHbIC SBICHHUS.
[loutn moONOBMHA BCEX MAMEHTOB MOJyYaJld MNPOPHIAKTUYECKUH Kypc KO-
TpuMoOKcazoja. YpoBeHb 1gG ObIT 0AMHAKOBBEIM B 00EHX TPYIIax, HO y MAIlUCHTOB C
paHHel MHULMalued puTykcuMaba yacto Habmogancs Hu3kuid yposens 19G (<4,5 r/m),
U y OOJNbINEHl YacTH MAIMEHTOB C PAaHHEW Tepanuel PUTYKCMMaOOM HaOII0IaIOCh
uctomeHne B-xierok. YnMcno mManMeHTOB, MOMYYaBIIUX 3aMECTHTEIBHYIO TEPAIUIO

BBUI', Obu10 01MHAKOBBIM B O0EUX TpyIINaXx.
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3.5 CpaBHeHue 3ppeKTHBHOCTH TepPANMU PUTYKCUMAOOM €O CTAHIAPTHOIM

Tepanuen

B nanHbIil 3Tam wucclieoBaHWS OBUIO BKJIIOUEGHO 79 pdeTed, KOTopbie ObLIN
pasaenensl Ha 2 rpymmbl. [lepBas rpymma - neTw, moiaydmBinue puTykcumad (n=19),
BTOpasi Tpynmna - JIeTH, MOJYy4YaBIIME CTAHJAPTHYIO HUTOCTATHYECKYIO Tepamnuto, 0e3
NPUMEHEHUSI TeHHO-UHXEHEPHBIX Ouojornyeckux mnpemaparoB (N=60). Y Bcex nereit
JMarHo3 CHUCTEMHOM KpacHOW BOJYAHKM ObUI YCTaHOBIEH B COOTBETCTBHH C
kputepusimu  SLICC 2012 roma. VY mnamueHToOB, 3a00JIeBIIMX paHEE, TUArHO3
MepecMaTpUBaJICsI, W OTOMPAIUCHh TOJBKO NAIUEHThl, COOTBETCTBOBABLIME 3TUM
KputepusiM. Putykcrnmal Ha3Hayascs Mo CTaHIapTHOM cxeMe, yKa3aHHOU B IyHKTe 3.1.

Y mnamueHTOB W3 OCHOBHOM TpyNibl aHTU-B-kietounas Ttepanust Oblia
WHUIIMUPOBaHA B TiepBbie 6 MecsieB OT Je0rTa 3a0o0JieBaHUs, CPOK HAOJIOJCHUS
COCTaBWJI HE MEHEE OJHOr0 rojla OT MOMEHTA CTapTa JaHHOW Tepanuu. [lanueHTsl U3
IpyNIbl CPAaBHEHHS MONyYaId CTAaHAAPTHYIO TEpamuio, KOTopas B ce0s BKIoyasa
HCII0JIb30BaHUE CUCTEMHBIX TIIFOKOKOPTUKOCTEPOUOB, PUMEHEHHE
TUAPOKCUXJIOPOXHMHA U 00J€3Hb-MODUIUIIPUIIMPYIONIUX  TPOTUBOPEBMATUUYECKUX
MpernaparoB, TakuX Kak MUkodeHonata Modetui, nukiopochochamu, MUKIOCTOPUH.
Cpox HaOMrOACHNS MAIMEHTOB U3 JaHHOM IPYIITIBI TAKKE COCTABIISLI HE MeHee | roa oT
cTapTa Tepamnuu.

OLIeHKY OCHOBHBIX XapaKTEPUCTUK MAIlUEHTOB MPOBOIWIIA B MOMEHT UHUIIUALINH
Tepanuu pUTyKCUMaOOM WJIM CTaHJIapTHOM Tepanuu U ganee yepe3 12 mec. B kaxmon
BPEMEHHOM TOUKE OLIEHUBAINCH JIA0OPATOPHBIE MOKAa3aTENH (KIETOYHBIM COCTaB KPOBH,
UMMYHOJIOTHYECKHE TECThI, OLIEHKA OEJIKOBOr0 0OMEHA, MOYEYHOTO MOPaKEHUS IIPU €T0
HaJu4MK), cyTouHas jgo3a moiydaembix ['KC, mojcueT akTHBHOCTH 3a00J€BaHUS T10
mkaie SELENA-SLEDAI. B KOHTpOJbHOW TOYKE TaKKe OLEHUBAIM CKOPOCTh H
MIPOIICHT CHIDKEHUS JTAa0OpPATOPHBIX IMOKa3aTeseil, aKTUBHOCTH 3a00JICBaHUS M JI03bI
I'KC na npoTsikeHrM BpeMeHu o0cieoBanus. bbia mpoBeneHa oleHKa JJIUTeIbHOCTH

nonyyaemor tepanuu ['KC u mukinodochamumom, a Takke OILCHUBAIUCH MOKa3aHUs
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JUTSI TIPOJIOJKEHUST TePAlui B CIIydae WX JJIUTEIBHOTO0 HAa3HAYEHUS B CBS3M C PUCKOM
Pa3BUTHS HEXeJIaTeIbHBIX SBJIICHUN Ha (hOHE JAaHHOU Tepanuu.

bouta mpoBeneHa OLIGHKa OCHOBHBIX JIeMOTpadUYecKHX, KIMHUYECKHX U
1a00paTOPHBIX JAAHHBIX B BBIJEICHHBIX TPYINAaX B HAYaJIbHOM TOUKE HUCCIEIOBAHUS -
WHUTIAAIAS TePaIuu.

Xapaxkmepucmuxa nayuenmos Ha MOMEHmM HAYala mepanuu.

Boienennble Tpymnmbl CTaTUCTUYECKA 3HAYMMO HE pPAa3IMyYajuch [0 TMOIY.
[larueHTsl, mONy4YaBIIUE PHUTYKCMMad, B MOMEHT YCTaHOBKM JHarHo3a ObLIN
CTATUCTUYECKH 3HAUMMO B3POCJIEE M0 CPABHEHUIO C TAIMEHTAMU IPYIIIbI CPaBHEHUS. Y
HUX TaKXe CTaTUCTHUYECKHM 3HAYMMO 4Yallle OTMEYAINUCh MMOPAKEHHE CIMU3UCTBIX
000J104€eK, TEHACHIIMS K O0Jee 4acToOMy Pa3BUTHUIO TUIEBPUTA, MAIbMAPHOW APUTEMBI,
MOPaXKEHUsT PETUKYJIOAHAOTEINAIBHOW CUCTEMBbI B BUAE TuM(DaaeHONaTHH, renaTto- u
cruieHoMmeranuu, nopaxenuss [HC (muenut, nepeOpoBacKysiuT, HEWPOBACKYIUT
3pUTEIILHOTO HEpBa, JIEMKOAHIEPaIUT, MEHMHTOdHUEPATUT B COUYETAHUU C
CyOqypaabHOM TeMaToMOl HameTa MO3Keuka, SHIeanopaauKyIonoJIuHeHponaTus,
CEHCOpHasl TOJIMHEHpomaTusi, CyJOpPOKHBIA CHHIPOM Ha (PoHE IepeOpOBACKYIINTA).
Yactora cuHApoMa akTHBAIMU MakpodaroB ObUIa TaKKE CTATUCTUYECKU 3HAYUMO
BBIIIIE B TPYIINE JIETEH, MOJYyYUBIINX PUTYKCHUMAO.

Cpenn 1mabopaTOpHBIX JaHHBIX, OIICHWBAEMBIX TMPH TOPAKCHUH TOYEK Y
MAIMEHTOB OCHOBHOM TPYIIbI, OTMeUascsi 0oyieeé BHICOKHUN YpOBEHb MPOTCUHYPHH,
MOBBIIICHUE MPOJAYKTa a30TUCTOrO0 OOMEHAa - MOYEBHHBI, CHW)XCHHE CKOPOCTH
kiyooukoBoit unbrparuu no [lIBapmy. Takum oOpasom, y nered, MOTYYUBIIUX
TEpanuio0 PUTYKCUMAOOM, OTMEYaloCh OoJiee BBIPAKEHHOE HAPYIICHUE TMOYEUHBIX
(GYHKUIUH.

Cpenu npyrux 1ab0paTOpHBIX AHHBIX B TPYIINNE MAIMEHTOB, MOJTYYaBIINX aHTHU-
B-knerounyro Tepanwuro, yaiie oTMedanach TMM(ONCHHs, UMeNTach TEHACHIUA K Oomee
BBICOKOMY COJICP’KaHHIO0 BOTYAHOYHOTO aHTHKOATYJSTHTA W OOJIbIIas YacTOTa Pa3BUTHUS
aHTU(OChHONMUIUIHOTO CHHAPOMA, a TakKe OTMedaics Oojiee BBICOKUN YPOBEHBb

AHTUTEI K IUKINYECKOMY HUTPYJUIMHCOAEPKAILEMY TENTHTY.
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AxTtuBHOCTH 3a0oieBanus mo mkaiae SELENA-SLEDAI, a takxxe mons gereit ¢
0osiee BBICOKMM HHaekcoM akThuBHOCcTH CKB OblIM cTaTMyecku 3HAYMMO BEBIIIE B
rpynme, MOMyYaBIINX aHTH-B-kierounyio tepanuro. [larueHTsl Tpynmbl CpaBHEHUS
CTATUCTHUYECCKH 3HAUMMO darie mnoiydaad BMIII, ormuunble oT 1ukiodochaMua.
XapakTepucTrKa JeTeil U3 IByX T'PYI HA MOMEHT MHHIIMAIIMN TePaluy MpeCTaBIcHa

B Tabune 15.



Ta6muma 15 - Xapakrepuctrka Ha0JII01aeMbIX MMAIIMEHTOB HA MOMEHT Hadalla aHTH-B-KJIETOUYHON U CTaHIapTHOMN
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TepaIuu.
ITapameTpsl Purykcumad CranpaptHas p
(n=19) Tepanus (n=60)

JdeMorpajduueckue npuzHaKu

[Ton, my>xckoit, n (%) 4 (21) 11 (18) 0,749
Bospact ne6rota, romei, Me (25%; 75%) 14 (12; 16) 12 (10; 14) 0,035
KiauHndyeckue XapaKTepHCTHKH

Bogneuenue xoxwu, n (%) 18 (95) 50 (83) 0,257
Bosneuenue cnu3ucThix 000104eK, N (%) 8 (58) 16 (27) 0,203
Anonemnus, n (%) 3 (16) 16 (27) 0,334
Aptpur, n (%) 15 (78) 42 (70) 0,449
[Tnesput, n (%) 6 (32) 8 (12) 0,070
[TepukapauT, n (%) 5 (26) 8 (12) 0,184
Acrur, n (%) 3 (16) 3(5) 0,122
Muoxkapaut, n (%) 2 (11) 7(12) 0,856
Bosneuenune [THC, n (%) 9 (47) 13 (22) 0,030
Crnenomeranus, N (%) 5 (26) 12 (20) 0,560
I'ematomeranus, n (%) 9 (47) 14 (23) 0,045
JInmpanenonarus, n (%) 8 (42) 10 (17) 0,022
Bogneuenue nerkux, n (%) 3 (16) 3(5) 0,122
[Tanemaphas sputema, N (%) 5 (26) 5 (8) 0,040
JIuseno, n (%) 3 (16) 5(8) 0,348
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Jluxopazxka, n (%) 11 (58) 32 (53) 0,728
Tpom603, n (%) 1(5) 3(5) 0,964
CAM, n (%) 4 (21) 1(2) 0,003
BosJieuenue nmouexk

Hedpur, n (%) 8 (42) 17 (28) 0,081
buoricus mouek, n (%) 3/8 (38) 7/17 (42) 0,670
Kinacc nedpura

I, n (%) 0 (0) 0 (0)

I1, n (%) 0 (0) 0 (0)

1, n (%) 1/3 (33) 3/7 (43) 0,700
IV, n (%) 2/3 (67) 3/7 (43)

V, n (%) 0 (0) 1/7 (14)

I'emarypus, n (%) 8/8 (100) 17/17 (100) 1,000
[Tporeunypus, n (%) 8/8 (100) 17/17 (100) 1,000
[Mporennypus, r/n, Me (25%; 75%) 0,31 (0; 0,93) 0,1(0,0; 0,3) 0,154
[Tporeunypus, r/244., Me (25%; 75%) 0,49 (0,12; 1,2) 0,17 (0,0; 0,3) 0,046
Mouesuna, Mmmose/1, Me (25%; 75%) 5,8 (4,8; 9,6) 4,2 (3,5; 5,5) 0,003
Kpeatunun, mxmoss/i1, Me (25%; 75%) 58 (52; 94) 59 (54; 70) 0,856
CK®, mn/1,73 M2, Me (25%; 75%) 131 (72,0; 151) 130 (115; 147) 0,077
Cumxennass CK®, n (%) 3(16) 2 (3) 0,052
Juamus, n (%) 0 (0) 1(2) 0,493
JlabopaTopHblie JaHHBbIE

AH® no3utuBHOCTB, N (%) 19 (100) 52 (87) 0,094
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Yposeub AH®, tutp, Me (25%; 75%) 1920 (1280; 5120) | 2560 (640; 10240) | 0,859
[Tosimennsie anturena k ac/IHK, n, (%) 15 (79) 43 (72) 0,532
Anturena x acJIHK, ea/mn, Me (25%; 75%) 102 (12; 150) 63 (14; 237) 0,975
[TonmoxxurenpHast mpobda Kymbea, n, (%) 11/16 (69) 15/34 (44) 0,104
['unmoxomiutementemust, N (%) 11/14 (79) 15/30 (50) 0,073
Kommnement C3, /i1, Me (25%; 75%) 0,64 (0,35; 1,0) 0,84 (0,74; 0,94) 0,170
Kommnement C4, /11, Me (25%; 75%) 0,1 (0,05; 0,17) 0,12 (0,1; 0,24) 0,610
Anemust, n (%) 12 (63) 31/59 (52,5) 0,418
I'emorio6uH, /1, Me (25%; 75%) 111 (98; 129) 111 (100; 126) 0,865
TpomoOoruTomnenus, n (%) 9 (47) 18 (30) 0,118
Tpom6orurter, 10°/1, Me (25%; 75%) 232 (189; 285) 269 (178; 328) 0,454
Jletikonierus, N (%) 11 (58) 23 (38) 0,134
Jleiikormrst 10%/1, Me (25%; 75%) 5,3 (4,2; 11,1) 5,4 (4,2; 8,3) 0,526
JIumorenus, n (%) 6 (33) 6 (10) 0,023
COD, mm/4, Me (25%; 75%) 21 (8; 31) 18 (5; 37) 0,766
CPB, mr/n, Me (25%; 75%) 0,7 (0; 2,0) 1,0 (0,2; 3,7) 0,841
Axkmuenocms CKB

Yposens SLEDALI, 6amisr, Me (25%; 75%) 22 (13; 26) 12 (9; 17) 0,002
Yposenr SLEDAI, crenenn

0, n (%) 0 (0) 0 (0) 0,005
I, n (%) 0 (0) 5 (8)

I1, n (%) 3(16) 20 (33)

I, n (%) 5 (26) 25 (42)
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IV, n (%) 11 (58) 10 (17)

Tepanusa

Bryrpusennoe BBenenue ['KC (mynbe-Tepamnus), n (%) 15 (79) 22 (37) 0,002
I'KC, mr/kxr, Me (25%; 75%) 1,0 (0,7; 1,0) 1,0 (0,4; 1,0) 0,854
['aapokcuxiopoxu, N (%) 9 (47,4) 35/58 (60,3) 0,321
Heb6uonoruueckas tepanus: BMIIII, n (%) 11 (58)

[uxnopochamu, n (%) 5 (26) 23 (38) 0,340
Jpyrue BMIIII, n (%) 6 (32) 43 (72) 0,002
Muxodenonata moderu, N (%) 2 (11) 20 (33) 0,054
Aszaruonpus, N (%) 2 (11) 6 (10) 0,779
[{uknocnopus, N (%) 0 (0) 2 (3) 0,421
MeTtotpekcat, n (%) 2 (11) 10 (18) 0,516

[Tpumeuanus: AH® - antunykieapusiii pakrop; BMIIII - 6one3nb-moaupunmpyonie npotusopeBmatuieckue npenaparsl; ['KC
- mokokoptukoctepounsl; nc/IHK - neycnupanbnas JJHK; CAM - cungpom aktuBaiuum MakpodaroB; CK® - ckopocTh
kiyooukoBoi puibtpanun; COI - ckopocth ocenanus sputporuton; CPb - C-peaktunebiit 6enok; [IHC - nentpanbHas HepBHas

CHCTECMA.
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Xapaxmepucmuxa nayuenmos uepe3 I 200 om unuyuayuu mepanuu.

B konHue wuccrnenoBanus (CoycTsi TOJ OT CTapTa Tepalnuv) HE OTMEUYEHO
CTaTUYECKU 3HAYMMBIX Pa3jIMYuil Cpelld OCHOBHBIX INOKa3aTeed, KpOME TEHICHUIHUH K
0oJiee BRICOKOMY YPOBHIO T€MOTJIOOMHA; MEHBIIIEH TOIH OOJBHBIX C MOJIO0KUTEIHLHBIMU
antutenamMu K apycnupanbHol JJHK W HU3KMM ypOBHEM KOMIUIEMEHTA B TPYIIIE
MAIMEHTOB, MOJIYYUBIIUX PUTYKCUMA0. CTaTUCTUYECKH 3HAYMMOU pa3HUIIbI B CTETICHU
AKTUBHOCTHU 3200JI€BaHUS MEKIY IBYMS T'PYIIIaMHA HE OTMEYAIIOCh.

OpnHako mpu 3TOM, B TPYIINE JETEW, NOJIy4YaBIINX aHTU-B-KIeToOUHYI0 Tepanuto,
0TMEYaJIoCh 00JIee BRIpaXKEHHOE CHIDKeHHE akTUBHOCTH 1o mikajne SELENA-SLEDAI u
NpoTeuHypun uepe3 12 MecsneB HaOmoneHus. Paznuuus ObUIM  CTATUCTUYECKU
3HAUYUMbl IO CPaBHEHHUIO C TPYNION JeTed, He MOJIy4yaBIIUX PUTYKCUMaO. J[aHHBIN
pe3yabTat ObLI JOCTUTHYT 0€3 YBETUYEHUS 103bl CUCTEMHBIX TIFOKOKOPTUKOCTEPOUIOB,
YTO TOKa3bIBaeT 3(PHEKTUBHOCTH TEPATUU PUTYKCUMAOOM, TaK KaK MCXOJIHO MAIMEHTHI
ATOM TPyNmbl HWMEIM CTAaTUCTUYECKH 3HAUYUMO 0o0Jieeé BBICOKYIO aKTUBHOCTH
3a00JieBaHus, a uyepe3 12 MecsleB Tepanuu 3HAYMMBIX Pa3IM4vil B IMOKa3aTeNsIX
AKTUBHOCTU HE OBLIIO BBISBJICHO.

XapakTepuCcTUKa NMAlUEHTOB B KOHIIE UCCIICIOBAHMS MIpeCTaBlieHa B Tabaule 16.
JlnHaMuKa OCHOBHBIX TOKa3aTeliel B IByX Tpynmnax Ha ¢OHE Tepanuu MpecTaBlieHa B

tabmure 17.
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Ta6muma 16 - Xapakrepuctrka HaOJI01aeMbIX TTAIIMEHTOB B KOHIIE MccieaoBanus (uepe3 12 mec.).

IMapameTpbl Putykcuma0 CranaapTHas p
(n=19) Tepanus (n=60)
Jlabopamopnwie oannuvie
AH® no3utuBHOCTH, n (%) 16 (84) 42 (70) 0,222
Yposerar AH®, tutp, Me (25%; 75%) 640 (320; 2560) 640 (160; 2560) 0,849
[Toseiennsie antutena k ac/JJHK, n (%) 3 (16) 26 (43) 0,079
Anturena x acJIHK, ea/mn, Me (25%; 75%) 5,1(0; 12,0) 7,4 (0,59; 57,4) 0,166
['unoxommiementemus, n (%) 3 (16) 25 (42) 0,098
Kommnement C3, /11, Me (25%; 75%) 0,92 (0,81; 1,06) 1,07 (0,72; 1,4) 0,409
Kommnement C4, /11, Me (25%; 75%) 0,19 (0,14, 0,27) 0,17 (0,12; 0,25) 0,594
I'emorno6uH, /1, Me (25%; 75%) 133 (127; 138) 124 (111; 133) 0,060
TpomGomuuTtst, 10°/1, Me (25%:; 75%) 276 (240; 306) 269 (215; 335) 0,712
Jleiikormtal, 10°/1, Me (25%; 75%) 4,9 (4,4, 5,8) 5,5(4,5; 6,5) 0,252
COD, mm/y, Me (25%; 75%) 6 (2; 20) 7(2; 18) 0,365
Axkmuenocmo CKB

AxtuBHocth SELENA-SLEDAL, 6amiel, Me (25; 75%) 3(0; 4) 2 (0; 4) 0,599
AxtuBHocTh SELENA-SLEDAI, cTtenens:

0, n (%) 6 (32) 16 (26) 0.804
I, n (%) 9 (47) 34 (57)

I1, n (%) 4 (21) 9 (15)
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I, n (%) 0 (0) 0 (0)
IV, n (%) 0 (0) 1(2)

Boeneuenue nouex
'ematypus, n (%) 6/8 (75) 4/17 (23,5) 0,007
[Tporeunypus, n (%) 1/8 (12,5) 2/17 (11,8) 1,0
AxTtuBHBIN HeEPpUT, n (%0) 1/8 (12,5) 5/17 (29,4) 0,356
[Mpoteunypwus, r/n, Me (25%; 75%) 0,07 (0; 0,1) 0 (0; 0,07) 0,209
[MpoTeunypwusi, r/244., Me (25%; 75%) 0,15 (0,02; 0,3) 0 (0; 0,16) 0,066
Mouesuna, MmoJb/11, Me (25%; 75%) 3,7(3,1;4,4) 3,84 (3,05; 4,66) 0,526
Kpeatunun, mmois/i, Me (25%; 75%) 0,06 (0,05; 0,07) | 0,062 (0,054; 0,067) | 0,780

Tepanus

I'KC, mr/kr, Me (25%; 75%) 0,1 (0,07; 0,15) 0,13 (0; 0,2) 0,569
['anpokcuxnopoxus, n (%) 15 (78) 37 (62) 0,167
Muxkodenonata moderuni, n (%) 9 (47) 33 (55)
AszatuornpunmM, N (%) 2 (11) 4 (7)
Hukmodochamum, n (%) 3 (16) 9 (15) 0,824
Huknocmopus, n (%) 0 (0) 2 (3)
Mertotpekcat, n (%) 1(5) 7 (12)

[Ipumeuanusi: AH® - antunykneapusiii pakrop; I'KC - rmokokoptukoctepoust; nc/IHK - npycnupansnas JJHK; CKO -

CKOPOCTh KiIyooukoBo# (unbTparuu; COD - CKOPOCTh OCEIaHUs SPUTPOITUTOB.
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Ta6muma 17 - JluHaMuka nu3mMeHeHust ocCHOBHBIX Toka3zarenei mkaisl SELENA-SLEDAI u nporennypuu y HaOI01a8MbIX

MAI[MEHTOB

ITapameTtpsbl Purykcumad CranpaprHas

(n=19) Tepanus (n=60)

Cumxenne tTutpa antuten k JIHK ot crapra Tepanuu, En/mi, Me 139,7 (106,4; 129,0 (81,0; 369,4) 0,750
(25%; 75%) 374,1)
Cumxenne tutpa antuten k JIHK ot crapra Tepanuu, En/min, Me 93,7 (93,1; 95,0) 83,7 (63,2; 96,4) 0,290
(25%; 75%)
Cumxenune 3HaueHuit mkansl SLEDAI ot crapra Tepanuu, 6amisl, 19 (17; 23) 10 (5,0; 15,5) 0,001
Me (25%; 75%)
Cumxenue 3Hauenui mkansl SLEDAI ot crapra Tepanuu, %, Me 86,9 (82,6; 100,0) | 77,5(60,0; 100,0) 0,147
(25%; 75%)
Cumxenwne 10361 ' KC o1 crapra tepamuu, mr/kr, Me (25%; 75%) 0,8 (0,6; 0,9) 0,57 (0,0; 1,0) 0,874
Cumxenne 103l 'KC o1 crapta tepamuun, %, Me (25%; 75%) 88 (85; 90) 83,3 (66,7; 94,6) 0,525
CHmwKeHue MPOTEHHYPHUHU OT cTapTa Tepanud, r/1,Me (25%; 75%) 0,36 (0; 1,05) 0,1(0;0,2) 0,149
CHmwkeHue MPOTEHHYPHUHU OT cTapTa Tepanuu, %, Me (25%; 75%) 96,7 (91,3; 100) 100 (72,9; 100,0) 0,967
CHIXXCHHME CYTOYHON IPOTESHHYPHUH OT cTapTa TepanuH, 1/24 4., Me 0,83 (0,27; 1,24) 0,1 (0; 0,34) 0,031
(25%; 75%)
CHmXeHHE CyTOYHOU TPOTEMHYPHUH OT CTapTa Tepanuu, %, Me 85,6 (75,0; 89,4) 92,5 (0; 100,0) 0,960

(25%; 75%)
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Tepanuio TIIOKOKOPTUKOCTEPOUIAMHU B OOILEH TpymHIe CMOTJId OTMEHUThH 24
(30,4%) pebenka. B rpynmne nereid, mOJy4UBIIUX PUTYKCUMAO, MeIraHa JITUTEIbHOCTH
TEepanuu TIIOKOKOPTUKOCTEPOUAAMH OT WX CTapTa J0 MOJJICPKUBAIOMICH J103bl
coctaBuia 0,58 ner (0,25; 0,75), a no nonHoit otMeHsI - 3 roaa (2,0; 5,0). IIpu atom B
rpynIe CpaBHEHUS JJIUTEIBHOCTh TEpalmUU PUTYKCMMaba OT cTapTa A0 CHUKEHHS [0
MO/1ICPKUBAIOIIEH 03Bl M JI0 TIOJIHOW OTMEHBI Obla 6osbiie - 0,92 roga (0,38; 1,75) u
4,4 rona (1,13; 6,38) coorBeTrcTBeHHO. B moarpymme aered, KOTOpblie HE CMOIIIH
noJiHocThi0 oTMeHUTh [’ KC, B Hauasne uccieqoBaHusl CTaTHUECKH 3HAaYMMO Obljia BbIIIE
MMMYHoOJIOTHYecKasi akTUBHOCTh (TUTp AH®), a Takke akTUBHOCTH 3a00J€BaHUS I10
mkane SELENA-SLEDAI. IlomydeHHbIC MaHHBIC IMO3BOJISIOT CYIUTH O JIy4IIeM
ynpaBiieHuH 3a00jieBaHUEM Ha (POHE Tepanuu pUTYKCUMAOOM, 4TO MO3BOJISIET ObICTpEe
OTMEHSTH TEPAMHUIO CUCTEMHBIMH TITFOKOKOPTUKOCTEPOUIAMH.

Huknodochamun Obul HazHauen 33 gersim (41,8%), mpu stom y 3 U3 HUX
Ha3HAYCHUE JAaHHOTO IIMTOCTaTHKa ObLI0 HeoOocHoBaHHBIM. 11 marmentoB (33%)
noiydyanud Ttepanuio nukiodochamugom Oonee mnomyroaa. JIMTENBHOCTh Tepanuu
rukiodochaMuom Ha (HoHe Tepanuu pUTYKCUMMaOoM Obliia MeHbIe - 5,0 MecsIeB 1mo
CpaBHEHHI0O ¢ 5,5 Mec. TpH HCIONB30BAHWU CTAaHAAPTHBIX ITMTOCTATHYCCKUX
npenaparoB. J[MUTENTbHOCTh TEpamuu CHUCTEMHBIMU TJIIOKOKOPTUKOCTEPOUJIAMU U
nukiodochamuaa y nerei Ha ¢hoHe Tepanuu pUTyKCUMaOOM U CTaHIApTHOW Tepamuu

LUTOCTAaTUYECKUMU IpenapaTaMu MpeacTaBieHa B Tadmaune 18.

Tabmuua 18 — JdmurensHocts Tepanuu cucreMHbiMu ['KC u muknodochamuaom Ha

dboHe TepanmuMu PUTYKCUMAOOM U CTaHJAPTHOW Tepaluu IUTOCTATHUYECKUMU

npernapaTaMu.
IMapameTtpsl Purykcumad CranaaprHas p
(n=19) Tepanus (n=60)
JmutensHoCcTh Tepanuu ['KC 0,58 0,92 0,054
OT cTapTa A0 MOAAEPKUBAIOIICH (0,25; 0,75) (0,38; 1,75)
10361, TObI, Me (25%; 75%)
JmutensHocTh Tepanuu ['KC 3,0 4,2 0,331
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OT CTapTa J0 MOJHOW OTMEHBHI, (2,0; 5,0) (1,13; 6,38)

roziel, Me (25%; 75%)

JlmarensHOCTH Tepamuu 1D, 5,5 5,0 0,589
Mmec., Me (25%; 75%) (5,0; 8,0) (2,0; 11,0)

[Tpumeuanus: LD - nuknodochamus

Heoicenamenvhuie aenenus.

B rpymnmne gereil, monyyuBIIMX aHTU-B-KieTOuHyIO Tepamnuio, U3 CEpPbE3HBIX
MH(EKIMOHHBIX SIBICHUM y OJHOIO MaleHTa ObUT 3aperHCTPUPOBAH JIMCTEPUO3HBIN
MEHUHIUT TIOCJE€ MEpPBOr0 Kypca pUTyKcHMaba (B JajbHEMIEM JaHHBI MalMeHT
MOJTY4uI enle 2 0J0Ka Tepanuu puTykcumada 0e3 pa3BUTHS CEPhe3HBIX MH(PEKITMOHHBIX
ocliokHeHui). M3 ApyruxX HMHPEKIHOHHBIX COOBITUH OTMEYallach pPEUUIUBUPYIOLIAs
JIOKaJbHas repreTnyeckas napekuus (N=2).

N3 HeuH(pEKIMOHHBIX OCJIOKHEHH Yy OJHOrO0 MalleHTa OTMeyaiach
ouruTornenus (Jielko- U TpoMOoLUTONIEHUS ). Y 8 eTel, MOJyYUBIIUX PUTYKCUMAOOM,
OpUMEHAJACh  Tepanus  BHYTPUBEHHBIM  HMMYHOIJIOOYJIMHOM B KadecTBe
3aMeCTUTENBHON Tepanuu Ha ¢one runoriodynuHemun (yposenb 1gG 4,5 1/1 u meHee)
0e3 pa3BUTHUSI UHPEKIIMOHHBIX SBIICHUN.

Cpenn mnauueHTtoB, mnony4yaBmux tepanuto BMIII, u3 uHQEKIHMOHHBIX
OCJIO)KHEHUH y OJHOro peOeHka pas3Bwiach OakTepuasibHas MHEBMOHusA. W3
HEMH(PEKLUMOHHBIX COOBITUN OBLIM OTMEUEHBI OCIIOKHEHUS, Pa3BUBILIUECS B pe3yibTaTe
JOJITOTO TPUMEHEHUS CHUCTEMHBIX TJIIOKOKOPTUKOCTEPOUIOB: ACENTHUYECKUH HEKPO3
KOCTHOM TKaHM Pa3JIMYHBIX JIOKanu3auuii (N=2), KOMIPECCHOHHBIA MEpeIoM

no3BoHoYHMKaA (N=1).
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I'/TABA 4. OBCY/KJIEHUE PE3YJIbTATOB

CucteMHasi KpacHas BOJYaHKa — OJHO M3 HaumOoJiee 4YacTO BCTPEUAEMBIX M
HEMpPeICKa3yeMbIX CHUCTEMHBIX 3a00J€BaHUN COENUHUTENHbHON TKaHU. HOBEeHMIIbHAS
CHUCTEMHas KpacHasi BOJYaHKa XapaKTepuiyeTcs Oojee arpecCHBHBIM TEYCHHEM IIO
CPaBHEHHUIO CO B3pPOCJIBIMU TMAllMEHTaMHU B CBSI3U C 0oJiee aKTUBHBIM €€ TEUCHUEM,
TSDKEJIBIM MOPAXKEHUEM OPTaHOB U CHUCTEM, a TakKe B CBS3U C OoJee BBICOKOW U HE
BCET/1a aJICKBaTHOW JIEKApCTBEHHOM Harpy3kou [15,32].

Tepanus cucTeMHON KpaCcHOM BOJTYAHKH y IETEN U MOJPOCTKOB KOMUPYET CXEMBI,
MIPUMEHSIEMbIE Y B3POCJIbIX MAIIMEHTOB, BKIIOYAs TJIFOKOKOPTUKOCTEPOUIHYIO TEPATTHIO.
B  nocnemgnux  pexomenmaumsx ~EULAR 2023  pexkoMmeHaoBaHa — Tepanus
TUAPOKCUXJIOPOXHMHOM BCEM MAlMEHTaM C yCTaHOBIEHHBIM nuarHo3oM CKB, a Tepanus
[JIIOKOKOPTUKOCTEPOUIAMU  PEKOMEHJOBaHA TOJBKO JJIsI  OOJIETYEHUS] TEUYCHUS
3aboneBanust [46]. CorjacHO pOCCHHCKMM pEKOMEHAAIUMsSM, BCEeM MallieHTaM
PEKOMEHJOBAHO IPUMEHEHUE B TEPANUU CHUCTEMHBIX TIIIOKOKOPTUKOCTEPOUAOB [3].
IIpn sTom B pexoMmenmanusax no BeAeHu0 IOCKB B 0TEYECTBEHHBIX M MHOCTPAHHBIX
UCTOYHUKAX JI0 CUX MOp He uMmeercs odunmanbHbix cxem cHikeHus ['KC, kpome
BEJICHUSI BOJTYAHOUYHOI'O0 HEpHUTA, U OTPaHUUYEHUS JIUTEILHOCTA UX MPUMEHEHHUS, YTO
OPUBOAUT TOPOM K TMaryOHBIM TMOCJEICTBUSIM CTEPOUIOTOKCHUYHOCTH. CoriiacHo
nocienqauM pekomenaamusimM EULAR 2023 pekomeHmoBaHO Kak MOXHO OoJiee ObICTpoe
CHIDKEHHWE TOPMOHAIBHOM HArpy3kud JO0 TOAJEPKHUBAOIIEA J03bl, KOTOpas
ompenenseTcs Kak 5 Mr/cyTku [46].

Tokcuunocty Tepanuu CKB He orpaHnumMBaercss TOJBKO JIUIb JTUTEIBHBIM
npumenenneM ['KC, ocobeHHO B BBICOKMX J03aX. OIHUM U3 JIUCKYTaOEIbHBIX
BOIIPOCOB B HACTOSIIIUN MOMEHT SIBJISIETCS IPUMEHEHHUE CTAHJIAPTHBIX CXEM TEeparlvu,
KOTOpBbI€ BKJIIOYAIOT B ce0s IIMTOCTAaTUYECKHE TIpernaparbl, B OCOOEHHOCTH
nukiodochaMul, B CIydasx akTUBHOTO TeUEHUs 3a00JI€BaHUs, KOTOPhIE HE TPUBOIST K
KEJaeMbIM pe3yjbTaTaM Ha MNPOTSHKEHUM HECKOJBbKUX MecslleB, a uHorjaa Jjer. B
pe3yJbTare 4Yero JIeTH, B YAaCTHOCTH MOAPOCTKH, IMOIYYalOT BBICOKOJIO3HBIE CXEMBI

[UTOCTATUKOB, MOIy4as OoJble Bpea OT Teparuu 0 CPABHEHHIO C €€ TOJIB30H.
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Y4uuThiBas BBINIENIEPEUNUCICHHOE, B HACTOSIIEE BPEMS OCTPO BCTAET BOMPOC 00
UCIO0JIb30BaHUU Oosiee 3(PPEKTUBHBIX MpPENapaToB JJis JeUeHUs 3a00JeBaHUs B CIy4yae
€ro arpecCMBHOTO TEUEHMS, KOTOpPbIE MO3BOJWIM Obl JIydllle YNPaBISITh TCUCHUEM
3a00seBaHusl, MUHUMU3HPYS MOOOYHbIE 3PGEKThl OT caMOil Tepamuu M COKpamias
JUIMTEIIBHOCTh ~ IIPUEMa  TJIIOKOKOPTUKOCTEPOUAOB. B 3py T'€HHO-MHXEHEPHOU
OMOJIOTUYECKON Tepalmnyu PEBMATOJIOTHYECKUX 3a0oseBanuii, B cxemax Jyedenus CKB
TaKXe MOSIBUJIMCH IMPEINapaThl, KOTOPbIE AEHCTBYIOT Ha OJTHO U3 LIEHTPAJIbHBIX 3BEHHEB
nmatorese3a - B-nmumdorutel. EAMHCTBEHHBIM TEHHO-WHKEHEPHBIM OHWOJIOTHYECKUM
npemnaparoM, OJIOOpEHHbIM B JeTckod mpaktuke i JedeHuss CKB, sBisercs
oenmumymMab. OH  sBIAETCS  YEJIOBEYECKUM  AHTUTEIOM, HANpaBJICHHBIM  Ha
0JIOKUpOBaHUE CTUMYJISITOpa-B-nmumbonuToB, KOTOphIA HHIMOUpPYET anonTo3 B-kieTok
U cruMmynupyeT ux auddepeHIupoBKY B IUIa3MaTthyeckue KieTku. OmHako
WCMOJIb30BaHUE JTAHHOTO Ipenapara PeKOMEHAOBAHO B CIIy4asX HETSKEIOrO0 TEUCHUS
CKB.

bonee »ddexTuBHBIM mpemnapaToM B CIOydasX BBICOKOAKTHMBHOTO TEUYCHUS
3a00JIeBaHUs SABJISIETCS PUTYKCUMAO - XMMEPHOE MBIIIMHOE AHTUTENO, HAMPaBJICHHOE
HEIOCPEICTBEHHO HA CaMU «B3poOcibie» B-knerku. /[aHHBIN npenapaT MPUBOAUT K UX
arornrTo3y, HE 3arparvBas CTBOJIOBBIE M IUIa3MaTUYECKHUE KIETKM. Bo MHOrmx
3apyOeKHBIX HEPaHJIOMU3UPOBAHHBIX HCCIEIOBAHUSIX PUTYKCUMAO MO3BOJISI TOCTUYD
ycnexa B Tepanun CKB B Tex ciydasx, KOrja CTaHIApPTHBIE CXEMbI OKa3bIBaJUCh
HesocTaTouHO A PekTruBHbIMUA. OAHAKO TOJIOKEHHE aHTU-B-KieTOYHON Tepamuu 10
CHX IIOp OCTaeTCs CIIOPHBIM.

CoryiacHO JUTEPATypPHBIM JIaHHBIM, PUTYKCMMa0 WCIOJB3yeTCs] B KadeCcTBE
nperapara Off-label B cnyuasx pedpakrepHOro k craHmapTHOW Tepanuyd TEUCHHUS
CUCTEMHOU KpacHOU BoruaHku yxe okoio 20 ser [74,112]. Omy6aukoBaHO MHOKECTBO
UCCIIEIOBAHUM M KIMHUYECKUX CJIydaeB, MOKa3bIBalOmMX 3(PGEeKTUBHOCTH aHTH-B-
KJIETOYHOM Tepanuu B ciydasx arpeccuBHoro teyeHus CKB. Opgnako, HECMOTpsS Ha
BBHINICTICPEYUCIICHHOE, PHUTYKCMMAa0 10 HACTOAIIET0O MOMEHTa HE  TMOIYYus
ohUIHAIIBHOTO 0A00pEHUsI HU BO B3POCJION, HU B MEIUATPUUECKON MTPAKTUKE B CBSI3U C

OTCYTCTBHEM KJIMHHUYECKUX HCHBITaHUN 3¢ dexTuBHOCTH ypoBHA A u B, cormacHo
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Oxcdopackort mxkane cwibl ucciaenoBanui [106]. B mocnegHmx pexomMeHmanumsx
EULAR 2023 paccmarpuBaeTcsi IpUMEHEHHE PUTYKCHMMaba B KauyeCTBE BO3MOXKHOTO
npenapara MEepBOM JMHUM B CIy4asX M[OPaXEHUS CUCTEMBbl KpPOBH, OJIHAKO B
NPUMEYAHUIX MPU 3TOM YKa3aHO, YTO TPAJAUIMOHHO CIIEyeT CHauyaja HCMHOJb30BaTh
nukinodochamun [46]. B apyrux ciaydasx npuMeHEHHE aHTU-B-kieToyHON Tepanuu y
B3POCIBIX U JETEH PEKOMEHI0BaHO MPU OTCYTCTBUU OTBETA HA CTAHAAPTHYIO TEPAIHIO
[45,137].

Jo cux mop wucnoias3oBaHue purykcumaba B Tepanuun  CKB  maer
NpPOTUBOPEUMBBIE  pe3ylbTarhl B ucciaefoBaHusix  [115,149]. B kpymHbIx
PaH/IOMU3HUPOBAHHBIX KOHTPOJUPYEMBIX HCCIEIOBAaHUAX COOOLIaeTcss O TOM, YTO
HCIIOJIb30BAaHUE aHTU-B-KIeTOUHON Tepanuy NpHUBOJIUT K YIYUYLIEHUIO J1aO0OpaTOpPHBIX
noka3aTesel, OJHAKO €ro MCIOJIb30BaHUE HE BIIMAET HA UCXOJ 3a00JIeBaHUs Yepe3 roj
or crapra tepanuu [115]. Tak, B kpynueiimiem PKM LUNAR mnpu cpaBHeHun
WCIIOJIBb30BaHUsl aHTU-B-KIETOYHOW Tepamuu CO CTAHAAPTHOM IUTOCTATUYECKOU
Tepanueidl B KOHTPOJbHBIX BPEMEHHBIX TOUKAX HE OBUIO OTMEYEHO CYIECTBEHHOU
pa3HUIIBl B JOCTH)KEHUU TIOJTHOTO OTBETA, HO TPU ITOM JIOJIS MAI[MEHTOB C YACTHYHBIM
oTBeTOM ObUTa OoJsibllie B rpymme purykcumaba [115]. B rpynme manueHTos,
NOJy4YyaBUIMX TEpanui0 PUTYKCUMaOOM, HMEJOCh CYIIECTBEHHOE YIy4IlIeHHE
CEPOJIOTUYECKUX MAPKEPOB aKTUBHOCTH 3a00JIEBaHMSI, TAKUX KAK YMEHBUIEHUE aHTUTEN
k JJHK, yBenuuenus ypoBHsI KOMIUIEMEHTA U YMEHBIICHUE CTEIIEHU MPOTEUHYPUH, UTO
TaK)KE€ OTMEYCHO B HEPAHAOMHU3MPOBAHHBIX wHccienoBanusx [27,128,137]. Baxno
OTMETHUTh, YTO OJHUM M3 (PaKTOPOB, KOTOPBII 3aTpyIHSAET CTAaHIAPTU3AIMIO MAIIUEHTOB
U TPOBOJUMYIO TEpPANUIO0, SBJSETCS HEOJHOPOJHOCTh KIMHUYECKOW KapTHUHBI,
noMpOpMU3M  TPOSBIICHUM CHUCTEMHOM KpacHOW BOJYaHKH, YTO TMPUBOJIUT K
3aTPYJHEHHIO TPOBEJACHUS PaHIOMU3UPOBAHHBIX KIIMHUYECKUX UCIIBITAaHUM [4].

[Ipyn ananu3e pa3nUYHBIX HEPAHIOMU3HPOBAHHBIX MCCIEIOBAHUN U3 pa3HBIX
CTpaH MUpa MPOCIEKUBAETCS MOJOKUTEIbHBIN 3P(PEKT pUTyKCMMada mpu CUCTEMHOM
KpacHOUM BOJYaHKE y B3pocibiX U aeteit [27,120,137]. DddexT purykcumabda y neren
OTMEYaJICsl B BUJIE YMEHBIIICHUS aKTUBHOCTU 3aboseBanus [27,120,138], ymyumenus

nabopaTopHbIX moka3ateneit: ymenbinennss COD [4], yBenuueHus ypoBHS TeMOTI00nHA
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[27,128,137], ymenbiienus konueHtparuu antuten k JIHK [1,137], cHuxeHus ypoBHS
AH® [1], ymcHbIIeHHs HOIM JeTed ¢ Jeliko- u TpomOormroneHusmu [1,131],
yBeIMYCHUS KoHIeHTpanuu komiuiementa C3 u C4 [27,128,137], ymeHbIIeHUS 03B
I'KC [27,120,128].

B wmeraanammze Pang Chen M.S. u coaBt., mpoBenerHoM B 2023 romy u
BKJIIOYMBIIINM aHAIM3 9 paHIOMU3UPOBAHHBIX KIIMHUYECKUX UCCIEAOBAHUN KacaTeIbHO
T€HHO-UHXKEHEPHOU Tepanuu, rmoka3aHa TeHICHIUs K 3)PEKTUBHOCTU U 0€30MaCHOCTH
HCIIOJIb30BaHus Onosioruaeckor Tepamuu [103].

B poccuiickoil nuTepatype MpeACTaBICHO BeChbMa HEOOJBIIOE KOJIMYECTBO
pabor mo paHHOM mpobOimeme. B pabGore AnekceeBoit E.M. 2016 roma mokaszaH
MOJIOKUTENBbHBINA ONBIT IPUMEHEHHUS! pUTyKcMala y 12 mauumeHToB, 4To cocTaBuiio 75%
oT Bcex marueHtoB [1]. B pabore Koctuka M.M. u coart. 2016 roga moka3zaHo
MO3UTUBHOE BIIMSHUE MPUMEHEHHS aHTU-B-KIeTO4YHOW Tepamuu B BUJIE YIYUIICHUS
nHaekca aktuBHOCTH SELENA-SLEDAI, camkennst cyrounoit 1031 ['KC [6].

[enpro Hamiero ucciaeaoBaHus ObUIO OIEHUTH YPHEKTUBHOCTh U 0€30MaCHOCTh
aHTH-B-KIeTo4HOM Tepanuu y JeTel ¢ CHCTEMHOM KPACHOM BOJTYaHKOM.

JIns ee UCHONHEHWsS HAMM TIOCTaBJIE€Hbl W PEIICHbI CIEAYIOIIME 3aJauu:
IIPOBEJICHA OIIEHKA MOPAKEHHSI OPTaHOB M CUCTEM, JIA0OPATOPHBIX TAHHBIX, AKTUBHOCTHU
3aboneBanus mo mkane SELENA-SLEDAI B momenT aebroTta 3a0osieBanus y aeTei ¢
CKB u Ha ¢oHe mpoBOaMMOI aHTH-B-KIETOYHON Tepamnuu; OLIEHEHAa BO3MO>KHOCTh
JONTOCPOYHOM  MPOrpaMMHOM  aHTU-B-kiieTOUHOM Tepanmuu ¢ MHHUMHU3ALUEH
UCIIOJIb30BAHUSl ITUTOCTATUYECKOW Tepanuu; OIEHEHbl JabopaTopHbIE JlaHHBIE,
aKTUBHOCTHh 3a00JICBaHMsI, TOPAXCHUE OpPraHOB W CHUCTEM Ha MOMEHT jaelroTa
3a0oJyieBaHusl U Ha (OHE TepaluMu y MAIMEHTOB C MOPAKEHHEM IOYEK; MPOBEIACHO
cpaBHeHUE A(P(HEKTUBHOCTH Tepaluu PUTYKCUMAOOM TIpU paHHEM U TIO3THEM €ro
HA3HAYEHUU; TMPOBEAEHO cpaBHEHUE J(P(HEKTUBHOCTH U 0OE30MaCHOCTH aHTH-B-
KJIETOYHOM Teparuu U CTaHJAPTHBIX CXEM TepaIliH.

B name nccnenoBanue ObUIO BKIOUEHO 79 nmereit B Bo3pacte ot 5 mo 18 jer,
KOTOPBIM  OBIT  YCTaHOBJIEH JAWarHo3 coriacHo kputepusim  SLICC  2012r.

OO0s3aTeIbHBIM KPpUTCPUCM BKIKOYCHUA B UCCIICTOBAHNC OBLIO H36JHOI[GHI/IG B TCUCHHC
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MUHUMYM | roja mocjue craprta Tepanuu. B 3aBHCUMOCTH OT 3aa4u U3 OOIIei KOTOPTHI
neTed  (QopMuUpoBaIMCh TpymlIbl. B mepBblii 3Tanm  UCCIEIOBaHMS - OLEHKa
3¢ (PEKTUBHOCTH Tepanuy PUTYKCUMAOOM OBLIO BKJIIOYEHO 48 neTeil; BO BTOPOM 3Tar -
OlleHKa 3()QEKTUBHOCTU aHTU-B-KIETOYHONH Tepamuu y JAeTed ¢ BOJIYAHOYHBIM
He(pUTOM OBLTO BKIIOYEHO 25 JAeTeil; B TpeTUd sTam - cpaBHeHHE 3((eKTHBHOCTH
PaHHEro W MO3[HEr0 Ha3HAYEHUs TEPalUd PUTYKCMMAOOM ObLIO BKIIIOYEHO 35 nerei
(16 BouuM B rpynmy ¢ paHHUM Ha3HaueHUeM, 19 - B rpynmny ¢ NO3AHUM) U B YETBEPTHIN
sTam - cpaBHeHHE O(PPexkTUBHOCTH  aHTU-B-KIETOYHOW ¥ CTaHZAPTHOU
UTOCTATUYECKON Tepanuu ObUIM BKIIIOUEHBI Bce AeTU (19 U3 HUX MOIydHIId TEparuio

PUTYKCUMaOOM B MEPBbBIN roJ1 OT e6roTa, 60 AeTeil moayyain CTaHAAPTHYIO TEPAIHIO).

4.1 AHasin3 HeOHOJIOTHYECKOM Tepanuu AeTeld ¢ CHCTEMHOM KPacHOM

BOJIYAHKOH B YCJIOBUAIX PEAJIbHON KIMHUYECKOU MPAKTHUKHU

B nanuwiil sTan uccienoBanus ObLI0 BKIOYEHO 79 marueHToB. [IpoBonunack
OLICHKA JUIMTEIbHOCTH TEPANUHU TIIFOKOKOPTUKOCTEPOUIOB OT MOMEHTA CTapTa TEpANUU
N0 JOCTHKEHUS NOAACPKHUBAIOLIEH JO3bI, a TaKXe [J0 IIOJJHOW OTMEHBI
[JIIOKOKOPTUKOCTEPOUJIOB, €CIIM  OTMEHAa MNpOBOAWIACh. BbIsABIIEHA 10N JETEH,
KOTOPBIM  YJIAJIOCh MOJHOCTBIO OTMEHHUTH TIIOKOKOPTUKOCTEPOUIYIO  TEPAIIHIO.
[IpoBoaunace oreHka GakTOpOB PUCKA, KOTOPHIE ObLIA ACCOIMUPOBAHBI C JUTUTEIHLHBIM
npuMeHenneM ['KC uinm HeBO3MOKHOCTBIO UX OTMEHBI.

MenuaHa JUIMTENBHOCTH TEPAINUM TIIFOKOKOPTUKOCTEPOMJIAMHU IO JOCTHMKECHUS
MOAACPKUBAIOIIEH 103bI cocTaBmiia okojio 8 Mec. (0,66 nert), yto B 4 pa3za I0JbIIE 1O
CPaBHEHHUIO C PEKOMEHAYEMOM JIUTEIBHOCThIO NpUMEHEHUs BbICOKMX 103 ['KC
COTJIACHO JAHHBIM JIUTEpaTyphl [3].

B  nameit koropre mamumeHtoB ¢ CKB  MOOJHOCTBIO ~ OTMEHUTH
[TFOKOKOPTUKOCTEPOUIHYIO TepaNuio yaaioch Toibko y 1/3 6onsubix CKB. Ilpu sToM
MeauaHa JaiautenbHocTH Tepanuu ['KC oT ux crapra 10 MOJHOM OTMEHBI COCTaBIISET

pakTU4ecKu 4,5 roaa, MakCUMasbHO /10 6 JIeT.
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Cpenn (akTOpoB, KOTOpBIE CYIIECTBEHHO OTJIMYAINCh B TpYIIeE JACTEH,
ycnemHo oTMeHuBIIUX Tepanuio ['KC, oT Tex, KTo ee mpoAOKUil, BbIIEIEHA Oosee
BBICOKAsi IMMYHOJIOTUYECKasi aKTUBHOCTh U 00Jiee aKTUBHOE T€UeHHE 3a00JIeBaHUS TIO
mkane SELENA-SLEDAI B nocnegneit rpynne. [lopaxeHue HeHTpalbHON HEPBHOU
CUCTEMBI WJIHM TIOYEK SBISETCA MpeauKkTopoM Oonee Tsokenoro teuenus CKB, oxnaxo,
BEPOSITHOCTh OTMEHBI TEPAMUH TIFOKOKOPTUKOCTEPOUJAMHU ObLIa COMOCTaBUMA Y JI€TEr
C BOJIYAHOYHBIM HEPPUTOM U 0€3 HEro, 4YTO SBJSETCS YJIUBUTEIbHBIM, TaK Kak
BOJTYAHOYHBIH HE()PUT HOCUT XPOHUUECKOE TCUCHHUE.

[Topaxenne IIHC B pelrore ObLIO (HAaKTOPOM, CAEPKHUBAIOIIMM OTMEHY
TIFOKOKOPTUKOCTEPOUIOB B JaJbHEHIIEM, IIPU 3TOM Y IALUEHTOB, KakK IPaBHIIO, HE
ObL10 XpoHHUYecKoro TeueHus nopaxenuss LIHC, uro Morino o0bACHUTE HEOOXOUMOCTb
IPOJIOHTMPOBAHHON TE€pANUU TIIFOKOKOPTHUKOCTEPOUIAMM.

[IpoBomunacek OLEHKAa BO3MOXHBIX MPEIUKTOPOB, KOTOpPbIE MOIJIA OBl
o0yClaBIMBaTh JUIUTEIBHOE HMCIOJB30BAHUE TIFOKOKOPTUKOCTEPOUIOB. OLIEHUBAIHUCH
pa3ianyHble 1a00paTOpHbIE U KIMHUYECKUE JaHHbIE, BKIIOYAs MOpPaKEHHE >KM3HEHHO-
BAXHBIX OPraHOB M CHUCTEM, TaKWX Kak mopaxeHue nouek, LIHC, cucrembl KpoBw,
pa3BUTHE CUHIPOMA aKTUBALIMU MaKpoQaros, a TaK)Ke MCIOJb30BaHUE MYJIbC-TEPalluu
I'KC. Ognako HU 0JHO OOCTOSITENILCTBO HE OBUIO CTATHCTHUYCCKH 3HAYMMBIM, W3 YETO
MOXHO TMpPEANOJOXKUTh, YTO JUIMTEIbHOE NPUMEHEHHE TIIOKOKOPTUKOCTEPOUIOB
ABJISIETCS. HEOMPaBAAHHBIM U MOXKET OBbITh OTpaKeHHEM CyOBEKTHBHOIO MHEHUS Bpaya.

JlnutenbHOE  MPUMEHEHUE  [NIIOKOKOPTHUKOCTEPOUIOB,  Kak  MpaBUIo,
CONPOBOXKIAETCSI PHUCKOM PA3BUTHA HEKENATENbHBIX SBJICHHA, B TOM YHCIE
HEOOpaTUMBIX MOCJIEICTBUN, K KOTOPHIM OTHOCUTCSI Pa3BUTHE aCENTHUYECKUX HEKPO30B,
KOTOpPOE OTMEUEHO ObUIO y 5 AeTell B Halllel rpyIre.

Bompoc u30BITOYHOCTH U HEOOXOJMMOCTH PAalMOHAIBHOTO MPUMEHEHUs
rIIOKOKOpTHKOCTEpouoB B Tepanuu CKB, ocobeHHo y nereil, gBisieTcs OOHUM W3
aKTyaJbHBIX B BOIPOCAaX palMoHaIbHON U 3 dekTrBHOM Tepanuu CKB, B cBs3u ¢ yem

MepeCMaTPUBAIOTCS CTaHIAPTHBIC MTOAXOAbI TEPAHH TaHHOTO 3a0oneBanus [3,45,46].



117

4.2 D peKTUBHOCTH TEPANIMU PUTYKCUMA00OM Yy JIeTel, CTPaAaromX

CHCTEMHOM KPAaCHOM BOJTYAHKOM.

Ha nannowm stamne vccnenoBanusi aHaau3upoBaiach HHGopMalus o 48 naiueHTrax.
OnenuBanuch J1a00paTOpHble U KIMHUYECKHE JaHHBIC, AKTUBHOCTH 3a00JIeBaHMUA,
TTIIOKOKOPTUKOCTEPOUIHAS Harpy3ka Ha MOMEHT Je0roTa 3a0oyieBaHus U Ha (oHE
IPOBOUMOM Tepanuu. Bee manuenTs! ObUTH 1M0J] HAaOMIOIEHUEM CITYCTS TOJ OT cTapTa
Teparuu, CIycTsa 2 U 3 roga OT cTapTa Tepalvy Mbl CMOIUIA OLIEHUTH JaHHbIE Yy 19 u 8
NaI[MEHTOB COOTBETCTBEHHO.

Hamu Obutn BbIJENIEHBI NOKAa3aHUS, KOTOPbIE MOCIYKUIM OCHOBAHUEM JUIS
crapTa aHTH-B-kiietouHoi tepannu. B HUX Bxoawin: BeICOKOAKTUBHOE TeueHue CKB ¢
nopaxenueM L{HC, nouek mnu cuctemsl KpoBH, pedpakTepHOE K MIPOBOJUMON TEPAINU;
HEBO3MOXXHOCTh CHIDKEHHS JI03bl TIIOKOKOPTHKOCTEPOUJOB Ha (HOHE MPOBOIUMOMA
TEpanuy MpU HATMYUH MPU3HAKOB CTEPOUIHON TOKCHYIHOCTH. [IpoBOAMIIOCE CpaBHEHHE
BBIJICJICHHBIX HAMHU MMOKA3aHUN C MPEJICTABICHHBIMU B MUPOBOI JIUTEpATypEe, KOTOPHIE
BKJIIOYAIM B Ce€0sl HEYCIMENIHOCTh TOPMOHAIBHOW M IIMTOCTAaTHMYECKON Tepanuu B
TSDKEIIBIX CIydasX CHUCTEMHOW KpacHOW BosuaHku [23,45,46,106]. Takum oOpasom,
00OCHOBaHUs IS CTapTa aHTU-B-KJI€TOUHON Tepanuu sIBISIOTCS CXOKUMHU.

OTmedeHoO, 4YTO B UCCIEAYyeMOW Tpymnme JeTH TMOJydaldd Teparuio
ITIFOKOKOPTUKOCTEPOUIAaMU U LIUTOCTATUYECKUMH IpernapaTaMd, B TOM 4YHCIE U
nukinodochaMuoMm, B cioydasx arpecCMBHOTO TeueHHs. HecMoTpss Ha MpOBOAMMYIO
Tepanuio, akTUBHOCTh 3a00JIEBaHUSI TI0 UCIOJIb3yeMon mikane aktTuBHOocTH SELENA-
SLEDAI  cHusunace HesHauutenbHo (12,5% oT  HWCXOmHOM),  yIy4LIMJIHUCH
reMaToJIOTMUeCKUe TIOKa3aTelu, YyAaloCh IOCTUYh CHW)XCHHUS HMMYHOJIOTHUYECKOM
aKTUBHOCTH B BuJe CHkeHUs TuTpa AH® M 0AHMX M3 OCHOBHBIX BHIOB aHTHUTEN -
antutena k JIHK. CHmkenne akTHBHOCTH 3a00JIeBaHUS TIO3BOJMIIO YMEHBIIUTH J03Y
I'KC na 25% ot craproBoii. Menuana cyrounoit 10361 ' KC coctaBuna 0,75Mr/kr/cyT.,
YTO SIBJISIETCS] JOCTATOYHO BBICOKOM /1030, U TpeOyeT Kak MOXKHO Oojiee OBICTPOTO ee

CHWKEHUS J10 TIOAAEPKMUBAKOLIEH.
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Putykcumab B mcciaemyemoil rpymnmne Ha3Hadajics Ha (OHE yKe MPOBOAMMOMN
TEepanuu B CBSI3UW C ee HeycnemHocThio. [locie crapra Tepanuu pUTYKCUMaOOM
OTMEUEHO yIydlleHHe JabOpaTOpHBIX IOKa3aTeneil, TaKuX KaK CHIDKEHUE YPOBHSA
antuten k JHK, wnopmamusamuss ypoBHS remorioOuHa, KomiuieMeHta C4;
YMEHBIINUIIOCh KOJMYECTBO JETeH C IUTONEHUsAMHU. JlaHHbIE pe3yJbTaThl COBMAAAIOT C
pe3ysibTaTaMHu JPYTHX HHOCTPAaHHBIX MCCIICJIOBAaHUH B neauarpuu [27,57,116,128,141].
Hermneuust B-muM@oumToB, Kak KIOYEBOM MOMEHT JJisi YCIEHMIHOCTH Tepanuu
CUCTEMHOM KpacHOW BOJYAHKH, JOCTUTAJach TOCIE HMHHUIMALMKA  Teparnuu
pPUTYKCUMaOOM, aHAJIOTUYHO pe3yIbTaTaM Haiiero uccienoanus [128,141].

Ha ¢one antu-B-kneTtouHoil Tepanmuu OTMEUEHO CYIIECTBEHHOE CHH)KEHUE
aKTUBHOCTH 3a00JI€BaHMsI y)KE€ B MEPBBIM roj1 OT CTapTa pUTYKCUMaba ¢ MPOoI0JKEHHEM
€€ CHIKEHMs B TE€UEHME JAJbHEHIIEro HaOJIOJEHUs, YTO COBMAJAET C pe3yjbTaTaMu
APYTUX UCCIICAOBAHUI TPUMEHEHMsI puTyKcuMaba B nequarpun [27,120,124].

Xopoiee ynpapieHue 3abojeBaHMEeM Ha (QoHE aHTU-B-kieToyHO#l Tepamnuu,
no3Bomiio cHU3UTh 103y I'KC Ha 90% u goctuub Takum o0pa3oM MOAep KUBAIOLIEH
no3bl - 0,1 mr/kr/cyr. B Xole AaHHOTO H3Tama HAIIEr0 HCCIEIOBAHUS KOCBEHHO
OLICHHMBAJIaCh BO3MOXKHOCTbh  JIOJITOCPOYHOTO  HUCIOJB30BAaHUS pUTyKCHMaba 1o
KOJIMYECTBY JAETEW, KOTOPHIM TpeOOBaIOCh MPOAOHKEHHUE IIUTOCTATUUECKON Tepamnuu.
[TokazaHo, uTo Ha (hoHE aHTHU-B-KIETOYHON Tepanuu YMEHbIIUIOCH KOJIUYECTBO JACTEM,
HOJy4YaloUUX Tepanuio HuKiIodpochaMuioM, METOTPEKCATOM U a3aTHOIPUHOM BILIOTH
710 UX TOJIHOTO OTCYTCTBHUS CITyCTS 3 TO/Ia OT CTapTa TEPAUUA PUTYKCUMAOOM.

[lomyueHHble HaMH JaHHBIE KOPPENIMPYIOT C JAPYTMMH HCCIEAOBAHUSIMU
MpUMEHEHUs PUTYKCUMaba B MeANATPUUECKON MpaKTUKe. Tak, HampuMep, B HETaBHEM
uccineqoBanun Sawney S. 2021 roga OTMEUEHO CHIDKCHHME MHJEKCa aKTUBHOCTH
SELENA-SLEDAI, menuanst 10361 ['KC ¢ 0,7 mr/kr/cyt. no 0,065 mr/kr/cyt. ciycrst 1
rojg OT CTapTa aHTU-B-KIETOYHOW Tepanuu, YMEHBIIEHUE IOJU JETEH, KOTOPBIM
TpeOOBaJIOCh MCIIOJIb30BaHKE IUTOCTaTHYeckor Teparuu [120].

N3  wHGEKIMOHHBIX  COOBITUH  OTMEYANIHWCh  JIOKANIbHBIE  HMH(EKIUH,

pecniupatopHbie MHGEKIMU U Y OJIHOTO MAI[MeHTa Pa3BUJICS JTUCTEPUO3HBIH MEHUHTHUT,
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[IOCJIE€ ATUOTPOMHOW TEpanmuv B JajbHEWIIeM Oblla MpPOJOHKEHA Tepamnus

PUTYKCHUMaOOM.

4.3 D PexTUBHOCTH TEPANIMHM PUTYKCHUMAOOM Y JIeTeil ¢ MopakeHueM Mo4YeK

B cTpykrype CKB

Ha manHoM sTame uccneoBaHusl aHATM3UPOBAIach MH(POPMALIMS O MAlUEHTaX,
KOTOpBIE MMEIU NOPAKEHUE NOYEK B CTPYKTYpPE CHUCTEMHOM KpacHOM BOJYAHKH. B
JAHHBIM STan HMCCIeAOBaHUS ObUIO BKJIIOYEHO 25 TMAIMEHTOB, y OOJBIIMHCTBA W3
koTopbix Obu1 ycranoiieH Hedput Il umu IV xnacca cormacHo Mopdosioruueckomy
HCCJCIOBAHMIO. 2 TAIMEHTAa B HCCICAYEMOH TpyMIe MOaydadd 3aMeCTUTEIhHYIO
MOYCYHYIO TEPAIUIO B CBSA3M C PA3BUTHEM XPOHUYECKOW MOUYEYHOM HEIOCTATOUHOCTH.
JlabopaTopHble,  KIMHWYECKHE  JaHHBIE, AKTHBHOCTh  3a00JIeBaHUs,  J03a
TITFOKOKOPTHUKOCTEPOUIOB OIICHUBAJIACh aHAJOTUYHO MPEIBIAYIIEMY 3Talmy Ha MOMEHT
nebroTta 3a0o0sieBaHus U Ha poHE aHTU-B-KieTouHOM Tepanuu.

[Tokazanust AJ19 cTapTa Teparuyd PUTYKCHMAOOM OBLTH aHAJIOTHYHBI TTOKA3aHHSIM
HAa TEpBOM OJTale WCCIeNoBaHUs. Bce NanueHThl Mody4dalid 10 pUTyKcuMada
CTaHJAPTHYIO TEPANMIO COTJIACHO KIMHUYECKUM PEKOMEHIalusM, Ha (OHE KOTOpOi
oTMeYaJiach He3HAUMTEIbHAs JUHAMUAKA aKTUBHOCTH 3a0o0ieBanus 1o mkaine SELENA-
SLEDAI - cumxenue Ha 22% ot ne6rota, cHmwkenne anturen Kk JJHK na 76% (HO
3HAYCHWE MEIWaHBbI TMOKa3aTeNlsl OCTAaBaJOCh BBIINIE HOPMATHMBHBIX 3HadeHHWH). [lpu
OIICHKE TTOYEYHOTO MOPaKEHUS OTMEUEHO CHIDKCHHE MPOTECHMHYPUU MPAKTUYECKU B 2
pasa, 10Jisl MalMeHTOB ¢ aKTUBHBIM HeppuTtoM yMmeHbimnack Ha 40%. Cyrounas no3a
[TFOKOKOPTUKOCTEPOUI0B CHU3MIIACh Ha 20%, MmeanaHa 1036l coctaBuia 0,8Mr/Kr/cyT.

B wamem wuccrneqoBaHUM TMPOJEMOHCTpPUpOBaHAa 3(PGHEKTUBHOCTh TEpanuu
PUTYKCUMA0OM y T€X IMallMeHTOB, KOTOPBIC HE OTBETHIIM HAa CTAHIAPTHYIO Tepamnuio. Bo
BpEMs HCITOJIb30BAaHUS aHTU-B-KIIETOYHOW Tepamuy OTMEUYEHO YMEHBIICHUE IO0JIU
MalMeHTOB C HEAaKTUBHBIM BOJYAHOUHBIM HEPPHUTOM TMpaKTUYECKH B 2 pasa,
YMEHBIIICHUE TIPOTEHHYPUH, CHW)KCHHUE YPOBHS MOYCBHHBI, YTO KOPPEIUPYET C

pe3yJbTatamMu Jpyrux uccieaoBaHui B mnenuarpuu [27,120,124]. Takke OTMEUYEHO
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YMEHBIIIEHUE JIA00PAaTOPHOW M HMMMYHOJIOTHYECKONW AaKTUBHOCTH B BHJE CHUKEHUS
ypoBHs antuten k JHK u CO3. AxtuBHOCTH 3aboineBanusi mo mkaine SELENA-
SLEDAI cam3unace Ha 92% oT wmcxomHoi. [lanueHThI, MOydYaBIIME 3aMEHHYIO
MOYEYHYIO TEpanuio, 0oJjiee B HEM HE HYKJAIKUCh B CBSI3U C BOCCTAHOBJIEHUEM (DYHKIIMU
mouyek. [lo [aHHBIM COBPEMEHHBIX HCCIICNOBaHMNA TMOKa3aHa A((HEKTUBHOCTH
puTyKcuMaba i JIeYEHHs BOJYaHOYHOro Hedpura pnereit [27,120]. OrmedeHo
yIIydllleHHe albOyMUH/KPEATUHUHOBOTO COOTHOILICHMS, CHIDKEHHE NPOTEUHYPUH,
yBennmuenne CK®, yBenumuenne comepxkanus anpoymmna [1,27,120,128,137]. B wactu
UCCJICIOBAHUIM OTMEYAJIOCh CHIDKCHHE KpEeaTMHHHA, HO CTATUCTUYECKH HE3HAYUMOE
[125].

Jlo3a mepopasibHBIX TIIFOKOKOPTUKOCTEPOUIOB Oblla yMeHblieHa Ha 80% oT
ctaproBoi U Ha 60% OT MOMEHTa WHHIMAIMK pUTyKcMMaba. Meauana 036l
TOPMOHATBHON TEepalliid B MOMEHT IOCJIEIHET0 BU3UTa coctaBmia 0,2 MI/KT/CyT., 9TO
CUMTACTCA TMOANCPKHUBAIOIIEH J030H. BO3MOXHOCTH CHMXEHHS TOPMOHAIBHOU
Harpy3kd y TMalMeHTOB C BOJYAHOYHBIM HedpuToM Ha (oHE aHTU-B-kieTouHoun
Tepanuu TOKa3aHa B Jpyrux uccieaoBaHusx y geredd [120,128,137,141]. B wnamem
UCCJICIOBAHUM HA MOMEHT Je0roTa 3a0oyieBanust 15 w3 25 MalnMUeHTOB MOIyYaiH
Tepanuio 1ukiIodochaMuoM, MOCiae cTapTa Teparud PUTYKCUMAOOM HX KOJIMYECTBO
YMEHBIITUIIOCH B 2 pa3a, 4TO MO3BOJISET KOCBEHHO CYJIUTh O BO3MOKHOCTH NTPUMEHEHUS
aHTU-B-KJIETOYHOMN Tepanuy BMECTO CTaHJAPTHOTO IIMTOCTATUYECKOTO Ipernapara.

Takum 00pa3oM, BAXKHEHIIIUMH pe3yIbTaTaMU TEPAMMA PUTYKCUMAOOM SBIISIOTCS
OBICTPBIA M BBICOKOI(DPEKTUBHBIA KOHTPOJIb HAJl BOJYAHOUYHBIM HEDPUTOM U
3HAUYUTETFHOE CHIDKCHHE JI03bl TIIOKOKOPTUKOCTEPOHUIOB 0€3 MpOTpecCUpOBAHUS

3200J1€BaHUA.

4.4 IPpPpekTUBHOCTH TEPANIMU PUTYKCMMA0OOM y eTeld IPH ero paHHEeM U

MNO31HEM HaA3HAYCHUH

B nameii pabote oTaenbHBIM HHTEPEC MPEACTABISIIN BO3MOKHBIE PEUMYIIIECTBA

TEpanuyu pUTYKCUMaOOM MpH €ro paHHEM Ha3HA4YeHHWU — B MepBbIe 6 Mec. OoT nedroTa
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3a00JieBaHus MPH BBICOKOAKTUBHOM U arpeccuBHOM TeueHnn CKB mo cpaBHeHHIo ¢ ero
MO3THUM Ha3HaueHueM (Oosee 1 roma ot pgebrora 3aboseBanus). [logoOHBIX
MCCJIEIOBAaHUM B OTEUECTBEHHOW U 3apyO0eKHOU IUTEepaType He HalIeHO.

B nannbiii 3Tan uccienoBanusi ObLIO BKIIOYEHO 35 MallMEHTOB, KOTOPbIE ObUIH
paszeneHsl Ha 2 rpynnbsl: 1 - OCHOBHasg rpynmna - MAalWEHTbl, KOTOPbIE MOJIYYHIIN
TEepanmui0 PUTYKCUMaOOM; 2 - KOHTPOJbHAs Tpymnmna - TMAIWCHTHI, TOJyYHBIINAC
CTaHAAPTHYIO TE€pAIUIO.

B ocHoBHO#l rpynme oTmedanach 0oiiee BBHICOKAsh aKTUBHOCTH 3a00JI€BaHMS T10
mkaie SELENA-SLEDAI, a takke OpOLEHT MallMeHTOB C BBICOKOW aKTUBHOCTBHIO
3a0osieBanuss Obul Oonbiie. Cpenu J1aboOpaTOpPHBIX IOKa3aTeleil He OTMEeYalloch
JIOCTOBEPHO 3HAYMMBIX OTJIMYMM MEXIy JBYMs TpyHnaMHu, HO MPU 3TOM YPOBEHb
aHTUHYKJIEapHOTo (pakTopa U MPOTEUHYPUU OBLIX BHIIIIE B OCHOBHOM.

B namem wuccnenoBaHud Ha (OHE Tepalnud PUTYKCUMAOOM B JIBYX TIpymnmnax
MOKA3aHO YJY4IlIEHUE TeMaTOJOTUYECKUX IoKa3zarener, Hopmanuzanua C3, C4-
KOMIIOHEHTOB KOMILUIEMEHTa, yMeHblIeHUua TuTpa antuten Kk JIHK, uto cooTHOCUTCA €
pe3yJbTaTaMu paHee MPOBEICHHBIX wHccienoBaHuit [27,116,128]. Taxxe Ha QoHe
Tepanuu pUTyKCUMaOOM B JIBYX I'PYIINIax OTMETHJIOCh CHIDKCHHE MHICKCAa aKTUBHOCTHU
SELENA-SLEDALI, uTo Takke COMoCTaBUMO C PEe3yJIbTaTaMH JIPYTUX UCCIETOBAaHUMN B
nenuarpun [27,120,124]. OuenuBasiach BEPOSTHOCTh JOCTHKEHUS PEMHUCCUM TIPH
paHHEM U TMO3JHEM CTapTe€ AaHTU-B-kineTouHOW Tepamuu, OHAa OKa3ajlach BBHILIE B
OCHOBHOM TpYIIIIE.

B koHie wuccnenoBaHusi OCHOBHBIE HMCXOJbI 3a00J€BaHUS B JBYX TIpyIax
OKa3zaMch UAeHTUYHbIMH. C OJHOW CTOPOHBI, paHHEE NMPUMEHEHHE PUTYKCMMala He
uMeso 0osee BbICOKOM A((PEKTUBHOCTH MO CPABHEHHUIO C IMO3JHUM €r0 Ha3HaueHUEM
cornacHo ucxogaMm. C Ipyroil CTOpOHBI, TPUMEHEHUE PUTYKCUMa0a B paHHEM MEPUOJIC
3a00€BaHusl TO3BOJUIIO JIOCTUYbL TE€X K€ pe3yJbTaTOB, YTO M y TNAIMEHTOB C
JUIMTEJIbHBIM CTa)KeM 3a00JieBaHUsi, KOTOpble B TeueHue Oojee roja MoJydaau
cragaaptHyto Tepanuito BMIIIl u rmokokoptukoctepouabl. Takum oOpazom, y

IIanu€HTOB B HepBOﬁ rpymnic OblJIa MEHbIIIAs JICKapCTBCHHAA HArpys3Ka, B YaCTHOCTH
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I'KC, uro siBasieTcst akTyanbHOU mpoOnemoit B sneyeHnn CKB B HacTosmmii MOMEHT
[46].

B koHIIe uccnieioBanus B ABYX IpyIax NallUeHTbl JOCTUTIIU MO KUBAIOIIEH
N03bl TIIFOKOKOPTUKOCTEPOUIOB, MenuaHa 3HaueHusi cyrtouHod no3el ['KC B nmByx
rpynmnax coctaBuia 0,1 mr/kr/cyt. OnHako Ha (oHe MpUMEHEHHUs aHTH-B-kieTouHoi
Tepanuu BpeMs AocTkeHusi coctaBuwio 1,2 (0,9; 1,4) roma, B To BpeMsl Kak B
KOHTpOJIBbHOM TpymIie - 2,8 (2,3; 4,0) jeT, 94To moKa3bIBaeT BhIpAKEHHOE MPEUMYIIECTBO
WCIIOJIB30BaHUs PUTYKCMMaba B OJIHOM W3 TJIABHBIX COBPEMEHHBIX MPOOJIEM Tepanmuu
CKB. HeobxoaumocTthb MHUHUMU3AIUN BPEMEHHU MCIIOJIb30BaHHUS
TJIFOKOKOPTHUKOCTEPOUIOB YIIOMUHAETCSI BO BCEX COBPEMEHHBIX PEKOMEHAAIMUSAX IO
Benenuto CKB. Pexomennyercs noctmxenune HeTokcuuHou no3bl ['KC - 5 mr/cyt. B
MaKCHUMaJIbHO KOPOTKHE CPOKHU BO M30€kKaHUE Pa3BUTHS CTEPOMIHON TOKCHUHOCTH [46].

[To naHHBIM MCCIEAOBAaHUN MOKA3aHO, YTO B3pocibie ¢ aeorotoM CKB B nerckom
BO3pacT€ HWMEIM 3HAYUTENBHO OOJIbIIE HEXKENATEeIbHbIX SIBJICHUW, CBS3aHHBIX C
IPUEMOM TJIFOKOKOPTHKOCTEPOUIOB, MO CPAaBHEHUIO C TMAIlMEHTaMH, y KOTOPBIX
3abosieBanue Havanock nociue 18 mer (O 1,7, 95% AU 1,1-2,8) [65]. V neteii ¢ CKB
c Hu3kuM poctoM (23%) wnHabmomanach OoJiee BBICOKAs KyMYJSTUBHAs J03a
[JIFOKOKOPTHUKOCTEPOUIOB  [72]. 3adepkka TMOJOBOTO CO3PEBaHUSA, BbI3BaHHAs
[IFOKOKOPTUKOCTEPOUIaMu, HaOtoganach Kak MUHMUMYM y 15% sxenmmH u 24%
myxarH [118]. Bo3MoxHOCTE 0Oosiee OBICTPOro IAOCTHXKEHHUS PEMHUCCHHM TIpH Ooiiee
HU3KOW Harpy3Ke MIIOKOKOPTHUKOCTEPOUAAMHU MOXKET YIYUIIUTh UCXOJIbI 3a00JIE€BaHUS C
MEHBIITUM 00BEMOM MOBPEKIACHUS U 00JIee BHICOKMM KauecTBOM >Ku3HU. COBpeMEHHEBIE
pekomenaanuu no CKB y gereid ¥ B3pOCHbIX PEKOMEHIYIOT MaKCUMaJIbHO CHUXKATh
103y TIIOKOKOPTUKOCTEPOUAOB [47,55]. CoriiacHO 3TOM CTpaTeruu, paHHEE HA3HAYCHUE

pI/ITYKCI/IMa6a MMPCACTABIICTCA XOPOIINM MHCTPYMCHTOM AJIAA NOCTUKCHUSA ATOM OCJIN.

4.5 CpaBHenue 3¢ peKTUBHOCTH AHTH-B-KJI€TOYHO! M CTAHZAPTHOM

uuTocraTnieckou repanun y nereit ¢ CKB
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Ha gerBepTom 3Tane quccepTalMOHHOTO UCCIEA0BAHUS POBONIIOCH CPABHEHUE
s¢dexTuBHOCTH TIpU  aHTU-B-kimerounodt u crangaptHoi Tepanuu CKB s
ONpPEAECICHNUS] BO3MOXHBIX MPEUMYLIECTB IMEpBOM. B ngaHHBIM »Tam BOUUIM BCE
nanueHTsl (N=79), 19 13 KOTOPIX MOTYUYUIIN TEPANUIO PUTYKCUMAOOM B MEPBBIN IOl OT
YCTAHOBJICHHMS JUArHO3a U ONPEIEIBUINCH KaK OCHOBHAS I'PYIIA.

Ha MomeHT Hauanma wuccinefoBaHHsS B OCHOBHOM TpyIlie OTMeuYajoch Ooiee
BBIPAKEHHBIE TTOPAYKEHUE CUCTEMbI KPOBU B BUJE JUMQPOICHUH U UMMYHOJOTHYECKAS
aKTUBHOCTH B BHJIe OOJBIIEro MPOIEHTa AEeTel, MMEIOMMX BBICOKUUA TUTp AHD wu
antuten k JIHK. Taxxke Oonee wactoe mopaxkenue IHHC u mouek, sBistomumxcs
Mapkepamu 6osee Tskenoro teuenuss CKB, Obu10 60sbliie pacipoCcTpaHEHO B OCHOBHOM
rpynmne. Menunana aktuBHOcTH CKB mo SELENA-SLEDAI B kKOHTpOJIBHOU TpyTITie
ObL1a MPAaKTUYECKHU B 2 pa3a BBIIIE, YeM B OCHOBHOM.

B KoHIe uccneaoBaHWs B JIByX TIpynmax He ObUIO OTMEYEHO CTaTHYECKH
3HAYMMOM pa3HUIIBI OCHOBHBIX JaOOpPaTOpPHBIX I[OKa3aTelei, B TOM 4YHCIE U
UMMYHOJIOTUUECKHX, KpoMe O0Jiee BBIPAKEHHOTO YMEHBIICHHS MPOTCUHYPUH B
KOHTPOJIbHOHM Tpynne. OJHaKko, IpH 3TOM B Ipymnne putykcumada mpousouuio Oosee
3HAUUTETFHOE CHIDKEHHE aKTUBHOCTHU 3a00JieBaHUSI 0€3 YBENWYEHUS IIIUTEIBHOCTH U
JO3UPOBKU CUCTEMHOM TOPMOHAJIBHOW TEPAIINH.

Takum 00pa3om, ¢ OIHOW CTOPOHBI, PUTYKCUMAO HE MO3BOJIMI JOCTUYbL Oosee
BBICOKHMX PE3YJIbTATOB B JICUEHUH CUCTEMHOM KPACHOW BOJYAHKU, HO C APYTrOM CTOPOHBI
aHTU-B-KileTouHasi Tepanus KCIOdb30Bajach y JIeTel ¢ M3HAYaJbHO OO0Jee TSHKENbIM
IIOPAXXEHUEM OPraHOB U CUCTEM M IIPUBEJIA K OXOKUM MCXOJaM CTaHIAPTHOMU Teparuu
y nerer ¢ OoJjiee HU3KOW aKTUBHOCTHIO 3a00JieBaHWA. BBIMIEH3I0)KEHHOE IMO3BOJISICT
KOCBEHHO CYAHWTh O TOM, YTO PUTYKCUMAa0 MOKAa3bIBAET CBOIO 3(P(HEKTUBHOCTH MPHU
OoJiee TSHKETIOM TEYCHUH 3a00JI€BaHUS M MO3BOJSET COKPATUTH JITUTEIHHOCTD U JI03Y
FOPMOHAJILHOW TEPAIH.

3HAUUTENFHOE YMEHBIIEHHE J103bl TIIFOKOKOPTUKOCTEPOUIOB Ha (hOHE Tepamuu
PUTYKCUMaOOM, B pe3yJIbTaTe CHI)KCHHS aKTUBHOCTH 3a00JICBaHUS, TAKXKE MOKA3aHO B

MPOBEICHHBIX paHee uccieaoBanusx [2,15,45,133].
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[To maHHBIM MPOBEIEHHBIX HEPAHIOMHU3HPOBAHHBIX HCCIEAOBAHUA PUTYKCUMAO
CMOT  BBI3BaTh PEMHUCCHI0O B T€X CJIyyasx, Korja CTaHJapTHas Tepamnus
Heouonornueckumu BMIIII okazanacek Hed(pPEeKTHBHONW, W B MOMEHT HWHHITHAITUU
Teparnuu puTykcumada ctax 3abosieBaHus ObLI OoJiee IuTeabHbIN [85,125].

B mera-ananuze, npoBeaenubiM Kang L. u coast. B 2022 roamy, Ol€eHUBAIUCh
pe3ynbrarsl 12 PKU no ucnons3oBanuto putykcumada B Tepanuu CKB no cpaBHeHUIO
co craHjapTHoOW Tepanuei [74]. bpulo moka3aHO, YTO 4YACTOTa JOCTHXKEHUS TMOJHOU
pEMHUCCHU OKa3ajach OOJIbIIE B TPYMIME MAIMEHTOB, MOJYYaBIIUX PUTYKCHMAO, IO
CpaBHEHUIO ¢ MUKOGEHOoIaTa MOPETIIOM U UKIO(HOChHaMUIOM, YTO TAKXKE OKa3aJoCh
comnocTaBuMO C 3(PPeKTUBHOCTHIO IUKIOCTIOpUHA A [74]. JIyig JOCTUXKEHUS YaCTHYHON
pemMuccun putykcumad, MukodeHonsata MopeTus1, HUKIOCIOpUH A U nukiopochaMug
OKa3zalmMch oMHaKoBO 3¢ dekTuBHbIMU [/4]. lpu onenke >PpHEKTUBHOCTH TEpanuu y
OOJIbHBIX C BHEMOYCYHBIMU TPOSIBJICHUAMH, HE OBLIO Pa3HUIBI MEXKIY CTaHAapTHOU
Tepanmued W Tepamuer purykcumMabom [74]. B oTHOCHTENBbHO  HEIaBHHX
HEPAHIOMHU3UPOBAHHBIX HCCIIEIOBAHUAX PUTYKCMMaO OBUI MPEACTABICH B KadyecTBE

WHIYKIIMOHHOTO Tpernapara, rje Obuta mokasana ero 3¢gdexruBHocTs [27,96].

4.6 He:xkeraTeJibHbIE SIBJICHUS

Ha nmocnemHem  3Tame  HMCCIIENOBAaHUS ~ OLEHUBAIUCH  HEXKEJIATEIIbHbBIE
MH(DEKIMOHHbIE U HEMH()EKIIMOHHBIE SIBJICHUS MPU T€PAIuU PUTYKCUMAOOM U 00JI€3Hb-
MOIU(UUIUPYIOIUMU  [POTUBOPEBMATUYECKUMHU  IpenapataMd B COYETAaHUU C
FOPMOHAJIBHOU TEpAIE.

CaMbIM 3HAYMMBIM HMHQEKIMOHHBIM OCJOKHEHHEM IMpU aHTH-B-kieTouyHoin
Tepanuu ObUIO Pa3BUTHE JHCTEPUO3HOIO MEHUHTUTA Yy OJIHOTO TMalMeHTa I0CIe
NepBOro Kypca puTykcumada. B nanmpHelem mociie 3THOTPONHON Tepanuu peOeHOK
MOJIYYMJI KypChl aHTU-B-KileTouHO! Tepanuu 0e3 pa3BUTHS CEPbE3HBIX HEKETATEIbHBIX
aBiieHui. U3 npyrux nHQEKIMOHHBIX OCIOKHEHUH OTMEYAIMCh Pa3IMYHbIC JIOKAIbHbIE
UH(GEKIMU MpU Tepanuud PUTYKCMMAOOM U pPa3BUTHE MHEBMOHUM Y MAalMEHTOB CO

CTAHJAPTHOM UTOCTATUYECKOU TEpaIUE.
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W3 HenH(EeKIMOHHBIX sBIEHUN Ha (oHe aHTU-B-kimeTouHoil Tepamuu Oblia
OTMeYeHa OMITUTONICHUS Yy OJTHOTO TMAaIMEHTa, pa3BUTHE BTOPUUYHOI'O UMMYHO IepuIuTa
B BHJIC THUIIOTJIOOYJIWHEMUN y 8 MAMEHTOB (B KAaYeCTBE 3aMECTUTEIIBHOW TEpamuu
WCITOJIb30BAJICSI BHYTPUBEHHBIM UMMYHOTJIOOYJIHH).

[To muTepaTypHBIM JaHHBIM HanOoOJIee YacCThIM HEXKeTaTeNbHBIM d(pdexTom
pUTYyKCMMa0a SIBIISIOTCS DPa3WYHble WH(Y3WMOHHBIE DPEAKIMW B BHUJAC JIMXOPAIKH,
HeJIOMOTaHus, ToJioBHOW Oomu [1]. U3 japyrux HeUH(EKIIMOHHBIX OCIO0KHEHUN
OTMEYAIOTCSl TeMAaTOJIOTUYCCKUE OCIIOKHECHHS B BHJC Pa3IUYHBIX ItUTONeHWH [141].
Cpenun WH(DEKIMOHHBIX OCJIOXXHEHUW BCTPEUAIOTCS CEPhE3HBIC CIy4yau, TaKhe Kak
CENTHUIIEMHUS, SHJOKAPJUT, BBI3BAHHBIN 30J0THUCTHIM CTA(QUIOKOKKOM, M HETSDKEIbIC
MH(EKIIMOHHBIC OCJIOKHEHUS B BUJE JJaOMAIbHOTO reprieca, OMosIChIBAIOIIECTO Teprieca,
KaHaua03a, BeTpsHOW ocmbl [27,128,141]. Mmerorcss wucciaenoBaHUsS, B KOTOPBIX
MH(EKIIMOHHBIE OCIIOKHEHUS Y MAlMEHTOB, MOJIYYaBIIUX TEPANUI0 PUTYKCUMAOOM, HE
OBUIM OTMEYEHBI, HECMOTPSI Ha UMEIOIIYIOCS TEHJICHIIMIO K THMIOTaMMarjioOyJIMHEMUU
[57,120].

Takke OICHMBAINCh HEXKEJIATEJIbHBIC  SIBIICHUS, KOTOpPbhIE Pa3BUBAINCH
BCJIEJICTBUE CTEPOUIHON TOKCUYHOCTH. B Halem HcciieoBaHUM y JETEH, MOJTyYMBIIUX
pUTYKCMMa0, HE OTMEYaJioCh JAaHHBIX HEXKeNarelbHbIX coObiThil. [lpu sTOM B
KOHTPOJBHOW  TpPYIINE OTMEYAINCh TMPOSIBICHUS]  CTEPOUJHOM  TOKCUYHOCTH:
ACEeNTUYECKUN HEKPO3 KOCTHOM TKAHU PA3JIMYHbBIX JIOKAIU3ALUH.

Takum oOpa3oMm, B HACTOSALIMHA MOMEHT MpoOjeMa HCIOJIb30BaHUSA AaHTH-B-
KJIETOYHOW TEpanvuyd B KA4eCTBE WMHIYKIUOHHOW SIBJISIETCS AKTyaJlbHOM B JICYCHUU
CHCTEMHOM KpacHOM BOJYaHKH. B Xoje Hamrero mcciaegoBaHus OBLIO IOKa3aHO, YTO
UCIIOJIb30BaHUE PUTYKCHMada, B TOM YHCJIE B paHHHE CPOKH 3a00JIeBaHUs, MO3BOJISET
OBICTpEEe CHIDKATh aKTHBHOCTH 3a00JI€BaHUS, HOPMAJIM30BaTh JTAOOPATOPHBIE JTaHHBIC.
[Ipy wucnonp30BaHUM aHTU-B-KIETOYHOW TEpanvMu CO34AKOTCI BO3MOXKHOCTH IS
OBICTPOTO CHIKEHHS J103bl TJIFOKOKOPTUKOCTEPOUIOB, YMEHBIICHHS IIUTOCTATUYECKON

Tepanuu 6e3 ymepoa 3 PeKTHBHOCTH.
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I'JTABA 5. 3BAKJIIOYEHHUE

IOBeHunbHAs cHcTEMHas KpacHash BOJYAaHKA SIBISIETCA BEChMA CEPHE3HBIM
3a007€BaHUEM, KOTOPOE€ HOCHUT TIOpOM HEMpeICKa3yeMblid XapakKTep TEUeHUs C
MOpaXCHUEM KHU3HEHHO BaXXHBIX opraHoB. OHa xapakTepuszyercsi Oosiee TSHKEIbIM
TEYEHUEM 10 CPABHEHUIO CO B3pPOCIBIMU NAlMEHTAaMU U, B CBSI3HM C 3TUM, TpeOyeT
Ha3HaueHus 0oJiee arpecCUBHOM Tepanuu, B TOM YUCJIE B paHHUE CPOKHU 3a00JIeBaHUS.
Opnoit u3 cioxHocrteit Tepanuu 10CKB sBisercs oTCyTCTBUE YETKHX pa3paOOTaHHBIX
QJITOPUTMOB TEpallM¥, B YaCTHOCTH, IOPMOHAJIIBHOW TEpalMu: 036l TOPMOHOB U
CKOPOCTb MX CHIKEHHsS. BbICOKasi JiekapCcTBEHHash Harpy3ka (BKJIIOYas JJIMTEIbHOE
npumeHenne 'KC v MMMyHOAENpEecCaHTOB) HECET JIONOJHUTEIBHOE IOBPEXKIACHHUE
OpraHaMm 4 CUCTEMaM.

Ha mpoTsbkeHMHM MOCHEeNHHX JIET OCTPO BCTAeT BONPOC O HEOOXOJUMOCTH
nepecmoTpa anroputMoB tepanuu 10CKB, pacimmpenns nmokazaHui i1 UCIIOIb30 BAHUSA
IeHHO-MH)KEHEPHOM OMOJOrMYecKoi Tepanuu B OoJjiee paHHUE CPOKH 3a00JIeBaHMSL.
OnnnM u3 kmoueBbIX 3BeHbeB mnatoreHe3a CKB sBisieTcs runepnponykuus B-
TUMQOLMTOB, YAJUHEHUE CPOKA UX JKU3HHM, YTO MPUBOJUT K MAcCCOBOMY CHUHTE3Y
ayroaHTtures. B kauecTBe OMOIOrMYEeCcKON TEpaNuy COrjacHO MOCIEIHUM KIMHUYECKUM
pEeKOMeHIauusAM B ciydasax cpeaHedl crenenu axtuBHoctM CKB mpemmaraercs
UCIIOJIb30BaTh AHTUTENIO IPOTUB akTUBaTopa B-muMdonurtos - 6ennmymad. OnHako s
VHUIMALMY PEMUCCHM B Clly4asix BbICOKOAKTHUBHOro TeueHusi CKB mannHblil nmpenapat
HE MOAXOAWUT. B kauecTBE HMHIYKIIMOHHOW TEpalUU TOJIBKO IIPU HEYCIEIIHOCTH
CTaHJapTHOM Tepanuu, Bkitoyaromieil npumenenue 'KC u cepuro muTocTtaTU4ecKUx
npenaparoB, NpeIaraercsi MCMOJIb30BaTh PUTYKCMMa0 - aHTHUTENO, BBI3bIBAIOLICE
anonto3 B-nmumdormroB. Takum o00pa3oM, B peaqbHONW KIMHUYECKON TMPAKTHKE
OPOXOJUT HECKOJbKO JIET JO0 Ha3HauYeHHsl puTykcumada, BO BpeMs KOTOPBIX
3a00€eBaHUE TPYAHO MOJJACTCS YHPABICHHUIO. B CBSI3W C 3TUM MAalMEHTHI 3a4acTyrO
IIOJIYy4YalOT [JOJTr0€ BPEMs BBICOKYIO 03y TJIIOKOKOPTUKOCTEPOMIOB M HMEIOT

OCJIOKHEHHUSI OT TaHHOM TepaIuu.
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B xome nucceprannoHHOW paboThl Obula Moka3aHa 3(PGEKTUBHOCTH TEpaIruu
putykcumabom y nerel, crpagamomux CKB, B ToM 4uciie UMEIOIMX BBICOKOAKTUBHOE
TedeHue 3aboseBanus. B yacTHOCTH, OBLIO MPOBEACHO CpaBHEHHE 3(PPEKTUBHOCTU MPU
paHHEM Ha3HAUYE€HUU PUTYKCHMada M MpU €ro OTCPOUYEHHOM IpuMeHeHuu. llpoBeneHo
CpaBHEHUE MEXJy IWHAMHKON 3a00J€BaHUA y JETed C Tepanuedl puTyKcuMaOoM H
CTaHJAPTHOM TEPAIUEN.

Y cTaHOBNIEHO, YTO PUTYKCUMA0O MPUBOJUT K BBIPAXKEHHOMY CHM)KEHHIO MHJEKCA
aktuBHOCTH SELENA-SLEDAI yxe B mepBslii 107 €ro MPpUMEHEHHUs ¢ TOCISAYIONIIM
POAOKEHNEM YMEHBIIIEHUS! aKTUBHOCTH 3a00JI€BAHUS.

[lokazaHo MO3WTUMBHOE BIUSHUE PUTYKCHMMada Ha OTHEIbHBIC JIAOOpATOPHBIE
JAHHBbIE, B YAaCTHOCTM HAa MMMYHOJIOTMUECKHE IIOKA3aTeIu: OTMEYAJIOCh 3HAYMMOE
camkenue ayroanturen K JJHK, kotopeim B maroreneze CKB oTBoauTCS 3HaUUTENBHASA
poiib. CylecTBEHHOE BIMSIHUE PUTYKCHUMA0 OKa3bIBaJl U Ha KJIETKU KPOBHU: B XOJ€ €ro
MPUMEHEHUsI OTMEYEHAa HOpMaJlh3alusl YpPOBHS TE€MOIVIOOMHA, YMEHBIIEHUE JO0JU
NAIMeHTOB C IUTONEHUsIMU. KOCBEHHO TakXe MOXHO CYAWTh O CHIKEHUHU OOIIen
BOCHAJMTEIbHOM AaKTUBHOCTM B XOJI€ TEpanmuud PUTYKCUMAOOM MO TEHIECHUUU K
HOPMAJIM3ALMHU YPOBHS KOMILJIEMEHTA.

B xone paboThl B HcciaeayeMbIX TpyIIax OTAEIbHO BBIIEISUIMCH MAIlMEHTHI CO
cnenu(UUecKuM TMOPaKEHHEM IOYEeK - BOJIYaHOUYHBIM Hedputom. Kak u npyrue
noBpexeHus opranoB u cucteMm npu 10CKB, oH nMeer Gosee arpecCuBHbBIN XapakTep
TE€YEHUS! U B JOCTATOYHO OBICTPHIE CPOKM MPUBOAUT K HAPYIIEHUSM (PYHKIUU MOYEK.
CornacHo nuTepaTypHbIM JaHHBIM B MOMEHT ycTaHoBieHusi auarHosa CKB y 0onee
YeM TOJOBHHBI OOJBHBIX JIETeW MMEETCs MopakeHwe mouek, y 90% wu3 sTtux neren
NOBPEXK/ICHUE MMOYEK MPOUCXOAUT B MEPBbIE ABa rojia OT AeOroTa 3a00JIeBaHUS U MOKET
MPUBECTH K HEOOPATUMBIM MOCIIEACTBHSIM.

[Ipu mnpumeHeHMH puUTyKcMMa0a y OOJIBHBIX C BOJYaHOYHBIM He(pUTOM
MOKa3aHO CHIDKEHHUE TMPOTEMHYPUU U TeMaTypuM, YIY4YIIEHUE BbLACIUTEIbLHOM
(GYHKIIMM TOYEeK M BO3MOXKHOCTbH IMpEeKpalleHus: reMoaunanusa. Takxke ObUIM OTMEUYEHBI

CYHICCTBCHHBIC HM3MCHCHMUA Ha60paTOpHBIX MoKa3aTejied W CHMXKCHHUE AaKTHUBHOCTU
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3a00JieBaHUs, KOTOPOTO HE YJaBajoCh JOCTHYb NpPU MPUMEHEHUH CTaHAApTHOU
TEparnu.

JUIs OUEHKM NpEeHMYIIECTBA HA3HAYEHUs PUTYKCMMabda B paHHUE CPOKH OT
nebrora 3aboneBaHust (40 6 Mec.) TPOBOAWIOCH CPAaBHEHHME JIMHAMHUKHA OCHOBHBIX
noKasaresiei Mpu paHHEM M MO3IHEM Ha3HadeHHH pUTykcumada. OTIerabHO Ciexyer
OTMETHTb, YTO B IPYIIIE MALMEHTOB C PAHHUM Ha3HAYEHUEM PUTYKCMMabda OTMEeYalach
OoJiee BhICOKAsi aKTUBHOCTH 3a0o0seBanus. [Ipu cpaBHeHUU moka3areseit crycTs roj OT
HayaJia Tepanuu He OBLJIO BBIABICHO CYIIECTBEHHOM pa3HUIlbl. OAHAKO B TPYIIE JETeH,
NOJyYUBILINX PUTYKCUMaO, ObUIo Oojiee KOPOTKOE BpeMs 10 JOCTHKEHUS HU3KOM 03Bl
TOPMOHOB, a TaKXK€ TEHACHLUS K UX CHIKEHUI0. Takum 00pa3oM, UMEIOTCS KOCBEHHbIE
JOKas3aTenpcTBa Jiydmero KoHTposia Hax CKB nmpu npuMenenun anTu-B-kietodHoit
Tepanuu.

JUist onpeneneHus BO3MOKHOTO MPEUMYLIECTBA NMPUMEHEHHsS] pUTyKCcMMada 1o
CPaBHEHUIO CO CTaHAAPTHOM Tepamnueil MpOBOAWIOCH MCCIEAOBAHHME B JBYX TIPYIIIax
NAIl[MeHTOB: TOJYYMBLUIMX TEpPAlUI0 PUTYKCUMAOOM M  MOJYYMBIIUX TOJIBKO
CTaHAAPTHYIO TEpanuio. BUONOrMYecKyro Tepanuio Mojaydyaidd JeTh ¢ 0osiee BBICOKOMN
aKTUBHOCTBIO 3a00JI€BaHMsI, B YaCTHOCTU C 00Jiee BBIPAXKEHHBIM MOPAKEHUEM IOYEK.
Coyctst ron OT Tepanud HE OOHApYKUJIOCh CYIIECTBEHHBIX pAa3IM4YUil B HMCXO0JaX
3a00s€BaHus, HO MPU ATOM B IPYIIE JAETeH, MOJYyYHUBIIUX PUTYKCUMAO, OTMEYaIOCh
0ojiee BBIpAKEHHOE CHW)XEHHME AaKTUBHOCTHU 3a00J€BaHMsI M MPOTEUHYpPUH. ITOT
pe3yabTaT MO3BOJISIET CYIUTh 00 3(P(EKTUBHOCTH Tepaluu pUTyKcumada, TaKk KaK OH
NO3BOJIMI  JOCTUYb JaHHBIE pe3yJbTaThl ©0€3 yBEJIWYEHUS [J03bl CHCTEMHBIX
TIIFOKOKOPTHUKOCTEPOUOB.

B kaxmoM »dTane auccepTallMOHHOM paboThl OlIEHWBajach 0€30MacHOCTh
NPUMEHEHUs pUTyKcuMaba. M3 3HauMMbIX MH(EKIIMOHHBIX OCIOKHEHUH OTMevalics
JIUCTEPUO3HBIM MEHUHIUT | mManueHTa, KOTOPBIM pa3BWICSA MOCJIE IMEPBOrO Kypca
puTykcuMaba, ObLT BBUIEUEH OSTHOTPONHON Tepanueil. JlaHHOe OClOXKHEHUuEe He
MNOBTOPSUIOCH Yy TalMeHTta mnocie 2-ro u 3-ro OJoKoB purykcumada. J[pyrue
UH(QEKIIMOHHbIE OCJIOXHEHUSI TMPOSBISUINCh B BHUJAE JIOKAJbHBIX HMHPEKUUA U HE

TpeOOBaNIU CEPHhE3HBIX BMEIIATEIbCTB. 3 HEMH(EKIIMOHHBIX OCIOXXKHEHUH Ha (oHe
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Tepanuy PUTYKCUMAaOOM OTMeUaiach OUIUTOINEHUS, YTO KOPPEIUPYET C pe3yabTaTaMu
MUPOBBIX HCCIIEI0OBaHUMN.

[Ipu oreHke HEXENAaTeNbHBIX SIBICHWH Y MAIMEHTOB, MOJyYaBIIMX OO0JE3Hb-
MOJAU(PUIUPYIOIIKE TMPOTUBOPEBMATHUYECKUE TMpenaparbl, OTMEYAIUCh COOBITHUSA,
BO3HUKIIIAE  BCJIEACTBUE  CTEPOMIHOM  TOKCUYHOCTH.  TakUMU  SIBISUIUCH
KOMITPECCUOHHBIM TNEPEIOM MO3BOHOYHUKA, ACENTUYECKHM HEKPO3 KOCTHOM TKAHU
pPa3IMYHON JIOKanu3aluu. JlaHHbBIE OCJIOKHEHHSI MOKAa3bIBAIOT BAKHOCTh CHUKEHHUS
TOPMOHAJIBHOM HArpy3Ku U cokpanieHue anurenbnoctu npumenenus ['KC.

B xoz1e paGoThl OlleHHBAIMCh OCHOBHBIE TTOKA3aHUsI, KOTOPBIE CIY>KHIIUA TOBOJIOM
JUIsT Ha3HA4YeHHsS pUTYyKCMMalda y JeTel, BKJIIOYEHHBIX B HCcienoBaHue. Tak,
pUTYKHCMA0 Ha3Hayajcs JCTSAM, KOTOpble MMEIU BBICOKOAKTUBHOE TEUCHHE
3a00€BaHusl C TMOPAKCHUEM >KMU3HEHHO BAXKHBIX OPraHOB U CHCTEM, TaKUX Kak
LIEHTpaJbHAasl HEPBHASI CUCTEMA, MOPAXKEHUE TTOYEK WIIM CUCTEMBI KpoBU. Kak mpaBuiio,
pUTYKCHUMa0 Ha3HAYaJICs B CiIydyasX pePpakTepHOTro K CTAaHAAPTHOW TEparvu TECUEHUS
CKB. Onnako xe y 19 nmereéi puTykcuMal ObUT MHUIIMMPOBAH B MEpBbIE 6 MeC. OT
YCTAHOBJICHMS JUArHO3a B CIIy4asix arpeCCUBHOIO TCUCHUS 3a00JI€BaHUS C TOpaKEHUEM
nouek, [{HC unu cuctembl KpOBU TMPU HAJIUYUU y JETEH TIIFOKOKOPTUKOCTEPOUIHOM
3aBHCHMOCTH, HEBO3MOXKHOCTH cHIDKeHMs 1036l ' KC mo momnepikuBaromieid Ha (oHe
CTaHJapTHOM Tepanuu. B rpymnme aerei, KOTOpbIM aHTU-B-kieTouHas Teparnus Oblia
WHUIMMPOBaHA B TIO3JHUE CPOKU 3a00JieBaHMS, OTMEYallaCh BBICOKAs M CPEIHSIS
CTENeHb AKTUBHOCTU 3a00JI€BaHMS, OJHAKO MPOBOAMMAS CTAHAAPTHAs Tepamus He
MO3BOJISUIA CHU3UTH TIIOKOKOPTUKOCTEPOUIHYIO HArpy3Ky N0 mnojjaepsxkubatorieit (10
mr/cyt. unu 0,2 Mr/kr/cyt.) B Tedenwe | roma m Oosiee ¢ MOMEHTa BepuDHUKAIUU
JIMarHo3a.

Takum oOpa3oM, B HACTOSIIEe BPEMsS BCTA€T BOMPOC O IEIECOOOPA3HOCTH
Ha3HA4YCHUsI PUTYKCMMaba B paHHHE CpPOKHU 3a0oseBanus. OIHUM U3 MPETUKTOPOB
TaKOTO Ha3HAYEHUSI MOXET ObITh BBICOKAs aKTUBHOCThH 3a00JieBaHHUs, B YACTHOCTU C
nopaxkennem mouek wianm I[[HC, korma 3aBenqoMo HM3BECTHO O HEOOXOIUMOCTH
IMPUMEHEHHUSI BBICOKMX J103 TOPMOHaNIbHOM Tepanuu. [IpuMeHeHue putykcumadba B

JAaHHBIX CIIy4dadaX IMO3BOJIMT 6BICTpee CHU3UTH aKTUBHOCTD 32160J'I€B21HI/I$I, npcaoTBpamias
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MOPAKEHUE OPTaHOB M CHUCTEM, a TAKXKE IMO3BOJUT OBICTPEE CHU3UTH TOPMOHATHHYIO
Harpys3Ky.

B OGonee mo3mame cpoku 3abosneBaHus (PYHKIUS TPUMEHEHUS PUTYyKCHMada
paccMaTpuBaeTCs B CIIy4asX HEBO3MOXKHOCTH KOHTPOJISI C TOMOIIBIO CTaHJAPTHOU
Tepanuu, Pa3BUTUA CTEPOUIHON TOKCUYHOCTH TMPU JUIUTEIHHOM BBIHYKJICHHOM
MIPUMEHEHUU TOPMOHAIILHON TEpaIvu.

Pons putykcumaba mpu ero NpUMEHEHUM Ha TpoTskeHuu Oonee 20 neT B

PEBMATOJIOIMHU BCC CIIC OCTACTCA I[I/ICKYT216CJ'IBHOI7L
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BbBIBO/IbI

1. Ycranorneno, uto mHorue aetu ¢ CKB B Poccuiickoit deaeparuu moiayyaroT
M30BITOYHYIO, HEOOOCHOBAHHYIO TJIFOKOKOPTUKOCTEPOUJIHYIO U IIUTOTOKCHYECKYIO
TEparuio: 70% JIUTEIBHO MOJTY4YaroT Teparuo CHUCTEMHBIMHU
TIIOKOKOPTHKOCTEPOUIAMHU, TIPU 3TOM JUIUTEILHOCTh TPUEMA TIIFOKOKOPTUKOCTEPOUIOB
B 4 pa3a mpeBbIIacT pekoMeHayemyro. [lokasaHo, 4To cpeau BO3MOXHBIX (PaKTOpOB,
KOTOpbIE MOIJIM Obl OOBACHUTH JUIMTEIBHOCTh MpUEMa, HU OJUH HE SBISETCS
CTATUCTUYECKH 3HAYMMBIM. Y CTaHOBJICHO, YTO HaszHaueHue nukiopochamuma B 10%
CJIy4aeB sIBJIIETCSI HEOOOCHOBAHHBIM, a KXl TPETUI MAIMEHT MOJIy4aeT ero O0JbIle
PEKOMEHOBAHHOIO CPOKA B 6 MECSIIEB.

2.Y OompHeix ¢ CKB Ha MOMEHT WHHIMAIIMU TEpalmuud PUTYKCUMaOOM
yCTaHOBJIEHAa BBICOKAash aKTUBHOCTH 3aboseBanuss mo mkaie SELENA-SLEDAI c
BBIPQ)KEHHOW MMMYHOJIOTHYECKOM AKTUBHOCTBIO. Y OOJIBIIEH YacTH 3TUX NAlMEHTOB
nmeetcs nopaxenue [{HC (54%), y 40% - nmopakeHue mouyek; Bce MarueHThl MOJTy4atoT
BBICOKYIO 7103y KOPTHUKOCTEPOUAOB - 1 MI/Kr/cyT. B X071€ Tepanuu 0TMEUEHO CHUKEHUE
naaekca aktuBHOCTH SELENA-SLEDAI 1o Hu3KOro, oTmMeyeHa HOpMaIM3aLUs
VMMYHOJIOTUYECKOW AKTUBHOCTH, CHWKEHHE JI03bl TJIIOKOKOPTHUKOCTEPOUNIOB 10
HETOKCUYECKOMU.

3. Ilokazana BbICOKast A(P(HEKTUBHOCTH MHOTOJCTHEH TEpamuu CUCTEMHOM
KpPacHOU BOJYAHKH y JIeTel ¢ mpuMeHeHueM Jeruienuu B-mumdonntos. Jlokazano, 4to
MpUMEHEHUE puUTykcumaba Kaxaple 6-12 MecslleB TMO3BOJSET OTKA3aThCsl OT
IIUTOTOKCHYECKHUX MperapaToB 6e3 yiiepoa 3hPpeKTHBHOCTH U 0€3011aCHOCTH, TTO3BOJISIS
TakuM 00pa3oM YMEHBIIUTh TOKCUYHOCTh Oa3ucHoOM Teparnuu. [IporpamMmuas Tepamus
PUTYKCUMAOOM MO3BOJISIET JOCTHYD O€3TIIFOKOKOPTUKOCTEPOUJIHYIO peMHCCHI0 Yy 25%
MalMeHTOB, HU3KYIO CTETIEHh aKTUBHOCTHU 3a00eBaHus - y 75% MaIMeHToB.

4. YCTaHOBIIGHO, 4YTO Yy TAIIMEHTOB C BOJYAaHOYHBIM HEPPUTOM Teparmus
PUTYKCUMAOOM TI03BOJISIET YJIYYIIUTh IMOKA3aTeIM TMOYEUYHOW (PYHKIIMH, YMEHBIIUTH
CTENEHb MPOTCHUHYPHH.

5. IlokazaHno, 4TO Ha3HAUY€HUE PUTYyKCHMMaba B paHHHUE CPOKU 3a00JIeBaHUS 1O

CPaBHEHUIO C IMO3JHHMM €ro Ha3HAYeHUEM IMO03BOJsIeT yckoputh pemuccuro CKB,
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MHTCHCU(PHUIMPOBATh TEMIIBI CHU)KCHUSA TJIOKOKOPTHUKOCTEPOUIOB, CYIIECTBEHHO
CHU3UTHh TJIIOKOKOPTHUKOCTEPOUIAHYIO HArpy3Ky, COKPAaTHUThb BpeMs JIOCTHUKCHUS
MHHUMAaJIbHOM MOIICPKUBAIOIIEN JO3bI TITIOKOKOPTUKOCTEPOUIOB Ha | ro.

6. [lokazaHo, 4YTO OCHOBHBIMH [PEUMYIIECTBAMU TNPUMEHEHHUS TE€HHO-
WHXEHEepHOW Ouonornueckord Ttepanuun y gereli ¢ CKB 1mo cpaBHeHHIO €O
CTaHAAPTHBIMH  CXEMaMH SBISIIOTCA  CTepoua-cOeperatonuii  3¢dekr, Oomee
uHTeHCcuBHOE CcHIkeHue akTtuBHOCTH CKB mo mkane SELENA-SLEDAI mnpu
UICHTUYHOM Tpoduie 6e30macHOCTH.

7. Pa3paboTaH aaropuT™ MepcoOHU(PUIIMPOBAHHON TEpANNH, BKIIIOUAIOIINN paHee
Ha3HAuYEHHWE pUTYKCHMMalda y TMAaIMEeHTOB C BBICOKOM aKTUBHOCTBHIO 3a00JieBaHMS,
HaJU4YMEM  TJIFOKOKOPTHKOCTEPOMAHOW  3aBUCHUMOCTH,  BBICOKUM  HHAECKCOM
TIIFOKOKOPTUKOCTEPOUIHON TOKCHUYHOCTH, HEBO3MOKHOCTBIO JOCTHKEHUS
MO/JIEPKUBAIOIIEH J103bl MITIOKOKOPTUKOCTEPOUIOB B TEUEHHUE MEPBBIX TPEX MECSIIEB

Tepanuu
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INTPAKTUYECKHUE PEKOMEHJALINUHN

1. BceM mnamueHTaM ¢ CHCTEMHOW KpacHOM BOJIYAHKOM HEOOXOIUM PEryJspHBIM
MOHHUTOPUHT aKTUBHOCTH 3a00JIeBaHUs, BKJIIOYAIOIIMN OLIEHKY aKTUBHOCTU MO IIKaje
SELENA-SLEDAI, WMMyHONIOTHYECKOH  aKTUBHOCTH (ypOBEHb aHTUTET K
neycnupanbHor [IHK, C3, C4 dpakuuu koMIieMeHTa), OlleHKa WHIEKCa MOBPEKICHUS,
MOHHUTOPHUHT TJIMKEMHUHU, apTePUAIbHON TUIEPTEH3UH, JTUIUAHOTO Mpoduis, MHAEKca
Macchl Tena, OLEHKH modeuHo ¢ynkmun, coctosuus [IHC, omenka wunaekca
TOKCUYHOCTH TJIIOKOKOPTUKOCTEPOUAOB, HEXKEIATENbHBIX SBJICHUN MNPOBOJUMOU
Tepanuu.

2. HeoOxomuMo BbIIEJIEHHE TAIMEHTOB C BBICOKOM aKTUBHOCTBIO 3a00JIeBaHMA,
Pa3BUBAIOIIMX BBIPAXKEHHOE OPraHHOE IMIOBPEXKICHHE, HMMEIOLUIUX BBICOKMH PHUCK
Pa3BUTHS TIIIOKOKOPTUKOCTEPOUJAHON TOKCUYHOCTHU ISl PAHHErO NMPUMEHEHUs aHTu-B-
KJIETOYHOM TEpaIuu.

3. PexoMenioBaHa mporpaMmHasi NMEPCOHATM3UPOBAHHAA Teparus PUTYKCUMaOOM C
UHIVUBUYATbHBIM TOJA0OOPOM peXuMa JO3UpPOBaHUS Kaxkiple 6-12 MecsaieB B
3aBUCUMOCTH OT KJIIMHUYECKOM KapTHHbI, aKTUBHOCTH 3a00JI€BaHUs, CTETICHH JCTICHUN
B-numdonutoB, ypoBHss umMMyHorioOynuHoB kiacca IgG, mpodwuns 6e3omacHOCTH ¢
LEJbIO OTKa3a OT HEOMOJIOTUYECKUX 0071€3Hb-MOUDUITUPYIOTITUX
MPOTUBOPEBMATHYECKUX MpenaparoB JUisl  yAEp)KaHUS JUIMTEIbHOM PEMHCCUHU
3a0071€BaHuUsl C MUHUMAJIbHBIMU TOKCUYECKUMU SIBIICHUSMH.

4.V nmnaiuMeHToB C MCXOAHO HEBBICOKOM AaKTUBHOCTBIO 3a00JIeBaHUS TOKAa3aHO
IIPUMEHEHUE aHTU B-KJIETOYHOW Tepanuu NpU Pa3BUTHUH TIIHOKOKOPTHUKOCTEPOUIHOU
TOKCUYHOCTH, Pa3BUTHUU HEXKEIATEIbHBIX SIBJICHHN Teparnud HEOUOJIOTHIECKUMU
IIPOTHUBOPEBMATHYECKUMH TperapaTaMy, HEBO3MOMXHOCTH JOCTHIKEHHS LIEJEBBIX 103
[IFOKOKOPTUKOCTEPOUIHBIX MTPENapaToB B JEKPETUPOBAHHBIE CPOKHU.

5. HeobxonuMo mpoBeleHHE COMYTCTBYIOIIEM Tepamuyd  KO-TPUMOKCA30JIOM Y
MAlMEeHTOB, MOJIYYAIONIUX TEPANUI0 PUTYKCUMAOOM, TUHAMUYECKUN KOHTPOJIb YPOBHS
B-numdouunroB, ypoBHs ummyHornoOynuHa kinacca IgG. Ilokazano mnpoBeneHue

3aMECTUTEIbHOM TCpalinn BHYTPHUBCHHBIM I/IMMYHOFJ'IO6y.HI/IHOM Yy TNanuceHTOB C
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HU3KUMH 3HAYCHUSIMHM WM TpPHU Pa3BUTHM HMHQEKIUOHHBIX COOBITHI, TpeOyommx

NpUMEHEHUS TapeHTepaIbHON aHTHOAKTepUaIbHON TepaIuu.
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CIIACOK COKPAIIEHUI
ACR - Amepukanckas kojurerust peBmarosioro (American College of Rheumatology)
EULAR - MexaynapoaHnas jqura peBMaTtosiornaeckux accouuanuii (European
League of Associations for Rheumatology)
Me - mennana
AJIT - amanunamMuHOTpaHchepasa
AH® - anTuHYyKICaApHBIN hakTOp
ACT - acmapratamuHoTpaHcepasa
AT x IHK - antutena k JIHK
ADC - anTudochonnuaHblii CUHAPOM
AILII - anTHTENA K HUKINYECKOMY HUTPYJUIMHCOAEPIKAILEMY IIENITHTY
BMIIIT - 6ose3Hb-MOAUPUITUPYIOIIUPE TPOTUBOPEBMATHYECKUE MTPENapaThl
BBUI' - BHYyTpUBEHHBII IMMYHOTJI00YJINH
BH - BouanouHbIi HEQpUT
I'BII - reHHO-UHKEHEPHBIA OMOJIOTUYECKUI TIpenapaT
I'KC - raroKoKOpTUKOCTEPOUIBI
JHK - ne30xcupuOOHyKIEHOHOBAsI KUCIIOTa
KT - xenyq04HO-KUIIIEYHBIA TPAKT
HUTT - nHIEKC TOKCUYHOCTH TIIFOKOKOPTUKOCTEPOUIOB
MT - meToTpekcar
[THC - nepudepuyeckas HepBHas cucTeMa
PKMU - panaomMu3upoBaHHbBIE KOHTPOJIUPYEMBIE UCCIEAOBAHUS
PT - purykcumab
CKB - cuctemMHas kpacHas BOJTYaHKa
CKO® - ckopocTh KITyOOUYKOBOM (PHIIBTpAIIAN
CPb - C-peakTuBHBIN O€JIOK
IMHC - nentpanpHasi HEpBHAs CUCTEMA
DD - nuknodochamu

10CKB - roBEeHWIIbHASI CUCTEMHAS KPACHAs BOJTYaHKA
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