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KpunonuprnHaccouynnmpoBaHHbIM Mepuoanv4ecKknin CUHAPOM (cryopirin-associated periodic syndrome, CAPS) oTHocuTcs
K rpynne ayTtoBocnaanTesbHbiX 3ab0ieBaHuil n 06YC/I0B/I€H ayTOCOMHO-AOMMHaHTHbIMW MyTauusmu B reHe NLRPS3.
Peuunansupytowas nuxopajgka, Cbirlb, 1a60paTopHbIE BOCMANTE/bHbIE U3MEHEHUS U [OPAXKEHUS PA3/INYHbIX OPraHoB
SABASAOTCSA TUMNYHbIMK NposiBeHnAMM CAPS. UHrMbutopbl MHTepenKnHa 1, B 4aCTHOCTH npenapar KaHakMHymao, sSiB/siioTCs
COBPEMEHHbIMM NaToOreHeTMYeCKUMM cpeacTBam Tepanun 60sbHbiX ¢ CAPS. B ctatbe npeactaB/ieHbl pe3y/ibTaTbl 1e4eHUs
5 neagnatpuyeckux naymeHToB ¢ CAPS. [pumeHeHne KaHaknHyMaba npuBesio K KyrnupoBaHMIO BCEX OCHOBHbIX CUMITOMOB
3a60/1eBaHUs (MMXopaaKu, BOCNaIUTEbHbIX UBMEHEHUI B KDOBU, TMM@ONPOInGepaLmm, npM3HaKoB Mopa*KeHUs1 0OpraHoB)
M1 HE COMPOBOXasoCcb MNO6OYHbIMN 3PPEKTaMM.

Knr4yeBble cnoBa: ayToBOCNaAUTE/IbHbIE CUHAPOMbI, KPUOMUPUHACCOLMMPOBAHHbINA NePUOANYECKNI CUHAPOM, MHTEPIEN-
KWH 1, MIHTMOUTOPBI, KAHaKUHYMao.

(Ans ynTnpoBanus: Kosnosa A.J1., MepwuH B.C., Bapnamoa T.B., LLep6uHa A.H0. OnbIT AMArHOCTUKK U NeveHns 60JbHbIX
C KpMONUPUHACCOLMMPOBAHHbIM NEPUOAMYECKUM CUHAPOMOM. Borpock! coBpemeHHo neanatpun. 2015; 14 (2): 292-297.
doi: 10.15690/vsp.v14i2.1301)

KpronuprHaccounnpoBaHHbIM NEPUOOANYECKUIN CUHA-
poM (cold-induced autoinflammatory syndrome 1, asso-
ciated periodic syndrome, CAPS—CIAS1) oTHOCUTCS K rpyn-
ne ayTtoBOCNaNUTENbHbIX CUMHAPOMOB, MNpPeAcTaBASOWMX
CO60OM reTeporeHHyo rpynny peaxknx reHeTM4ecKu aetep-
MUHUPOBAHHbIX COCTOSIHWI, XapaKTEPU3YIOLLMXCH MepUo-
[OWYECKMMM 3NU30AaMKU CUCTEMHOIO BOCMANEHUs M MpPo-
ABNSIOWNXCA NUXOPAAKON U NOAUMOPOHON KIMHUYECKOMN
CUMMNTOMATUKON, UMUTUPYIOLLEN PEBMATUYECKYIO, B OTCYT-

B ocHoBe ayToBOCMNanMUTENbHbIX CMHAPOMOB fexat
MONEKYNSAPHO-TeHeTUYECKNEe pAedeKTbl KOMMOHEHTOB
BOCMNaNeHns, NpMBoAsLLMeE, B YAaCTHOCTHU, K HapyLlEeHUIo
B3auMMOAENCTBUSA OENKOB, OTBeYaloWMx 3a Hopmalb-
Hylo paboTy nHdnammacom, B nepsyo ovyepeab NLRP3.
MHPnammacombl npeactaBastoT cobon umTonnasma-
TU4eckne 6GenKoBble KOMMEKChl, pacno3Hakouime
TUMWYHbIE MONEKYNSIPHbIE MapKepbl NaToreHoB, a TaK-
YK€ SHAOrEeHHble «MONEeKynbl ONacHoOCTU», U obecne4yu-

CTBUU aYTOUMMYHHbIX NN UHDEKLMOHHbLIX MPUYKH [1, 2]. Balouwune 3anyCcK MexXxaHU3MOB BPOXAEHHOINo0O MMMYHMWU-
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TeTa, B nepByl odepedb BocnaneHus. NLRP3-uHdnam-
Macoma fBAAeTCA Perynsatopom npoayKuMKM aKTUBHOWM
dopmbl MHTepnenknHa (UJ1) 1, Knwo4eBOoro rnposocna-
nutenbHoro uutokuHa [3, 4]. K passutnio CAPS npuBso-
AT ayTOCOMHO-AOMMHAHTHO-Hacnegyemble MyTauum B
reHe CIAS1, koaupywouwem 6enok KpuonupuH/NLRP3/
PYPAF1, aBnatiowmnca OoCHOBHbIM KomnoHeHToM NLRP3-
MHbaMMacoMbl.

B coctaBe CAPS BbIAeNstOT HECKOJIbKO KIMHUYECKMUX
HO30/10TMIN: ceMenHasn xonoaoBas KpanuBHULA, CUHAPOM
Makna—Bennca v MnageH4eckoe nepuoanyeckoe Mysb-
TUCUCTEMHOE BOCNanuTesbHOEe 3aboseBaHWe, KOoTopble,
no CyTW, NPEeACTaBAAT COOON pPas3nuUyHyl0 KOMOWHaUMIO
M CTeneHb BbIPa)EHHOCTU OCHOBHbIX cumnTomoB CAPS.
MHTEpPEeCHO, YTO OAHU U Te e MyTaluu MOryT NPUBOAUTL
K pasfnyHbIM KIMHWYECKUM cuHapomam [5]. Kpome Toro,
y 30-50% 60/bHbIX C TUMUYHOW KIMHUYECKON KapTUHOM
CAPS meTogamMu TpaaMLMOHHOINO CEKBEHWPOBAHUA Bbid-
BUTb MyTauun CIAS1 He yaaeTcs. Y MHOMMX TakUX 60MbHbIX
Obl/I0 MOKa3aHO HalMyne COMaTUYEeCKUX MyTauuh 3TOro
reHa [6].

CemelHbI X0N0A40BO ayTOBOCNA/IMTE/IbHbIA CUHJA-
pom (familial cold autoinflammatory syndrome, FCAS),
cemMeWHas xonopaoBas KpanuBHuua (familial chronic
urticaria, FCU) aBnqaiotca Hanbonee Nerkum BapuvaHToOM
CAPS, npoTeKatowmM CO 3Ha4YUTENbHbIM CHUXKEHWEM Kaye-
CTBa M3HU, OJHAKO 6€3 NopaxKeHUs BHYTPEHHUX OPraHoB.
CocTosiHMEe xapaKTepusyeTcs NpucTynamMmu Makyno-nany-
Ne3HON UK ypTUKapHon cbinu (puc. 1, A), conpoBoxaato-
uencsa ¢ebpunbHON NMXOpaaKon, HegoMOraHueMm, apTpan-
rMen, Muanruen, pexe — KOHbIOHKTUBUTOM, a TaKKe
BOCMNanuUTeNbHOM NabopaTopHOM aKTUBHOCTbIO. KOXKHble
BbICbINA@HWA MOTYT COMPOBOXAATbCA 3YAOM U 6ONEBLIM
CUHAPOMOM, HabntoaatTcs NpuénnusntTenbHo Yyepesd 1,5 4
nocsne CTUMyna, COXpaHasicb B TedyeHue 5-24 y; Kynupy-
I0TCH CamMONpOn3BOJIbHO. [TpyM 6MONCHUK INEMEHTOB ChIMHK
BbIIBASETCA MacCuMBHasA HenTpoduibHas MHOUAbTPALUS.
Kak cnefyet u3 HasBaHWsA CUHAPOMA, NPOBOLMUPYIOWUMHU
dbaKTopamMu ero pasBuTUSA ABNAIOTCA XONOA, NOBbIWeEHHAs
B/IAYXHOCTb, Pe3Koe MOHUMXKEHWe TemMrepaTypbl OKpyXKato-
Len cpegbl.

CuHgpom Makna-Bennca (Muckle-Wells syndrome,
MWS) npoTeKaeT ¢ peryaspHbIMU (HEPEOKO eXXeaAHEBHbIMM)
annsogamu GebpuibHOM NUXOPaaKKU, CONPOBOXKAAlOWeENCS
Bblpa*KEHHbIM HapyLIEHWEM CaMOYYyBCTBUA, apTpanruen,
cbinbto (puc. 1, B, C), IBNEHUAMN KEPATOKOHBIOHKTUBUTA,
60/1bl0 B XUBOTE, pexe — MUKporematypuen. Y 60/bHbIX
nporpeccupytoT AiMmdageHonaTus, renatocnieHomeranums,
a TaKXKe CHWXXeHWe cnyxa, fABNstolleecs CneacTBUMEM KOX-
neapHoro BocnaneHus. NMOMMMO HapylleHus KadvecTBa
WU3HU, 3aePXKKM pocTa, NPOrHO3 ONpeaenseTcs nopaxke-
HUWEM rna3, HapyleHWeM cnyxa M, B HEKOTOPbIX ClyyasXx,
pa3BUTUEM amMuIonL03a OpPraHoB.

XpoHMYECKOE MNOparKeHwe rnas Hepeako BKAYaeT
B cebs yBeuT, MHOUAbTPaATbl M pPybLbl pady*KKW, MOMyT-
HEeHWe pPOoroBULbl, OTEK 3PUTENbHOrO0 HEpPBA, YTO CO Bpe-
MEHEM MNPUBOAMUT K ero atpoduu. B COBOKynHOCTU Bce
3TU W3MEHEHUS BeAyT K MPOrpeccMBHOMY CHUKEHUIO
3peHns.

Puc. 1. Cbinb, xapaktepHas ans 6onbHbIx ¢ CAPS B nepvoa
o60oCcTpeHus

lpumevaHue. A — cemernHas xonogoBasi KpanuBHuua,
b n B — cuHapom Makna—Bennca.

Puc. 2. I3MeHeHUs KONEeHHbIX CycTaBoB Y 60bHbIX ¢ CAPS

XPOHUYECKUA MIafeHYEeCKUA HEBPOJIOTMY4eCKUn
KOXHO-apTUKYNAPHbIA cuHapom (chronic infantile neu-
rologic, cutaneous, articular syndrome, CINCA; cuHo-
Hum: neonatal/infantile onset multisystem inflam-

matory disease, NOMID/IOMID; mnapeHuyecKoe
nepuvoguMyecKoe CUCTEeMHoOe BocnanauTesbHoe 3a60-
neBaHue) aBnseTcsa Haubonee Taxenon dopmon CAPS.
KnnMHuyeckasa KapTuHa XapaKTepu3yeTcsa nuMxopagKomn
C MOCTOSIHHOM BbICOKOWM /labopaTOpHOM BOCHanUTENIbHOM
aKTUBHOCTbIO, YPTUKAPHbIMU BbICbIMAaHUAMKU, NPOrpeccu-
pylOWMM NopaxeHuem rnas, a TakKe TUMUYHbIM Nnopaxe-
HUEM CyCTaBOB W HEPBHOW cucTembl. [TopaxeHus cycTa-
BOB pPas/iMyHbl NO CTEMNeHW: OT TPaH3UTOPHOro OTeKa,
He OCTaBNAOLWEr0 HUKAKNX NOCAEACTBUI B MEPUOS MeXAy
Kpu3amu, A0 M3ObITOYHOro pocTa Xxpswa, npu 6uoncuu
KOTOPOro o6HapyxuBaeTca [e30praHusauus XpsweBown
TKaHW Npu OTCYTCTBUU KNETOK BocnaneHus. Bce aTu name-
HEHUA MNPUBOAAT K MaccuBHoW aedopmalnu CycTaBOB
W BblpaXXe€HHOW WHBanuausauun (puc. 2). lMoparkeHue
Xpsilla NpPMBOAMUT K XapaKTEPHOMY /MLEBOMY AMCMOp-
$Gn3My — BblJatounecs nobHole Oyrpbl U ceanoBuaHas
nepeHocuua (puc. 3).

lMopa)keHne ueHTpanbHOM HepBHOW cuctembl (LLHC)
npoTeKkaeT No TUMY acenTU4eCcKoro MeHWHruta (C cooT-

N
f=li

=z
~
<
~i
=
(@]
=
S~
Lo
i
o
N
~
=
=
=
<
=
(=3
w
| ==
=
=]
X
I
w
=
w
o
1]
o
o
=
Q
=]
o
c
o
m



KpaTtKue cooGLieHus

Puc. 3. TunuyHbIM nuueBon aucmopduam y 6osbHbIx ¢ CAPS
(cuHapom Makna—Bennca)

BETCTBYIOLLMMMN U3MEHEHUSAMWU JIMKBOPA) C MOBbILEHUEM
BHYTPUYEPENHOro [JaB/ieHUd, 4TO CO BPEMEHEM MNpPUBO-
OUT K pasBuTuUio ruapouedanum, uepedbpanbHoOn atpodum,
NOSIB/IEHMIO TFONOBHOW 60U, CYAOPOXKHOIO CUHAPOMA,
3a[EPKKN MCUXMYECKOro pPa3BUTUS Pas3UYyHOM CTeneHu
BbIPaXXEHHOCTH (puc. 4).

[ns aton rpynnbl 60bHbIX HAMBGOEEe XxapaKTePHO paH-
Hee pas3BUTME amMUNOMA03a BHYTPEHHUX OpraHoB, B Mep-
BYIO o4epe/b NoYeK, ¢ Nocaeayoumm pa3BuTnem nporpec-
cupytoLwen noaMopraHHonM HegocTatovHOCTH [7].

3a BpeMs nadydyeHuss CAPS B neyeHnn 60bHbIX UCNOMb-
30Banu npenapatbl pasnuyHblX rpynn — HECTEPOUAHbIE
npoTusoBocnanuTenbHble cpeactsa (HMBC), KonxuuwuH,
TMIOKOKOPTUKOUAbI, LIUTOCTATUKKU, UHIMOUTOPBLI daKTopa
HeKpo3a onyxonin. OgHako addEKTUBHOCTbL Tepanuun Gbina
HeygoBneTBoputenbHon. 3a nocnegHue 10 net paspabo-
TaHO HECKOJIbKO NIEKAPCTBEHHbIX CPELCTB, UHTMOUPYIOLWMX
M 1 [8], xopowo 3apeKoMeHAoBaBLlWKUX cebs B fede-

Ta6auua 1. KnMHuKo-gemorpaduyeckas xapakTepucTuka nawumeHTos

Puc. 4. MarH1THO-pe3oHaHCHas ToMmorpadus rofoBHOro Mo3ra
y aeten ¢ CAPS (cuHapom Makna—Bennca)

lpumedaHue. A — o4aroBble UBMEHEHNS B CYOKOPTUKANbHbIX
oTaenax nobHbix gonen, b — MPT-npu3Haku HapyXHowm
rmagpouedanuu, B u I — MPT-npn3Haku BHYTPEHHEN
rmapouedanuu.

HWU ayTOBOCMANIUTENbHbIX CUHAPOMOB, B NEPBYIO o4yepeab
CAPS [9-11].

KaHnaknHyma6 (Mnapuc, Novartis Pharma, LUBenua-
pusa) — eAUHCTBEHHbIN NpenapaT U3 rpynnbl UHTIMOUTOPOB
W 1, 3apernctpupoBaHHbIin B Poccuinckon denepatmm. OH
npeacraBaser co6om NOMHOCTbIO YeOBEYECKOe MOHOKIO-
HanbHoe aHTUTeno IgG, k-n3otuna K U1 1B, ceasbiBaHue
C KOTOPbIM NpejoTBpaLlaeT ero B3aMMo4ENCTBUE C peLen-
TOpaMu U 3HaYUTENbHO cHUXKaeT UJT 1B-nHAyLMpOBaHHY0
npoayKuMio meanaTopoB BocnaneHus [12]. HecmoTtps
Ha TO, 4YTo Tepanusa uHrnéutopamu WMJ1 1 HasHavaeTca
NOXW3HEHHO, NpenapaTbl 3TOM rpynnbl (B NEpBYK oye-
pelb, KaHaKMHyMab) 3apeKoMeHA0Bann cebs Kak BbICOKO-
abdeKTUBHbIE cpeacTBa Ans fevyeHuns 6onbHbix ¢ CAPS,
No3BONSAIOWME NMPESOTBPATUTL Pa3BUTUE KUIHEYTPOXKaLo-
LWMX OCNOXKHEHWN M ob6ecnevynTb 60JIbHbIM YAOBNETBOPHU-
TeNbHOE Ka4yeCTBO XU3HMU.

[Mog Hawum HabnwaeHMeM Haxoaunnucb 8 aeten ¢
CAPS, 5 13 KoTopbix (4 AeBo4YKkM, 1 Manb4yuMK) B BO3pac-
Te oT 1 roga 10 mec Ao 12 net 7 mec nonayyanu tepanuto
KaHakKuHyMaboMm. [AnuTenbHOCTb 60Ne3HU A0 Ha3HayeHus
KaHakuMHymaba cocTtaBuna ot 1 roga 4 mec go 12 net
3 ™mec. AunarHo3 CAPS 6bin1 yCTaHOBNEH Ha OCHOBaHWU

¢.598G>A (Val200Met) 6 mec 1 roa 10 mec
¢.2582A>G(Tyr861Cys) 4 mec 12 net 7 mec
c.403+7G>A 7 net 8 net 4 mec
¢.1575C>A(Phe525Leu) MNepBble AHU }U3HK 4 ropa 9 mec
He BbiaBneHa 5 net 7mec 7 net 2 mec

lpumevaHue. * — MyTaL MK 3anucaHbl B COOTBETCTBUM C Bepcuen reHoma GRCh38.p2.




XapaKTEPHOW KIWMHWKO-TabopaToOpHOM KapTuHbI, B 4 chy-
Yyasix OH OblN NOATBEPXKAEH MONEKYNAPHO-FrEHETUYECKUMMU
MeTodamu (Tabn. 1).

Bcem 607bHbIM NPOBOAMNOCL CTaHAapTHoe obcne-
[OBaHWe, BK/OYaBLIEE KIMHUYECKUI aHanin3 KpPOBU C
noAc4yeToM JNenKouuTapHon GopMynbl, onpeaeneHuem
CcKopocTh ocepaHua aputpouunToB (CO3J), a Takke onpe-
aeneHne OUMOXMMMUYECKUX MOKalaTenenm KPOBW, KOHLEH-
Tpauun C-peaktuBHOro 6enka (CPB), ypoBHA MMMYHOr0-
6ynuHoB A, M, G B CbIBOPOTKE KpoBW. [Ins onpegeneHus
TSXECTM TEYEHUS KpUonupuHonaTtum, nogéopa TepanesTm-
YeCKOM [103bl U OLUEHKN 3PPEKTUBHOCTU Tepanuu y nauyu-
eHTOB ¢ nopaxeHnem LIHC npoBoaunacb niomb6anbHas
NYHKUKUSA C NOCNeaylowmnmM onpeaeneHmemM LUMToNorM4yecKo-
ro coctaBa NMKBopa. [eTamM ¢ NOAO3PEHMEM Ha aMUIIOU-
[103 npoBoaunacb GuM6poracTpoayofeHOCKONnusa ¢ 6Uoncu-
€V aHTpaNbHOro OTAena enyaka, ABeHaauaTunepcTHOM
KWULWKK C NOCNeayoWwmM rmcToN0rMY4eCcKUM ncenefoBaHuem
MaTepuana Cc OKpacKOM KOHropoT. Bcem aetam npoBoau-
nacb ayauomeTpust U KoHcynbtauns JIOP-Bpaya, KOHCY/b-
Tauus odtanbmosiora ¢ OCMOTPOM MPU NOMOLK LLLEeNeBOM
namnbl, KOHCy/NbTauus Bpava-HeBposiora, a Takxke MPT
roN0BHOIO MoO3ra.

Ha MOMeHT Hayana Tepanuu y BCeX NaLneHTOB OTMe-
Yanucb runeptTepmMus, NATHUCTO-Nanynes3Hble BbiCbiNaHms
(y 4 peten), numdbapeHonatma (y 4), renato- u/uam cnne-
Homeranusa (y 4), apTpuT/apTtpanrua (y 2), aptepuanbHas
runepteHsund (y 2), ronosHble 60aun (y 3). Y Bcex aeTen
6blIM BbISAB/IEHbI TUMWYHbIE YepTbl nvuUa (MMUEBOW aAUC-
MopdU3M), xapaKTepHble anga 60nbHbIX ¢ CAPS. Bce petn
BblpaXK€HHO OTCTaBasn OT CBOMX CBEPCTHUKOB MO aHTPO-
NOMETPUYECKMM MOKa3aTensm: Tpoe AeTer Umenu nato-
NIOTMYECKN HU3Koe du3nyeckoe pasBuTUEe (NapameTpbl
Beca W pocTa MO AaHHbIM LEeHTUIbHOW Tabnuubl 6bin
HKe 3%, 1-n Kopuaop), 2 OeTten — HU3Koe dusnye-
cKoe passutme (3—10%, 2-n Kopuaop). Y ogHOro naumeH-
Ta B pe3ynbraTe ANUTENbHOrO0 CUCTEMHOIO MPUMEHEHUS
ropMOHanbHOro npenaparta (NPeaHW30/10H) pa3Bunach
NleKkapcTBeHHas KaTtapakTta o6oux rnas. [lo pesynbratam
odpTanbMoNorn4eckoro o6cnesoBaHusa y Hero 6bl10 BbiSB-
NIEHO yBENMYEHME TONLMHbI XpyCTasnKa U 3HaYuTenbHoe
CHUXEHWEe [ANWHbI nepefHe3afHero pasmepa rnasHo-
ro s16710Ka, 4TO0 CBMAETENbCTBOBaNO 06 OTCTaBaHWW B
pasBUTUM.

Ta6nuua 2. JTaGopaTopHble NoKasaTenu akTMBHOCTU 3a60/1IeBaHUs
y naumeHToB ¢ CAPS o Havana Tepanvm KaHakMHymabom

Mokasartenb 3HauveHue (n = 5)
TpomGoumTbl, X102 /n 454 + 107
CO3, MM/Y 77 £52
CPB, mr/n 52,2+19,0
18G, r/n 17,2+ 3,3
LinTo3 B nMKBOpE, mm3 74 +13

HenpoceHcopHasa TyroyxocTb Oblla BbiiBAeHa Yy
2 peten, odpTanbmosiorMyeckas naTonornsa (OTek AucKa
3pUTENbHOro HepBa, KaTapakTta) — y 3, MPT-npu3Haku
rnopa*KeHus BellecTBa rofoBHoro mo3ra — y 3. Y 3 geten
o6Hapy)eH naeounTo3 B NKKBope (y 2 — ¢ MPT-
NPU3HaKaMKn NOParKeHMa roloBHOro Mo3ara). B KnanHuye-
CKOM aHanu3e KpoBW y Bcex O6O0JibHbIX OTMeYascs TPOM-
60uMTO3, NoBbileHne COJ, KoHueHTpauuu CPB. Y Bcex
naumMeHToB oOO6GHapyXeHa runeprammarnobynMHemMums
(Tabn. 2).

Taknm 06pa3om, Ha MOMEHT Havana naTtoreHeTU4YeCKon
Tepanuu KaHakKnMHymaboM y BCEX MaLMEHTOB 3aperncrpu-
pOBaHbl TAXeE/Nble CUCTEMHbIE MPOSABNEHUA 3ab0neBaHus
¢ nopaxeHuvem LIHC, a Tak)e BbiCOKME NnabopaTopHble
rnoKasaTe/in aKTUBHOCTM 3aboneBaHns U MPorpeccupyto-
wast UHBanMam3aLus.

[o BepudurKaLunmn guarHo3a nauuneHTol noay4anm UMMy-
HOCynpeccuBHyto Tepanuio (Tabn. 3). B cBA3M Cc Hanu-
YMEM TSAXKENbIX CUCTEMHbIX MPOSBAEHWM Yy GOMbLIMHCTBA
neten B ae6iote 3aboneBaHnsa O6bl1 HA3HAYEH NPeaHU30-
JIOH, TpOoe OeTen paHee nofy4yanu Tepanuio 610KaTopom
U 6 Toumnusymabom. Bce petu perynsipHoO neyvymauchb
HMBC. 3¢pdeKTMBHOCTL NpeaLlecTBytolen Tepanum 6bina
KpanHe HU3KOW.

B Hayane nevyeHus ctaptoBas [03a KaHaKuMHymaba
cocTaBnsifia 2 Mr/Kr nOAKOXHO Kaxkable 8 Hefd. Mpu oTcyT-
CTBMM 0BOCTPEHNIN, CUCTEMHbIX NPOSIBEHUN 6OIE3HU A03a
W peXnM BBeAEeHWUS coxpaHsanuchk. MNMpu HenonHon adpdek-
TUBHOCTHK CTapTOBOM 403bl MPOBOANUIIOCH YBEIUYEHWE [03bI
[0 4 Mr/Kr Cc COXpaHEHMEM MpeXHero pexuma BBefje-
HMsA. B mocneayouwem npu coxpaHeHun KMHUKo-nabopa-
TOPHbIX MPU3HAKOB aKTUBHOIo 3aboneBaHns, NoparkKeHus
LUHC npoBoaunocb COKpalleHMe WHTepBanoOB BBeAEHUS

Ta6nuua 3. XapakTepucTvKa NpeawecTBytolLen Tepanum y 601bHbIx ¢ CAPS

Yucno peten (n = 5)
Mpenapart
UcxopHoO Yepes 1 mec Yepes 6 vec
HMNBC 5 0 0
MNpeaHn3010H 4 2 0
Tounnnzymab 3 0 0
MeToTpeKkcat 3 0 0
KonxuuuH 1 0 0
LinknocnopmH A 1 0 0
OTaHepuent 1 0 0
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KpaTtKkue cooGLieHus

Puc. 5. InHamuKa cbinu y 6onbHon CAPS Ha doHe neveHuns
KaHaKnHymabom

A

lNpumevaHne. A — [o Havyana nevyeHusi, b — nocne nepsow
WHBEKLUMM NpenapaTa.

Puc. 6. JHamuKa KIIMHUYECKUX U TaBOPaTOPHbIX NPOSIBIEHNI
y 60nbHbIX CAPS Ha doHe neyeHns KaHakMHymabom

5 —_
4 -
3 -
2 -
N H
0 + T T
McxopHo 1 mec 6 mec 12 mec
W /vxopaska B Aptput

Il TonoeHas 6osb
[J UuTo3s B nIvkBOpE

3 Cbinb
B lumdaneHonatus

Puc. 7. U3MeHeHUs ceT4aTKu, TUNUYHbIE ANs 6ONbHBIX C TAXKENbIMU
dopmamu CAPS

lNpumevaHmne. A — o Havyana nevyeHusi, b — Ha doHe Tepanuum
KaHaKWHymabom.

Puc. 8. InHaMnKa KoHUeHTpaunu C-peakTuBHoOro 6enka Ha GoHe
NEeYEHUst KaHaKMHYMaboMm y NaLMeHTOB ¢ CUHAPOMOM Makna—
Bennca

[0 4 Hep. B utore 2 nauneHTa nonyyanu neyeHne KaHaku-
HyMaboM B f03e 4 Mr/Kr Kaxable 4 Hepn, 2 nauueHta —
B A03e 4 Mr/Kr Kaxable 8 Hea n 1 nauMeHT — B Ao3e
2 MI/Kr Kaxable 8 Hef.

ODPEKTMBHOCTb Nle4eHnsa aHanuaupoBanu yepes 1 u
6 Mec y 5 nauneHToB, Yyepe3 12 mec — y 4. YCTaHOBIEHO,
4YTO Tepanus KaHakKuMHymaboM ob6ecrneyunnia BblparKEHHYHo
NOJIOXKUTENBHYIO AMHAMUKY CO CTOPOHbI CUCTEMHBIX MpPO-
ABNEHUN, KIMHUYECKUX M nabopaTopHbIX NoKasaTtenen
aKTUBHOCTM 3abofieBaHUd. Y)Ke nocre nepBoro BBeje-
HMA npenapata nogbeMbl TemMMepaTtypbl Tena npexkpaTtu-
IMCb Yy BCeX GOMbHbIX, Y OAHOMO MalMeHTa COXpPaHSaIUCh
nepuoanyeckne cyédebpuiibHblie NogbeMbl TemnepaTypbl,
HO nocne yBelu4yeHUs JO3bl OHW nepecTanu 6ecrnoKouTb.
BbicbiMaHWs Ha KOXe MUCYe3NM TaKKe y BCex O60/bHbIX
(puc. B). lIumbageHonaTsa 1 NoparkeHue CycTaBoB coxpa-
HANMUCb Y OAHOro 60/bHOro. Yepes 1 Mec nocne MHbeKumm
KaHaKuMHyMaba ronoBHas 60/b npojosKana 6eCnoKouTb
2 aeTen, HO 3HaYUTENbHO YMEHbLLIMNACh MHTEHCUBHOCTb €€
nposiBfeHus (puc. 6). Hepes 6 mec NeYyeHns 3Ha4YUTENbHO
ynydlwmnacb KapTuHa rnasHoro gHa y 60/bHbIX C Nopake-
HWem rnas (puc. 7).

Tepanua KaHakMHYMaboM TakXe nosausna Ha nabopa-
TOPHbIE MOKa3aTenn akTMBHOCTU 6one3Hnd. Hepes 6 mec
Nle4eHns oTMeyeHa Hopmanm3sauunsa 3HadveHun CO3, CPE,
a TaKXXe HopManun3auus LUTONOMMYeCcKoro coctaBa CruH-
HOMO3roBoMn uakoctn (puc. 8-10). B uenom, aHanus
3DDEKTUBHOCTU Tepanuu KaHakMHymaboMm MoKaszan, 4To
K 6-My MeC nevyeHus BCe AETM HaxOAWIUCb B COCTOSIHUM
KJIMHWUKO-NabopaToOpHOM PEMUCCHUM, YTO MO3BOJSIUIIO NPOBeE-
CTW MOCTENEHHYIO OTMEHY OpanbHOM FMIOKOKOPTUKOWAHOM
M BCEN U3Ha4vyalbHOM MMMYHOCYNpeccuBHON Tepanuun. Bce
nauMeHTbl B HacTosilee BPEMS HaxoAsaTCd Ha MoOHoTepa-
MUK KaHaKMHymabom (cMm. Tabn. 3).

Ctabunmsdaums COCTOSHMSA MNaLMeHTa C KaTapaKToM
rna3 Ha ¢oHe TepanuuM KaHakMHymabom no3BosuIa Npo-
BECTU onepaTuBHOE nevyeHne 3aboneBaHms. MauneHT Obin
npoonepupoBaH Ha ob6a rnasa mMetoaom GaKO3IMyNbCU-
duKaumm ¢ UMnNIaHTaunmen MArkom MHTPaAOKYNAPHOM INH-
3bl. PacyeT onNTMYECKOM CUJIbl MCKYCCTBEHHOIO XpyCcTanu-
Ka C y4eTOM WMHAMBMAyaNbHbIX OCOOEHHOCTEWM MauMeHTa
NO3BOIN AOCTUYb MOSIHOIO BOCCTAHOBNEHUS 3PUTENBHbIX
DYHKUNNA.

Puc. 9. [InHamMnKa 3Ha4eHW CKOPOCTU 0CeAaHUst 3pUTPOLMUTOB
Ha hOHEe NeYeHns KaHakMHYMaboM Yy NaLUeHTOB C CUHAPOMOM
Makna—-Bennca

80
70
60
50
40 +
30
20
10 +
0+
-10

CPB, mr/n

T T
McxoaHo 1 mec 6 mec 12 mec

140
120
§1oo-
$ 80
@ 60
8 60
40

20

o T T T 1
McxoaHo 1 mec 6 mec 12 mec




Y HabnwogaeMblx HaMu 60/bHbIX Tepanus KaHaKWHy-
MaboMm He COnpoBOXAaNacb Pas3BUTUEM HexenaTebHblX
ABNEHWUN, HWU Y OAHOrO M3 60MIbHbIX HE OTMEYEHO peaKLuu
Ha BBeAeHuWe npenapara.

3AK/IIOYMEHUE

Mo paHHbIM nuTepaTypbl M pe3dynbTaTaM roAoBO-
ro HabnwgeHus 3a natbio 60nbHbIMM ¢ CAPS, Tepanus
60/IbHbIX C KPUOMUPUHACCOLMUPOBAHHLIMKU Nepuoanye-
CKUMU CUHAPOMaMu UHIMBUTOpoM WNJ1 1 KaHaKMHymabom
anseTcsa abPekTMBHOM M 6e3onacHou. peacraBnsercs
Ba)XHbIM MNpoBeAeHWe AOMONHUTENbHbIX KIMHUYECKUX
uccnegoBaHuM y geten ¢ Haubonee Taxenom Gopmon
CAPS — cuHapomom NOMID, KoTopbi A0 HaCTOSLWEro
BPEMEHU HE BKJOYEH B OA06PEHHbIE MOKa3aHUs K Npu-
MEHEHMI0 KaHaKnHymaba.

KOH®JIMKT UHTEPECOB

Puc. 10. JuHamu1Ka LiMT03a B CMIMHHOMO3rOBOM KMAKOCTK Ha hoHe
NeyeHus KaHakMHyMaboMm y NaLMeHToB ¢ CMHAPOMOM Makna—
Bennca

100
90
80
70
60
50
40
30
20
10

LUuTtos, mm3

T T
McxopHo 1 mec 6 mec 12 mec

ABTOPbI JaHHOK CTaTby NOATBEPANIN OTCYTCTBME KOHPIMKTA MHTEPECOB, O KOTOPOM HE06X0AMMO COOBLLUTD.
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