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KpunonupuH-accoummpoBaHHbie nepunoandeckue cuHapomsl (CAPS) npeactaBasitoT cob60k pasinyHble KIMHUYECKME Bapu-
aHTbl Te4eHUs 3a60/1eBaHUsI CO CTEMEHbK BbIPAXKEHHOCTU KIIMHMYECKOM KapTUHbI OT Jerkon go tsxenon (FCAS, MWS,
NOMID/CINCA). OHn obycnoBneHbl myTaumsamu reHa NLRP3, koaupymouero KpuonupuH. Mytaumm B reHe KpuonupuHa
Y YesloBeKa MpUBOAAT K Ype3MepHOH 1 6o/iee ObICTPON BbipaboTKe HTepaelKknHa 13. KayeBas posib KpUonupuHa B mMac-
CUBHOW CEKpeLnn aKTUBHOM OPMbI MHTep/IelKnHa 13 HaBesla Ha MbIC/Ib O MPUMEHEHUN Teparunu, HarnpasieHHONW NpPoT1B

3TOro UMTOKNHaA.

KntoyeBble c/ioBa: KpUonupuH-accounmpoBaHHbIe NepuogndecKre cuHapomsl, Mytaumus reHa NLRP3, uHTepaenkmuH 13.

(Bonpockl coBpemeHHow neguatpmnn. 2013; 12 (1): 57-62)

BBE[AEHUE

CeMelHbIM X0N010BOM ayTOBOCMANUTENbHbIA CUHAPOM
(FCAS, MIM 120100), cuHapom Makna—Yansca (MWS; MIM
191900) 1 XpPOHUYECKUI MNaAEHYECKUI HEBPOJSIOrMYECKUI
KOXHO-apTUKyNapHbIi cuHapoMm (CINCA, unu mnageH4yeckoe
My/nbTUCUCTEMHOE BocnanutenbHoe 3abonesaHmne, NOMID;
MIM 607115) npeactaBnsioT CO60M KNMHUYECKUE BapuaH-
Tbl 3a60/1€BaHMS, 06ycnoBNeHHble MyTauuamu reHa NLRP3,
Koaupylowero KpuonupuH [1—-4]. OHM 0O6beaMHEHbI Tep-
MWHOM «KPUOMUPUH-aCcCOLMMPOBAHHbIE Nepuoanyeckune
cuHapoMmbl» (CAPS). 3TU HapylLleHWs BKIOYaloT Paj COCTOS-
HUIM C pas3nnyHOM CTEMEHbIO BblParKEHHOCTU — OT SIerkow
[10 TAXeNOoMn.

FCAS, TaKe Ha3blBaeMbll cemenHas Xxo0noaoBas
KpanuBHULUA, cemenHas noanmopdHas XonogoBas CbiMb
W XxonojoBasi TUMNEpPYYBCTBUTENbHOCTb, Obll BNepBble
onucaH B 1940 r. KaK peaKoe ayTOCOMHO-AOMWHaHTHOEe
3abofieBaHMe C MNepemeralolmnmmuca anu3onamu Cbinu,
NMxopagKu, 60/19MKU B cycTaBax, CpoBOLMPOBaHHbIMU BO3-
fencteuem xonoga [3].

MWS 6bin 3apernctpuposaH B 1962 r. B 6puTaHCKOM
CeMbe C PeLMaMBUPYIOLLMMK C LeTCTBa 3MU304amMu Chbinu
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no TWMY KpanuBHWLbI, TMXOPaAKK, 03HO6a, HEAOMOraHUs
1 607N B KOHEYHOCTAX M OTCPOYEHHbIM Pa3BUTUEM HENPO-
CEHCOPHOM TYroyxocTu 1 amunongosa [4].

B 1981 r. Prieur n Griscelli onucanu cny4yan Tpex
He HaxoAasiWMXcs B POACTBE AETEN, Y KOTOPbIX C POXKAEHMS
OTMeYasiCqd CUHAPOM, XapaKTepU3YIOWMNCA MOCTOSAHHOWM
KOXXHOWM CbINblO, MXOPaAKon, numdaaeHonaTmen, Taxe-
NIbIMW  HapPYLIEHUSAIMW CO CTOPOHbI LIEHTPasbHOW HepB-
HOM CUCTEMbI (YMCTBEHHAas OTCTaNoCTb, HEMPOCEHCOPHas
TYrOyXOCTb U XPOHUYECKMIA aCenTUYECKUN MEHUHTUT), XPO-
HMYECKOW apTponaTMen, xapaKTepPHbIMW 4YepTamu Nuua
M ancmopduyeckumm npusdHakamu [5]. OHM Ha3Baau
3TO COCTOSIHME XPOHWYECKMM MJadeHYECKMM HEBPOSIO-
TMYECKMM KOXXHO-apTUKYNspHbIM cuHapomom (CINCA;
MIM 607115), B TO BpeMsa Kak aMepPUKaHCKWEe aBTOpPbI
Ha3BaNM TaKyl e rpynny CMMNTOMOB MJaJeHYECKUM
MYNbTUCUCTEMHBLIM BOCMNaNUTENbHbIM 3a60/ieBaHWEM
(NOMID).

B 2001 r. 6bin MAEHTUPULMPOBAH TEH, OTBETCTBEH-
Hbl 3a pa3BUTME 3TUX [ABYX 3a00NEBaHUM,— FeH XO0No-
[0BOro ayroBocnanutenbHoro cuHgpoma 1 (cold-induced
autoinflammatory syndrome 1, CIAS1); Koaupyembln UM
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Cryopyrin associated periodic syndrome

Cryopyrin associated periodic syndrome (CAPS) can be represented by various clinical variants of disease course with different severity
of clinical manifestations — from mild to severe (FCAS, MWS, NOMID/CINCA). They are caused by mutations of NLRP3 gene, encoding
cryopyrin. Mutations of cryopyrin gene in humans lead to excessive and accelerated production of interleukin 13. The key role of
cryopyrin in massive secretion of active form of interleukin 1 suggested the possibility of treatment aimed against this cytokine.

Key words: cryopyrin associated periodic syndromes, NLRP3 gene mutation, interleukin 13.

(Voprosy sovremennoi pediatrii — Current Pediatrics. 2013; 12 (1): 57-62)
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6enok — KpuonupuH [1]. MyTauumn 3TOro reHa, KOTOPbIN
cenyac HasbiBatloT NLRP3 (NOD-nogo6Hbi peuentop 3),
o6HapyxmBatoT y 60—70% naumMeHToB C YETKUM GEHOTMMOM
CAPS. UHTepecHOo, 4TOo Bbila yCTaHOB/IEHA BbICOKas pacnpo-
CTPaHEeHHOCTb coMaTuyeckoro mosanumnama NLRP3 y nauum-
eHTOoB ¢ CINCA, y KOTOpbIX OTCYTCTBOBa/IN NMEPBUYHbIE (germ-
line) myTaumm Toro e rexa [6].

MATOrFEHE3

KpuonupuH — 6enok cemenctea NOD-nogo6HbIX peLen-
TopoB (NLR). B npucytctBun psiga cTUMynupylowmnx dak-
TOPOB KPWOMUPUH 06pasyeT OIUroMepbl U CBA3bIBAETCSH
c agantepHblM 6enkomM ASC (perynatopHbiv 60K, anonTos-
accounmpoBaHHbIv 1 cogeprawm CARD-gomeH). 3T1a cBA3b
HenocpeacTBEHHO aKTUBUPYET 2 MOEKY/bl Kacnasbl 1, KOoTo-
pble, B CBOI O4epefb, NMpeBpallatoT NPOUHTEPIENKUH 13
(npo-UJT 1B) B 3penyto aKTMBHYIO GOPMY C MONEKYIAPHOM
Maccon 17 kda. MynbTUNPOTEUMHOBLIV LIMTONNa3MaTU4eCKum
KOMMJIEKC, KOTOPbIM KOHTPONUPYET AaHHbIM Nnpouecc, Ha3bl-
BaeTca uHGnammacoma (puc. 1) [7].

B omnuyme ot 6onblUIMHCTBA LMTOKMHOB Yy UJT 13 oTcyT-
CTBYET CEKPETOPHbIN CUrHANbHbLIA NENTU, U OH BblaenseTcs
MOHOLMTaAMM MO HEeKNacCM4yeCcKoMy MnyTu. AKTUBMPOBAHHbIN
KPUOMUPUH UHAYLMPYET BbICBOOOXKAEHME aKTUBHOM GOPMbI
NN 1B B 2 atana. CHavyana nuraHgbl Toll-nogo6HbIX peven-
TopoB (TLR), Takve KaKk nunononucaxapug, CTUMYIUPYIOT
3KCMPECCHUIO FeHa M CUHTE3 HEeaKTMBHOIo NpeawecTBEHHU-
Ka U1 1 — npo-WJ1 1B) (cm. puc. 1A). BTopbiMm CTUMY/IOM

ABNSETCH MOAyNAUMa pefoKc-ctatyca (cm. puc. 1Bb) [8] unu
9K30reHHbIM aieHo3nHTprudocdar (cm. puc. 1B).

MyTaumMmM B reHe KpUOMUpUHa Yy YenoBeKa COMpoBO-
WoalTcs NpuobpeTeHMeM UM HOBOW GYHKLMKM, KOTOopas
NPMBOAUT K 4Ype3MepHOn n 6onee ObICTPON BbipaboTKe
W1 13 pake B OTCYTCTBMM BTOPOrO CUrHasna, Takoro Kak
BHEKJIETOYHbIN aieHo3uHTpudocdaT [7, 9]. bonee 6bicTpoe
NPOM3BOACTBO U ceKkpeuma U1 13 B moHoumuTax npu CAPS
CBSsi3aHbl C M3ObITOYHOM aKTMBaLMEN pedoKc-cTaTyca npu
6a30BbIX YCNOBUAX U BTOPUYHbIM, 60iee ObICTPbIM, aHTU-
OKCMAaHTHbIM oTBeTOoM [10].

K/IMHUYECKAS KAPTUHA

FCAS xapaKTepuayeTcs YpTUKapHOW CbiMblo U KPaTKUMMU
3NM304aMKn NNMXopagKK (06blMHO MeHee 24 4), Bbl3BaHHbI-
MW BO3AENCTBMEM X0/04a. YacTbiMM CMMMOTOMaMWU TaKke
SBASIOTCA apTpanrns U KOHbIOHKTUBMUT. [pyrne npuaHaku,
BO3HMKalLWMe nocne BO3AENCTBMA XoNnoaa, — 06ubHOE
NOTOOTAENEHME, COHMBOCTb, FOIOBHAs 60/b, CUbHANA XKaXK-
Oa v TowHoTa [11].

CuHapom MaKna-Yanbca xapaKTrepuayeTcs peunamBu-
PYIOLWMMK 3NU30AaMWU KpPanmMBHHULbI U TUXOPaLKKM, KOTopble
MOryT pa3BuBaTbCs B paHHeM AeTcTee. KoxKHas Cbinb TaKKe
MOXET COMPOBOXAATbCSA KOHBIOHKTUBUTOM, apTpanruen nim
apTputoM (puc. 2). KnnHu4yeckne cuUMnTOMbl 0Obl4HO 0O6Y-
CNOBJIEHbI HE TONIbKO BO3AENCTBMEM X0N104a. KoHLEeHTpauus
6enkoB ocTpon dasbl BOCNaseHUs Bo3pacTaeT BO BpeMms
3MNM3040B IMXOPAAKMK U MOXKET OCTaBaTbCA HECKO/bKO MOBbI-

Puc. 1. Ponb KpronupuHa (NLRP3) B akTuBaLMK nHdGNamMmmacoMbl ¥ MHAYKLMK CeKpeunn HTepnenkmnHa 1. Jinranabl Toll-nogo6HbIX
PeLLenToOpOB, TakKMe KaK Nunononncaxapua, SBASIOTCA NEPBbIM CUIHANOM K Hayany SKCNPECCUMU reHa 1 CUHTE3a HEaKTUBHOIO
npeawecTtseHHuka U1 13 — npo-WUJ1 1B (A). Mocne ctumynaumn NALP3 o6pasyeT o1Mromepbl U CTAHOBUTCS LOCTYMHbLIM AN CBA3bIBaHWA

C apgantepHblM 6enkoM ASC (perynaTopHbli 6e/10K, anonTo3-accoLMmMpoBaHHbIn U cogepxalunin CARD-goMeH). 3Ta CBA3b HEMOCPEACTBEHHO
aKTUBMPYET 2 MOJIEKYSIbl Kacnasbl 1, KoTopble B CBOO o4vepeb npespalatoT npo-UJ1 13 B 3penyto akTuBHYI0 GOpMY C MONEKYISPHON
Maccon 17 k[la. BTopoi cTUMy”, TaKkon Kak Moaynauuns peaoKkce-ctatyca (B) unun ak3oreHHbln ageHo3unHTpudocdaT (B), cylecTBEHHO
NOBbILWAET NPOTEONIUTUYECKOE cO3peBaHUe 1 cexkpeLmio UJT 13
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lMpumeyvanme. NNINC — nunononucaxapui, AT — ageHosnHTpudocoart.



Puc. 2. ApTpUT 1 ypTUKapHas Cbifb y NALUEHTOB C CUHAPOMOM
Makna-Yanbca

Puc. 3. YpTuKkapHas cbinb y MnageHueB ¢ BapuaHTom CINCA
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LUEHHOW TaKXe BO BPeMS GECCMMMTOMHbIX WHTEPBAsOB.
B xone 60n1e3HM MOryT pa3BMUTbCA HEMPOCEHCOPHas Tyro-
YXOCTb M NOANapPTPUT. AA-aMUIoNI03 ABASETCH OC/OXKHEHU-
€eM No3aHewn ctaann 3abonesanus [4, 12].

CINCA npeactaBnseTr cobon 6onee Tsxenbii GeHoTmn,
CBfI3aHHbIN ¢ myTaumsamun reHa NLRP3. B TedyeHue nepBbix
HefleNlb }U3HW MOXKET Pa3BUTbCS CbiMb, NOAOGHAsA Kpanue-
Huue (puc. 3). Y MHOMMX MHAMBUAYYMOB, CTpajatoLmx 3a60-
NIeBaHUEM, OTMEYAlOT XapaKTepHble 4YepTbl NuLa C BbICTY-
narmoLwmMmmn n1o6HbIMKM Byrpamu, ceanoBuaHon agedbopmaumnen
HOCa W1 rMnonnasunen cpegHen 30Hbl 1La, B pe3ynbraTte 4ero
OHW BbIMNAAAT Kak 6paTbsl U CECTPbI.

MopaxeHne KocTen — ele OAMH XapaKTepHbl MNpu-
3HaK 3aboneBaHud. KocTHasa runeptpodus, BOBJEKalO-
as NpPeuMMyLLIECTBEHHO KOJIEHHbIA CyCcTaB, HaAKONEHHUK
WM OUCTaNbHble OTAENbl PYK WM HOT, SBASIETCS OTAUYUTENb-
HOM YepTon 3TON GOopMmbl BONE3HU U 0OYCNOBMEHA Cylle-
CTBEHHbIMW HapylleHUssMKU GOPMUPOBAHNS U pocTa xpslla
[13]. TakKe MOXKeT UMEeTb MECTO XPOHUYECKUI NOIMapPTPUT,
WHOrAa MNPMBOASLMK K 3p03nKM KocTen. Kpome Toro, ansd
CINCA TMNM4yHO BOB/IEYEHME B MATONOrMMYECKUIM Mnpouecc
LIleHTpanbHOM HEPBHOW CUCTEMBbI. [1POABIEHUS BK/IOYAlOT
XPOHUYECKUI acenTUYECKUA MEHUHTUT, NOBbILIEHHOE BHY-
TpuyepenHoe AaaBneHue, LepebpanbHytd aTtpooduio, BeEH-
TPUKYNOMErannio U XPOHUYECKUIN OTEK ANCKA 3PUTENBHOIO
HepBa, KOTOPbIM MOXET MPUBECTU K ero atpodum n notepe
3peHus. Kpome Toro, coobwanocb 0 cnyyasax yMCTBEHHOM
OTCTaNIOCTU U CYLOPOXKHbIX NPUNagKoB. Y 60/bLOro Yyucna
NaLuneHTOB PErucTpmpytoT paHHIO MaHudecTauuto Hen-
POCEHCOPHOW TYroyxocCTu. Y 60JIbHbIX OTMEYalT CTOMKOe
MoBbIWEHWE KOHLUEHTpauuu 6enkoB ocTpon ¢da3bl BOC-
naseHus, NeMKOUMTO3 U HalM4yne XPOHUYECKOW aHEMUM.
MynbTUCUCTEMHOE MOpaXeHue, xapakTepHoe Ansg GeHoTH-
na CINCA, oka3biBa€eT BblparKEHHOE BO3AENCTBME Ha Kaye-
CTBO YM3HM NauuneHToB [14].

JIEYEHUE

KntoyeBasi pofib KPWOMUPUHA B KOHTPO/E aKTUBaLMK
Kacnasbl 1 1 MacCUMBHOM CEKPELMM aKTUBHOM dopmbl NIT 13,
HabnoaaeMblX y Noaen ¢ MyTauMsMKM FeHa KPUOMUPWHA,

HaBesia Ha MbIC/lb 0 TOM, 4TO Tepanus, HanpaBAeHHas NPOTUB
U1 1, moxKeT oka3aTbcsd adPEKTUBHON. B nepBOHaYanbHbIX
OTAENbHbIX COOBWEHUSAX O Cnyydasx fieyeHus 6onesHu Obin
NPOAEMOHCTPUPOBAH CYLLECTBEHHbIN 3QPEKT PEKOMOUHAHT-
HOro aHTaroHucta peuentopa MJ1 1 aHaKWHPbI B NIe4EHUH
CbIMKX W KOHTPONE KIMHUYECKUX MPOSIBNEHWUM Y MaLMEHTOB
¢ MWS [15], FCAS [16] n CINCA [9, 17, 18]. HavanbHas fo3a
npenapata coctaBnsgna 1 Mr/Kr B CyT NOAKOXHO. Bckope
nocne nepBoV MHBLEKUMU y BceX HabMJaembix OTMeva-
NI BbIPaXKEHHOE YMEHbLUEHWE YPTUKAPHOW ChIMK, CTEMEHMU
TSXKECTU apTpuTa, FONI0BHOM GOAN M NNXOPALKU C MOJSHbIM
paspelleHrem B TedeHue 1 Hea oT Havana Tepanuu. beictpoe
CHUXXEHME KOHLIEHTpaLUun 6enKoB 0CTpor dasbl BocnaneHus
Habnoaanoch TakXKe B NeEPBblE HEAENN NIeYEHUS C MOJSTHOM
HOpManu3auuen nokasatenen y 601blKMHCTBA MaLMEHTOB.
0O60CcHOBaHWe TepaneBTUHECKOr0 NPUMEHEHUS aHTaroH1cTa
peuentopa WUJ1 1 npeactaBneHo Ha puc. 4.

B OByX HefaBHO NPOBEAEHHbLIX MCClefoBaHMaX Gbina
npoaHannanpoBaHa A0NArocpoyHas adPEKTUBHOCTb N 6€30-
NacHOCTb aHaKuHpbl y geten ¢ CAPS. YcTonumnBbin abdeKT
B OTHOLUEHMW CUCTEMHOIO BOCMANEHUS U HEBPOIOrMYECKMX
NPOSIBAEHUI BblN1 JOCTUIHYT B UCCNEOBAHUN, BbINOSTHEHHOM
BO ®paHumMm, B KOTOPOM Benocb HabnogeHne 3a 10 nauyu-
eHTamn ¢ CINCA, nonyyaBlUMMMU aHaKUHPY B TevyeHue
26-42 mec [19]. Y 60nblUMHCTBaA U3 HUX 3P dEKTMBHANA A03a
npenapata Konebanacb B npegenax 1—-3 Mr/Kr B CyT, XOTH
HEeKOTOPbIM 60JIbHbIM 6bI/I0 HE06X0AMMO yBENUYEeHUE A03bI
40 10 Mr/Kr B CyT Ans AOCTUXKEHUS MOMHOrO0 KOHTPONS Haf
BOCMNaNMTENbHbIMK MNposiBAeHMaAMU. OcTaToyHoe Bocnane-
HWE LEHTPasbHOM HEPBHOW CUCTEMbI M TyXOTa Yy HEKOTO-
pbIX MaLMEHTOB COXPaHAIUCL, OCOGEHHO €CNU AMarHoCTH-
Ka 1 Tepanusa 6bIIM OTCPOYEHbl. Takas e A0ArocpoyHas
3 bEKTUBHOCTb, MO AaHHbIM Lepore n coaBT., Habnganach
y 14 naunento ¢ MWS 1 CINCA, nony4yaBwnx aHakuHpy [14].
[ToMMMO YyCTONYMBOIO NOMIOXKUTENBHOIO AENCTBUSA Ha BOCNa-
NUTeNbHbIE MPOSIBAEHWUS MCCNeOBaHWE TakKKe MoKasano
[NUTENbHbIA NONOXUTENbHbIN 3QdEKT Npenaparta Ha Kave-
CTBO XW3HM nauneHToB [14].

B HacTosiuwiee Bpems Ha dapmaueBTUHECKOM pPbIHKE
[JOCTyNHbl HOBble 6noKatopbl U1 1 AnvTenbHOro AencTBus.
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Puc. 4. PasnnyHble TepaneBTUHECKUE cTpaTernn 61oknpoBaHna nHTepnenkuHa 1. 1). U1 13 ceasbiBaeTca ¢ peuentopom WUJT 1 | tuna

(IL 1R1) n apanTepHbiM 6enkom IL-1RACP ans nepenaym curHana. 2). HYenoBeyeckuit peKoMOUHaAHTHbIN aHTaroHUcT peuentopa U1 1
(hrlL-1Ra, aHaK1Hpa) KOHKypupyeT co cBo6oaHbIM M1 13 3a cBasbiBaHue IL 1R1, HO He ¢ aganTepHbiM GEIKOM, TEM CaMbIM NPENATCTBYS
nepepade curHana. 3). M6puaHbIn 6enoK, BKIoYaloLwmii AomeHbl peuentopa U1 1B (IL 1RI) n agantepHoro 6enka (IL 1RACP),
NPUCOEANHEHHbIX K MONieKyle UMMYHOrNo6ynnHa G YenoBeKa (PUIoHaLEenT), CBA3bIBAETC C LMpKyanpylowmnm U113, Tem cambim
npeaoTBpallas ceasbiBaHue ¢ IL-1R1. 4). TakuM e MexaHM3MOM AenCTBUS o6nagaeT NOHOCTbIO NYMaHU3MPOBaHHOE MOHOK/IOHabHOE

aHTuTeno K U1 1 kaHakMHymao.

KaHaknHymat
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TaKk, punoHauenT HABNAETCAd TMOJHOCTbIO YEN0BEYECKUM
OUMEPHBIM TMOpPUAHBIM GENKOM, B COCTaBe KOTOPOro npu-
CYTCTBYET BHEK/IETOYHbIV JOMEH 060MX KOMMNOHEHTOB peLLen-
Topa W 1 (peuentop M1 1 | TMNa M aKLECCOPHbIN GenoK
peuentopa MUJ1 1) (cm. puc. 4). 3dPeKTMBHOCTb BO3AENCTBUSA
punoHauenta (160 mMr/Hen) Ha BblParKEHHOCTb KIMHUYECKMUX
cumntomoB CAPS 6bina npoaemMoHCTPUMpoOBaHa B 2 nocne-
[oBaTeNbHbIX MNNaLebOKOHTPOIMPYEMBIX WCCNELOBaHUAX,
npoBeAeHHbIX ¢ y4actueM 47 B3pocbix naumeHToB ¢ FCAS
nnn MWS [20]. Tepanusi o6bI4HO MepeHocHnachb XOpoLUo.
Peakumun B mecTe BBefeHUs (y 1/3 nauneHToB) 1 cnaboBbl-
parkeHHble MHOEKLMN BEPXHWUX AbIXaTesbHbIX NyTen Obiau
Hanbonee 4acTbiMU HexenaTeNbHbIMU ABEHUSAMU.

YctonymBasa 3dbEKTUBHOCTL M XOpollas NepeHocH-
MOCTb pUioHaLenTa TakxKe 6bina NoATBEPXKAeHa B He6O b-
WOM 2-NeTHEM WCCNefoBaHUU C y4acTMeM 5 60JbHbIX
¢ FACS [21]. PunoHauenT HefaBHO Obln of400peH aAns
nevyenus FCAS nnn MWS y nauneHTOB B BO3pacTe cTaplue
11 net (Tonbko B CLWA).

Ewe oavMH npenapart, KaHakuHymab (Mnapuc), npeg-
cTaBnssieT coO60M MOMHOCTbIO YENOBEeYECKOEe MOHOK/IOHasb-
Hoe aHTuTeno K WJ1 1B, KOTopoe CeneKkTMBHO ero 6J10o-

KupyeT (cM. puc. 4). B 48-HepenbHOM 4BOMHOM C/ENOM
nnaLeboKOHTPOIMPYEMOM PaHAOMU3UPOBAHHOM MCCNeno-
BaHWKW C OTMEHOM npenapaTta 35 4YenoBeK Mnonyy4anu ero
NOAKOXHO B 103e 150 Mr (Mnun 2 Mr/Kr) Kaxkable 8 Hef [22].
BONbWHNHCTBO Y4aCTHUMKOB UCCNeLOBaHUSA ObliM B3POC/bIMU
n umenun deHotun 6onesnn MWS. lMNoytn y Bcex (97%) nauu-
€HTOB Obl1 JOCTUIHYT GbICTPLIA U MOMHbLIA KOHTPOJIb U Haj
KNMHUYECKMMU, W HaL NnabopaTopHbIMKW MNoKasaTensamu
6o0ne3Hu. Mocne panHgoMu3aunmn y 60bHbIX, KOTOPblEe NPo-
[loMmKanu nonyyatb KaHaKMHymab, coxpaHsaiacb pemMuccus,
B TO BpeMsa Kak y 81% nauneHToB, nonyyaslunx nnawebo,
npou3oLwo 060CcTpeHre 3aboneBaHusa [22]. 3Tn MONOXKMU-
TeflbHble pe3ynbraThbl O6blv NOATBEPKAEHbI B NOCNEAYIOLLEM
24-mecsiHHOM nccnegosaHuu dasbl Il [23]. MHTepecHo, 4To
B [AHHOM MUCCNefoBaHWM 3HaYUTENbHOMY 4UCy Habsto-
[aeMbix noTpeboBanacb MOAUDUKALIUA CXEMbI IEHEHUSA UK
NOCPELCTBOM MOBbLILWEHUSA [O3bl, WK NYyTEM YBETUYEHUA
4acToTbl BBeLleHUs (0CO6EeHHO NaLMeHTaM JEeTCKOro Bo3pac-
Ta ¢ TaxensiM deHotunom CINCA, nonyvaBluMM npenapaT
B cpeaHen nose 5 Mr/Kr) [23]. KaHaknHymab 6bi1 HelaBHO
0f06peH ana Tepanuu Bcex deHotunos CAPS y naumeHToB
B BOo3pacTe ctapue 4 net.
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CraTtbsi ony6imKkoBaHa rnpu puHaHcoBow nogaepxke 000 «HoapTuc Papma» (Poccusi) B COOTBETCTBMM C BHYTPEHHUMMU
noAnTMKaMu o6LIeCTBa M eNCTBYIOLMM 3aKOHOoAaTe/IbeTBOM Poccuiickon ®efepaumi.

000 «HosapTtnc dapma», ero paboTHUKKU NGO NPeACTaBUTENN HE MPUHUMAIN y4acTUs B HaNMCaHUM HaCTOSILLEN CTaTbH,
He HecyT OTBETCTBEHHOCTH 3a COAEpIKaHUe CTaTbM, a TaKKe He HeCYT OTBETCTBEHHOCTH 3a J1t0Oble BO3MOXHbIE OTHOCALYNECS
K AaHHOW cTaTbe JOroBOPEHHOCTH MO0 PUHAHCOBbLIE COMaLleHms C II0ObIMU TPETbUMM IMLIaMM.

MHeHne 000 «HoBapTuc apma» MOXKET OTIMYaTHCS OT MHEHMS aBTopa CTaTbM U peaaKLmu.





