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OIIbIT AMATHOCTUKU, AEYHEHVA N KYPAIIUU TTALIMEHTOB
C KPUOIINPUH-ACCOIIMNPOBAHHBIMUA ITEPUOANYECKVNMU
CUHAPOMAMMU B PEBMATOAOTUYECKOW TIPAKTUKE

Aaboparopus peBMaTHueckux 3aboreBaHu peTckoro so3pacra ®I'EHY HayuHo-uCcCAeAOBAaTEABCKUN UHCTUTYT
peBMaTororuu uM. B.A. HaconoBott, MockBa, PO

Kpuonupusn-acconmuupoBanusie nepuognueckue cuaapomsl (KAIIC) oTHocAaTeA K rpynme MOHOTEH-
HBIX ayTOBOCIAJHUTEIbHBIX 3a0omeBannii (AB3), cBa3ausl ¢ myranueii B reie NLRP3. Ileas uccie-
IOBAHUA: OXapPaKTePHU30BATh KJIMHHUKO-JIA00paTOPHbIE NPOSIBIECHUA, FeHETUUYECKNEe O0COOEHHOCTH,
BapHMAaHTHI TEUYEHU S, SBOTIONUIO 3a00eBanud y nmanueHToB ¢ KAIIC mo JaHHBIM peBMAaTOJIOTUYECKO-
ro demepasbHOTO IEHTPA, IIPOBECTH AHAJIH3 Tepannu, ee 3¢ exTnBHOCTU U Oe30macHOCTU. B uccie-
moBaHue BKJIO4YeHbI 25 mamueHToB ¢ KAIIC (u3 Hux 17 gereit, 8 B3pocasix, M/iJK — 11/14) B Bo3pacTe
ot 6 Mmec 10 57 Jer, IIUTEILHOCTHIO 3a00aeBaHua oT 1 mec 10 44 jer. JIluxopagka oTrMedaiach y Bcex
0O0JBbHBIX, KOJKHBIE BhICHIMAHUA — Y 92% , rimasupie cuMnToMsbl —y 52% , HEHPOCEHCOPHAA TYTOYXOCTh
— y 1/5 6ounbHbIx, apTpanruu/aprpursl — y 60%, HeBposornueckne Hapymenus — y 40%. ¥ Bcex
00JIBHBIX, KPOME OTHOTO0, BBISIBJIEHbI MyTaluu B reie NLRP3, Bce B reTepo3uroTHom cocroanuu. 11
u3 25 60apHbIX moxydaau nHrnoutop NJI1 kanakuaymad B reuenue 1—5 ser. [loaHblil oTBET HA Tepa-
U0 MOJXy4YeH Y 9, yacTuuHsblii — y 2. Cephe3HBIX HelKeJIaTeJIbHBIX ABJIeHUI He oTMeueHo. HecmoTps
Ha peaKocTsh, 6oabpHbIe ¢ KAIIC BeTpeuarores B IpaKkTuke peBmatosiora. OkoHYaTe IbHAA TUATHOCTH-
Ka M Ha3HaYeHHe TePAINH JOJIMKHBI OCYIIECTBIATHCS C YIaCTHEM dKCIepToB B odmactu AB3.
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EXPERIENCE OF DIAGNOSIS, TREATMENT AND MANAGEMENT
OF PATIENTS WITH CRYOPIRIN-ASSOCIATED PERIODIC
SYNDROMES IN RHEUMATOLOGICAL PRACTICE

Laboratory of Pediatric Rheumatic Diseases, V.A. Nasonova Research Institute of Rheumatology, Moscow, Russia

Cryopirin-associated periodic syndromes (CAPS) belong to the group of monogenic auto-
inflammatory diseases (AID) and caused by a mutation in the NLRP3 gene. Objective of the
research — to characterize clinical and laboratory manifestations, genetic peculiarities, course
variants, evolution of the disease in patients with CAPS according to data of the rheumatological
federal center, to analyze the therapy, its effectiveness and safety. The study included 25 patients
with CAPS (17 children, 8 adults, M/F — 11/14) aged from 6 months to 57 years, duration of the
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Kpuonupuu-accornunpoBanHble IePUOIUUECK e
cunapombl (KAIIC)/cryopyrin-associated periodic
syndromes (CAPS) oTHOCATCA K IpyIIe MOHOTEH-
HBIX ayTOBOCIAJUTENbHBIX 3aboseBanuii (AB3), B
HacTOosIIee BpeMs BKJIIYAIT 3 CUHAPOMA, OT/IAYA-
IOIHecs II0 TAMKEeCTH U IIPOTHO3Y: HanboJjiee JJeTKHUit
CeMelHBINI XO0JIOJOBOII ayTOBOCIAJUTENbHBLIN CHUH-
Ipom/ceMelinasi xoaonoBasi KpanuBHuita (Familial
Cold Autoinflammatory Syndrome/Familial Cold
Urticaria — FCAS/FCU); cpegauii mo TAMKECTU CUH-
apom Maxa—VYamica (Muckle—Wells Syndrome —
MWS); maubosee TAKeNbId XPOHUUYECKUNT MJIATEH-
YeCKUN HEPBHO-KOXKHO-apTUKYJIAPHBIA CUHIAPOM/
MJIaZleHYeCKOe MYJbTHUCHUCTEMHOE BOCIIAJIUTEIbHOE
s3abonesanne (Chronic Infantile Onset Neurologic
Cutaneous Articular/Neonatal Onset Multisystem
Inflammatory Disease — CINCA/NOMID) [1-4].
KAIIC xapakTepusyoTcs IepuOAUYecKr BOSHUKA-
oIIe Tuxopankoit (6e3 Y4eTKUX MWHTEPBAJIOB, MHO-
rIa HeIPEepbIBHOI), KOYKHBIMU BBICBHIITAHUSAMU II0
TUNY KPAIUBHUIBI UIX YPTUKAPHOTO BAaCKYJIHUTA,
CYCTABHBIMHU U I'IA3HBIMU ITPOSABICHUSIMU, PASBUTHU-
eM HelipOCEeHCOPHOM TYTrOyXOCTHU, HEBPOJOTUUYECKUX
Hapymienui (Tada. 1). @opMupoBaHme OCIOKHEHUHN
00yCJIOBJIEHO MYJIbTHOPTAaHHBIM IIOPAKEeHUEM, a
Tak)Ke pasBuUTHeM aMmuiaonmosa y 25—-40% mnpeumy-
IIecTBeHHO mmouek. [locienuuii cBA3aH ¢ XPOHUUE-
CKMM TeUeHHeM BOCIIAJUTEJHLHOTO IpOoIlecca, IIpo-
SIBJICHEM KOTOPOTO B T.Y. SIBJIAETCS IIOBBIIIIEHUE
ypoBHA ocTpodaz3oBeix Mapkepos (COI, CPB, criBo-
porounbIii amuaoun-A/SAA). OTCyTCTBYIOT MapKe-
PBI AKTUBAIUY ayTOUMMYHUTETA — PEBMATOUIHBIN
darkrop (PP), antunykIeapusbiii paxrop (AHD),
AHTUIUTPYIIUHUPOBaHHBIe menTuabl (AITIIIT) u
np. Pacupocrpanerrocts KAIIC B 3aBUCHMOCTH OT
BapMaHTa, PEermoHa IIPOKMBAHUS BapbUPYeET, HO
B mesoMm cocrtasiaser 1-3:1 000 000 [3, 5, 6], uTo
COOTBETCTBYET CTaTycy Op(MaHHBIX 3a0o0JieBaHUIA,
He CBSI3aHA C dTHUYECKUMU I'PYIIIaMU, BO MHOTOM
ompejessieTcs YPOBHEM S3HAHUN U OUATHOCTUKH,
HaJIMYMEeM CIIeINAJINCTOB, 3aHNMAIOIIUXCS IIPodJIe-
moii AB3. Ilarorenes stux 3a00jieBaHUl, B OCHO-
B€ KOTOPBIX JIEKAT IIPOIEeCCHl ayTOBOCIIAJIEHUS,
HAOpPAMYIO CBS3aH C Oe()eKTOM B CHUCTEME BPOIK-
JIEeHHOTO (aHTUTeH-HecIeln(PUIeCKOro) UMMYyHUTE-
Ta, 00yCJIOBJIEHHBIM MyTanuaMu B reie NLRP3 u
MIPUBOJAIINM K 3ayCKY KacKaa BOCIAJIUTEIbHBIX

disease from 1 month to 44 years. Fever was noted in all patients, skin rashes in 92%, eye symptoms
in 52%, sensorineural hearing loss in 1/3 of patients, arthralgia/arthritis in 60%, neurological
disorders in 40% . All patients except one had mutations in the NLRP3 gene, all in a heterozygous
state. 11 of 25 patients received an inhibitor of IL1 canakinumab for 1-5 years. 9 had complete
response to therapy, 2 — partial response. No serious adverse effects were noted. Despite the rarity,
there are patients with CAPS in rheumatologists practice. The final diagnosis and therapy choice
should be performed by experts in AID.

Keywords: cryopirin-associated periodic syndromes, Muckle—Wells syndrome, CINCA/NOMID,
treatment, inhibitors of interleukin 1, canakinumab.

Quote: S.O. Salugina, E.S. Fedorov. Experience of diagnosis, treatment and management of patients
with cryopirin-associated periodic syndromes in rheumatological practice. Pediatria. 2018; 97 (3):

peakIuii uepe3 oOpasoBaHNE CYIIPAMOJIEKYJIIPHOTO
0eJIKOBOTO KOMILIEKCA — KPUOIIUPUHOBON MHMIAM-
MacoMBbI, YyYacCTBYIOIIeH B IpoIlecce Iiepexoma
HeaKTUBHOU (opMmbl mHTepaelikmua 1 (mpoldJI1)
B aktuBHylo (MJI1B). NJI1P aBngeTcsa OCHOBHBIM
MeIMaTOPOM BOCIIAJIEHUS U IPUBOAUT K PASBUTHUIO
CUCTEeMHBIX BOCIAJUTEIbHBIX peaknuii [3, 7]. IlyTs
mepenaym — ayTOCOMHO-IOMUHAHTHBIN. K HacTos-
IeMy BpeMeHHu corJiacHo peructpy Infevers B reme
NLRP3 upearudunupopano 6osee 200 pasanuHbIX
TUIIOB MyTaIluil (IPEeuMyIIeCTBEHHO B 3-M BKB30-
He), HamboJiee YacToO M3 KOTOPBIX OOHAPY KUBAIOT-
ca R260W, T348M, V198M, A439V u ap. [5, 8].
C Ttumom mMyTanuii HepeaIKO acCOIIMNPOBAHBLI HEKO-
TOpbI€ KJIMHWYECKUHE IIPOSABJICHUS, TAKECTh Teue-
HUSA U IPOTHO3, OJHAKO OTJINUYNTh BapuauTsel KAIIC
MeXKy co00i He Bcerga BO3MOYKHO [8, 9].
Huarnocturka KAIIC mpexacraBiser ompeje-
JIEHHBbI€ TPYAHOCTH W HHOTJA PACTSATUBAETCS IIO
BPEMEHU Ha JEeCSATKU JIeT, IIOCKOJbKY YacThb XapaK-
TePHBIX IIPU3HAKOB IIOSBJISETCSA TOJBKO IO Mepe
B3pocaenud manuenTa [3, 10]. Juarusos ocHOBBIBA-
eTcs B OOJIbIIEIl CTeIleHW Ha KJIMHUUYECKON KapTu-
He, OJHAKO reHeTUYeCKoe IIOATBEePIKIeHIe BCe-TaKu
HeoOxonmmo. Mmeromumecs Kjaaccu(puKaIUOHHBIE,
nuaraoctudeckue Kpurepuu KAIIC (tabi. 2) 6b11m
paspaboTaHbI TPYIIIION SKCIEPTOB U IIPeACTABICHBI
B gquteparype [11], HO 3(pHeKTUBHOCTE STUX KPU-
TepUEB BLI3bIBAET COMHEHMS Y MHOTUX 9KCIIEPTOB,
IIOCKOJIbKY OHU He SIBJIAIOTCA AUATHOCTUUYECKUMU
(He oTpaboTaHa MX YYBCTBUTEJIHLHOCTD U CIIEITUDUY-
HOCTB), He BKJIIOYAIOT 'eHETUUECKUH acleKT, YTO B
COBPEMEHHBIX YCJIOBUSX YiKe SBJISETCS HelpueM-
sembIM. [Iporecc MmoguuKaIy U CO3TaHUSA HOBBIX
KpurepueB y:xe umer. Ha ocHOBaHUU 3apy0eKHBIX
IaHHBIX ¥ COOCTBEHHOI'O OIIbITA HAMU OBLIM BBIIE-
JIEHBI OCHOBHBIE HEOOXOMMMbIe IPU3HAKY IJIS JUa-
raoctuku KATIC: Hamuune >3 51IM3040B JUXOPATKU
B TeUeHUe roja, KOKHbIX BBICBIITAHUI, oCcTpodaso-
BbIX mokasareseir (CO9>30 mm/u o IlaHueHKOBY,
BuCPB>20 mr/u1) niitoc BLIABJIEHNE MYTAIlUU B T€HE
NLRP3. Ecau myramnus He o0OHApy:KeHa, TO MJIs
IUATHOCTUKY JOIIOJHUTEIbHO HEOOXOIUMO IPUCYT-
cTBUe >1 U3 cIeAyIOIUX IPU3HAKOB: HEMPOCEHCOP-
Hafd TYyroyxocTtb, mopakenue ITHC, cycraBoB u rias,
xapakrepubie nas KAIIC [4]. J.B. Kuemmerle-
Deschner u coat. coBceM HeIaBHO BaJUIUPOBAHBI U



OIy0JIMKOBAaHbBI HOBBIE JUATHOCTUUYECKIE KPUTEPUU
KAIIC [3]:

Ob6sasamenvHvle KpumMepuu: IOBBINIEHE OCTPO-
(ha30BBIX MapKepoB ILIIOC 2 13 6 TUMUYHBIX KJINHU-
YeCKUX MIPUSHAKOB:

® YPTUKAaPOIOL00HAs ChIIb;

® CBS3b BOCIAJUTEJIbHBIX SIU30J0B C XOJOAO0M
WUJIU CTPECCOM;

e HelipOCEHCOPHAs TYrOyXO0CTh;

® MBINIEUHO-CKeJIeTHbIe CHUMIITOMBI (apTpaJ-
IUu/apTPUT/MUAITUN);

® XPOHUYECKUN acenTUYeCKUH MEeHUHTUT;

® CKeJIeTHbIe HapYIIIeHUs.

Jleuenue KAIIC paspaboTano u OCHOBBIBAETCS
yoKe Ha OOJIBIIOM KJIMHUYECKOM OIIbITe, IpPeaCcTaB-
aJeHHoM B jauteparype [12]. IlenTpasbHOEe MecTO
B Jeuenunu KAIIC sanumMarT reHHO-UHXKEHEPHBIE
oumosornueckue mpemnapatbl (I'MIBII) mHruOuTOpSBI
WNJI1, mpumMeHeHHe KOTOPBIX SABJSETCA 0e3ajb-
TEepHATUBHBIM y AaHHBIX manueHToB [13, 14]. U3
M3BECTHBIX B Mupe uHruburopoB WNJI1, zaperu-
cTpUpPOBaHHBIX 110 MokasanuaM KAIIC, takux Kak
aHaKWHpa, PUJIOHAIENT, KaHaKMHyMab, TOJBKO
mocJaeqHU OPUITNATIBHO 3aPEeruCTPUPOBAH He TOJIb-
ko B EBpome u CIITA, uo u B Poccuu. Kanakuuymab
SIBJISIETCS MOJTHOCTHIO UeJIOBEUYeCKUM MOHOKJIOHAJIb-
HBIM aHTuTesoM K MJI1P. B crammapTHBIX cutya-
IIUAX B 3aBUCHMOCTH OT Beca Ial[MeHTa IIpemapar
Ha3HAyYaeTcs B 03axX 2—4 MI'/KT TOAKOKHO 1 pa3z B 8
Heneab, npu Bece >40 kr — 150 Mr kakabie 8 HeneIb
[15, 16]. IIpemapaT mpumeHAeTCSA MOMKU3HEHHO.
IIpoBeneHHBIE paHee KOHTPOJIUPYeMbIe UCCIeI0Ba-
HUA 110 IPUMEHEeHUI0 KaHaKnHyMaba y HalueHTOB
¢ KAIIC nmokasanu BeIPA’KEHHBINA ITOJIOKUTEIbHBIN
OTBET CO CTOPOHBI KJMHUKO-JIa00PATOPHBIX IIPO-
saBjeHuit 3aboseBanus y 97%, IPoAeMOHCTPUPO-
BaJU BAUSHUE IpelapaTa Ha pasjudYHbIe (PEeHOTHU-

mbl 00JIE3HN W HEOOXOAMMOCTH YBEJIUUYEHUS TO3BI
U COKpAaIlleHUs WUHTEPBAJIOB MEXKIY BBeIeHUIMU
y Taskenbix 6ompHBIX ¢ CINCA/NOMID [17-22].
Ilocienuue myoJIUKAIIAY OTPAYKAIOT YVKe TOBOJBHO
0OJIBIIIOH OIBIT AJUTEJIbHOrO HAOJIIOAEHUS U Jeue-
HUA 60JBIINX KOropT mamueHToB [22, 23]. He Tak
MHOTO mHMopManuu o6 NCI0Ib30BAaHNY KaHAKUHY-
Maba He B IPOTOKOJBHBIX KOHTPOJUPYEMBIX HCCJIe-
IOBAaHUSAX, 4 B peaIbHON KJINHUYECKOH ITPaKTUKe Y
MaIneHTOR ¢ PA3HBIMY (DEHOTUIIAMY U B PA3JINUHBIX
BO3pPAaCTHBIX rpymmax [23].

Ilenpio HaIlero mcciaemOBaHUS OBLIO OXapak-
TepU30BaTh KJIMHUKO-JIa00paTOPHbIE MPOABJIEHUS,
reHeTHUYeCKUe OCOOEHHOCTU, BapUAHTHI TeYeHUSd,
9BOJIIOIIIO 3ab6oseBaunsa y namnuentos ¢ KAIIC get-
CKOT'0 BO3PacTa 1 B3POCJbIX, IPOBECTHU aHAJIU3 Tepa-
nuu, ee d(hPeKTuBHOCTU U 6e30IACHOCTU IIO JaH-
HBIM PEBMATOJIOTUYECKOT0 (helepaJbHOrO0 IIeHTPA.

MaTepnaJIm 1 MEeTOIbI UCCJIEeTOBAHUA

3a mepumox 2007-2017 rr. B umcciaegoBaHNe
Ob1Iu BKJIoueHbl 25 mamuenToB ¢ KAIIC, nuaruos
KOTOPBIM OBLJI BBICTABJIEH IIPU aMOyJIaTOPHOM II0Ce-
IeHNU WJIX BO BpPeMs T'OCIUTAJU3AIUN B CTAIIHO-
Hap JeTCKOro OT[ejieHUs (emepasibHOrO IeHTpAa.
OcHOBAHUAMH [JIS IOCTAHOBKY JUATHO3a CJIYIKUIN
HaJnUNe IIOBTOPAIONINXCA SM1U3040B (He MeHee 3
3a r'ojl) UJIU IEePCUCTUPYIOIeH JUX0opagKu, ChHINH,
MOBBIIIIEHNE YPOBHSA OCTPO(Ga30BLIX MAapKEpPOB B
COUeTAHUMN C ONHUM U3 CJEeNVIOIMUX IPU3HAKOB:
rjaasHble TPOABIeHUA (KOHBIOHKTHUBUT, KePaTHr,
YBEUT W JOp.), CKeJEeTHO-MbIIIeUHble HaPYIIeHUd
(apTpaaruu/apTpuUTr, MUAJTUHN), HEHpOCeHCOpHAasd
TYrOyXO0CThb, HEBPOJIOTUYECKIE IIPOABIeHU (TOJI0B-
Hble 00JM, THUAPOIe(ATbHBIN CUHAPOM, ACEITHUe-
CKUI MEHUHTUT, 3aJepP:KKa IICUXOMOTOPHOTO pas-
BUTHUSA U IP.).

Tabauua 1
OcuoBubIe xapakTepuctuku KATIC
FCAS/FCU Cemeiinas MWS Curgpom
Hoxasaremn X0JIOZOBAaA KPAIIUBHUIIA Maka—¥Yamaca CINCA/NOMID
PacupocTpaHeHHOCTD 1-9/1 000 000 1/1 000 000—-1/360 000 <1/1 000 000
T'en NLRP3/CIAS1 NLRP3/CIAS1 NLRP3/CIAS1
IIyTe nepemaun ALl ALl AT
Ilepuosuueckue NI OIPAKTAUYECKH
IIOCTOAHHBIE BBICBIIIAHUA 110 TUITY
Ilepuopuueckue KPanuBHUILI, HEMPOCEHCOPHAS
WX NIPAaKTUYeCKU TYrOyXOCThb, apTPaJITu,/apTPUT,
Chblnb, IUXOpPagKa OCTOAHHBIE KOHBIOHKTUBUT /YBEUT
KM HAuecKze U apTpajITuu Ioce BBICBIIIAHUA II0 +XpoHUUecKmit
TOMBHAKI BO3/IeHICTBUA X0JI014, TUIY KPAIIuBHUILGI, ACeNTUYECKUI MEeHUHTUT,
b IIUTEIBHOCTD IIU30a HEeMpPOCeHCOPHA rugporedaans, 3aJeprrKa
44 TYTOYXOCTh, YMCTBEHHOT'O PA3BUTHS,
apTpaJruu/apTpur, TUIIePTPOPUUECKasT aPTPOIIATUSA
KOH'BIOHKTUBUT/YBEUT ¥ KOCTHEIe qehopManim
o —— Amunongos — 25-40%
IDOIHOS ’ Amvunongos — 3% Amunoungos — 20-40% Bricoxuii puck rubesiu
p B MOJIOZOM BO3pacTe

AJl — ayTOCOMHO-IOMUHAHTHBIN TUI HACTETOBAHUSA.
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Bce GosbHBIE OBLIN OOCJIEJOBAHBI IO CTAHAAPTHOI,
MPUHATON B PEBMATOJIOTHU CX€Me C OLEHKOU KJIWHUYEe-
CKUX IIPOSBJIEHUI, JJaOOPATOPHBIX IIAPAMETPOB C OIpe-
IejeHneM ypoBHs ocTpodasoBeix Mapkepos (CO9, CPB,
depputun), ayroanturen (PP, AH®D, AIIIIII), omen-

KO¥l MHCTPYMEHTAJIbHBIX MaHHBIX. BceM GOJBHBIM OBLIO Hanxuuue Cuer
BBIIIOJTHEHO MOJIEKYJIAPHO-TEHETUYECKOEe TEeCTUPOBaHUIE Vpraxapras enms 25
Ha myranuu B reie NLRP3 B 1abopaTopuy HaCJIeCTBEH- HeiipoceHCOpHAA TYrOyXOCTh 25
HBIX 6oJiesHeit oomena Bertects @PI'BHY MT'HIT, Mocksa. KouprouxkTHBUT 10
V marnumeHToB ObLIa IpPOBeZeHA OIeHKA IIPEAIeCcTBYIO- OrcyTcTBHe Cuer
mieit Tepanuu. 12 GoAbHBIM HasHaueH uHruourop MJI1 DKCCYMATHBHEIH (hapUHTHT 25
KaHaKuHyMab ImyTeM MOAKOKHOTO BBeJEeHUSA KaKIable 8 Boub B :xuBOTE 15
HeJeJlb B CTAHJAPTHBIX PEKOMEHIOBAHHBLIX mosax: 150 Yucuo 6anos (cut-off) >52

MT y B3POCJIBIX TIAIMEHTOB U AeTei ¢ Becom >40 Kr, 2 Mr/
Kr npu Bece <40 Kr, 4 Mr/Kr npu Bece ot 7,5 mo 15 Kr.
ITosHBIN OTBET Ha Tepalnio BKJIIUAJI OTCYTCTBUE KINHMI-
K0-J1a00paTOPHBIX IPU3HAKOB 3a00/eBaHuA. YacTUUHBINA
OTBET 3aKJII0YAJICS B HAINUYNN KAKUX-JIU00 IIPOABICHUNA
¥/WJIY COXPaHEHUU J1a00paTOPHON aKTUBHOCTH.

PesyabpTaThl

3a 10 jeT B uccyegoBanne ObIIN BKJIIOYEHBI 25
nanuenToB (u3 uux 17 mereii, 8 B3pocabix): MWS
- 22 (M/iK — 8/14); CINCA/NOMID - 3 (M/K —
3/0). OcHOBHBIE XapaKTePUCTUKY NAIIUEHTOB IIPEJ-
cTaBJIeHBI B Ta06J1. 3. [auTeIbHOCTD 3a00I€BaHUA HA
MOMEHT IIOCTAHOBKHM AHArHO3a COCTaBUJIA B Cpel-
HeM 9,6 JseT u Koaebanacek or 1 mec go 44 sger. Y 14
u3 17 3abosieBaHre MAaHU(ECTUPOBAJIO B BO3PACTE 10
1 roga, npuuem y 11 (44% ) u3 HUX epPBbIe CUMIITO-

Tabauua 2

EUROFEVER — Knunnueckne puarsocruyeckue/
kaaccupuramuonarie kpurepun KAIIC [11]

MBI ITIOSABUJINCEH CPA3y II0ce poKaAeHuA. JInxopagka
oTMeUaJiach y BceX 00JIbHBIX 0€3 YeTKUX NHTEPBAJIOB
u nepuoauuyHOCTH, y namuenToB ¢ CINCA/NOMID
OblLjIa IOCTOSHHOM, MOTJIa KYITUPOBATHCA CAMOCTOS-
TeJbHO, IIJI0XO0 PearnpoBaJjia Ha JKapOIIOHUKAIOIIe
cpenctBa. Ko'KHBIE BBICBIITAHUA IIPUCYTCTBOBAIU
y 6oabmuacTBa (92%), OBLIM PasHOOOPABHBIMU,
OTHAKO Yallle BCEro OBLIM IIPeJCTaBJIeHbl KpPalluB-
HUIe! WJIN OATHUCTO-TIANYJIEe3HbIMU 3JIeMeHTaMu,
JIOKaJIN30BAINCh Ha JIIOOBIX YUaCTKaX TeJsa, BKJIIO-
yas JIUI0, He COIPOBOMKAAINCEH 3y I0M, MHOT A IIPU-
CYTCTBOBAJIM Ha MPOTAKEHUU MHOTUX JIET JKU3HU,
TO MOABJASCH, TO McUesdasd. ¥ IIOJOBUHBI OTMeYa-
JIUCH TJIa3Hble CUMIITOMBI B BUlé KOHBIOHKTUBUTOB,
WHOTa NPeXOAAINIUX YBEUTOB, HE OCTABJSIOIIUX
3HAUYUTEJbHBIX IIOCIEACTBUN IPEUMYIIeCTBEHHO

Tabruua 3

OcHoBHBIE XapakTepucTuku nanueHTos ¢ KATIIC

IToxasarenn O6masa rpynna (n=25) Hetu (n=17) Bapociasie (n=8)
ITou, MysK:KeH 11:14 (1:1,3) 10:7 (1,3:1) 1:7
Bospacr ge6ioTa, rofs 3,2 (0-12) 3,9 (1 mec—12 ser) 8,5 (0-51)
o roza, n (%) 14 (56) 9 (52,9) 5(62,5)
C posknenus, n (%) 11 (44) 8(47,1) 3 (37,5)
JnuTensHOCTD 3a6071€BAHNA, TOIBL 9,6 (1 mec—44 rozna) 4,2 (1 mec—14 ner) 21 (6-44)
CAPS denorunsr, n (% ):
MWS 22 (88) 15 (88,2) 7(87,5)
CINCA/NOMID 3(12) 2(11,8) 1(12,5)
JIuxopagka, n (%) 25 (100) 17 (100) 8 (100)
Coinb, n (%) 23 (92) 16 (94,1) 7(87,5)
ITopaskeHue cycTaBos, n (%) 15 (60) 7(41,2) 8 (100)
Tlopaskenmne rias, n (%) 13 (52) 7(41,2) 6 (75)
HeitpoceHcopHasa Tyroyxoctsb, n (%) 8 (32) 3(17,6) 5(62,5)
ITopaskenusa KT, n (%) 3(12) 2(11,8) 1(12,5)
Cromarut, n (%) 5(20) 2(11,8) 3 (37,5)
TTopaskenus ITHC, n (%) 10 (40) 7(41,2) 3(37,5)
NLRP3 myranuu, n (%) 24 (96) 17 (100) 7(87,5)
T350M 7(28) 2(11,8) 5(62,5)
V200M 4 (16) 3(17,6) 1(14,3)
Q705K 13 (52) 11 (64,7) 2(25)
Opyrue myranuu, n (%) 6 (24) 5(29,4) 1(14,3)
Her myramnuii, n (%) 1(4) 0 1(14,3)
MeTroTrpekcar 4(16) 3(17,6) 1(14,3)
T IIOKOKOPTUKOUIBI 9 (36) 6 (35,3) 3(37,5)
TUBII 14 (56) 8(47,1) 6 (75)
Anaxkunapa 3(12) 3(17,6) 0
Kanaxkuunymab 11 (44) 6 (35,3) 6 (75)
Tonuausymab 1(4) 1(5,9) 0

JKKT — 'KenynouHO-KUIITEUHBIA TPAKT.




oosbHEIX MWS. ¥V 2 manueHTOB U3 OJHON ceMbU
pasBmUJach TsKeJas KepaTornaTusd. ¥ MaIlueHTOB C
CINCA/NOMID ormeyasuch TsAKeIble TaHYBEUTHI,
aTpodus 3pUTEIHLHOTO HEPBA, IPUBOAAIIME K HAPY-
IIeHNUI0 3peHud. ¥ 1/; OGOJIBHBIX Oblia BBIABJIEHA
HelpoceHCOpHasaA Tyroyxoctb. ¥ 60% oTmeuanuch
CyCTaBHBIe NPOSBJIEHUS B BHUIE apTPaJTuil WUIU
HECTOMKUX apTPUTOB, UTO He IPUBOAUIO K hopMu-
POBAHUIO AECTPYKTUBHOIO IIpollecca, Aedopmaiiuii,
(YHKIMOHAIBbHBIX HAPYIIEeHUH y 60gbHBEIX MWS B
otsimure oT 60abHBEIX CINCA/NOMID, y KOTOPBIX
OBLIM apTPUTHI, ¥ OJHOTO OOJHHOTO CHOPMUPOBA-
JIUCH TAMKeJble ned)opMaluy B BUAEe CrudaTeaIbHBIX
KOHTPAKTYP KOJEHHBIX CYCTABOB U HAPYIIIeHUE OII0-
pocmocobHOCTU. PeructpupoBainuch Tak:Ke IPOSB-
aenus co croponsl IITHC B Bume rosioBHBIX 0oJieif,
ImepeHeCeHHbIX B aHaMHe3e MEeHUHTHUTOB, IPU3HA-
KOB TuapoiedaJbHOTO CHUHIPOMA, aTPOPUUECKUX
IIPOIIECCOB B T'OJIOBHOM MO3Te, KMCTOBUIHBIX 00pa-
30BaHUli, OTCTABaHUA B (PUBUUECKOM U TICUXUUE-
CKOM PasBUTHUU. ¥ OAHOII OOJBHON CHUMIITOMATHKA
3a00JieBaHUSA Ha NPOTAMKEHUU roja CKJagblBajiach
U3 TOBTOPSAIONIUXCA STMU30J0B JUXOPATKU, COIIPO-
BOKIABIINXCSA F'OJIOBHBIMY 0OJIIMU U TIOBBIIIIEHUEM
YPOBHA OCTPO(A30BBIX MapKepoB. [uarmos ObLI
oIpefieJieH TOCJe MPOBEIeHUs MOJEKYJIAPHO-TeHe-
TUUYECKOTO aHaJIN3a C BLIABJIEHUEM MYTAIlUU.

IIpoBeeHHOE MOJIEKYJSAPHO-TE€HETUUECKOE
HccJIeoBaHEe ITI03BOJIUIIO BCEM, KPOMe OJHOTO 00JIb-
Horo CINCA/NOMID, BuIABUTH MyTaluu B TeHE
NLRP3, Bce B reTepO3UTOTHOM COCTOAHUU (TabJ.
3). Myranuu ObIIN BBIABJIEHBLI IIPEUMYIIeCTBEH-
HO B 3-M 9K30He, BCe ONMUCAHBI KaK MaTOTE€HHBIE
B Oasze mauubIX Infevers. HawmbGosiee uacToii myTa-
mueit (29,2%) 6bl1a Muccenc-samena c. 1049C>T
(p.T350M). V¥V 13 (54,2% ) BbIABJIEH IOJUMOP(PUIM
Q705K, KOTOpPBIN cumMTaeTcsi HU3KOMEHEeTPAHTHOMN
MyTaluei, BBIABJAETCA Yy IAIUEeHTOB ¢ (DEHOTHU-
nmom KAIIC, ogHaxko ero gumarLocTUuecKas POJb
HeomHO3HaYHa. Hamu OBLIM AMArHOCTHUPOBAHBI 4
cemeiibix cayuad MWS, mpuuem B ABYX W3 HUX
IUAarHOCTUYECKUU IIOUCK Y MaTepei pacTAHYJICT Ha
33 u 44 roga.

JleueHne HAIIUX MAIUEHTOB O OKOHUYATEIHHO-
0 YCTAHOBJIEHUS AMATHO3a Ha NPOTAMKEHUU BCETO
mepuosa OOJIE3HU IIPEACTABJIAIO OOJBIIINE CJIOMK-
HOCTHM W HOCHUJIO CHMIITOMATHUUYECKHH XapakKTep.
IIpakTuyecKku Bce GOJIbHBIE TOJyUaIU KaKue-Judo
aHTUPEBMaTUYeCKUe IpemnaparTsl, B T.4. HECTEPOU-
HbIe IPOTUBOBOCHaNMTe N bHBIe TpenapaTsl (HIIBII),
riokokoptukounsl (I'K) (9), merorpekcar (4) u
Ipyrue 06asucHbIE IPOTUBOBOCIAJIUTENLHBIE IIpe-
nmapatrbl (BIIBII), KonxunuH u“ Ap., KOTOpPbIEe He
oKasasu JoJKHOTro adderrta. 14 (56% ) G0IBLHBIM
Hasuauaauch ['MIBII, cpean KOTOPBIX TOIUIN3yMab
(1), anaxuupa (3), 11 manuenTam u3 25 6b11 Ha3HA-
yeH KaHakuuHyMmMab (2 malmueHTa IepeKJIOUeHBI C
aHaKWHPBI), KOTOPHIIl OHU HA MOMEHT OI[€HKHU IIPO-
IOJI:KAJIU I0JIy4yaTh, OJUTEJHHOCTH €ro IIpUMeHe-
HudA cocraBuiaa 1-5 jger. Kanakuaymab HasHavaICA
B Halllell KJIWHUKE B CTAHZAPTHBIX O03aX, BBO-
IWJIcA KasKkIble 8 Hexeab MOAKOKHO. Hu y omHOTO

Puc. 1. Kosxusie mposasienusa 1o (a) u Ha ¢done geueHus (0)
KaHAKMHyMaOoM y maiumeHToB ¢ MWS.

a 0

Puc. 2. T'masusie nmposasiaeHus a0 (a) u Ha doue deuyeHus (0)
kaHakuHymMabom y nanuentieu C. 44 mer c MWS.

manueHTa 4034 U WHTEPBAJbl MEXXKIY BBEIEHUAMU
He M3MEHSAJNCh M3-3a HeJ0CTaTOUHON 3(MPEeKTUB-
"Hoctu. Ha (oue jeueHns KaHaKMHyMaOboOM y Bcex
TaInueHTOB B TeueHle HECKOJbKUX CYTOK OTMEUYeHO
IOCTOBEPHOE KJUHWYECKOe YJIyUIlleHue: HOpMaJiu-
3aIusd CaMOUYYBCTBUA, CYIIIeCTBEHHOE YJIyUIIIeHUe
HaCTpPOeHUdA, KYNMUPOBaHUE JUXOPAAKU, NCUE3HO-
BeHMe chinu (prc. 1), yMeHbIIeHre BhIPasKeHHOCTH
WM KYOUPOBaHUE TJIA3HBIX CHUMITOMOB (puc. 2),
yJy4dIlieHue cjayxa, B T.4. II0 JaHHBIM ayJuorpam-
MBI, CHUKEeHUEe YPOBHS OCTPO(as30BBIX MapKepOB.
Toabko y 2 mamumentoB ¢ CINCA/NOMID, mepe-
KJIOYEeHHBIX C aHAKUHPHI, HECMOTPSA Ha yBeJIMUeHUe
03Bl U COKpallleHle MHTEPBAJIOB MeKAY BBEeIEeHU-
AMU, TPOBEAEHHBLIe B APYIUX JeUeOHBIX yUperKae-
HHUAX, 9QPeKT paciieHnBaIcA KaK HeJOCTATOUHBIN.
Y 9 OGOJBHBIX TOJOKUTEJIbHBIH OTBET COXPaHJ-
cAd HA TPOTSIKEHUN BCEro mepuoaa HaOJIIoJeHMs.
¥V manuenTtos, moayuasinux 'K, ux ymamgoch mo-
HOCTBHIO OTMEHUTH, HNCUE3JU IIPOSABJIEHUA WNMEB-
IIIero MecTO paHee MeAMKaMeHTO3HOTO CHHApoOMa
Uneuxo—Kymmura. [lepeHOCMMOCTS Tepanu y BCex
TManueHToB OblIa YAOBJIETBOPUTEIbHO, H Y OJHO-
T0 13 OOJIbHBIX He ObIJI0 OTMEHBI 110 IPUYNHE Pa3BU-
TUA He)KeJaTeJbHBIX ABJeHuM. IIpencraBiieHHBIN
HUKe mpumMep cemeiinoro cayuasa KAIIC y marepu
U ChIHA AEeMOHCTPUPYET TPYAHOCTU AUATHOCTUKU
3a00JIeBaHUsA, OCOOEHHO y MaTepH, a TaKiKe CJIOMK-
HOCTHU C TOJIYyUYeHUWEeM IIperaparTa, BO3SHUKAIOIUE Yy
B3POCJIBIX TAITEHTOB.

INayuenm H. 14 sner BuepBble nmoctynun B HUVP
14-28.05.2015 gya yTouHeHUA UArHO3a U OIpeNeIeHI
TAKTUKU BeleHus. VI3 aHamMHe3a M3BECTHO, UTO MaJlb-
uynK GOJIEH C 2-MeCAYHOro BO3pacTa, KOrja IMOSBUJINCH
PEeIUIUBUPYIOI[NE MaKyJO-9PUTEMATO3HbIE BBICHIIIA-
HUs, ¢ 1 rosa BeICHIIAHUA IPUOOPEIN BUI KPATUBHUIIBL.
OGcejoBaH y aJlIeproJiora, «IPUYNUHHBIX AJIJIEPIeHOB»
He BBISIBJIEHO. B mociiegymoleM cTajau OTMedaThCAd Pery-
JIAPHBIE TOA'BEMBI TEeMIIepaTyphl Teja A0 (heOpUIbHBIX
mudp. C 2 ger — nepuognueckoe moswimierre yposus CPB
mo 48 mr/a, meifikonuTod g0 22,1 Thic, CHUKEHUE T'eMO-
ryiobuHa 10 98 1/7. C 9TOTO K€ BpeMeHU PeruguBUPYIo-
e 60JIu B JKUBOTE, ¢ 3 JieT 60Jiu B cycTaBax (KOJEHHBIX,




TOJIEHOCTOTIHBIX, MEJIKUX CyCTaBaxX KUCTel), mepuognie-
cKue mpexondAiie apTputhl. C 5 JleT pernuguBUpPyIONITit
adTO3HBIN CcTOMATHUT, ¢ 6 JIeT MOBTOPHBIE KOHBIOHKTU-
BUTHI. BbICKaszaHo mpeamosokeHue o Haamuuu AB3/
KAIIC. IIpu mocTyIieHuy ¥ BO BpeMs TOCIUTAJIHA3AI[UN
COXPaHSAJNNCH SMUB0bl JUXOPAAKN, MAKYJIE3HbIE BBICHI-
nanus, aprpaiaruu, CO9 28 mm/u4, CPB 23,9 r/xa, dep-
putua 40,5 mixr/n (zopma 20-150 mir/ma), PP, AHD
— orpunareabHble. IIpu ocmorpe orkyaucrom HUUTHB
uM. T'emxsmroabiia: OU — KpaeBas KepaTomaTus, IUC-
Tpodus POTOBUIIBI, APY3bl AUCKOB 3PUTEJHLHOTO HepBa.
ITpu ocmorpe JIOP-Bpaua BBIABJIEHO CHUJKEHME CJIyXa,
B JaJibHeWNIeM TpHW BBINOJHEHUHW ayaumorpaduu gua-
THOCTMPOBaHA HeNpOCeHCOpHas TYroyxocTh 1 cTemeHuH.
B reme NLRP3 BbIsiBJIeHAa IIaTOTeHHAs MyTalusd
Thr350Met (c.1049 C>T) B reTepo3UroTHOM COCTOSHUM.

IHayuenmxa C. (Mmama marnuenTta U.) 44 set ¢ fmet-
CKOT0 Bo3pacTa (€O CJI0B MAIMEeHTKH C POMKICHUA) IPeIb-
SABJIsJIA YKAJIO0BI HA YacThie SMTM30/bI (MHOT[a JINTEeIbHOE
BpeMs) KOJKHBIX BBICBITAHUI II0 TUIY KPAIUBHUIIEI HA
pPasJIMUYHBIX yYacTKax Tejia, wmHOorga ¢ 3ymom. C mop-
POCTKOBOTO BO3pACTa CTAJIU OTMEUAThCS MePUOANUecKre
MoABeMBbl TEeMIIepaTyphl Teja A0 (PeOpuabHBIX HuUdp,
CHIKAJINCh CAMOCTOATEJIbHO, COIPOBOMKIAINCH GOJAMU
¥ IPUNYXJIOCTHIO CYCTABOB (JyUe3amsiCTHBIX, KOJIEHHBIX,
JIOKTEBBIX, MEJIKIX CYCTABOB KUCTeil, cTom). IlepBbie amiu-
30/IbI aPTPUTOB CTAJIU OTMEUATHCSA C H-JIETHEr0 BO3pacTa
cHavaJia peaKo, 3areMm ¢ 13 jet yuactuaucsk. C 21 roga —
PeIuIUBUPYIOINE KOHBIOHKTUBUTEI, TPeOYIOIHEe MpaK-
TUYECKU IIOCTOSAHHOTO WCIOJH30BAHUSA WHCTHUJIIAIUN
CTEepouI0B. B meTcTBe OTMeUasnCh YacThle CTOMATHUTHI.
Ha momeHT ocMoOTpa CyIeCTBeHHBIMH JKaJio0aMu, KpoMe
TIepPeUYnCJIeHHON CUMIITOMATUK Y, ObLIN BEIPAKEeHHAs cJia-
60CTh, YTOMJIAEMOCTh, CHUIKEHUE PaboTOCIOCOOHOCTH.
Ha npotsikenuu 3a60ieBaHUSA OTMEYAJICS JIEHKOIIUTO3 10
27 TBIC, 110 TIOBOAY Yero o6cyieloBaHa reMaToJI0TaMu, IPO-
BOAMJIACH CTEeDHAJNbHAA MYHKIIUA [JIA NCKJIIOUEHUA OHKO-
reMaTOJIOTUUECKOH maTosioruu. IleprnoguyecKu moBBIIIe-
uue COI no 50 mm/4, CPB 43,8 r/a1, P® orpumateabHbIH.
ITpu geranbHOM 0o6caemoBanuu okyaucTrom B HUWTB um.
Tenpmrosbiia: OU — guctpodus cTpoMbl poroBuilbl. I1o
MaHHBIM ayAMOrpaMMbl — HEHPOCEHCOPHAA TYroyxocTh 11
crenenu. B reme NLRP3 BouIsiBJIeHA ITaTOTe€HHAS MYTAIlUA
Thr350Met (c.1049 C>T) B reTepo3UrOTHOM COCTOSHUU
(aHaJorMuHAA BBISBJIEHHOM y ChIHA).

Taxkum o6pas3om, CEIHY U MaTepu coycTsa 14 u 44
roga ot MaHudecranuu 3abojgeBaHusa ObLI AUATHO-
crupoBan KAIIC/cumapom Maka—Yoasiaca. O6oum
OblLIa Has3HAUeHa Tepamusd KaHaKuHyMaboM, UTO
MIPUBEJIO K IIOJHOMY KYIIMPOBAHUIO BCEW KJIMHUUE-
CKOIi ¥ 1a00paTOPHOII CUMIITOMATUKH, Y MaTepPu — K
CYILIECTBEHHOMY YJIYUIIIEHUIO CAMOYYBCTBUS, IIOBBI-
MIeHUI0 PaboTOCIIOCOOHOCTU U (PUBUUECKON aKTUB-
HOCTH. MaJbuMK TPOMOJIZKAET IMOJIydyaTh Tepaluio,
a y mMaTepu B HaJIbHEHUIIIEM HEeBO3MOYKHOCTH IIPO-
IOJIMKEHUS Tepaluy B PErMOHE B CBA3HU C OOJBIITUMU
mpobseMamMu obecIieue s IPUBEIN K PeaKTUBaI[UNI
BCEX CUMIITOMOB 3a00JIeBaHUA.

O6cy:xmeHune

KAIIC aBiserca peAKuUM I'eHeTHUYECKH obyc-
JIOBJIEHHBIM 3a0ojieBaHuMeM. PacnpocTpaHeHHOCTH

ero B Poccuu TOUHO He ycTaHOBJIEHA, OMHAKO TaKue
manueHTbl uMeioTcss. CUMITOMATHKA, IPEICcTaB-
neunaa y 6oabubIX KAIIC, cBA3aHa ¢ CHCTEMHBIM
BOCIIQJIEHUEM, HAIIOMHHAEeT PEeBMATHUUYECKYI0, II0-
9TOMY UMEHHO PeBMAaTOJIOTaM HePeIKO IPUXOIUTCS
¢ HUMU 3aHUMAaThCA. B Hamelt rpymnmne ObLau mamm-
€HTBI PA3HOTO BO3PacTa, KpoMe IeTell BCTPETUJINCh
¥ B3POCJIbIe. ITO OBLIN KaK POAUTENU HAIIUX 00JIb-
HBIX, TAK U Te MaI[MeHThI, KOTOPHIE 3a IIepuo/] HabIto0-
IEeHUsl CTaJau B3pPOCJbIMU. [[marHocTuka 3aTpymHe-
Ha U oIas3JblBaeT MHOT/A Ha AecaTunerusd. CBA3aHO
9TO He TOJIBKO C OTCYTCTBHEM 3HAHUI, HO TaKKe
C TeM, UTO HOJHBIN CHUMITOMOKOMILIEKC 0OJIesHU
IIPUCYTCTBYET He Bceraa, (popMupyeTcs C TeUeHU-
€M BpeMeHU U KPUTePUaJbHO AMATHO3 IIOCTABUTH
KpaiiHe ciokHO. Takike TeueHme 0OJE€3HU MOIKET
OBITH ATUITUYHBIM, KJINHUYECKAsa CUMITOMATHKA He
BCera COOTBETCTBYET TOI1, UTO OITMCcaHa y OOJIBIITNH-
cTBa 0OJBHBIX. Hampumep, y HaIIUX MaIlMEHTOB
HepeaKo BcTpeuasuch croMatutsl (20% ), mpucyt-
CTBOBAJIU 6OJIU B JKUBOTE, ABJIAIOINECA KPUTEPUEM
ucKJgoueHusd. [Ipexosaiiiue apTPUTHI Yallle oTMeua-
JIUCH U GOJIbIIIE JOMUHUPOBAJIU Y B3POCIBIX, UM Y
mereii. Y Hamux 00JbHBIX B 00Jiee cTapIiieM Bo3pac-
Te BBIABJIAJINCH U JUATHOCTUPOBAJINCH HADPYIIIEHUSA
CO CTOPOHBI CJAYXOBOTO ammapara (HeiipoceHcopHas
TYTOYXOCTh), UTO COTJIACYeTCA C JaHHBIMU JUTEepa-
Typel [24]. T'eHeTuuecKuii acmeKT OTCYTCTBYET B
KpuUTepuAax 3abojieBaHUs, TeM He MeHee, ABJIAeTCA
00s3aTeIbHBIM, HA HAIIl B3TJISMI, IIOCKOJBKY MMEH-
HO BBIIBJIEHUE T€HETHUYEeCKOM MYTAIlUU II03BOJISET
y OOJIBIIIMHCTBA IIOCTABUTH OKOHUYATEJIbHBIH qua-
raos. OgHAKO, BO-IEPBBIX, B Poccum MOJIeKyIsap-
HO-TeHeTUYecKas AMarHOCTUKA AOCTYIIHA He BCeM,
a, BO-BTODBIX, €CJU YK HCCJIeJOBaHUE IIpOBeje-
HO, MHTepIIpeTanus MOJYUYeHHBIX DPe3yJbTaTOB He
Bcerga sBJseTCA MPaBUJILHOI, OHA OOJIJKHA OCYy-
MIeCTBJIAThCA dKcrepramu B obsactu AB3. Ot Tou-
HOCTU U CBOEBPEMEHHOCTU AUATHOCTUKU 3aBUCUT
a(h(peKTUBHOCT, Ha3HAUEHUSA TAPTeTHONU Tepanuu u
CBA3aHHBIN ¢ aTUM IIporuos. Jleuenue KAIIC paspa-
060TaHO, OHO SABJISAETCS BBICOKOA(D(EKTUBHBIM, IIPO-
BOAUTCS IOKU3HEHHO UM MOKAa KpaiiHe JOPOroCTOs-
mee. B ¢cBA3U ¢ 3TUM peIlleHUe O TePAUHU JOJIKHO
OBITH OUEeHb B3BEIIEHHBIM, YUUTHIBATH BCE BO3SMOIK-
Hble TIOKasaHWs W IIPOTUBOIOKA3aHUA U TaKKe
OCYIIEeCTBAATHCA B (helepabHOM IIE€HTDPE, Te IIPU-
CYTCTBYIOT 9KCIepThl B obactu AB3. Obecrneuenue
JKU3HEHHO HeOOXOAUMOII Tepanneil HalueHTOB AeT-
crkoro Bo3pacta ¢ KAIIC cerogusa cTaHOBUTCS BCe
0oJiee paspernuMoil 3agaueii, OTHAKO IJIA B3POCIBIX
¥ BBIPOCHINX OOJIBHBIX 9TO IPAKTHUUYECKU HEIOCTHU-
JKUMO. YUacTue OpPraHOB 3APAaBOOXPaHEHUS Kak
perunoHajabHOTO, TaK W (heaepasbHOr0 YpPOBHEI B
JeKapcTBeHHOM obOecreuenuu O0oabHBIX ¢ KAIIC
Kpaline HeoOXOJMMO, OHO IIOMOKeT n36eKarTb Pop-
MUPOBAHUA Y HUX TAKENBIX JKU3HEYTPOKAIOIITUX
COCTOSIHUM, OPTaHHBIX HAPYIIIEHUN U COXPAHUTH UX
IIOJTHOIIEHHOE yUacTUe B )KU3HU 00IIeCcTBa.

Takum 06pa3oM, HECMOTPA Ha PEIKOCTb, 00JIb-
Hble ¢ KAIIC BcTpeuaroTcs B IpakKTHUKE PEBMAaTOJIoTa
¥ Bpaueil Apyrux cuernuajbHocTeii. UHTepmpeTanus



KJIWHUKO-J1a00PaTOPHBIX MPU3HAKOB, OKOHUYATEJb-
Hasg QUArHOCTHUKA MOJI’KHBI IPOBOJUTHCA C yUETOM
pesyJbTaToOB TeHEeTHUEeCKOro aHajmsa. lIpuHaTHe
pellleHus O OUarHo3e M Ha3HAYEeHUU IOKU3HEH-
HOM KpaliHe TOPOrOCTOAIIEH Tepanuu JOJKHO OCY-
IIEeCTBAATHCA B (hegepabHOM IEHTPE C y4acTHueM
9KcIepToB B ob6jsacTu AB3 u BO3MOMKHOCTBIO AJIM-
TeJabHOTO Habmonenusa. OgHa U3 BasKHBIX 3aJay —

obecrieueHre MAIMEHTOB KU3HEHHO-HEOO0XO0AUMOit
Tepanuei Mo MecTy IIPOKMBAHUA MAIMEHTOB U IIpe-
€MCTBEHHOCTDb MEXKIY AETCKOM 1 B3POCJION PEBMATO-
JIOTUUYECKUMHU CIIYKOaMuU.

dunancuposanue u KOHGAUKM UHMeEPeECcO8: AB8MO-
pul cmambvu nodmeepdunru omcymcmeue (PUHAHCOBOL
noddepicku uccaedo8arHus U KOHMJIUKMA UHMEPecos, 0
KOMmMopuvLx Heo6x00UM0o cCO0OWUMD.
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