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Hoporue unrarenm!

B 3ToM mM3paHum Bbl HaMAETE MHPOPMALMIO O PEAKMX AYTOBOCMANUTENb-
HbIX 3abonesaHmsx, (cokpaweHHo — AB3), B yactHocTh 06 ocobeHHo-
CTAX OMATHOCTMKM, NEYEHMs, A TAKKE O UX BAMSHUM HA MOBCEOHEBHYIO
XM3Hb. Hanvume y naupeHta u ero 6aMskMX MOKCMMONBHO MOSHOM
1 LOCTOBEPHOM MHPOPMALWM O 3060NEBAHMM — KIIKOY K MOSHOLEHHOM
M KQUECTBEHHOM XMU3HM.

Kakue sHaHus Bel cmoxeTte nonyunts, M3yume Halle M3paHUe?

B nepeyto ouepenp — 6a30Bble MEAMLMHCKME 3HOHMS, KOTOPbIE MOMOTYT
MONy4MTb MPEACTABNEHME O NPUPOAE 3AOONEBAHMS, O TEX HAPYLLEHMSIX,
KOTOpble Mpou3oLwM B pabote cucTeM OpraHnsma, ob ocobeHHoCTX
NIEYEHMs M NPOTHO3€ 3a60NEBAHMS.

Bropo# BaxHbii 610k — MHPOpMALMs O NPABAX NAUMEHTOB. ABEKBATHAS
1 CBOEBPEMEHHAS TePAnmst MOXET CAENATb XM3Hb MALMEHTA MPAKTUYECKM
HEOT/IMYMMON OT XM3HM 3[OPOBONO YENOBEKA, OAHAKO HEPEAKO HA MyTH
AOCTUXEHMS STOM LENM BO3HUKAET psif, BIOPOKPATUHECKMX CIOXHOCTEH
ANS PeLUEHMs KOTOPbIX MALMEHT M ero Bnunskue TPATST HEMANO YCHIMIA
1 BpemeHu. CoBepLUEHHO TOYHO, YTO IPAMOTHO COCTABIIEHHbIE AOKYMEHTBI
1 cobniofeH1e nNpoLeaypbl MOMOTAIOT PELLMTL 3Ty 30AAYY.

MocneaHnM, HO He MeHee BAXKHbIM BITOKOM SIBNISIETCS — NCUXONOTUYECKMHMA.
3T 4aCTb MOMOXET Pa30obpPaTbCs B TOM, A€ 30KAHYMBAETCS BIMSIHUE
30601eBaHMS M HAYMHAETCS OBbIYHAS XM3Hb. MHpOopMaLms nogrotoeneHa
NPOdECCMOHANBHLIMU MCUXONOTAMM C YYETOM OMBITA  CTONKHYBLUMXCS
C PO3NMYHBIMM MCUXONOTMYECKMMM Npobnemamu fetei ¢ peakmmn AB3
M MX POJMTENIEN, O TAKXKE YXe BbIPOCLUMX M3 IETCKOTO BO3PACTA NALMEHTOB.
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Yro Takoe ayTtoBocnanurenbHble 3a6onesanmns?
Kakue aytosocnanurensHbie 3a6onesanus 6bisaior?

AyTosocnanutensHbie s3abonesanus (AB3) — rpynna peaknx 6onesHeit,
06yCnoBneHHbIX NOsSBAEHUMEM OWMBOK B reHax, KOTopble MPUBOAAT
K HOPYLUEHMIO PEryNMpOBaHMsS BoCcnanuTensHoro oteeta. KnuHuuecku
OHU NPOSBASIOTCS NOBTOPSIOLUMMMUCS MPUCTYNAMM MOBBILLEHWS TEMMe-
paTypbl TENQ, B PSAE CIy4OdeB COMPOBOXAIOTCS MOPAXEHMEM KOXM,
CYCTQBOB, MbILLL, F103, OPFAHOB CIYXd, LEHTPANbHOM HEPBHOM CHCTEMBI,
KMLIEYHWUKA M APYTMX CMCTEM OPraHM3ma. Yacto npucTynbl conposo-
XAQIOTCS  MOBBILIEHUEM TAK HA3LIBAOEMbIX «MOPKEPOB BOCMANEHMS»
(cneayer obpawaTth BHMMAHWE HA CKOPOCTb OCEAAHMS SPUTPOLMUTOB
(CO3) n C-peaktmensiit 6enok (CPB)) 8 ananuaax kpoeu.

[NpK NosIBNEHUM MOXOXMX CUMNTOMOB HEOBXOAMMO NOMHMTL, 4To AB3 —
SBNSIIOTCS «AMATHO3OM UCKIIOYEHUS», T.€. B NEpPBYIO oYepeb, Heobxo-
AMMO MCKMIIOYATb MHbIE MPMYMHBI MOBBILIEHWS TEMMNEPATYpPbl Tena
W BPYTUX CUMNTOMOB (MHpEKLMOHHBIE, OHKONOTUYECKME, PEBMATONOMM-
Yeckue, UMMYHONOTMYECKME W ApYrMe ayTOMMyHHble 3a6onesaHms),
NPOGHANU3UPOBATL «CEMEMHOE APEBO» U BISCHUTb HE OTMEYANIOCH NN
MOXOXMX CMMMTOMOB Yy POACTBEHHWMKOB, OCOBEHHO MEPBOM JMHWM
poacTea (poautenu, 6abywku, aedylwky, poaHbie 6patbs U cecTpsl),
a TaKKe NoApOBHO U3yuMTb STHUYECKME OCOBEHHOCTH cembM (kakue
HALMOHANBHOCTM NPUCYTCTBYIOT B Bawweit cembe).

Haunbonee pacnpoctpaHérHbiMK 1 n3yueHHbIMKM AB3 senstotcs:

1.  KpuonupuH-aCCOUMMPOBAHHbBIE  NEpUOAMYECKUEe  CUMHAPOMbI/
Cryopyrin-associated periodic syndrome (CAPS), kotopbie sknouatoT:



* CeMelHbI XONOA0BOM AyTOBOCNANMUTENbHbINA CHHAPOM /
Familial cold

autoinflammatory syndrome (FCAS)
* cungpom Makna-Yannca / Muckle-Wells syndrome (MWS)

® XPOHMYECKMA MNALEHYECKMUIM HEBPONOTMYECKUIA KOXHO-APTH-
kynspHbiit cHapom (chronic infantile neurologic cutaneous
articular syndrome) / mynstucuctemHoe BocnanutensHoe 3a60-
neBaHKMe HeoHATaNbHOro Bodpacta (neonatal-onset multisystem

inflammatory disease) (CINCA/NOMID).

2. CemeltHas cpeansemHomopckas nuxopaaka / Familial
Mediterranean Fever (FMF).

3. [Nepuopmnyecknit CUHOPOM, ACCOLMMPOBAHHbIMA C MyTaLMEN
reHa peuentopa dbaktopa Hekposa onyxomu / Tumor Necrosis
Factor receptor - Associated periodic Syndrome (TRAPS).

4. Neduumnt mesanonatknHassl / Mevalonate Kinase Deficiency
Syndrome (MKD).

Huxxe Ml pacckaxem o KaXaom 13 HKUX bonee I'IO,D.pO6HO.

KPMOMUPUH-ACCOLIMMPOBAHHbLIN
NEPMOONYECKMNMN CUHOPOM /
CRYOPYRIN-ASSOCIATED PERIODIC
SYNDROME (CAPS)

Y10 TaKOE KPpMONUPUH-ACCOLUUPOBAHHDbIE
nepuoauvyeckue CMHAPOMbI?

KpronnpuH-accoummpoBaHHele  nepuoaMyeckMe  CMHAPOMBI
(awrn. CAPS, pycck. KAMC) npeacrasnsiior coboi rpynny peakmx
QyTOBOCMANMTENbHBIX 30601EBAHWI (CMHAPOMOB), KOTOPAS BKIKOYAET
CEMEMHbIN XONIO[OBOM AyTOBOCNIANMTENbHbIM CHaPOM (aHm. FCAS, cuH.
ceMeiHas XonofoBasi KpanueHuua), cuHapom Makna-Yannca
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(aHrn. MWS) u xpoHuyeckuit MnageHYeckmil HEBPOIOTMYECKMIM KOXHO-
aptikynapHbiit cuHapom (anm. CINCA [pycck. «upnkan]). MocnepHuit
M3BECTEH TAKXE KAK MIOAEHYECKOE MyNbTUCUCTEMHOE BOCMANUTENbHOE
sabonesatue (anrn. NOMID, [pycck. «<Homua»]), nostomy B MeamumHckoit
nutepartype 31oT cuHapom ynommuaetca kak CINCA/NOMID.

AyToBOCNONUTENbHBIA CMHAPOM — COCTOSIHME, KOTOPOE PA3BMBAETCS
MPY HAPYLIEHMM HOPMASILHOM PABOTEI UMMYHHOM CHCTEMBI M MPOSIBASIETCS
M3BLITOYHOM pPeakuMern UMMYHUTETA HO COBCTBEHHbIE KNETKM M TKAHM
OPraHU3Mma.

Kpuonmpuh — 310 6enok, nposyumpyemblit MaKpoparamm — Knetkamu
MMMYHHOWM CHCTEMbI OPTrOHU3MA, M YYACTBYIOLWMIA B PA3BUTUM BOCMQSU-
TenbHOM peakumu. Yem Gonblue BbIPABATLIBAETCS KPUOMMPHHA, TEM
6onee BbipaxeHHbiM ByaeT Bocnanerne. CooTBETCTBEHHO, KPUOMMUPHH-
QCCOUMMPOBAHHbINA O3HAYAET, 4TO 3a60NEBAHME CBS3AHO C KPUOMMUPH-
HOM, €ro M3BLITOUHBIM KONUYECTBOM W/ UM OKTUBHOCTBIO.

[Nepuopnyecknii CMHAPOM — COCTOSIHWME, MPU KOTOPOM CUMMTOMbI
60Me3HM BO3HMKAIOT C ONPEReNeHHON YOCTOTOM.

ACCOUMMPOBAHHBI — O3HAYAET, YTO PA3BUTME 3AOONEBAHMS CBAZAHO
C HOPYLUEHWUEM HOPMASBHOM PABOTHI TOM UMK MHOM CUCTEMBI OPraHW3MA.

Bce ynomsiHyTble CMHAPOMBI NEPBOHAYANLHO 6bIAM ONUCAHBI KAK
oTaenbHble 3a60M1EBAHKS, HECMOTPS HO HEKOTOPOE CXOLCTBO — MOsiBe-
HME BLICOKOM TEMNEPAaTYpbl, BBICHINAHUMA HA KOXE, HOAMOMMHAIOLMX
KPAMMBHULY, M MOPAXeHKMe CycTaBOB (pa3euTMe apTpuTa) pasnnuHoOM
cteneHn Taxectu. Y GONbLIMHCTBAO NAUMEHTOB CMMMTOMbI BonesHu
NosIBAAOTCS C poxaeHus, ogHako npuaHakn FCAS u MWS enepssie
MOTYT BO3HMKHYTb No3aHee, paxe B 3penom sospacte. FCAS sensietcs
cambim nerkum 3abonesannmem, MWS - 3abonesanuem cpepHei
crenenn Txectn, CINCA/NOMID - Hanbonee Taxenbim.

Kak uacto BCTPpEeYaeTcd 3ToO 3abonesaHne?

CAPS - oueHb pegkoe 3a60nesaH1e, PA3BMBAIOLLEECS MO UMEIOLLMMCS
ACQHHBIM JIMLWb Y HECKOMbKMX YENOBEK HO OAMH MMUITIMOH HOCENEHMS.
Bmecte c tem, cnyuyan CAPS obHapyxuBaioTcs B CTPOHOX MO BCEMY

MHUPY.



Kakoebl npuumnHbl 3a6onesanus?

Bce sabonesanus rpynnsi CAPS BbisBaHbI HapyLweHuamu (myTaumusmmn,/
ownbkamu) B rene NLRP3, oteeTcTeHHbIM 30 06pasoBaHme KpUonm-
pUHQ.

Kak pesynstar, Knetku nposyumpytor n3bbITOYHOE KONMYECTBO KPHO-
MUPUHA, 4YTO BEAET K HEeAOEeKBATHbIM BOCMOIUTENbHBIM PEAKLMIM
B OTBET HA OBbIYHbIE ANS 300POBOrO YENOBEKA PA3APAXMTENH (CHMXe-
HMe TeMnepaTypbl OKpyxarolwen cpeasl (6onee xapaktepro ans FCAS),
MHpEKUMOHHbIE 3060NEBAHMS, TPABMbI, OBOCTPEHME XPOHUYECKMX
3060MeBAHMI, CTPECC M AP.). DTU yCHUNEHHbIE BOCNANUTENbHbBIE PEAKLMM
M BbI3bIBAIOT noseneHue npuaHakos (cumntomos) CAPS. Ograko,
y 40% 60nbHbix ¢ CINCA/NOMID mytaumm & rede NLRP3 He sbisBns-
IOTCSl, B HOCTOSILLEE BPEMS MPEANONOXEHWH O MPUYMHE PA3BUTHS
HonesHu y TaKMX NALMEHTOB HE OBHAPYXEHO.

He Bce mytauun B rene NLRP3 npossnsior cebs ogmrakoso. OpHu
MyTaLMK 6e3yClOBHO NPUBOAAT K PA3BUTUIO BONE3HM, APYTHe ABISAIOTCS
3HOYMMBIMM (BBICOKONEHETPAHTHLIMM), TO €CTb Haubonee BEPOSTHO
SBNSIIOTCS MPUYMHOM 30BONEBAHMS, 3HAYUMOCTb TPETbUX OCTAETCS
HesicHoi. [ocneaHue, KAk NPABKUNO, BLISBASIOT Y BOMbHBIX C HEMOMHOW
(HanuumMe TONbKO HEKOTOPBIX KIAMHWYECKMX NPOSBAEHMI BGonesHu)
M He TAXEeNoi KapTUHOM 3aboneBaHms. TsxecTb 3a60NEBAHUI TPy NMbI
CAPS MoxeT 3aBMCETb M OT HONUYMS OPYTMX FEHETUHYECKMX, O TAKXE
5KONOrMYeckmnx GaKTOpPoB (HaNpUMep, KIMMAT, B KOTOPOM NPOXMBAET
pebeHok)).

flBnsierca nu ato sabonesaHune HGCﬂeACTBeHHbIM?

OnucaHo fea BapMaHTa BO3HMKHOBeHMs 3abonesanmit rpynnsl CAPS.
MepBbI — HOCNEACTBEHHbIN, ODYCNOBNEHHbIM NEepeaayen HapyLLEHMs
(MyTaumm) B rene NLRP3 peberky ot nioboro us pogutenei, sensiolserocs
HOCUTENEM 3TOM MyTaLmK. [1pu STOM poanTenn MOryT BbiTb HOCUTENSIMMU
MYTOLWM, HEe MMest MPU3HAKOB 3a6oneBaHus. JJocTaTouHO OaHOM My TaLMM
B reHe Ans paseutus 3abonesanus. [TockonbKy y KaXAoOro Yenoseka
MMeeTCs 2 KOMUM KaXAOro reHa, puck nepegaym mytaumu reHa NLRP3
OT OQHOrO POAMTENS, KOTOPbLIN SBASETCS €ro HOCUTENEM, COCTABASET



50%. Bropoit Bapmant paseutus CAPS - nosisnenne mytauum B reHe
NLRP3 pebetka Bnepesie (otcyTcTBOBANQ y poauTenen), npu ero 3a4atmu.
B Takmx cnyuasx puck passutus CAPS y gpyroro (cneaytowero) peberka
NPOrHO3MPOBATL HEBO3MOXHO.

flBnsietcs nu 3To 3a6onesaHne UHGEKLUOHHBIM?

3abonesanus rpynnsl CAPS He sBRStoTCs MHPEKLMOHHBIMM, T.€. HE BbI3BA-
Hbl MMKPOOPTraHM3MaMK (6akTepusMM, BUPYCOMM), G 3HAUMT, He nepe-
[QIOTCS MPU KOHTAKTE C BOSbHBIM MITU ETO OKPYXEHUEM.

KakoBbl OCHOBHbIE CUMNTOMBI?

Mepsbim npusHakom (cmntomom) Bcex sabonesanmit rpynnsl CAPS
aBnseTcs KOXHas cbinb. Kak npaemno, ee nosienexue Bnepesie 3ameyaiot
B MIIQAEHYECKOM BO3PAcCTe. BbICbINaHMS HO KOXE MMEIOT MUrPUPY oL
XAPAKTEP, HAMOMWHAIOT KPANMBHULY (T.H. MUrPUPYIOLLaS MOKYNe3HO-
nanyne3Has Cbinb, NOXOXAsA HA OXOr KpCll'lMBbl) H, O6b|"'|HO, HEé conpoBo-
XAQKOTCA 3yAOM. VIHTEHCUBHOCTL ChinM (CTENeHb BbIPAXXEHHOCTH BLICBINAHMH,
0 TOKXKE MX KOMMYECTBO) HAMPSAMYIO 30BUCHT OT OKTUBHOCTH 3060MEBAHMS.

Jluxopagaka (nossilweHre Temnepatypsl Tena) Takxe asnsetcs Hanbonee
TMAMYHBIM nposiBneHneM cpean Bcex ¢opm CAPS. [nurensHoctsb
M BbIPOKEHHOCTb JIMXOPOLAKM MOXET M3MEHATBCS B  3ABMCUMOCTH
oT popmbl 3aboneBaHMS.

Hna CAPS xapakTepHo nopaxeHuMe MHOXECTBA OPraHOB M CUCTEM
(mopaskeHMe MbILLL M CyCTABOB, OPFrAHOB CTYXQ, LEHTPANLHOM HEPBHOI
CUCTEMBI M CEPAEYHO-COCYAUCTONM CUCTEMBI) HANUYME WMAKM OTCYTCTBME
TEX UITU MHBIX CUMMTOMOB MOXET CBMAETENLCTBOBATL 06 OnpefeneHHoM
dopme 3aboneBaHMs, OOHAKO TUiATENbHOE ObCnefoBAHME GOMbHBIX
CAPS, kak npasuino, BbISIBASET NEPEKPECTHbIE KITMHUYECKUE CUMMTOMBI.
Y 6onbHbix MWS MoryT vmeTb MeCTo CMMNTOMBI, XOPAKTEPHbIE A1
FCAS, Tak1e kak 4yBCTBUTENBHOCTb K XONOAY (T.€. NOBbILLEHWE YACTOTI
NPUCTYNOB B 3MMHEE BPeMsl), nn cumnToMbl nerkoro nopaxenus LIHC,
TAKME KAK YACTbIE FONOBHbIE BOMM MM BECCUMNTOMHAS NANUINO3AEMA
(oTek pMcka 3puTenbHOro Hepea), YTO XAPAKTEPHO AN BONbHbIX

CINCA/NOMID.



Huxe npusenenbl Haubonee knaccuyeckue nPOSIBAEHWS KOXLOM
13 dopm 3abonesaHms.

Ina FCAS xapaktepHo paHHee HQ4ano, npu poXAeHUM UK B TeYeHUe
nepsbix & MecsLeB Xu3HU. bonesHb xapakrepusyeTcs NOBTOPSIOLUMMUCS
KOPOTKMMM 3MM30AAMM  (NPUCTYNamu) Auxopagku, ceinn u  Gonu
B CYCTOBQX, MOSIBIIEHME KOTOPbIX MPOBOLMPYET BO3AEMCTBUE HUIKMX
TEMNEPATYP OKPY>XatoLei cpeabl. [lpyrie 4acto oTMEYaeMblE CUMMTOMbI
— KOHBIOHKTMBMT (BOCNaneHne o60noukM, nokpeiatowei 6enku rmasa
M BHYTPEHHEMN CTOPOHbI Bek) 1 60nb B Mbluuax. CUMATOMBI, KOK NPABK-
no, nosensiotcs yepes 1-2 yaca nocne obLiero BO3AENCTBUS HU3KMX
TEMNEPATYP WMIIM 3HAYMTENBHOTO CHUXEHMS TemnepaTypsl. [osenerue
CMMMTOMOB 4OCTO MPOUCXOAMT creaylowMm obpasom: pebeHok
4yBCTBYET Cebsi XOPOLO YTPOM MOC/e TEMIOM HO4YM, HO 3ATEM €ro
COMOUYYBCTBME YXYALLAETCS NOJ, BO3AENCTBMEM Xonofd. Bo spems npu-
CTYNOB MOryT 6biTb OBHOPYXEHbI MPU3HAKM BOCMANEHMS B KPOBM
(noebiwenne ypoeHs COD - cKOpoCTM OCefaHus SPUTPOLMTOB
B KIIMHMYECKOM QHANM3e KPOBM, MOBbilieHWe ypoBHs C-peakTMBHOro
6enka M CbIBOPOTOYHOrO OMMIOMAA B OMOXMMMYECKOM aHanuae
kpoBsu). MpogonxutensHOCTs NpUCTynoB o6bIuHO Hesennka (MeHee 24
4acoB), cMMnToMbl GonesHn npoxoast 6e3 nevenuns. Kavectso xuahu
6onbHbix ¢ FCAS MoxeT M3MeHsTbCS B 30BMCMMOCTM OT 4ACTOTbI
M MHTEHCMBHOCTU NPMUCTYNOB. TeM He MeHee, OTAANIEHHbIE OCIOXHEHMS,
TOKME KAK MMyXOoTa M OMMIOMA03, KK MPABMUIO, OTCYTCTBYIOT.

MWS  xapaktepuayetcs NOBTOPSIOLMMMCS 3SMMU30AAMMU  NIMXOPCAKM
M CbINK YaLLE NO TUMY KPAMMBHMLbI, KOTOPblE COMPOBOXAAOTCS BOCMA-
NEHMEM CYCTOBOB M M1a3 (KOHBIOHKTUBWTBI, PO3BUTME YBEUTA — BOCNA-
neHus nepegHero otaena rmasHoro s6noka). Ouerb yacto HabnogaeTcs
XPOHMYECKas ycTanoctb (pebeHok MoxeT 6biTb BSMbIM, COHAMBBIM,
ycTaBaTb ObICTPEE CBEPCTHMKOB MPWU  BBIMOSHEHUM EXEAHEBHbIX
penctemni). Daktopsl, Bhi3biBAOWME NPUCTYN GONE3HM, 30 Peakum
UCKIIOYEHMEM, YCTOHOBUTL He yAaeTcs. TeueHne 3060neBaHMs BAPbUPYET:
oT 6onee TUMMYHBIX NoBTOpPsOWMXCA OBOCTPEHUM (3nM3oanueckue



NIUXOPOAKM B COYETOHWMM C BBICHINAHUSAMM M APYIMMM MPU3HAKAMM
6onesHun) go Gonee NOCTOSAHHbIX CUMNTOMOB. [epBbie CUMATOMbI NOSIB-
NSIOTCS B HAYANE XM3HM, HO OMUCAHBI TOKXE CNy4au, Koraa 6onesHsb
PA3BMBAETCS y AETEN CTAPLIETO BO3PACTA M AAXe y B3pocnbix. Hacto
BCTpeyaeTcs myxota (npumepHo B 75% crydaes), kotopasi, KaK NPABMIO,
HOYMHAETCS B MOAPOCTKOBOM MIIM B POHHEM B3POCIOM BO3PACTE.

Mpu CINCA/NOMID cumntomsl HocsT Hanbonee Taxenblit xapakTep
(MposiBneHus 3a601eBAHMS, FOPA3AO BLIPAKEHHEE U ANUTENbHEE, YEM
npu apyrmx dopmax CAPS). Cbinb, Kok NpaBuno, sBnseTcs nNepsbim
MPM3HAKOM; OHQ MOSIBASIETCS NPU POXAEHMM MM B PAHHEM AETCTBE.
OpHa TpeTb NAUMEHTOB MOXET POXAATLCS HEAOHOLLIEHHBIMM MIIK OTCTABATH
OT CBOETO reCTALMOHHOTO BO3PACTA (KONMMYECTBO NOMHbIX Heaenb bepe-
MEHHOCTU Ha MoMeHT popos). Jluxopaaka MoxeT 6biTb Npexopsiied,
B HEKOTOPBIX CY4asX NOCTOSHHO coxpaHsieTcs. [aumeHTsl YacTo xany-
loTCs Ha yTomnsiemocTb. Bocnanenue kocteit n cyctasoe BapbupyeT
Mo CTeneHu TAXECTH; MPUMEPHO Y ABYX TPETEH NALMUEHTOB NPOSIBAEHMS
CO CTOPOHbI CYCTABOB OrPAHWMYMBAIOTCS GONSIMM MM MPEXOASLLMM
oTeKoM BO Bpems obocTpenus 3abonesanus. OpHAKO B OOHOW TPETH
CIy4OEeB B Pe3ynbTaTe M3BLITOYHOTO POCTA XPSLLA PA3BUBAETCS TAXENOE
(c nepopmaupeit cycTtaBos, cHnbHOM BONbIO M OrpaHnyeHem obbema
[BMXEHWI) NOpPaXeHWe CyCTaBOB, NPUBOAALLEE K MHBANMAM3ALMM.
KoneHHble, roneHOCTOMHbIE, My4€3aNsACTHbIE M IOKTEBbIE CYCTABbI NOPA-
XAlOTCs HAMBOMEE YACTO U CUMMETPUYHO.

Mopaxenue uentpansHon HepeHoi cuctemsl (LUHC) npucytcreyer
noutn y scex 6onbHeix ¢ CINCA/NOMID u obycnosneHo xpoHuue-
CKMM QCENTUYECKMM MEHMHIUTOM (HeMHPEKLMOHHBIM BOCMANEHUEM
060/104KM FONOBHOIO M CMHHOTO MO3ra). Takoe BocnaneHue NpUBOAUT
K MOCTOSIHHOMY MOBBILLIEHUIO BHYTpHYepenHoro aasneHus. CUMNTOMBI,
CBA3QAHHBIE C 3TMM COCTOSIHUEM, HEOAMHAKOBbI MO WMHTEHCMBHOCTM
M BKITIOYQIOT XPOHUYECKME TONOBHbIE BONM, MHOrAA PBOTY, PA3APAXM-
TENHOCTb Y feTel PaHHEro BO3PACTA M Nanunnosgemy (otek aucka
3PUTENBHOMO HEPBA), KOTOPYIO MOXHO BbISIBUTb MyTEM WMCCAEAO0BAHMS
MMA3sHOro AHA (BMA CReuManusMpoBAHHOTO  OGTANLMONOrMYECKOro



obcnepoeanus). Bpems oT Bpemenun y Tsaxenbix GOMbHBIX Cly4atoTCs
SMUNenTUYecKMe NpUNagku (KOHBYRbCHMM), OTMedaeTcs 3apepXKa
NCUXO-PEYEeBOro PA3BUTHS.

Mpu CINCA/NOMID moryT Takxe nopaxatscs rasa. Bocnanewue
MOXeT NPOU3ONTH B NepenHeit u/unu 3aaHeN 4acTi masa (nepeaHuit
M 308HUM YBEMUT, NOPAXEHUE 3pUTENLHOTO Hepsa). MasHble nposisne-
HWMS| MOTYT NPOTPECCUMPOBATL U MPUBECTM K PA3BUTUIO NOTEPU 3PEHMS
B 3penom Boapacte (cnenota). Yacto BcTpeyaeTcs HEMPOCEHCOPHAS
rNyXoTd, KOTOPasi OB6bIYHO PA3BMBAETCS HO PAHHUX CPOKAX 3060meBa-
HUS. AMMNOMAO3 BhISBRSIETCS C BO3PACTOM Y 25% 6onbHbix. Bcnepcteue
XPOHMYECKOrO BOCMANIEHMS MOTYT HOBMIOAATLCS 3QAEPXKA POCTa
v nonosoro passuTus. MNpuaHaku BocnaneHus B KPoBM y BONbLIMHCTBA
HOMbHBIX MPUCYTCTBYIOT MOCTOSIHHO.

OauHakoBo nu nposiensercs 3abonesaHue y scex aeten?

Mposienenns CAPS uypessbiuaiHo BapuabernbHbl: YneHbl OBHOM CeMbM,
crpapatowpme CAPS, MoryT MeTb pasHbie CUMMNTOMbI M TSXECTb TEYEHMUS
6onesnn. Cameim nerkum sapuantom CAPS sensetcs cunapom FCAS,
3abonesaHuneM cpepHen crenenun Taxectt — MWS, Haubornee
taxensim — CINCA/NOMID. TaxecTs 6onesHu Bhile Npu NOPaXeHuu
LEHTPANbHOM HEPBHOM CHCTEMBI U CYCTABOB.

Kak nogrsepauts Hannumne CAPS?

MNpeasaputensHo Hanmume CAPS yctaHaBnmnBaoT No XxapakTeprcTUKam
3060neBaHMs MyTEM MCKIIOYEHUS APYrMX OONe3HEerM CO CXOXMMM
nposeneHmnamu. Kak npasuno, 3to uHdbekuMoHHbIe (pasnuyHbie BOPUAHTSI
HAKTEPUANBHBIX M BUPYCHBIX KULIEYHBIX M PECTIMPATOPHBIX MHPEKLMIA,
KOTOPbIE MOFYT TAKXe NPOTEKATh C NUXOPAAKAMM M BbICHITAHUSAMM),
3NOKQYECTBEHHbIE  (HONMYME OHKONOrMYECKOM MATONOMMM  MOXET
COMPOBOXAATLCS MOSIBAEHNEM NMEPUOAMYECKMX NMXOPALOK M APYTMX
cumntomos, cxoxmx ¢ CAPS), pesmatonormyeckue (Hanpumep, oHO-
LIECKMI QPTPMUT C CUCTEMHBIM HOYAOM) U APpYT1e ayTOBOCNANMUTENbHbIE



(cemeitHas cpean3eMHOMOPCKAs TMXOPORKT, AEMULMT MEBANIOHAT-KUHASHI,
NEePUOAMYECKMI CUHAPOM, ACCOLMMPOBAHHBIN C peuenTopom dbakTopa
Hekpo3a onyxonu). B uMcne xapaktepuctik 3060neBaHMs yuuThIBAIOT
ucTopmio 3a601eBaHUS, HanMuMe Clydaes BONE3HU C MOXOXHUMU Npu-
3HOKAMM cpepm BnmM3KMX POLACTBEHHMKOB, MMEIOLLMECS CHUMMTOMBI,
pe3ynsTatel NaBOPATOPHOTO M MHCTPYMEHTANLHOMO 06CnesoBaHMs.
Jla6opaTtopHoe obcnenoBaHMe BKIIOYAET onpepeneHne MPU3HAKOB
BOCMANEHMs B KPOBM (BBICOKMX 3HQYEHMIM CKOPOCTH OCEAAHUS SPUTPO-
LMTOB, KOHLEHTPALYM C-peakTUBHOrO Gemnka M CLIBOPOTOHHOTO amunonaa A).
NHcTpymenTansbHoe obcnenoBanme BkouaeT odbtansMonornyeckoe
(ocMoTp rmasHOro AHG HO LWeneeoi NAMMeE), peHTreHonornyeckoe
(Hanpumep, uccnepoeanue cycTasos), cypaonoruyeckoe (Mccneposa-
HWe Cnyxa) UCcnesoBaHMs.

OkonuaTtensHo Hanuune (unn otcytcteme) CAPS ycranaenmeaertcs
BPOYOM HO OCHOBOHMM COBOKYMHOCTM Pe3yNbTATOB OBCHEAdBAHMIA
1 MOJIEKYNSIPHO-EHETUYECKOTO UCCNIEAOBAHMS, MPOBOAMMONO C LEMbIO
BbisiBNIeHMst MyTaumum B reHe NLRP3.

Mo>xHo nu naneumnTb 310 3abonesanue?

Bonesuu rpynnel CAPS, kak u Bce reHetnyeckme 3ab6oneBamus, HeU3-
neynmbl. TeM He MeHee, BOCTYMHbl HOBblE MEPCMNEKTUBHbLIE MPENAPAThI
ans nevenuns CAPS, ponrocpoutbiit 3¢pdekT KoTopbix SBASETCS NPEAMETOM
HAYYHbIX MCCNEAOBAHMUMN.

Kakoebl MeTogbl neueHus?

MocnepHue pabortel no reHetnke n natopusmnonormn CAPS, nokassiea-
IOT, 4TO MpM 3060NEBAHMSAX STOM TPYNMbl BLICOKAS QKTUBHOCTb MM
rMNEPNPOAYKUMs BENKa KPUONUPHUHA UrPAET KIIOYEBYIO POfb B PA3BM-
TMM BOCMANMTENBEHOTO OTBETA, MOCKOSMbKY MPU GKTUBALMKM KPUOMMPUH
crnocobeH CBs3bIBATLCS C APYrMMM Benkamu, obpa3oBbIBAS KPYMHBIN
MONEKYNSPHBIA KOMMEKC — MHPIAMMACOMY, KOTopas crnocobcTeyet
rMNepnpoayKuMM nposocnanutensHbix uutokmuos (IL-13 wu IL-18).



Mowwneirt umtokmH (6enok) socnanenms MJ1-1[3 eeisensetcs B M3BbITOYHOM
KONIMYECTBE M WMIPAET BAXHYIO POSib B BO3HMKHOBEHWUM CUMMTOMOB
3abonesanus.. [na nogasnenus sbdekros MJ1-1[ npumensior bnoka-
TOpbI 3TOro Henka — NPenapaTel AHAKMHPA, KaHaknHymab. Cuutaetcs,
yto $apmakonornyeckas bnokapa MJ1-1 pomxHa 6biTb Hauata
B POHHEM BO3PACTe, IO TOTO, KAK BOCMAEHWE MPMBEAET K HEOOPATUMBIM
NOBPEXAEHUSIM OPraHOB, TAKMM KAK FyXOTA MM AMMIOMAO3, U NpPO-
AONXATbCS CTONLKO, CKOMbKO NoTpebyercs.

Ha stane auarHocTvku obnerynts cumntomsl 60€3HM (CHU3KTB BbICOKYIO
TEMNEPATYpPY, MHTEHCUBHOCTb GOMM B MBILILAX M CYCTABAX) NOMOraioT
HeCTepouaHble NPOTUBOBOCNANMUTENbHbIE Npenapatsl, (MBbynpodeH,
HUMECYTNA, MENOKCHUKAM).

MNpu Taxenom, HekoTponmpyemom Tedennn CAPS, a Takxe ans cHatus
TSXKENIOM ATAKM 3060NEBAHMS BOSMOXHO MPUMEHEHWE CTEPOMAHBIX
npenapaTos (FMIoKOKOPTUKOCTEPOUAb! — NPEAHU3ONOH, MeTUANPEenH!-
sonoH). [MocnegHne B BLICOKMX [O3aX AOCTATOYHO 3dEKTUBHBI,
OLHAKO ANUTENBHOE UX MPUMEHEHME COMPOBOXAAETCS BO3HUKHOBEHMEM
PAAA Cepbe3HbIX MNOBOUHBIX SPPEKTOB, B TOM YMCNIE CHUKEHMEM MAOT-
HOCTW KOCTHOM TKOHM, 3AMEAJIEHNEM POCTJ, MOBbILLEHUEM APTEPUAIIBHOTO
ACBJIEHUS, PA3BUTMEM OXMPEHMS, MOPAXKEHUEM OPraHOB XeNyAO4HO-
KMLIEYHOTO TPAKTa (cM.Huxe). [lo3npoeka 1 AAUTENBHOCTE MPUMEHEHMS
rMIOKOKOPTUKOCTEPOMAOB onpepensioTcs neyawmm spadom. Camocro-
STENbHO M3MEHSITb [O3Y, MPOMYCKATb MPUEM 1 TeM Bonee OTMEHSITb MIOKO-
KOPTUKOCTEPOMIbl He PEKOMEHAYETCs, TAK KAK BbICOKA BEPOSTHOCTb
PO3BUTUS HE TONbKO TAXENbIX MOBOYHBIX 3¢PEKTOB, HO 1 0BOCTPEHMS
BonesHu.

B Hactoswee Bpems Haubonee 3pdeKTUBHLIM CPEACTBOM JeHYeHMs
6onbHbix ¢ CAPS sBnsioTcs Tak HasbiBaembie Buonornyeckme npenaparsi.
Llenb 1x nprmeHeHmns — 6riokMpoBaTh GyHKLMM BUONOrMYECKM OKTUBHBIX
MONEKYN — LMTOKMHOB (MHTepneikmH 1), OTBETCTBEHHBIX 30 PA3BUTHE
socnanenus npu CAPS. B Poccun ans nevenus 6onbHbix ¢ CAPS sape-
MMCTPMPOBAHO 2 MPenapaTa NOAABSIOLMX AKTUBHOCTb MHTEPAerKuHA-1 —
KOHOKMHYMAB, GHOKMHPA.

MNpenapatsl no3sonstoT kKoHTponmposaTs npossneruns CAPS, BeoasTcs



NOAKOXHO, [03a W KPATHOCTb BBEAEHMS ONpefenseTcs Nevalmm
BPQYOM.

Mpu CAPS MoryT ncnonb3oBaTtbes M Apyrue Gronormyeckue npenapars
(Toumnmnaymab, staHepuenT, apanmymab). OnbIT Mx NpUMEHEHHs MMeeTcs
kak B Poccum, Tak 1 3a pybexom. OpHako B HacTosilee Bpems 3T
npenapaTs He 3aPErMCTPMPOBAHLI B Poccuu Ans npumeHeHHs y naupMeHTos
c CAPS 1 moryT 6bITb TPUMEHEHbI TONIBKO B COOTBETCTBMM C MPUHLMMOM
off-label (sHe MHcTpyKLMM). DTO 3HAUMT, YTO ANS HO3HAYEHUS NpenapaTa
neyallemy Bpady notpebyeTcs 4OCTATOYHO MOMHO NPOUHGOPMMPOBATL
poAMTeneit NALMEHTA O HEOBXOAMMOCTH TAKOTO SIEHEHHS], 3ATEM MOMYUMTL
NOAMNUCAHHOE poauTeneM AOOPOBOMBHOE COMMACHE HA MPUMEHEHME
npenapara, a TakXe 3aPy4YUTbCs COMACMEM HA TOKOE NeyeHne Bpayed-
HOM KOMMCCMM, AEMCTBYIOLLIEH C STOM LieMbiO B IEYEOHOM YUpeXaeHNH.

Bbe3zonaceH nu pnuTtenbHbIN NpUeM nekapcTe?

HenpocTto npuHsTh, 4To pebeHOoK AOMKEH NOMAYYaTb TEPAMNMIO BCETAQ.
Pogutenn yacto 6ecrokositcs O BO3MOXHbIX MOBOYHBIX dPPeKTax
NleYeHns, OCODBEHHO B Cryyae ANUTENbHOMO MPUEMA NEKAPCTBEHHBIX
cpencts. Huke AaHbl pasbsCHEHUS HA 3TOT CYeT.

HectepoupHble npoTMBoBOCNAnNMTENbHblE nNpenapatbl. [nuTenbHsii
NPMEM 3TUX MPENAPATOB MOXET NMPMBOAMUTL K MOBPEXAEHMIO CTU3UCTON
060N0YUKM XeNyaKa, y AeTei pexe, Yem y B3pocnsix. MIMeHHO nostomy
MX PEKOMEHAYIOT MPUHUMATL C nuLei. HectepomaHbie npotneoBocna-
nUTeNbHBIE MPENAPATE MOTYT BbI3LIBATL (pEAKo) nopaxeHue neveHw,
KOTOpOe MpPOSBSETCs NOBbILEHNEM AKTMBHOCTU DEPMEHTOB NeYeH! B
KPOBM.

[MIOKOKOPTMKOCTEPOMUABI B BbICOKMX [O3AX AOCTATOYHO 3PPEKTUBHBI,
OfHOKO AJIUTENIbHOE MX NPUMEHEHWUE NMPUBOAMT K BOSHMKHOBEHMIO psad
cepbesHbIX NOBOYHbBIX 3PPEKTOB, B TOM YMCNIE CHUKEHWIO MIOTHOCTM
KOCTHOM TKOHM, 3GMEAJSIEHMIO POCTA, MOBLILEHWUIO APTEPMANBHOIO
AQBJIEHUS, PA3BUTUIO OXMPEHMs BCIEACTBME 3AMETHOTO MOBbILLEHMS
QnneTMTa, MOPAXEHMIO OPraHOB XeNyAO4YHO-KMLLIEYHOTO TPAKTA.

Buonornyeckne npenapartsl. NpuMeHeHne 3Tx npenapaTtoB MoxeT
CnocobCTBOBATL BO3HMKHOBEHMIO MHEKLMIMA, BbITb MPUUMHOIM annepru-



YeCKMX PEAKLMiA, HapyLleHus GYyHKLMM NeYeHM, USMEHEHMS KIIETOYHOTO
COCTOBA KPOBMU.

Mpu cobniopeHnn pekoMEHAALMI NeYallero Bpa4Yd OTHOCHTENBHO
AO3WUPOBKM M ANUTENBHOCTU MPUMEHEHMUS YKA3AHHBIX BbilLe MPENnapaTos
PUCK PasBuTUs NobouHbIX 3 dekTos MuHMManeH. He cnepyet camocto-
aTenbHo (6e3 06CyXaeHMs C BPAYOM) M3MEHSIT LO3UPOBKY HO3HAYEHHBIX
npenapaTos, NponyckaTh U Tem Gonee NpekpaWaTh UX NpUem. Takue
AEVCTBUS YBENMUMBAIOT pUCK 0bocTperms Gonestu. [na npegynpexaeHus
BO3HMKHOBEHMUS M MPOrPEcCMpPOBAHMS NOBOUHBIX 3PPEKTOB NeyeHus
HEeobX0AMM MOHUTOPMHT (perynapHbIi KOHTPONb) COCTOAHUS 3LOPOBLS
BonbHOro (nepeyeHb HEOBXOAMMBIX WMCCNEAOBAHMIA M MX 4ACTOTA
obcyxaatotes ¢ neyalym spadom). OHaKo, criedyeT NPUHSITL BO BHUMAHME,
4YTO NEPUOANYECKME OCMOTPBI, TABOPATOPHbIE MCCNEAOBAHMS M OLEHKA
bYHKLMIA BHYTPEHHNUX OPTAHOB MOTYT BbITb MPUUYUHOM AOMOMHUTENbHBIX
TPYAHOCTEN fNisi peBEHKa U ero CeMbMU.

Kak HacueT HeTpapuumuoHHOM Tepanuu?

MauMeHTbI U UX CEMBU MOTYT CTONIKHYTBCS C MHOXECTBOM NMPEANOXEHNH
HETPOAMLMOHHBIX METOLOB NIEYEHMS, M STO MOXET BBECTU B 306nyXae-
Hue. OueHb yacTo 3dpPekTUBHOCTL M BE30NACHOCTb TAKOTO NEeYeHus
ocTaloTcs He AoKa3aHHbiMM. OHO MoXeT moporo OBOMTUCH KaK
6YKBQLHO, TOK M B NJIGHE BMYCTYIO NOTPAYEHHOTO BPEMEHM, HEONPAB-
ACGHHOM Harpysku Ha peberka. Ecnu Bbl xotute pasobparbes
B BO3MOXHOCTAX HETPOAMLMOHHBIX METOLOB NleYeHMs, MOXANyHICTa,
obcyauTe 3TM BAPMAHTHI C NeYalLyM Bpadom. HekoTopbie HeTpaamnum-
OHHbIE CPEACTBA NleYEeHNs CMOCOBHbI B3AMMOAEHCTBOBATb C OBbIYHBIMM
nekapcteamu. OyeHb BaOXHO HE NPeKpaLLaTh NPUEM NIEKAPCTB, MPOMM-
CAHHbIX BPAYOM. [1OCTOSIHHBIM NpPUEM NEeKAPCTBEHHbIX MPEnapaToB
HEOBXOAMM Ans Toro, 4tobbl AepXaTb GONe3Hb MOA KOHTPONEM,
a HeoHOCHOBAHHOE MPEKPALLEHHUE MX MPUEMA MOXET OKA3ATLCS OYEHb
OMACHbIM, €cnn 3a60MeBaHMe NO-NPEXHEMY HOXOAMTCS B GKTMBHOM
dase. Moxanyicra, obcyaute Bonpoch, koTopble BAc GecnokosT
B OTHOLLEHWM HA3HAYEHHOTO NPENAPATa, C BPA4YOM BALIETO pebeHKa.



Yro xparb ot 6onesHu B Gyaywem?

Honrocpoubiit nportos ans naupertos ¢ FCAS Hanbonee GnaronpustHbiN,
KOYECTBO XM3HU MOTYT CHUXATb MOBTOPSIIOLLMECS SMMU30AbI IMXOPAAKM.
Mpn cuHapome MWS Ha oueHKy BONTOCPOYHOrO MPOrHO3a MOXET
NOBMMSTb PA3BUTME OMMIOMAO3A M CBS3OHHOE C 3TUM HOPYLUEHME
byHkumMM nouek. B ponrocpouHolt nepcnekTvBe onaceHue Bbi3biBAET
M PA3BUTME TYXOTbl, M CBI3AHHOE C 3TUM CHUXEHME KAYECTBA XM3HM.
Y 6onbHbix CINCA/NOMID BosmoxHO oTctaBaHMe B U3MUECKOM
M NCUXOPEYEBOM PA3BUTUM. Y TAKMX BOJbHBIX AONTOCPOYHBINA MPOTHO3
3ABMCHT OT TAKECTU HEBPOSTIOTMYECKMX, HEMPOCEHCOPHBIX U CYCTABHBIX
nopaxenuit. Mocnepnue (B YacTHOCTH, TaK Ha3bIBOEMAs rMNepTPOdH-
4ecKas apTPONAaTHs) MOryT NPUBOAMTL K MHBAAMAM3ALMK. Y TsXKEnbiX
BOMbHBIX BLICOK PWUCK HACTYMIEHUS MPEXAEBPEMEHHON CMEPTH.
MpumeHerne 6Gnokatopos WJ1-1  3HauuTensHO — ymyulwceT  MpPOrHos3

npu CAPS.

Amunonpos sisnsietcs Haubonee TAXENbIM OTCPOYEHHBIM OCTTOXHEHUEM
CAPS. Amunounpos obycnosneH HOKOMAEHMEM B TKAHSX OPraHM3ma
amunomnpa A — benka, sbipabarbiBatolerocst B 60NbWOM KONMYeCTBe
KIeTKOMM HOLLIEro OPraHM3mMa Bo Bpemsi Bocnanerus. OTnoxeHne amu-
nounaa A B MOYKAX MPUBOAMT K HAPYLIEHMIO MX PYHKLMM U, B KOHEYHOM
UTOre, PA3BUTUIO MOYEYHOW HEJOCTATOMHOCTU. [Tpu HekoTOpbIX MyTa-
umsax reHa CAPS puck paseutns ammnomposa eeiwe. BeposiTHocTs
PA3BUTHS  YMOMSIHYTBIX OCIOXHEHMH B OyfylleM MOKCMMOSbHA
MPU OTCYTCTBMM JIEYEHMS B CITy4ae COXPAHEHMS BLICOKOM OKTUBHOCTH
3abonesanus (NPM3HAKKM: YacTbie 06OCTPEHMS M MPUCTYMbI IMXOPALKH,
Boicokme 3Hadenns CO3, CPb u amunounpa B kposw). BepostHocts
CMEPTH B TAKOM CIly4ae JOCTATOYHO BbICOKA.

Ins koHTpons Tevenms CAPS BaxHo HONaauTL Kpenkue U foBepUTENbHbIE
OTHOLUEHMS C MEAMLIMHCKUMM PABOTHUKOMM, C KOTOPbIMM Bbl B3AUMO-
neictyeTe B ca3n ¢ CAPS. 310 nonoxutenbHo ckaxeTcs HO CaOMOYYB-
CTBMM M MOBBICMT KOYECTBO XM3HU BONBHOTO 1 ero ceMbu. Bmecte ¢ Tem,
ANS  CHUXEHWs KOMMYeCTBA 3NM30[40B oboCTpeHus 3abonesaHus
[O MMHUMYMO MAWM ACXe WX Npekpalenus (pemuccus) Heobxoanm



PerynsipHbiii MOHUTOPMUHI COCTOSIHUS BONE3HM C y4aCTUEM CMELMAnu-
CTOB M MNPUMEHEHWE JIEKAPCTBEHHBIX MPENAPATOB, HO3HAYEHHbBIX
BALMM JeydliMm Bpayom. [locnegHne, NOMMMO MPOYEro, CHUXAOT
puck passutus ocnoxHennint CAPS. Kak ocHoBHoe cpepcTeo Tepanuu
scem nauneHtam ¢ CAPS pekomenpoBaHo noctosHHoe (Mo cxeme,
HO3HQYEHHO NEYALLMM BPAYOM), TO €CTb HE3ABMCUMO OT HAMMYMS UNK
OTCYTCTBMSI MPUCTYMOB MAM MPU3HOKOB OBOCTpEHUs 3abonesaHus,
NPUMEHEHWE NIEKAPCTBEHHBIX MPENAPATOB.

Kak HacueT wkonbi?

LLIkonbHOE 06pa30BaHME ABASETCS BAXKHBIM YCIIOBUEM PA3BUTHUS LETEH,
B TOM YMCIE M C XPOHMYECKMMI 3a6onesanmsimu. EcTb Heckonbko dakTopos
(Hanpumep, HenpeackasyeMblit xapakTep NPUCTYNoB 3a601eBaHMs —
PA3BUTHE NIMXOPALKH, CbIMU U APYIUX KIMHUYECKMX CUMNTOMOB), KOTO-
pble MOTyT BbI3BATb MPOBNEMbI C MOCELEHUEM LIKOMbl, M MO3TOMY
BOXHO PA3bSCHUTL BO3MOXHbIE MOTPEBHOCTM pebeHKa yuuTensm.
Pogutenn u yumtens pomxHel coenatb Bce, 4ToBbl pebeHok Mor
YYOCTBOBATb B LUKOJIbHBIX MEPOMPUSTHUSIX B OBbIMHOM mnopsiake. DTo
HEOBXOAMMO ANS MONYYEHUs COOTBETCTBYIOLWEro 06pa3oBaHMS, Npu-
3HOHMS B KPYTY CBOMX CBEPCTHUKOB M B3POCTIbIX, BYAYLLEN MHTErPALMM
B NPOhECCUOHANbHBIA MUP.

Kak Hacuer cnopra?

OgpHa s ueneit tepanum getei ¢ CAPS coctonT B TOM, 4TOBbI NO3BOANTL
AETSM BECTU HOPMASTBHYIO 3KM3Hb, HOCKOJBKO 3TO BO3MOXHO, M YyBCTBOBATb,
4YTO OHM HUYEM HE OTIIMYAIOTCS OT CBOMX CBEPCTHUKOB. [o3TOMy pebeHok
MOXET 3aHUMATLCS IOBLIMM BUAAMM CMOPTA, KOTOPbIE EMY MOA, CUITY.
Tem He MeHee, B nepuop ocTpoit pasbl 6onesHr HEOBXOAUMO OrPAHMYUTL
bu3nyeckme Harpysku u obecneunTb JOCTATOUHbIA A BOCCTAHOBIE-
HWUS OTABIX.



Kak HacueT guertbi?

Hukaknx ocobeHHbix gueTnyeckmnx pekomenpaumi ans peten ¢ CAPS
HeT. PebeHok ponxeH cobniogatb HOPMANbHYIO Al CBOEro BO3pACTA
avety. OfHOKO MAUMEHTAM, MPUHUMAIOLWMM TIOKOKOPTUKOCTEPOUABI,
Aaxe HebornbluMe UX [O3bI, CesyeT M36eratb MPUMEMA MULLM C BbICOKMM
COAepPXaHMEM Kanopui M Hatpus. M3BecTHo, 4TO 3TM npenaparsl
MOBLILIAIOT AMMETUT, A TAKXKE PUCK PA3BUTUS OXMPEHMS.

MoxxeT nu KNMMar BAUSATL Ha TeyeHne bonesun?

MNpoBounpoBaTh MOsBAEHME MPU3HAKOB 6ONE3HM MOryT HU3KMe
TeMneparypsl.

MoxHo nu pebeHKy aenatb NpUBUBKU?

Ecnu naumeHT HaxoamTcs Ha neveHMM NpenapaTamu, NOACBSIOLMMHU
MMMYHHYIO cucTeMy (rmiokokopTHkocTepouasl, Buonoruyeckme npena-
PATbI) NPUBMBKM XMBBIMM OCIABNEHHBIMU MUKPOOPTrAHU3MAMK (Takue,
KOK MPMBMBKM OT KpacHyxu, kopw, napotuta u bLK) npoeoguts
HEe PEKOMEHAYETCS M3-3a MOTEHLMANIbHOTO PUCKA PACNPOCTPAHEHMS
MHPEKLMM B Pe3yNbTaTe CHUXKEHHOM MMMYHHOM 3ALLUMTHI OPraHM3MA.

BOKLI,VIHbI, KOTOpPbI€ COAEPXKAT TOJIbKO CI)pClFMeHTbI MNATOr€HHbIX MUKPO-
OPraHM3mMoB, BBOAATCA NO UHAUBUAYANIbHOMY rpod)MKy, MO NOKA3AHUAM
nocne KOHCynbTAuMM nevailero spayda.

Yro Takoe cemeiiHasa cpeauseMHoOMoOpcKas nuxopaaxka?

Cemeitnas cpeamsemHomopckas nmnxopagka (CCJT) sensetca pemkmum
MOHOTEHHBIM QYTOBOCMAUTENbHBIM 3060MEBAHMEM, KOTOPOE MPOSBMSETCS



MOBTOPSIOLLMMMCS SMU3OAAMM IMXOPAAKM, KOTOPbIE MOTYT COMpPO-
BOXAATbCS NEPUTOHMTOM (BOCNANEHMEM 0BONOUKM NOKPLIBAIOLLEN
BPIOLLHYIO MOMOCTb U3HYTPU — KITMHUYECKM MPOSIBASETC CUITbHBIMM
Bonamu B XMBOTE), NNeBpUTOM (BOCNaneHem 060A04KM NOKPLIBA-
oL rPYAHYIO MOMOCTb U3HYTPU — KITMHUYECKM NPOSIBASETCS CUITb-
HbiMM Gonamu B rpyan), apTputom (nosienenmem oteka u/mnn Gonu
W/MAK OrPaHWYEHNs ABUXEHMH B cycTase) u/unu poxenopobHoM
5PUTEMON (CMMMTOM HA3BAH TAK B CBA3M CO CXOXECTHIO BbICHINAHMM
C UHPEKLMOHHBIM 3060/1EBAHMEM — POXEM, BBICBINAHMS IPKO-KPAC-
HOTO LIBETA C YETKUMM FPAHWLIAMM, FOpsiiMe 1 BONE3HEHHbIE HA OLLyTb,
KQK MPABMIO PACTONArQIOLUMECS HO HUXHUX KOHEYHOCTSX). MprunHoit
3060neBaHUS SBNSETCA HOPYLUEHUE CTPYKTYpbI (MyTaums/owmnbkal)
reHa MEFV, kotopas npuBogut K M3BbITOYHOMY OBPA3OBAHMIO
KNETKAMM KPOBM NMUPHMHA — BEnKa ¢ NPOBOCMANMUTENBHOM OKTUBHO-
cTblo. B pesynbtate BO3HMKOET HEKOHTPONMPYEMOE BOCTaneHue
n obycnoeneHHble MM npuctynsl Gonesnn. CrepyeT 3HaTh, 4TO
npnunHor CCJ1 moryT 6biTb pasHsle myTtaumu reHa MEFV. OgHako
y yactn 6onbHbix (20-30%) myTaumn rena MEFV we yaaetca obHa-
PYXmTb. B Takux cnydasx o Hanuumm GonesHn MOXHO y3HATb MO ee
nposBReHWsM  (TaK  HO3bIBOEMOM  KJMHMYECKOH  KApTUHE),
MPU UCKITIOYEHWUM MHBIX MPUYMH MOSIBIEHUS CUMITOMOB, CXOXMX
c takoebiMu npu CCJ1.  TMpuctynsi CCJT moryT nposoumposaTs
MHPEKLMOHHBIE 3060MEBAHMS, 3HAYUTENbHBIE PU3MYECKME HATPY3KH,
cTpeccoBble cuTydunn. Bmecte ¢ Tem, npuunHy npuctyna 6onestu
YAOETCs YCTAHOBWTb He BCEraa.

flenaerca nu ato 3a6onesanue HGCﬂeACTBEHHbIM?

CCJ1 aBnsieTcs HaCNEACTBEHHbBIM 30HONEBAHMEM, TO €CTb MYTALMM
reHa MEFV nepepatorca pebenky ot poguteneir. OpHako ans
pa3euThs 6onesHn pebeHOK [OMKEH YHACNefoBATb 2 KOMWM
myTaHTHoro reHa MEFV (Hanomuum, uto kaxgsiit reH yenoseka
MMEET OfHY MATEPUHCKYIO M OAHY OTLOBCKYIO KOMMM) OT KOXAOro
M3 popuTeneit (Tak Ha3bIBOEMOE AYTOCOMHO-PeLecCHBHOE Hacne-
posanue). Ecnu sabonesarme nmeeTcs y uneHoB GOMBLLON CEMbM, OHO,
BeposiTHO, bynet y 6para, asotopoaHoro 6para, AsAn MK AANbHEro
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poAcTBeHHMKA. Y poauTenei, Hocutenei MyTaHTHOM konuu reHa MEFV,
BEPOSTHOCTb POXAEHUS pebeHKa C MyTaumerd B 0bemx KOMusX reHd
coctasnsieT 25%. B Tex pepkmx cnyyasx, KOraa y OGHOrO U3 poauTenen
mmeetcs CCJ1, a ppyroi sBnsieTcss HoCUTENEM MyTAHTHOTO FEHA, BEPOSITHOCTb
poxaeHus pebeHka ¢ bonesHbio, coctasnset 50%.

PacnpoctpaHeHHocTb 3a60oneBanus

BonesHb pacnpocTpaHeHa cpeay STHUYECKMX TPy, MCKOHHO MPOXM-
Batowmx B ctpaHax CpeansemHomopbs M brnxHero Boctoka, apmsit,
espees (ocobenHo cedappos), Typkos u apaboe. OgHaAKo, ¢ MOMEHTA
OTKPbITUS HOCNEACTBEHHOM (cemeiHoM) npupogsl GonesHu, crydau
CCJ1 cranu yalie o6HAPYXMBATL CPEAN UTAMbSHLEB, TPEKOB U AMEpH-
kaHues. B Poccun bonbwmHctso naumentos ¢ CCJ1 kak npasuno umetor
B CBOEM «CEMENHOM iPEBE» 3TO APMSHCKME, a3epOaNIXAHCKME KOPHMU,
a Takxe npepacraeutenen Apyrmx Hapopos CesepHoro Kaekasa.
OgpHako He ctout 3a6biate, 4to CCJT MoxeT 6biTb 0BHApYXeEHQ,
y naupentos noboi HauporansHoctn. CCJ1 sensetcs peakmm 3abone-
BOHWMEM, HO B STHUYECKMX (HOLMOHANBHBIX) FPYNNAX BBLICOKOMO pUCKa
yactota 3abonesawus cocrasnser 1-3 cnyyas Ha 1000 uenosex.
Mansumkn crpapator ot CCJT Heckonbko yalue, Yem AesoukM (cootHoweHue
6onbHbix 1,3 : 1).

KakoBbl oCHOBHbIE CMMATOMBI?

MNpumepHo y 90% nauuerHTtos nepsbie npusvaku CCJ1 nosensiotcs
B Bo3pacte o 20 ner, bonee YyeM y NoMoOBUHbI BOMbHLIX — B TEYEHME
NepBOro AECATUNETUS XKM3HU.

OcHOBHbIM MposiEneHnem 3060NEBAHMS  ABASETCS NEpUOAMYEcKoe
MOBLILEHME TEMNepPaTypbl Tend, KOTopoe COMPOBOXAAETCs 6GOoMbio
B xueote (otmeyaior npumepHo 90% 6onbHeix), B rpyan (y 20-40%)
unn B cyctasax [y 50-60%). Kak npaemno, aetv xanyiotcs Ha npucTynsi
onpeaeneHHoro XapakTepa, HaNpPUMep, BCErAa COYETaHWE TUXOPALKM
n 6onu B x1BoTe. BMecTe ¢ TeM, NPORONXMTENBHOCTb M THXECTb NPUCTYNOB
y OBHOTO M1 TOTO Xe pebeHka KaXAbI pas MoryT BbiTb pasnuuHbiMM. Tak,
HAMPUMeEP, MOBbIEHME TEMNEPATYPbI TENA OT MPUCTYNA K NPUCTYMy



MOXET 3aMETHO PA3NMYATLCA: B TEYEHWE OAHOMO NPUCTYNA OHA MOXET
6biTb BhICOKOM (BNOTL B0 39-40 °C), BO BpEMs Apyroro — oTMeYaThCs
YMEPEHHOE ee NOBbILIEHME.

Mpuctynbl 60nM B XMBOTE Y HEKOTOPbIX GOMbHBIX MOFYT MPOTEKATH
B Nlerko ¢popme, a MOTOMY MX HACTO MPUHMMAIOT 3d PACCTPOMCTBO
xenygka. 1o ogHa w3 npuumnH, novyemy CCJI TpyaHo pacnosHaTs.
OpHako HeKoTopble MPUCTYMbl MOTYT BbITh HACTOMLKO BONE3HEHHbBIMM,
4YTO MALMEHT MM €r0 CEMbs OBPALLAIOTCS 30 MEAULIMHCKOM MOMOLLBIO.
Taxensble npucTynsl GOAM B XMBOTE MOTYT HAMOMMHOTH CMMMTOMbI
OCTPOro  QMMEHAMLMTA, M MOSTOMY HEKOTOpble MNALUMEHTHl MOTYT
OKQa3QaTbCs MOA HABMIOAEHWEM Yy XMPYPra M MEPEeHEeCcTM Onepaumio
no yaanexuio annexaukca. MNpu 6onu B xusoTe y pebeHka, KaK NpaBuso,
OTMEYaeTCs 3anop, Ho, Korad 6omb npoxoaut, nosensetcs bGonee
MSITKMIA CTYI.

Bonb B rpyaM, Kok NpPOBMNO, BO3HMKAET TOMBKO C OJHOW CTOPOHBI
M MOXET BbITb HACTONBKO CUILHOM, YTO HE MO3BONUT AbILLATL AOCTATOYHO
rny6oko.

Bonb B cycTasax (kak NpaBmMno, ToNbLKO B OAHOM CYCTABE, YALLE B FONEHO-
CTOMHOM MAW KONEHHOM) MOXeT BbiTb JOCTATOMHO CMABHOM, CONPOBO-
XAATHCS MPUMYXAHUEM CYCTOBA M OTPAHUYMBATL ABUIATENbHYIO OKTMBHOCTb
pebeHka. [TpUMepHO y TPETU MALMEHTOB HAA MOPAXEHHBIM CYCTABOM
oTMeyaeTcs NoKpacHeHue Koxu. [leproamnyeckas bonb B cyctase 1 ero
OTEK B HEKOTOPbIX CIY4AsiX MOTYT BbITb €AMHCTBEHHBIMW MPOSIBIEHUAMM
(cumntomamu) CCJI1. Mo s1oi npuumHe y Takux GOMbHBIX MOXET BbiTh
OWKWBOYHO MOCTABNEH OMATHO3 «OCTPAS PEBMATMYECKAS JIMXOPOAKA»
MAU  «IOBEHMIbHBIM  MamonaTtudecknin aptputs. B 5-10% cnyuvoes
BO3MOXHO NOPAXEHWEe CyCTABOB Mo TWRy apTpuTa (otek, 6onb 1 orpa-
HUYEHME LBMXEHMS B MOPAKEHHOM CycTaBe).

B HeKoTOpbIX CAy4asiX BO BPEMS MPMCTYNA HA KOXE HUKHMX KOHEYHOCTEI!
v B obnactu cycrasos nosensetcs tunuuas ans CCJ1 cbinb, Tak HO3bIBO-
emas «poxenopobHas sputemar. HekoTopble AETM MOryT XanoBaTbCs
HO 6OAM B MbILLAX HOF, MPEMMYLLECTBEHHO WMKPOHOXHbIX. Pepko
APUCTYMbI MOTYT CONPOBOXAATLCS NosiBAEHMEM 6o B 061aCTH cepaua
(8 pesynsTate Bocnanenus 06onoykM cepaua), ronoeHeix Gonew (Boc-



naneHne o60N0YeK FONOBHOMO M CIMHHOTO MO3ra), HOPYXHbIX MOAOBbIX
OpraHoB y Manb4ukos (Bocnanexne obonoyek anyka).

MpHCTynbl MOFYT AAMTLCS OT OJHWX A0 YETbIPEX CYTOK W, KOK MPABMIO,
npoxoasaT camocTosTensHo (6e3 neuenms). Mpuctynsl, saTparueaowwme
CYCTQBbI, MOTYT LINTbCS HECKOMBKO fonblue, A0 ABYX Heaenb. K koHuy
NPUCTYNA CAMOYYBCTBME MNALMEHTA MOMHOCTBIO BOCCTAHABAMBAETCH,
M MEXZY NPUCTYNAaMK pebeHOK MOXET YyBCTBOBATL Ce65 3AO0POBLIM.

MNposenenns CCJ1y peteit n B3pocnbix cxopHbl. Bmecte ¢ Tem, Bocnanenme
cyctasos (apTpuT), MbiLuL, (M1oauT), a Takke obonoyek anuka (y manbumkos)
YaLLE OTMEYAIOT B I8TCKOM BO3pacTe. HacToTa nprcTyrnoe ¢ BO3pacToM
0BbIYHO CHMXaETCS.

OAMHGKOBO JIN NpogBngaeTca 3abonesaHune Y BCEX AETEﬁ?

CCJl y pasHbix feTed nposisasietcs HeoguHakoBo. Pasnuuaiorcs
MPOAOIKUTENBHOCTL MPUCTYNA, ASIUTENBHOCTL NEPMOAOB He3 KakMx-nmbo
MPU3HAKOB 6ONE3HM, BBIPAXKEHHOCTb M COYETAHME OCHOBHBIX CUMMTOMOB
bonesHu.

MoxHo nu npegoTepartuts ato sabonesanne?

3aboneBaHME HOCHT HACNEACTBEHHbIM XAPAKTEP M B CIy4ae HOMMYMS
3060neBaHMs y uneHoB cembu (poamTenu, 6paTes, cecTpsl, 6abyLky,
[enyWwK1 U Ap.) Ans NAGHUMPOBAHUS poxaeHus pebeHka, HeobXoanmo
MOMYYMTb KOHCYNbTAUMIO BPAYA-TEHETUKA M MPONTU MCCNEAOBAHME
cTpykTypbl reHa MEFV.

Kak nogrsepauts Hanuume CCJ1?

Ouarnos CCJ1 ycTaHaBnMBaeTCs N0 XAPOKTEPUCTMKAM 30605n€BaHUS
MyTEM WCKIIOYEHUS APYTMX BONe3Hen C MOBTOPSIOWENCS TMXOPAAKON
(noebiweHnem Temnepatypsl Tena). Kak npasuno, ato MH$eKUMOHHbIE
(BakTepuanbHble WMAM  BUPYCHbIE KMLIEYHBIE MM  PECTMPATOPHbIE
MHPEKLMM), 3N10KAYECTBEHHBIE, peBMATONOrMYeckue (Hanpumep, oHo-
LIECKMI QPTPUT C CUCTEMHBIM HQYANOM) M APYT1e AyTOBOCMANMUTENbHbIE
3abonesaHus (neproanyecknin CUMHAPOM, ACCOLMMPOBAHHBIM C peLen-



TOpPOM PaKTOPA HEKPO3A OMyXOmnH, CMHAPOM AePULMTA MEBANOHAT-
KMHO3bI, KPUOMUPUH-ACCOLMMPOBAHHBIE CUHAPOMBI).

OcHoBsanus nogospeeate CCJ1 nosensiotcs Tonbko mocne Toro, Kak
pebeHOK nepeHeceT, KaK MUHUMYM, Tpu npuctyna bonesuu. MNpuHaga-
NEXHOCTb K OHOM M3 STHUYECKMX FPYNN BLICOKOTO pucka (apmske,
eBpew, Typku, apabsi), a TAKXe HANMYME POACTBEHHWKOB C MOAOGHbBIMMU
XANOBAMM MM C MOYEUHOM HELOCTATOYHOCTBIO SBMSIOTCS AONONHUTENbHBIMM
CBMOETENbCTBAOMM HanMums Honesun. [na nopreepxpeHus amarHosa
pebeHok ¢ nogo3spernem Ha CCJ1 gonkeH NocetnTb Bpa4a BO BPeMs
npuctyna (8 TeueHne makcumym 24-48 uacos nocne ero Hauana),
B TOM 4ucre, ANs CAAYM oBpa3LOB KPOBKM M ONPEAENeHns CKOPOCTH
ocenanus sputpountos (CO3), koHuentpaumm C-peaktusHoro 6enka
mam CPB [npousHocuTcs «L3-peakTvBHbIM Genok» uan «us-3p-63]
n amunonaa A. HeobxoaMMoCTb 3TOro NPOAMKTOBAHA TeM, YTo nabopa-
TOpHble NPU3HAKK 6onesHu (a, MeHHO, BocnaneHms) yaaeTcs 0BHapYXuTb,
KOK MPOBMNO, MMEHHO BO BPEMs MPUCTYNd, TOFAA KOK B OCTOSIbHOE
BPEMsl Pe3ynbTaThl QHAAM3A KPOBM OCTAKOTCS HOPMAAbHBIMK (y TpeTu
BOMbHBIX) UK UL HE3HAYUTENBHO MPEBLILLAKOT HOPMASBHBIE 3HAYEHMS.
HononHutensHo HeoBXOAMM  pPerynspHbii  KOHTPOMb  MOKa3ATeNem
obLwero (konuyecTBo NENKOLMTOB, 3PUTPOLMTOB, TPOMBOUMTOB) M B1Oo-
XMMUYEecKoro aHanusa kpoewu (onpepenequne yposHs C-peaktsHoro
6enKa, CbIBOPOTOYHOMO AMMIOMAQ, MOKA3ATENEN OLEHUBAIOLLMX BYHKLMIO
nedenn (AJ1T, ACT), noyek (KpeaTuHMH, MOYEBMHA), O TAKXe AHANM3A
moun (konmuectso Benka u 3pUTPoLMTOB) ANs OueHKU BYHKLMM NoYek,
nevyeHu M BPyrux opraHoB U cucTem. [OCTOSIHHO BbICOKME YPOBHM 3TUX
nokasarenei ykasbiBaloT HA passuTue ocnoxHenuns CCJI.

Mbi noHMMaem, 4To BBMAY PSAA NPUUMH PpebeHKa He BCErAa BO3MOXHO
HaGMoAATL BO BPEeMs MPUCTYna. B cBssn ¢ 3TMM pekomeHayem BAM
BECTM AAHEBHMK M OMMCLIBATHL TO, YTO NpoUCXoanT ¢ pebeHkom (yacToTa
1 ANUTENbHOCTb NPUCTYNOB, CUMMTOMBI, MO BO3MOXHOCTU GUKCUPOBAT
pesynsTaThl aHanM3a kpoeu). Hanuume Takoro AHEBHWKA no3BOAMT
neyvaiieMy Bpayvy bonee NomHO oLEeHUTb KAPTUHY 3a60NEBAHMS.

Bcem nauperHtam c nogospernem Ha CCJT Heobxoanmo npoBecTH rexHe-
TUYECKMIA AHAMM3 L7191 BbISIBIIEHUS M3MEHEHUI B CTpyKType reHa MEFV.



Mpyn 0bHApYXeHNMM ABYX MYTAHTHbIX KOMMUIA FeHa Hanuune 3a60oneBaHus
He Bbi3blBOET COMHeHWUM. OFHAKO OTPULATENBHBIA PE3YNbTAT reHeTYe-
ckoro Tecta He gokassieaet orcytcreue CCJ1. Y yactu 6onbHbix ¢ CCJT
(20-30%) myTtaumm rena MEFV o6HapyxuTs He yaaetcs.

Mockonbky CCJ1 3atparnsaet psia cUCTeM B OPraHM3me, K AMArHOCTHKE
3060neBaHMs MOTyT GbiTb MPMBAEYEHbI PEBMATONOMM (CNeunanucTsl
no pesmatnyeckum Gonesnam), Hedpponorn (cneumanucTsl no sabone-
BOHMSM MoYek) W racTposHTeponort (cneumanuctsl no 3060neBaH1am
OPraHOB MULLEBAPUTENBHOM CHUCTEMBI). TAKOM KOMMAEKCHbIM MOAXOA
0BOCHOBAH HEOOXOAMMOCTBIO UCKIIOUMTL pYrMe 3060NEBAHMS CO CXOKUMM
c CCJ1 nposeneHnamu (npucTynsl nuxopagky, nepuogndeckue Gonu
B XMBOTE, B FPyAM M B CYCTOBOX), O TAKXE CBOEBPEMEHHO BbISIBUTH
npuaHaku ocnoxHenuit CCJl, HekoTopbie u3 koTopbix (Hanpumep,
AMMIIOMAO3) MOTYT YrpOXaTh XM3HU pebeHKa.

Mo>xxHo nu nsneuntsb 3to sabonesanune?

CCJl, kak u BCe HacneacTBeHHble 3a60NEBAHMS, HEM3NEYUMMA, XOTS
4ACTOTA MPUCTYNOB JIMXOPOAKM MOXET CHUXATBCS, O CAMM MPUCTYMb
MOTYT NOSIHOCTbIO NPEKPATUTLCS HA POHe nedeHms. [lns KoHTpons TeyeHus
bonesHn HEOBXOAMMO MOXM3HEHHOE MPUMEHEHUE NEKAPCTBEHHbIX
npenapaTos.

KakoBbli MmeToabl neuyeHms?

Ha stane anardoctukn CCJI1 obnerynts cumnTombl 60nesHu (cHuamuTb
BbICOKYIO TEMNEPATYPY, MHTEHCUBHOCTb GOMM B MBILILAX M CycTaBaX)
MOMOFQIOT  HECTEepOWAHbIE  NPOTMBOBOCMANMUTENbHbIE — MPENApaThI
(MBynpodeH, HuMecynma, MENOKCHUKAM).

Y peteit c nogteepxaeHHbIM anarHosom CCJ1 ocHoBHbIM NpenapaTom
ANS NleYeHns SBAseTCs KONXMumH. Ecnu npuHMmaTh konxmumH B gocra-
TO4HOM konuuecTse (posuposke), nedenne CCJ1 sBnsetca npocTbim,
HEAOPOrMM M HE COMPSXEHO, KAK MPABMIO, C BOSHUKHOBEHMEM CEPbE3HBIX
nobounbix 3¢pdektos. Mpu CCJ1 konxuumH HeobXOAMMO MPUHUMATL



B TeYeHue Bcer xuanu. [pu coboaeHnn sTUX NPABMI NPUCTY bl UCHE3AKOT
npumepHo y 60% nauneHTos, YacTmuHbii 3dpdekT gocturaetcs y 30%,
M mwb y 5-10% nauneHTOB neyeHWe KONXMLMHOM OKO3bIBAETCS
He3bDEKTUBHBIM.

KonxuumH nossonser KOHTPONMPOBATL MPMCTYNbl GONEsHW, a Takxe
MMHUMW3MPOBATH PUCK PA3BUTMS OMMIOMAO3A — NOTEHLMANBHO XM3HE-
yrpoxatowero ocnoxHenns CCJ1. MostoMy npenapat HeobxoanMmo
NPUHUMATb B COOTBETCTBMM C NPeanucaHrem epada. Jliobble MsmeHeHMs
B NEYEHWM TaKke HEOBXOAMMO COMMACOBLIBATE CO CMELMANMUCTOM.
B 4acTHOcTH, He cnepmyeT COMOCTOSITENBHO OTMEHATh Mpenapar
(Apu xopolwem camouyBscTBuM) MK yBenuuMBaTh ero fo3y (so Bpems
MPUCTYNQ), O TAKXe MPUHUMATL KONXMUMH Tonbko BO Bpems npuctyna CCJ1.

Y 6onbHbIX, HEBOCIPUUMUMBBIX K KOSIXMLMHY, MCMONb3YIOTCS TAK HA3bl-
Baemble Buonornueckue npenaparsl. Llenb nx npumererus — nokupo-
BATb  YHKLMM OUONOrMYECKM QOKTMBHBIX MOJEKYST OTBETCTBEHHbIX
3a passutne socnanenus npu CCJ1. B Poccun ansa nedenus 6onbHbix
c CCJ1 3apeructpupoBaHbl 2 npenapatd, MOAABASIOWMX PYHKLMIO
MHTepPREerKMHa-1 — AHOKMHPA M KaHAKMHYMab. [penaparsl nossonsor
koHTponupoeaTtb nposisneHns CCJl, BBoasTcs NOAKOXHO, AO3A M KpaAT-
HOCTb BBEAEHMS ONpPefensieTcs IEYALMM BPAUOM.

Mpn CCJ1 MoryT ncnonb3oBarbes U Apyrue GUonorMyeckune npenaparsl
(Toumnunaymab, staHepuenTt, ananMmymab). OnbIT UX NPUMEHEHUs UMeeTcs
kak B Poccun, Tak u 3a pybexom. OgHako B HacCTOsILEE Bpems ST
nNpenapaThl He 3aPErMCTPMPOBAHbI B Poccuu ansi npuMeHeHus y naumeHToB
c CCJ1 v MoryT BbITb NPUMEHEHBI TONBKO B COOTBETCTBMM C MPUHLMMOM
off-label (sHe MHcTpyKLMM). DTO 3HAUMT, YTO ANS HO3HAYEHUS NpenapaTa
nevalemy Bpady notpebyeTcs AOCTATOYHO MOSHO MPOUMHPOPMMPOBATL
poaMTEneit NAUMEHTA O HEOBXOAMMOCTH TAKOTO JIEYEHMS], 3ATEM NONTY4MTh
MOANMCAHHOE poAMTENEM AOOPOBONBHOE COMIACHME HA MPUMEHEHME
NPenapaTa, a TaKxXe 30PY4YMTbCS COMACHEM HA TAKOE NleyeHune Bpayed-
HOM KOMMCCHM, AEMCTBYIOLLEM C STOM LIENbIO B IEYEOHOM YUpeXaeHNH.

MNpwn Taxenom, Hekotponupyemom TeueHmn CCJ1, a takxe ans cHaths
TSXENOM aTakM 3060NeBAHMS BO3MOXHO MPUMEHEHME CTEPOMOHBIX
NpenapaToe (FMIOKOKOPTUKOCTEPOUALI — NPEAHU3ONOH, METUANPEAHH-



30n0H). [ocneaHue B BLICOKMX AO30X AOCTATOYHO 3P PEKTUBHbI, OAHAKO
ANUTENbHOE MX MPUMEHEHWE COMPOBOXAAETCS BO3HMKHOBEHMEM Psifa
cepbesHbiX MOBOYHbIX SPPEKTOB, B TOM YMCIE CHUXEHWUEM MNOTHOCTH
KOCTHOM TKOHWM 3QMEANEHMEM POCTA, MOBbILLEHUEM QPTEPUANBHOTO
AOBNEHMS, POA3BUTUEM OXMPEHMS, MOPAXEHMEM OPIAHOB XKENyAOYHO-
KULEYHOro TpakTa. JJo3MpOBKA M ANUTENBHOCTb MPUMEHEHMS MIOKO-
KOPTUKOCTEPOMAOB onpeaensiotcs neyauym spadom. CamocrostensHo
M3MEHSITb O3y, MPOMYCKATL MPUEM U TEM BOMNEE OTMEHSIT MIOKOKOPTUKO-
CTepoWabl He PEKOMEHAYETCSl, TaK KAK BbICOKA BEPOSTHOCTb PA3BMUTHS
HE TOJbKO TSXKENbIX MOBOUHbIX 3P PEKTOB, HO M 0BOCTPEHUS BonesHM.

Mpu cToMKOM nNoOpaxeHWn Ccyctasos (apTpuT) M/MAn KuweuHuKa,
Q TAKXKE HOAMYMKM COMYTCTBYIOWMX PEBMATMYECKMX 3aBONEBAHMIA
B neveHmn geten ¢ CCJ1 MoryT ncnonb3oBaTbes M apyre Npenaparsi,
NOAABASIOLLME OKTUBHOCTb MMMYHHOM cuCTeMbl (cynbdacanasmuH, meTo-
Tpekcar).

BesonaceH nu gnutenbHbI NpUem nekapcrs?

Henpocto npuHsits, 4To pebeHoK JOMKEH Nony4aTh TEPANUIO BCeraal.
Poaurenm yacto BecrokosiTcs 0 BO3ZMOXHbIX MOBOUHBIX 3dpdeKTax neveHus,
0COBEHHO B Cry4de ASMTENBHOTO MPUEMA JIEKAPCTBEHHBIX CPEACTB.
Huxe paHbI pasbsICHEHWS HA STOT CyeT.

Hectrepouptbie npoTtMBoBocnanutenbHbie npenapartbl. [nutenbHbii
NPUeMm 3TUX NPenapaTOB MOXET NPMUBOIAMUTL K MOBPEXAEHMIO CIIM3UCTON
060n04KM XeNyaKa, y AeTei pexe, 4em y B3pochbix. MIMeHHO nostomy
MX PEKOMEHAYIOT NPUMHUMATL C nuLier. HecteponaHele npotnsoBocna-
nuUTenbHble NPEnapaThl MOTYT BbI3bIBATL (PEAKO) NopaxeHue neveHy,
KOTOPOE MPOSBASETCS MOBbLILUEHNEM AKTMBHOCTM (PEPMEHTOB NEYEHU
B KPOBMU.

KonxuumH. DtoT npenapart sBnsetcs OTHOCMTENbHO 6E30MACHBIM,
BO3MOXHble MOBOYHbIE 3PPekTbl  OOLIMHO MPOXOAST MPU CHUKEHUM
po3unposku (konuuectsa) nekapctea. Haubonee uactbim no6oYHbIM
sbdpekTom KonxMumMHa siBnsieTcs amapes (nowoc). Ms-3a atoro Hekotopblie
AETM He B COCTOSHUM CODBMIOAATH PEKOMEHAALMM BPAYa MO MpUemy



npenapara. B takux cnyyasix Heobxoanmo obcyanTb C Bpayom Leneco-
0BpPA3ZHOCTbL CHIXXEHMS [O3MPOBKM KonxuumHa. Kak npasmno, [o3nposky
CHUXQIOT MOCTENEHHO A0 TOM, YTO ByAET XOPOLLO NEPEHOCHTLCS PEGEHKOM,
Q 30TeM MEANEHHO, C HEBOMBbLWMM «LIAroM», MOBLILATL AO NEPBOHA-
4anbHOro ypoBHs. Bmecte ¢ 3TM, MOXeET BbITb PEKOMEHAOBAHO OrPAHWYMTL
ynotpebneHune npoayKToB, COAEPXALUMX NIAKTO3Y, B TeueHne 3 Heaenb,
YTO TAKXE CMOCOBCTBYET MCYE3HOBEHMIO MPU3HAKOB XENy[OYHO-
KuwweyHoro pacctporctea. Kpome anapen Ha poHe nprMema KonxmumHa
MOTYT BO3HWKQTb TOLLHOTA, PBOTA M CNACTMYECKas (C nepropamu ycunenms,/
ocnabnenus) 6onb B x1BoTe. B peaknx cnyuasx npenapat MOXeT Bbi3biBaTh
MbiLEYHYIO CNabocCTb, A TAKXE CHUXEHWE KONMYECTBA KIETOK KPOBM
(sputpountos, nemkountos, Tpomboumtos). [pu CHUXEHUM [O3bI
KOJNXMLMHA NOKA3ATENN KPOBM OBBIMHO HOPMATM3YIOTCS.

Buonornveckme npenaparbl. [prMeHeHne 3TMX NpenapaToB MoOXeT
CnocobCTBOBATL BO3HUKHOBEHMIO MHPEKLMM, BbITb MPUUMHOIM anepru-
YeCKMX PeaKLMi, HapyLLeHUs GYHKLMKU NEYEHM, MUBMEHEHMS KITETOYHOTO
COCTOBA KPOBM.

Mertotpekcar. [prmeHeHKe npenapata MOXET MPUBECTH K MOSIBNIEHMIO
TOLUHOTbI M PBOTbI. L1151 KOHTPOS NOTEHLMANLHOM TOKCUYHOCTH NPENApATa
BOXHO PETyNspHO MPOBOAUTL NABOPATOPHBIE UCCNEROBAHMS KPOBM
ANs onpefeneHns aKTMBHOCTM MNeyeHOYHbIX ¢depmeHToB. B cnyuae
3HOYUTENBHOTO MOBbILLEHWS UX AKTUBHOCTM NPOBOANTCS CHUXKEHWUE AO3bl
MEeTOTPEKCATA MM [OXKe ero OTMEHA. [ns CHUXEHMS PUCKA NOPAXKEHMS
NeYyeHn MeTOTPEKCATOM BMECTE C HUM HA3HAYAIOT PONMEBYIO KUCTOTY.
Annepruyeckue peakumm Ha METOTPEKCAT BO3HUKAIOT PEAKO.

niokokopTHkocTepoumapl. [InntensHoe nprMeHeHKe rMIOKOKOPTUKOCTE-
POMAOB B BICOKMX AO30X COMPOBOXAAETCS 3AAEPXKKOM pocTa pebeHka,
CHMXXEHWEM MNOTHOCTU KOCTHOM TKOHM, 3AMETHBIM MOBbILLUEHWEM ANMNEeTH-
TQ, YTO B CBOIO O4Yepeib MOXET NPUBECTU K OXMpeHuio. [1oaTomy BaxHo
noowpsTe AeTen ynotTpebnsitb B NULLY NPOAYKTbI, KOTOPbIE YAOBMETBO-
PSIT MX AMMNETUT, HO HE MPUBEAYT K YBENMYEHUIO NOTPEDIEHMS KANOPWIA.

Mpu cobniopeHMn PeKOMEHAAUMIA fIeYaLLero BPayd M MOHUTOPUHTE
(perynsipHom KOHTpOnEe) aHaNM30B KPOBM, PUCK BO3HUKHOBEHMS NOBOY-
HbIX 3(PEKTOB M MX BLIPAKEHHOCTb MOXET ObITb MMHUMATBHOM.



OgpHako, nepuopnyeckne OCMOTPbI, IABOPATOPHBIE MCCNEAOBAHMS
1 OLEHKA BYHKUMI BHYTPEHHWUX OPraHOB MOTYT BbiTb MPUYMHOM AOMON-
HUTENbHBIX TPYAHOCTEN A1 pebEeHKA U ero CeMbM.

Kak nonro ponxHo npogomkarbcsa nevyeHme?

Mpu CCJ1 tpebyeTtcs NoXM3HEHHbIM NPUEM NEKAPCTBEHHbIX NPENApaToB.

Kak HacyeT HeTpaauUuMOHHOMK Tepanuu?

MauMEHTbI M MX CEMbU MOTYT CTOSIKHYTbCSl C MHOXECTBOM MPEATOXEHMUH
HETPOAMLIMOHHBIX METOLOB NIEYEHMS, M STO MOXET BBECTU B 3061yXaeHHe.
OueHb 4acTo 3¢pPeKTUBHOCTL M 6E30MACHOCTL TAKOTO SIEYEHMSsI OCTALOTCS
He pokasaHHbiMM. OHO MoxeT poporo obonTUch KAk ByKBaNbHO, TAK
W B NIGHE BMYCTYIO NOTPAYEHHOTO BPEMEHH, HEOMPABAAHHOM HATPY3KM
Ha pebenka. Ecnu Bbl xoTTE pa306paAThCs B BO3ZMOXHOCTSIX HETPAAMLIM-
OHHbIX METOLIOB JIEYEHMSI, MOXANYICTA, OBCYAUTE ST BAPUAHTBI C NIEYALLMM
Bpa4yoM. HekoTopble HETPOAMUMOHHBIE CPEACTBA NeYeHMs CnoCOBHbI
B3AMMOAENCTBOBATL C  OObiYHbIMKM - nekapcTBamu.  OueHb  BAXHO
He MPeKPaLLaTb NPUEM NIEKAPCTB, MPONUCAHHBIX BPAYOM. [oCcToAHHbIN
NPMEM TNEKAPCTBEHHBIX MNPENAPATOB HeobXoaMm Ans Toro, 4ToObl
Aepxatb bonesHb Nog KOHTPONEM, O HEOBOCHOBAHHOE MpeKpaLLeHue
MX MPMEMA MOXET OKA3ATbCS OYEHb OMACHBIM, €Ciu 3abonesaHue
no-npexHeMmy HOXOAMTCS B OKTMBHOM ¢ase. [Moxanyicra, obcyaute
BOMPOCH], KOTOpble BAC 6ecrnokosT B OTHOLEHUM HA3HAYEHHOTO
npenapara, ¢ Bpa4YoMm Ballero pebeHka.

Yro xxparb ot 6onesHu B Gyayuem?

MNpY NPABMABHOM MOXM3HEHHOM MPUMEHEHUM 3PEKTUBHBIX nekap-
ctBeHHbix npenapatoe getn ¢ CCJ1 XMBYT HOPMQNbHOM XM3HbIO.
B cnyuoe nosgHero HOYana neveHms unu HecobmoLeHUs ero pPexmnma
AETbMM, Y KOTOPbIX 3060EBAHME HOYANOCH B PAHHEM BO3PACTE, MMEETCS
PUCK PO3BUTMS OMMIIOMEO3d — HaMBONEe CEepbe3HOTOo OCNOXHEHMS
CCJ1. AMunounpos senseTcs pesynbTATOM HOKOMIEHWS B TKAHSX Opra-



HM3Ma amunompaa A — 6enka, BbIpabATHIBAEMOrO KNETKAMM HALLIETO
opraHnama B 6onbLIOM KonUyecTee Bo Bpems Bocnanenums. Otnoxexue
amunonaa A B NOYKAX MPUBOAMT K HOPYLLEHMIO MX PYHKLMM U, B KOHEYHOM
uTOre, PA3BUTUIO MOYEYHOM HEAOCTATOYHOCTM, MPU KOTOPOW MPOrHO3
HeyTewwmTeneH. [1pM3HAKOM pa3BUTHS AMMNOMA03a Y pebeHKa sBnseTcs
cToiKkoe (0BHapyX1BaemMoe KaK B NEPUOA MPUCTYNA, TAK U B MEXMPH-
CTYMHbIM NEePUOA) NOBbILLEHUE KOHLEHTPauMM Genka B moye. B HekoTopbix
Cny4asx ANns NOATBEPXAEHWS AMMIOMAO3Q (MM OTKNOHEHWs 3Toro
[MarHo3a) moxet notpebosaTbcs B3sTME 0bpa3LOB TKaHM (Buoncus)
MPSIMOM KMLLKKM AW NOYEK A5 MUKPOCKOMMYECKOTO MCCNEAOBAHMS.

B uncne ocnoxxenuin CCJT BO3MOXHO pa3euTHe 3060NEBAHMM, BbI3BBAHHBIX
BOCNANEHMEM KPOBEHOCHBIX COCYAOB (BACKYNMTHI), TAKMX KaK nypnypa
LUeHnerHa-leHoxa u y3enkoBbiit nonMaptepumnt. Y HEKOTOPbIX AeTeM
c CCJ1 BO3MOXHO 30MeANEeHNne pOCTa, 4TO, OAHAKO, HE SBASETCS 3HAYM-
TenbHOM npobnemoit. Poct 0bbIvHO BOCCTAHABNMBAETCS BO BPEMS MOOBOTO
CO3PEBAHMS, MPU COBNOAEHNUM PEXMMA TEPAnM.

Kak moxet 6onesHb noBnusaTb HaO pe6eHKa U NOBCEAHEBHYIO
XXU3Hb ceMbU?

Y pebeHKka U ero cemMbu 3HAYMTENbHbIE NPOBIEMbI MOTYT BO3HWUKHYTb
elle 1o Toro, Kak bonesHs byaet guarHoctMpoBaHa. PebeHok Hyxaaetcst
B YACTBIX KOHCYMBTALMSX M3-30 NEPUOAMYECKMX, MHOTAA BbIPAXEHHbBIX
6onern B BPIOWHOM NONOCTH, TPYAHOM KkneTke unu B cycrasax. [Nocne
yctanosnenns CCJ1 cywectBeHHbIM MOXeT 6biTb ncuxonornyeckoe
Bpemst HEM3NEeYMMOro 3060NeBAHUA U HEOBXOAUMOCTU MOXM3HEHHOTO
neyenus. B 31oit cBsI3n MoxeT BbITb MONE3HBIM YHACTHME NALMEHTOB M UX
poauTenei B NPOrPAMMAX NCUXONOTMYECKOM NOAAEPXKM U MPOCBELLEHMS
no sonpocam CCJ1.

LWkona

YacTble MNPUCTYNbl OrPAHUYMBAIOT MOCEeLeHne pe6eHKOM LLIKOJ1bI,
a nevyeHne KONxXMuMHOM Nno3BONAEeT YMEHbLWNTb 3HAYMMOCTb 3TOM npo-



6nembl. HeobxooMmo MHPOPMMPOBATL yuMTenenm M MeamLMHCKMX
PABOTHUKOB KONl O HonesHu peberka, YTobbl B Cryyae BO3HUKHOBE-
HWSI TPUCTYNA COTPYAHMKM LUKOMbI MOTSIM €r0 PACMO3HATb M COOBLMTL
06 3TOM pOAUTENSIM.

CnopT u pusnuyeckas aKTUBHOCTb

3aHATHS CMOPTOM SBMSIOTCS BAXHBIM OCMEKTOM MOBCEAHEBHOM XM3HU
noboro peberka. Ogra us uener tepanmu geten ¢ CCJ1 coctomnT B TOM,
4TObObl MO3BONWTL AETIM BECTU HOPMASBHYIO XM3Hb, HACKOMBKO 3TO
BO3MOXHO, M YyBCTBOBATb, YTO OHWM HMYEM HE OTNMYAIOTCS OT CBOMX
ceepctHukos. et ¢ CCJ1 MoryT 3aHMMaTbCs MobbIM BUAOM CMOPTA Mo
CBOEMY XENAHUIO NMPU COBNIOAEHNIM PEKOMEHAALMI BPAYA MO NpUemy
KONXMUmHA. [TpobneMor MoryT BbiTb 3aTSXHbIE MPUCTYMbI BOCNANEHUS
CYCTOBOB, KOTOPbIE CMOCOBHbI MPUBECTU K OFPAHWUYEHUIO ABUIATENBHOM
OKTUBHOCTH pebeHka.

Oueta

Hukakux ocobeHHbix anetnyeckux pekomeHgauni ans geteir ¢ CCJI
HeT. PebeHok fonxeH cobnioaat HOPMANbHYIO A CBOEro BO3pACTa
avety. OfHOKO MAUMEHTOM, MPUHUMAIOLLMM MIOKOKOPTUMKOCTEPOMADI,
Aaxe HebonbluMe UX [O3bI, CiefyeT M3beratb MPUEeMa MULLM C BbICOKMM
COAEPXAHUEM KANOPHIA M HATPUs. M3BECTHO, 4TO 3TU NpenapaThl NOBbI-
LLIQIOT AMMETMUT, O TAKXKE PUCK PA3BUTUSE OXKUPEHMS.

MoxHo nu pebenky aenarb npusmMeku?

Ecnu naupeHT HaxopuTtcs Ha neyeHuM npenapaTammu, NOACBASIOLMMM
MMMYHHYIO CHCTEMY (FMIOKOKOPTUKOCTEpOMALI, MeToTpekcaT, Bruonoru-
Yeckue NPenapaThl) NPMBUBKHM XMBbIMM OCIABAEHHBIMU MUKPOOPIaHM3-
MOMM (NPUBMBKM OT KPACHYXM, KOPU, NApPOTUTA M Tybepkynesa) npoeo-
AMTb He PEKOMEHAYETCS M3-3a BbICOKOrO PUCKA PACMPOCTPAHEHMS
MHPEKLMM B PEe3YNbTATE CHUXEHHOM MMMYHHOM 3ALLMTEI OPTAHM3MA.
BakuuHbl, koTopble cofepXaT ToNbKO PpPArMEHTbI MATOTEHHbIX MMKPO-
OPraHM3MOB, BBOASTCS MO UHAMBUAYANLHOMY rPAdMKY, MO MOKAZAHMSIM
nocne KOHCYNbTALMM NeYdLLEero Bpaya.



Kak Hac4eT nonoBoii XXxusHu, 6epemeHHOCTH,
KOHTpauenuun?

Bo B3pocnoit XM3HM NALMeHTbl, NPUMHUMALOLLME NEKAPCTBA, BCErAa
OOJIXKHbI BbITh OYEHb OCTOPOXHbl U Y4NUTBIBATE BO3MOXHOE BIIMAHNE
NPMHUMAEMbIX NPEnapaTos Ha nnog,. 1o Bonpocam koHTpauenLmm
M nnaHMpoBaHus BepemenHoctn Bapocnbim nauneHtam ¢ CCJI
PEKOMEHyeTCs NPOKOHCYBTUPOBATLCS C NIEYALLMM BPAYOM.

NEPUOOMNYHECKMM CUHIOPOM,
ACCOUMMPOBAHHLIN C MYTALMEM
[EHA PELLEMTOPA ®AKTOPA HEKPO3A
ONyXOJIM / TUMOR NECROSIS
FACTOR RECEPTOR - ASSOCIATED
PERIODIC SYNDROME (TRAPS)

Y10 Takoe neprMoanYECKUMA CUHAPOM, ACCOLMMPOBAHHbIN
¢ peuentopom ¢akTopa HEKpo3a onyxonu?

[Nepropmuecknii CUHAPOM, ACCOLMMPOBAHHBIM C peLenTopom dakTopa
Hekposa onyxonu i TRAPS (npousHocutcs «Tpanc») ssnsetca
PeAK1M ayToBOCnanuUTENbHLIM 3abonesaHnem. [lepuopmyeckmnm
ero HA3bIBAIOT, MOTOMy 4TO CMMNTOMbI (nposiBnexus) Goneswu,
BbI3BAHHbIE  (ACCOLUMMPOBAHHbIE C) HOPYLWEHWEeM CTPYKTypbl
YKQ3QHHOTO peLenTopd, BO3HUKAIOT C HEKOTOPOM PEryNisipHOCTLIO.
Peuentop - 370 Buonornyeckas CTPyKTypd, PACMONAraoLiascs
HQ NOBEPXHOCTHM KNETOK UK LMPKYIMPYIOLWAs B KPOBM, HEOBXOAM-
Masi Ans CBSI3bIBAHMS B AGHHOM Cllydde $aKTOpa HEKPO3A OMyXOu
M OKTMBALMM LUMPOKOTO CMEKTPA KNETOK, B MEpBYIO O4Yepedb —
MMMyHHbIX. B HopMe, peLientop dakTop HeKpo3a onyxomnu HeoOXOoAMM
ANS 3ALMTHI OPrOHM3MA YENOBEKA OT BUPYCOB, 6AKTEPHIA U OMyXO-
nesbix knetok. OfHAKO NPM HOPYLLEHUM €TO CTPYKTYPbl UMMYHHbIE
PEaKLMM BbI3bIBAIOT AYTOBOCNANEHWE, APYTMMMU CIIOBAMM, M36bITOY-
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HO€e BOCnaneHue, noppexaatoLiee CcOBCTBEHHbIE KNETKM U TKAHM.

Kak yacro Bctpeuaercs ato sabonesanne?

TRAPS cuntaetcs pepkum 3abonesaHuem, KOTOpoe OBHAPYXMBAIOT
mwb y 1 yenoeeka Ha Kaxmpii MUANMOH Hacenewus. Bo scem mumpe
BoisisneHo 6onee 1000 cnyyaes TRAPS. 3abonesaHme snsetcs BTopbim
MO 4YACTOTE HACNEACTBEHHbIM MEPUOAMYECKMM CMHOPOMOM nocne
CEeMENHOMN CPeAn3eMHOMOPCKOM nMxopaaku. bonblwmnHcTBO NaumneHTos —
esponeiubl. 3a60neBaHME NOPAXAET JIUL, MyXCKOTO M XEHCKOro nosa
0aMHakoBo 4Yacto. [Nepeble NpM3HAKK BONE3HM NOSBASIOTCS, KAK NPABUIO,
B IETCTBE, PEAKO — B 3PESIOM BO3PACTE.

Kakoebl npuunHbl 3a6onesanua?

TRAPS BbizBaH HapyweHuem (myTaumen) ctpyktypsi rena TNFRSFTA,
OTBETCTBEHHOrO 30 0OPA30BAHME OAHOMMEHHOTO peLenTopa ¢akropa
Hekpo3a onyxonu. OpHAKO NOCNEACTBUS TAKMX HAPYLUEHMI M, B 4OCT-
HOCTM, MEXOHM3M M3MEHEHMs BOCMANUTENBHOTO OTBETA, AO CMX MOP
OLHO3HAYHO He onpegeneHbl. Mbl MOXEM NULLIb KOHCTATMPOBATb, YTO
npu TRAPS Habniogaetcs upeamepHas aKTUBALMS MMMYHHOM CHUCTEMBI
B OTBET HA MHEKLMM, TPABMBI UM NMCUXONOTMUECKMI CcTpecc. BaunsHue
BPEMEHM FOAQ MIW KIIMMATA HA PA3BMTUE U TedeHue BONesHM He YCTOHOBIEHO.

ABnsercs nu 310 3a6oneBaHue HaACNEACTBEHHbIM?

OnucaHo gea BapuaHTa Bo3sHukHoBeHus TRAPS. Mepsbii — Hacnes-
CTBEHHbIM, OBYCNOBNEHHbIM Nepeaayei Hapylenus (MyTauuu) B reHe
TNFRSF1A peberky ot nioboro u3 poautenei, sBsioLLerocs HOCUTENEM
5TOM MyTaLMM (TaK HO3bIBAEMOE AYTOCOMHO-AOMMHAHTHOE HOCTEAOBAHME).
HoctatouHo OpHOM MyTOUMM B reHe Afs PA3BUTMS 3a0ONEBAHMS.
Mpu 3TOM poAMTENM MOTYT HE WMMETb MPM3HAKOB 3abONEBaHMS.
MockonbKy y KAXBOro 4enoBeka B HOPME MMEETCs 2 KOMUM KAXAOro
reHa, puck nepepaun mytaumu reHa TNFRSF1A ot ogHoro poautens,
KOTOpbIM sBNgeTcs ero Hocutenem, coctaenset 50%. Cnepyet oTMETUTS,
4YTO He Yy BCEX HOCHTENEN MYTOHTHBIX FTEHOB, fAXE B CEMbSX, B KOTOPbIX
nmetoTcs nosTopHble ciydan TRAPS, nosisnstotcs npusHaku sabonesaHus.



Bropoit BapuaHT passutus TRAPS — noseneHue Mytaumm B reHe
TNFRSF1A peberka snepsbie (oTcyTcTBoBanG y poauteneit), npu ero
3auyatiu. B takmx cnyuasx puck paseutus TRAPS y apyroro (cnegytowwero)
pebeHKa NPOrHO3MpPOBATL HEBO3MOXHO. CriefyeT 3HATb, YTO MPUYUHOM
TRAPS moryT 6biTb pasHble myTtauuun resa TNFRSFTA.

MoxHo npeaynpeauts passuTtue atoro 3abonesanusa?

CeMmbsim, B koTOpbix Obin BbisieneH pebeHok ¢ TRAPS, Heobxoguma
KOHCYNbTALMS BPAYA-TEHETUKA C LENBIO MOCTEAYIOLLENO MNAHUPOBAHMS
ceMbu (poxaenuns peteit). OpHako, cnepyeT yuuTbiBaTh, YTO GOMbLUMH-
cteo cnydaes TRAPS — cnopapuueckue (T.e. BO3HMKQIOT BREpBble,
Q HE HACNEAYIOTCS OT POAMUTENEN, O 3HAYUT PUCK POXAEHMS eLLe OJHOTO
bonbHoro pebeHka HesHauuTeneH. [Ons npepynpexaeHus POXAEHMs
pebenka c TRAPS B cembe, rae oamH 3 poauteneit unu peberok boneet
TRAPS, HeobxogMMo npoBefeHME TEHETUYECKOTO TECTUPOBAHMS
OCTONbHBIX YTIEHOB CeMe (KAMHMYEeCKM 3A0POBLIX) M MAGHMPOBAHME
HepeMeHHOCTH.

flBnsietcs nu 3To 3a6onesaHne UHGEKLNOHHBIM?

TRAPS He siBnsieTcst MHPEKLMOHHBIM 3060NEBAHMEM, T.€. OHO HE BbI3BAHO
MUKPOOPraHM3MaMM (6aKTEPHAMM, BUPYCAMM), @ 3HAYMT HE NepeaaeTcs
MPU KOHTAKTE C BOSbHBIM MK €ro OKPYKEHUEM.

KakoBbl ocHOBHblE CMMNTOMBI?

OcHosHbiM cumnTomom TRAPS sensetcs nosTtopsioleecs nosbieHue
Temnepatypsbl Tena (nuxopagka), anutensHoctsio ot 7 po 20 cyTok,
peako 6Gonbuwe. [lpuUcTynbl NMXOPAAKM COMPOBOXAAIOTCS O3HOBOM
(owyiieHne xonoaa, KOTOPOE CONPOBOXAAETCS MOSBNEHMEM FYCHHOI
KOXM, MBILLEYHOM APOXM W BNEAHOCTBIO KOXHBIX NOKPOBOB), MHTEHCMBHOM
HapacTaloLWein GOMbIO MbILLL, TYNOBMULLA M BEPXHUX KOHEYHOCTEH, Nepe-
MeLLaIoWencs B ApPYrMe 4YacTM Tend C MNOCNEAYIOLWMM MOSIBIEHUEM
KOXHOM CbinK. TUNUYHAS Cbiflb MMEET BMA, KOMEL, C OXYPHBIMU KPAsSIMM,
KPACHOrO LgeTd, 60ne3HEeHHA NPK NPUKOCHOBEHMM.

Yacrto BO Bpemsa NpUCTynd nMXopankn oTMe4HaeTca nogslieHne 6onu



B XWBOTE PA3HOM MHTEHCMBHOCTM, COMPOBOXAQIOWENCS TOLWHOTOM
n peotoit. [ns TRAPS takke xapakKTepHbl KOHBIOHKTUBKT (BOCNaneHue
0605104k, NOKpbIBAKOLWEN BENKM rMa3a U BHYTPEHHEH CTOPOHbI Bek)
WK NOSIBNIEHWE MPUNYXIOCTH BOKPYT mas. BoamoxHo nosenexue 6onm
B rPyAM, BbI3BOHHOM BOCMAneHWeM nnespbl (06ONOYKM nerkux) wam
nepukapaa (obonouku cepaua). XapaktepHoit Takxe siensetcs xanoba
Ha 6onb B 06NACTM MOLWOHKK y ManbyukoB. Yacto BosHukatoT Gonu
B KPYMHBIX CyCTABOX, Peako — apTputhl (oTek, 6onb u orpaHnyeHme
[BMXEHMS B CYCTOBOX), B OCHOBHOM KPYMHbIX CyCTABOB, TEHAMHMTHI (BOC-
nanexune cyxoxunui). Takxe npuaHakom 6onesHu sBnseTcs NoBbILIEHUE
nabopaTtopHbiX nNokasaTenen BocnaneHus (Yaie scero onpepensorcs
BbICOKME CKOPOCTb OCEAAHMS SPUTPOLMTOB M KOHLeHTpaums C-peakTue-
Horo Benkal).

OAMHGKOBO JIn NpogBngaeTca 3abonesaHue Y BCEX ne‘reﬁ?

Mposienenns TRAPS y pasHbix 6onbHbIX He opmHakoebl. Pasnuuatorcs
NPOAOIKUTENBHOCTb NPUCTYNA, ANMTENBHOCTb NMEPUOROB 6e3 KaKMX-
nbO NPU3HAKOB GONE3HM, BLIPAXEHHOCTb M COYETAHWE OCHOBHBIX
cumnTomos Boneshu. Tak, yactora oboctpermii TRAPS moxet Bapbmposats
OT OAHOrO 3MM30Ad B HECKONbKO HeAesb A0 OJHOTO B HECKOJSbKO JIET.
Y HekoTopbix naumeHToB, 0cobeHHO B 3penom Bo3pacTe, BonesHb
npoTeKkaeT BONHOOBPA3HO, C YepPEeAOBAHMEM MEPUOAOB OBOCTPEHMS
M pemuccum (nepuodbl OTHOCKTENBHOTO 3[0pOoBbs). Bmecte c Tem,
C BO3PACTOM MPMUCTYMbl 3060NEBAHMS MOTYT CTOHOBMTbCS Jferde
M BO3HMKAIOT pexe.

Kak noarsepauts Hanuume TRAPS?

MNpensaputensHo Hanuume TRAPS yctaHaBnmMBalOT nyTemM MckoYeHms
Apyr1x bonesHen ¢ peunamsmpytoLei nuxopaakoit. Kak npasuno, sto
MHPEKLMOHHBIE (Pa3NUYHBIE BAPWAHTHI BAKTEPUANBHBIX M BUPYCHbIX
KMLIEYHBIX U PECMIMPATOPHBIX MHGEKLMH), 3nokayecTBeHHble (Hannume
OHKONIOrMYECKOM MATONOMMM  MOXET COMPOBOXAATHCS MOSIBIEHUEM
NEPUOAMYECKMX NIUXOPAAOK M APYrMX CUMNTOMOB, cxoxmx ¢ TRAPS),



peBMaTonorMyecke (Hanpumep, IOHOWECKUIA OPTPUT C CUMCTEMHBIM
HaYanoMm) M ApyrMe ayToBocnanuTenbHbie 3abonesaHus (cemeiHas
CPeaM3eMHOMOPCKAs JIMXOPAAKA, CMHAPOM AedbULUMTA MEBASIOHAT-
KMHO3bI, KPUOMUPUH-ACCOLMMPOBAHHBIE CUHAPOMBI).

B uncne npusHakoB 30601€BAHMS YYUTBIBAIOT UCTOPUIO 3a60NEBAHMS,
Hanuuue cryyaes BONE3HU C MOXOXMMU MPU3HAKAMK Y BAM3KMX POA-
CTBEHHMKOB, WMEIOLMECS CUMMTOMbI, Pe3ynbTaTel Na6opaTOpPHOro
obcneposanms. [locneaHee BKIIOYAET perynsipHOe U3MEPEHUE B KPOBH
crepyloWwmMx noKasatenen: ckopoctn oceaanus sputpouputos (CO3),
koHueHTpauun C-peaktusrHoro 6enka [CPB, npomsHocutcs «us-peak-
TUBHbINM 6enok» unu «u3-3p-63] M amunomaa A. MNMepuoamyecku Heobxo-
[MM KOHTPOMb MOKA3QATENeN KIETOYHOro (KONMYECTBO NEMKOLMTOB,
SPUTPOLMTOB, TPOMBOUMTOB) M BMOXMMMYECKOrO COCTABA KPOBM,
ANs OLEHKM PYHKLMM NOYeK, NeYeHN 1 APYrMX OPraHOB U CUCTEM Opra-
H13ma. Kpome Toro, npoBoast nabopaTtopHbIi QHANU3 MOYM C LENbIO
BbIIBNIEHMS Oenka M 3pUTPOLMTOB. [TOCTOSHHO BLICOKME YPOBHM STHX
noKasaTenei yKasbiBAKOT HO Pa3BUTHE HaMBONee rPO3HOTO OCIOXHE-
Hust TRAPS — HapyweHus pyHkumm noyex.

OxkoHuatensHo Hanuume (mnam otcytcteme) TRAPS  ycranaenmeaior
HQ OCHOBOHWM PE3YNLTATOB FEHETUYECKOTO MCCNEA0BAHMS, MPOBOAMMOTO
C uenbio BbisBneHus mytaumm rena TNFRSFTA.

Mo>kHO nu nsneunTb 310 3aboneBanue?

TRAPS, kak 6OnbLWMHCTBO reHeTMYECKMX 3a6ONEBAHMM, HEU3NEUUM,
XOTSl  MHTEHCMBHOCTb MPMUCTYMOB  JIMXOPOAKM MOXET  CHUXATHCS
C BO3PACTOM. TeM He MeHee, JOCTYMHbl HOBblE MepPCneKTUBHbIE MPena-
patel ans nedenns CAPS, ponrocpounbii 3dbdekT KoTopbix siBnsercs
NPEAMETOM HAYYHbIX UCCIEROBAHMA.

KakoBbl MeToabl neueHmna?

Ha stane anarHoctiku obnerdnts cumntomsl 6onesHm (CHU3UTb BbICOKYHO
TEMMepaTypy, MHTEHCUMBHOCTb 60U B MBILILIAX M CYCTABAX) MOMOTQIOT
HeCTepoMaHble MPOTUBOBOCMANMTENbHbIE Npenapathl, (MBynpodeH,
HUMECYTIUA, MENOKCUKAM).



MNpw Taxenom, HekotTponupyemom Teuennn TRAPS, a Takxe ans cHstus
TSXENOM aTaku 3a60neBaHMS BO3MOXHO MPUMEHEHME CTEPOMOHBIX
NpenapaTos (FIOKOKOPTUKOCTEPOUALI — MPEAHWU3ONOH, METUANPESHH-
3onoH). MocneaHue B BBICOKMX [O3AX AOCTATOYHO 3PPEKTUBHBI, OAHAKO
ANUTENbHOE MX MPUMEHEHME COMPOBOXAAETCS BO3HUMKHOBEHMEM psad
cepbe3Hbix NoBoYHbIX 3PDEKTOB, B TOM YUCIE CHUXEHWMEM MIOTHOCTM
KOCTHOM TKQHWM 3QMEANEHMEM POCTA, MOBbILIEHUEM OPTEPUANBHOTO
ACBMEHUS, PO3BUTMEM OXMPEHMS, MOPAXEHUEM OPraHOB XENYAOYHO-
KuLeyHoro Tpaktd. [lo3MpoBKa M ANMUTENbHOCTb MPUMEHEHMS MIIOKO-
KOPTMKOCTEPOMAOB onpeaensioTcs Nevalm spadom. CamocTosTensHo
M3MEHSITb 403y, MPOMYCKATb MPUEM M TeM Bonee OTMEHSITb MIIOKOKOPTH-
KOCTEPOMALI HE PEKOMEHLYETCS, TAK KAK BbICOKA BEPOSITHOCTb PA3BUTHS
He TOMbKO TSXENbIX MOBOUHbBIX 3P PEKTOB, HO U OBOCTPEHUS BoNesHM.

B Hactoswee Bpems Haubonee 3PPEKTUBHBIM CPELACTBOM NEYEHMS
6onbHbix ¢ TRAPS sBnsitotcs Tak HasbiBaemble BronorMyeckme npenaparsi.
Llenb 1x npumeHeHus — 610KMpoBATbL GYHKLMM BUONOTMYECKM OKTUBHBIX
MOMEeKyn — LMTOKMHOB (MHTepreitkuH 1, dakTop Hekposa onyxonm),
OTBETCTBEHHBIX 30 pa3suTMe Bocnanenus npu TRAPS. B Poccun ans
neyenmnst 6onbHbix ¢ TRAPS 3apernctpMpoBaH TOMbKO KAHOKMHYMAD
(nonaenset yHkumio nutepnerkuna 1). MNpenapat nossonset koHTpo-
nupoeate npossnexus TRAPS, BBognTcs nogkoxHo, AO30 M KPATHOCTb
BBEIEHMS ONPEAEenseTcs NeyYallymM BPAYOM.

Briokaaa dpakTopa Hekpo3a onyxonu MOXeT BbiTb AOCTUIHYTA C MOMOLLBIO
npenapatos rpynnbl UHrbutopos PHO (stanepuent, apanumymab),
6nokatopa MJ1-6 (tounnnsymab). OnbiT Mx npUMeHeHHs MmeeTcs Kak
B Poccuu, Tak 1 3a pybexom. OgHako B HacToswee Bpems 3T1 npena-
paThl HE 30PErMCTPMPOBAHbI B PoccuM Ans npuMMeHeHus y NAauMeHTOB
¢ TRAPS 1 MoryT 6bITb TPUMEHEHBI TONIBKO B COOTBETCTBMM C MPUHLMMOM
off-label (sHe MHcTPYKLMM). DTO 3HAUMT, YTO ANS HO3HAYEHMS NpenapaTa
neyaiieMy Bpady notpebyeTcs LOCTATOUHO NOAHO NPOMHGOPMMPOBATL
poanTenein NALUMEHTA O HEOBXOAMMOCTU TAKOTO NEYEHMS, 3ATEM NONYYUTL
nofnucaHHoe pogutenem Ao6pPOBONbHOE COMACKHE HA MPUMEHEHHe
NPenapaTa, a TaKKe 3apy4MTLCS COMMACHEM HA TAKOe NeYeHre BPpaYebHOI
KOMMUCCHM, [EMCTBYIOLLEN C STOM LeNbio B IEYEOHOM YUpEXaeHNM.



B HekoTopbix cnydasx ans nedenus GonbHbix ¢ TRAPS Moxer 6biTh
MPUMEHEH NPENApPaAT KONXMLMH.

BesonaceH nu pnutenbHbIA NPpUEM NEKAPCTB?

HenpocTto npuHsith, 4To pebeHOK BOMKEH MOAY4ATb TEPAMMIO BCEraa.
Pomurenm yacto GecnokosTcs 0 BO3MOXHbIX MOBOYHBIX IPPEKTAX NIeyeHus,
0COBEHHO B CRydYde ASMTENBHOTO MPUEMA JEKAPCTBEHHBIX CPEACTB.
Hwuxe naHbI pasbsICHEHWUS HA STOT CyeT.

KonxuumH. DtoT npenapat sensetcs OTHOCMTENBHO 6Ge30MACHbIM,
BO3MOXHble MOBOYHbIE 3PPeKTsl  OBLIMHO MPOXOAST MPU CHUKEHUM
RO3MpoBKM (konuuectsa) nekapctsa. Haubonee yactbiv NoBOYHBIM
sdbdekTom KonxmumHa sBnseTcs amapes (nowoc). M3-3a storo HekoTopbie
AETU He B COCTOsIHMM cobniofath PEKOMEHAAUMM BPAYA MO MNpUeMy
npenapara. B Takux cnyyasix HeobxoanMMo 0bCyanTb C BPAYOM Lieneco-
0BPA3HOCTb CHUXEHMS BO3UPOBKM KonxuLwHa. Kak npasmno, Ao3unposky
CHUXQIOT MOCTENEHHO A0 TOM, YTO ByAET XOPOLLIO NEPEHOCUTLCS PEBEHKOM,
Q 3aTeM MEANEeHHO, C HEBOMbLWMM «LIAroM», MOBLILIATL AO NEPBOHA-
4aNbHOTO YPOBHS. BMecTe ¢ 3TUM, MOXeT BbITb PEKOMEHAOBAHO OTPAHM-
YuTb ynoTpebneHne NpoAyKTOB, COAEPXALUMX NAKTO3Y, B TeuyeHue 3
HeZenb, YTO TAKXE CMOCOBCTBYET UCHE3HOBEHMIO MPU3HAKOB XeNy[04HO-
KuwweuHoro pacctpoitctea. Kpome amapen Ha boHe nprema KonxuumHa
MOTyT BO3HWKQTb TOLIHOTA, PBOTA M CNACTMYECKAs (C neprMoaamu ycune-
Hus/ocnabnenus) 6onb B Xxueote. B pepkunx cnyuasx npenapat moxert
BbI3bIBATH MbILUEYHYIO CNABOCTb, O TAKKE CHUKEHME KONMYECTBA KNETOK
KpoBw (3puTpoumTOB, Nekountos, TpomboumuTos). Mpu CHUXEHUM fOo3bI
KONXMLMHA NMOKA3ATENN KPOBU OBBIYHO HOPMAU3YIOTCS.

HectrepoupHeie npoTtueoeocnanurensHele npenapartbl. [nnTenbHbii
npUem 3TUX NPenapaTOB MOXET NPUBOIAMTL K MOBPEXAEHMIO CIIM3UCTON
0b0mnoYKM XenyaKa, y AeTer pexe, Yem y B3pocnbix. MIMeHHo nostomy
MX PEKOMEHAYIOT NPMHUMATL C nuLien. HecTeponaHele npotneoBocna-
nUTENbHbIE MPENApPaThl MOTYT BbI3bIBATL (PEAKO) MOpaXeHWe neyeHw,
KOTOpOE MNPOSBNSETCS MOBbILUEHMEM OAKTMBHOCTU (PEPMEHTOB MEYEHM
B KPOBM.

niokokopTMKOCTEPOMABI B BLICOKMX BO3AX JOCTATOYHO 3PPEKTUBHDI,



OAHAKO ANNTENIbHOE UX NPUMEHEHUE NPUBOAUT K BOSHMKHOBEHUIO paaa
CEepPbE3HbIX no60oYHBIX 3(1)(')6KTOB, B TOM 4YuCne CHMXEHUIO MIOTHOCTU
KOCTHOM TKAHK, 3AMEANEHUIO pPOCTA, MNOBbLIWLEHNIO APTEPUATIBHOIO
OABNE€HUA, PA3BUTUIO OXUPEHUA BCNEACTBME 3AMETHOro NOBbILLIEHUA
anneTrTa, NOPAXEHUIO OPraHOB Xenyfo4HO-KMULWEYHOro TPpaKTa.

Buonornyeckme npenaparbl. [lpumeHenne 3TMx npenapatoB moxeT
CnocobCcTBOBATE BO3HUKHOBEHMIO MHPEKLWMMI, ObiTh MPUYMHOM annepru-
YeCKMX PeaKLMM, HapYLIEHNS PYHKLMM NeYeHU, U3BMEHEHMS KITIETOYHOTO
COCTABA KPOBM.

Mpu cobniogeHnn pPeKOMEHAALMI NEeYaLero BPaya OTHOCMTENbHO
[O3MUPOBKM M ANUTENBHOCTH NPUMEHEHMS YKA3AHHBIX BbiLLE NPEnapaToB
pUCK pa3euTHs NobouHbIX 3¢pdekTor MuHMManeH. He cneayet camocto-
sTenbHo (6e3 obcyxaeHns C BPAYOM) M3MEHsITb O3MPOBKY HA3HAYEHHbIX
npenapaTos, nponyckaTs M Tem Gonee npekpawaTs Ux npuem. Takue
[EMCTBUS yBENMUMBAIOT puck obocTperms 6onesHu. [ns npepynpexaerms
BO3HWKHOBEHMS M MPOrPECcCUPOBAHMS NOBOUHBIX 3bPEKTOB neyeHus
HEOBX0AMM MOHUTOPMHT (perynsipHbIi KOHTPONb) COCTOSHUS 3MOPOBbLS
6onbHoro. OpHako, cneayeT NPUHATb BO BHUMAHME, YTO NEPUOANYECKUE
OCMOTPbI, NABOPATOPHbIE UCCAEROBAHMS U OLEHKA PYHKLMI BHYTPEH-
HAX OPFrOHOB MOrYT ObiTb MPMYMHON AOMONHWUTENbHBIX TPYAHOCTEM
Ans pebeHKa M ero cemby.

Kak HacuyeT HeTpaauumoHHoM Tepanuun?

MauMeHTbl U MX CEMbM MOTYT CTONKHYTBCS C MHOXECTBOM MPEATOXEHMIA
HETPOAMLIMOHHBIX METOLIOB JIEYEHMS,, M STO MOXET BBECTM B 3abyXAEHME.
OueHb 4aCTO 3P PEKTUBHOCTb 1 HE30NACHOCTL TAKOTO IEYEHMS OCTAOTCS
He Aoka3aHHbiMM. OHO MOXeT foporo 0b6OMTUCL KAK BYKBAMBHO, TAK
M B NIGHE BMYCTYIO NOTPAYEHHOTO BPEMEHM, HEOMPABAAHHOM HATPY3KH
Ha peberka. Ecnu Bbl xoTUTe pa3obpaTbcs B BO3MOXHOCTAX HETPAAULIM-
OHHbIX METOLOB JIe4EHMs,, NOXATYHCTA, OBCYAMTE STH BAPMOHTHI C SIEHALLMM
Bpa4yoM. HekoTopble HETPAAMLMOHHbIE CPEACTBA NEYEHMs! CMOCOGHSI
B3OMMOAENMCTBOBATL C OBbIYHbLIMK NekapcTBamm. OueHb BAXHO He Mpekpa-
WATb MPUEM JIEKAPCTB, MPOMUCAHHBIX BPAYOM. [1OCTOSIHHBIA nprem
NIEKAPCTBEHHBIX MPENAPATOB HeObXOAMM Ans Toro, 4Tobbl AepXaTh



BonesHb Nog KOHTPONEM, d HEOBOCHOBAHHOE NPEKPALLEHHE UX MPUEMA
MOXET OKA3aTbCs O4YEHb OMACHBIM, €CiM 3060neBaHWE MO-NPEXHEMY
HaxoauTcs B akTMBHOM dase. MNoxanyicra, obcyamte Bonpocs, KOTo-
pble BAC 6eCNOKOST B OTHOLUEHWM HO3HAYEHHOTO NPENApATd, C BPAYOM
Bawwero pebexka.

Yro xxpatb ot 6onesHu B 6yaywem?

Honrocpounbiit nportos TRAPS (enusiHue Ha kauecTBo XM3HM NauMeHTq,
PUCK PA3BUTUS OCIIOKHEHMI BONE3HM) 3ABUCKUT OT OCOBEHHOCTEN TeYeHMs
3060M€eBAHMS, AKTUBHOCTM BOCMANEHMUS BO BPEMS M, OCOBEHHO, MEXAY
NPUCTYNamu, a Takke BapuaHta MyTtaumu reHa TNFRSFTA. Y nekotopbix
naumeHToB 0boCTpeHmnst BonesHn Pa3BUBAIOTCS KAXAbIE LIECTb HEAEb,
TOrAA KAK Y APYMX MPMUCTYMbl IMXOPAAKM MOTYT HE MOBTOPSITLCS B TEYEHME
MHOTMX JIET, YTO MO3BOJSIET UM XMTb MONHOM XM3Hbto. HanpoTus, yactsie
M NPOJOIKMTENbHBIE MPUCTYMbI CHUXAIOT KAYECTBO XM3HU HE TONBKO
NALUMEHTA, HO M HAPYLICIOT HOPMASbHYIO >XM3Hb CEMbM B LIESIOM.
Henpenckasyemocts npuctynos 6onesHu fub  YCUAMBAKOT —3TOT

¢ dexkT.

B uncne Hanbonee rpostbix ocnoxHeruit TRAPS cnepyet otmetvts ammnonaos
v HapyLueHne byHKUMM nodek. AMMNonaos sensetcs Haubonee TaxXenbim
oTcpoyeHHbiM ocnoxHeHnem TRAPS; paseusaetcs y 10-15% 6onbHbix.
Amnnionpos obycnoBeH HOKOMIEHWEM B TKAHSIX OPraHM3Ma amunomnaa A —
6enka, BbIPAbATHLIBAIOWETOCS B HONBLIOM KONMYECTBE KNETKAMM HALLETO
opraHusma o Bpemst socnanerus. OtnoxeHne ammnonaa A B noykax
MPMBOAMT K HOPYLUEHMIO MX PYHKLMM M, B KOHEHYHOM MTOTe, PA3BUTHIO
MOYEYHOM HepoCTaTOMHOCTM. [lpM  HekoTOopbIX  MyTaUMSIX  reHd
TNFRSFTA puck paseutis ammnomposa eeiwe. BepostHocts paseutus
YNOMSIHYTbIX OCIOXHEHMI B OyAylleM MAKCMMQNbHA MPW OTCYTCTBMM
NIEYEHUs1 B CNy4Yde COXPOHEHMS BLICOKOM OKTMBHOCTM 3a60neBaHMs
(Mpu3Haku: yacTble 0BOCTPEHMS M NPUCTYMbl IMXOPAAKHM, BbICOKME
sHauyenns CO3, CPb u amunomaa B kposu). BepostHocts cmepTu
B TOKOM CJly4de AOCTATOYHO BbICOKQ.

Ins koHTpons TeueHus TRAPS BaxkHO HONOAMTbL KPenkue 1 SOBEPUTENbHBIE



OTHOLUEHUS C MEAMLMHCKMMM PABOTHUKOMM, C KOTOPBIMM Bbl B3AMMO-
AevicteyeTe B cBsi3n ¢ TRAPS. 3T0 NonoXMTENbHO CKAXETCS HO CAMOYYB-
CTBMM M MOBBICHT KAYECTBO XM3HU BONbHOTO U ero cembu. Bmecte ¢ Tem,
AN CHUXEHUS KONMYECTBA 3nM3ofoB obocTpeHus 3abonesaHus
AO MUHUMYMA MK AAXE UX NPeKpaLeHus (pemuccus) Heobxoaum pery-
NSIPHBIA MOHUTOPMHI COCTOSIHMS BOME3HM C YYACTUEM CMELMANUCTOB
M MPUMEHEHME NIEKAPCTBEHHbIX MPENApPATOB, HA3HAYEHHbIX BALIMM
nevawmum Bpadvom. [locnegHue, NOMMMO MNPOYEro, CHUXAIOT PUCK
paseuTusa ocnoxHenui TRAPS. Kak ocHoBHoe cpepcTtso Tepanum sBcem
naupentam ¢ TRAPS pekomeHgoBaHo noctosHHoe (no cxeme, Ha3Ha-
YEHHO JIEYALLMM BPAYOM), TO €CTb HE3ABMCHMO OT HANUYMS UK OTCYT-
CTBMS MPUCTYMOB MM MPU3HAKOB OBOCTPEHMs 3a60NeBaHMS, NPUMEHEHUE
610KATOPOB MHTepENKUHA 1.

Kak HacueT wkonbl?

MpucTynbl 6onesHn MoryT He MO3BONMMUTL MOCELLATL LWIKOAY, A YACTble
MPMUCTYMbl — OFPAHUYMUTb MOyHEHNE HEODBXOAMMOrO LWKOMbHOrO 0bpa-
3oBaHus. [Npu 3dPeKTUBHOM nedveHun yaaeTcs LOBUTbCS CHUXKEHMS
KOMIMYeCTBA MPOMYCKOB 3aHSTUM B wkone. Heobxoanmo nponHpopmm-
pOBATb yuuTenein o bonesHu pebeHka, U O TOM, KaK MOCTYNATh B Cy4ae,
€Cnu MPUCTYN HauuHaeTcs B wkone. Pogutenu u yuutens [OMKHbI
caenatb Bce, 4Tobbl pebeHOK MOT Y4OCTBOBATH B LIKOJSIbHBIX MEPOMPUS-
TMAX B OObIYHOM Mopsake. ITO HEOBXOAMMO A1 MOMYYEeHUs COOTBET-
CTByOLWEro OBPA30BAHMS, MPU3HAHWUS B KPYry CBOMX CBEPCTHWMKOB
M B3pOCnbiX, ByayLuei MHTerpaumm B npodeccMoHanbHbIA MUP.

Kak Hacuer cnopra?

3aHATUS CMIOPTOM SBASIIOTCS BOXKHBIM OCMEKTOM MOBCEAHEBHOM XXM3HM
nioboro pebenka. Opgra u3s uenei Tepanum peteit ¢ TRAPS coctout
B TOM, YTOObI MO3BOMMUTL AETAM BECTM HOPMATbHYIO XM3Hb, HOCKOSNBKO
3TO BO3MOXHO, W 4yBCTBOBATb, YTO OHM HUYEM HE OTIIMYAIOTCS OT CBOMX
CBEPCTHUKOB. [TpMBETCTBYIOTCS 3AHATUS CNOPTOM MIM MHAS PU3NUYECKAS
OKTMBHOCTb, OAHOKO MHTEHCUBHOCTb HOTPY3KM AOMXHA HbITb NogobpaHa



C y4eTOM BO3MOXHOCTeN pebeHka. Tem He MeHee, B NMepuop OCTPOI
ba3bl HEOOXOAMMO OrPAHUYUTL PU3UYECKME HATPY3KM MM ObecneynTb
AOCTATOYHbIM [J15 BOCCTAHOBJIEHMUS OTAbIX.

Kak HacueT guetni?

Hukakux ocobeHHbIx aMeTnieckux pekomeHaaumii ans geter ¢ TRAPS
HeT. PebeHok fonxeH cobnogatb HOPMANbHYIO A1 CBOEro BO3PACTA
ovety. OFHOKO MAUMEHTOM, MPUHUMAIOLMM MTIOKOKOPTUKOCTEPOMADI,
Aaxe Hebonblume UX [O3bI, CnesyeT n3beratb MPUEMA MULLM C BbICOKUM
COfiEPXAHMEM KANOPWMIA M HATPUs. 3BECTHO, YTO 3TM NpenapaTsl NoBbI-
LIQIOT AMMETMUT, A TAKXKE PUCK PA3BUTHS OKUPEHMS.

MoxxeT nn KnMMar BAnSTb Ha TeueHne bonesHn?

Knumart (ero nsmeHeHue) He enmsiet Ha TeueHne 6onesHu.

Mo>Ho nu pebeHKy aenatb NPUBMBKMU?

Ecnu naumeHT HaxoamTCs HO NeYeHWUK NPenapaTamu, MOAABISIOWMMM
MMMYHHYIO cUCTEeMy (rniokokopTHkoCTepomabl, bronormyeckue npena-
paTbI) MPUBMBKM XMBBIMM OCNABAEHHBIMA MUKPOOPraHM3MamMu (Takue,
KOK MPWMBMBKM OT KpacHyxu, kopu, napotuta u BLIX) npoeoguts
He PEKOMEHAYeTCs M3-30 MOTEHLMANLHOTO PUCKA PACMPOCTPAHEHMS
MHPEKUMM B Pe3ynbTaTe CHUXEHHOM MMMYHHOM 3QLUMTBI OPraHM3MA.
BakupHbl, KOTOpbIE COBEPXAT TONLKO PPArMEHTbI MATOTEHHBIX MUKPO-
OPraHM3MOB, BBOAATCS MO MHAMBMAYANbHOMY rpaduKy, N0 NOKA3AHUSM
nocne KOHCYMbLTALMM C NIEHALLMM BPAYOM.
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CUHIOPOM AEDULIMTA
MEBAJIOHATKMHA3bI / MEVALONATE
KINASE DEFICIENCY SYNDROME (MKD)

Yr1o Takoe cuHapOm AePULUTA MEBANOHATKUHASDI
(CAMK)?

CMH,D,pOM JJ,eCi)VILIMTO MEBAJNTOHATKMUHA3bI ABNAETCA pe,D,KMM MOHOreHHbIM
QyTOBOCMANUTENbHBIM 3060N1EBAHUEM, BO3HUKAIOLMM B PE3YNbTATE
nogBAEHUS NATONNONMYEeCKOro BClpMCIHTO B reHe MVK y MHOIMx 6OJ'Ib-
HbIX NOBbILLAETCHA cop,eponMe KOMMNOHEHTA KpOBM nog Ha3BAHUEM
ummyHornobynun D (IgD), yto nocnyxuno nosogom ans anstepHa-
TUBHOTO MCTOPUYECKOTO» HO3BAHMS — «runep IgD cuHapom».

Bbl MOXeTe BCTPeTUTb HECKONBKO BAOPMAHTOB AMArHO3A B 30BMCHMOCTH
OT CTEMEHM TSKECTH, KOTOPAS TPAAMLIMOHHO CBSA3bIBANIACH C AKTMBHOCTBIO
depmeHTa. Jlerkunit Bapuant tevenns COMK — cuHagpom runepum-
myHornobynuHemmn D (HIDS-cungpom) w Taxenwiit BapuaHt —
meBanoHoBas aunaypus. OAHOKO, B HACTOSILLEE BPEMS, MPUHSTO
Mcnonb3oBaTh 061y GOPMYIMPOBKY AMATHO3A CUHAPOM AebUMuTa
MEBAIOHATKMHA3bI, BHE 30BUCMMOCTM OT TSKECTH COCTOSIHUS.

Kak yacto BcTpeuaeTcs ato 3abonesanue?

CIOMK - oueHb pepkoe 3a60neBaHME, PA3BMBAIOLLEECS MO MMEIOLLMCS
ACHHBIM JIULLb Y HECKOMbKMX YENOBEK HO OAMH MMIITIMOH HOCEMNEHMs.
B mupe onucano 4yt 6onee 300 naupentos ¢ COMK.

3abonesaHune NOPAXAET NIOLEN BCEX STHUYECKMX TPYMM, HO YalLe
BCTpeyaeTcs cpeau ronnaraues. Camoe Honbluoe KONMYECTBO NALM-
eHToB ¢ rnnep-lgD cunapomom 3apermctpuposaro B Hugepnanpax
n coctasnsiet 1 Ha 200 000.

Y nopaenstowero 6oNbLIMHCTBA NALMEHTOB MPUCTYMbI JIMXOPAAKM
HOYMHAIOTCS B BO3PACTE [0 LIECTU JeT, KAK MPABMIO, B PAHHEM
Aetckom Bospacte. [lepuuMT MEBANOHATKMHA3BI C OAMHOKOBOM
4OCTOTOM BCTPEYAETCs KAK Y MASbYMKOB, TAK M Y AeBOYEK.



flBnsiercs nu 310 3060neBaHne HAcCNEeACTBEHHbIM?

COMK sensetcs HacnencTBeHHbIM 30060NEBAHMEM, TO €CTb MyTALMM
reHa MVK nepepatotcs peberky ot poautenent. Kak npasuno, yem
cepbesHee owubka B reHe, koampytowem MVK, Tem bonee cepbesHoe
3abonesanne ona Bbidbisaer. CAMK Hacnepyetcs kak ayTocomHo-
peLeccuBHOe 3a6051eBaHME. DTO O3HAUYAET, YTO A1 TOTO, YTOBLI pebeHok
3abonern, eMy TpebyIOTCS ABA MYTAHTHBIX FEHA: OAMH OT MATEPH, APYTOM —
ot otua. CnegosatensHo, 06a poguTenu IBASIOTCS HOCUTENsMK (HocuTenb
MMEET TONBKO OfHY MYTAHTHYIO KOMMIO FeHd, HO He BGonesHb), a camu
He 6onetoT. [Ins TAKOM napbl pUCK TOrO, Y4TO AePULMT MEBANOHATKMHA3bI
ByneT MmeTb MecTo elue y oaHoro peberka coctasnset 1: 4 (25%).

flBnsietcs nu 3to 3a6onesaHne NHGEKLMNOHHBIM?

COMK He siBnsieTcst MHPEKLMOHHBIMM, T.€. HE BbI3BAHO MUKPOOPTAHU3MAMM
(BakTepusamu, BUMpYCamM), G 3HQUMT, He NEepPemaeTcs NpPU KOHTAKTe
C BOMbHBIM UK ETO OKPYXEHUEM.

Kakoebl npuumnHbl cumntomoB 3abonesanus?

Mponyktom nameneHHoro reHa MVK siensietcs 6enok, KoTopbiit Ha3bIBAETCS
MEBQNIOHATKMHA3a. MeBANOHATKMHA3A NPeacTaensieT cobon GpepmeHT —
6enok, KoTopbii 0BECNeYnBAET XMMUYECKYIO PEaKLMIO, HEOBXOANMYIO
Ansi OBbIYHBIX MPOLECCOB B OPraHM3me. DTa PeakLms COCTOUT B Npeob-
PA30BAHMM MEBASIOHOBOM KUCTOThI B pOCHOMEBANOHOBYIO KUCTOTY.

Y naumertos ¢ COMK obe konuu rena MVK nospexaeHsl, B pesynstaTte
OKTMBHOCTb (DEPMEHTA MEBQANIOHATKMHA3bI CHUXEHA. DTO MPUBOAMUT
K HOKOMIEHWIO MEBQASIOHOBOM KMCIOThI, KOTOPAsS MOSBASETCS B Moue
BO Bpemsl BCrbiwek nnxopapku. OaHako cam no cebe M3BbITOK MeBaoHATA
He cnocobCTByeT Pa3BUTMIO BOCMASMTENbHBIX ATAK, O BOT HAPYLUEHWE
ACNbHENLIMX NPEBPALLEHUA MPUBOAMT K HEKOHTPOIMPYEMOMY BbICBO-
6oxaenuio UI1-1 B, mowHomy uutokmHy (6enky) socnanenms MJ1-1(,
KOTOPBbIM UIPAET BAKHYIO POJib B BOSHMKHOBEHMM CUMITOMOB 3060IEBAHMS.
KnuHuueckum pesynsTatoM sBRsSETCs NEpUOAMYECKOe MOBbILUEHWE
TeMnepaTypsl Tena.



KakoBbl OCHOBHbIE CMMNTOMBI?

3abonesaHune XAPAKTEPUIYETCS NEPUOAMYECKMMM SMMU3OLAMM IUXO-
POAKM, KOTOPbIE MOTYT CONPOBOXAATLCA NMMdaneHonaTueit (ysennye-
HUEM M BONEe3HEHHOCTbIO NMMPATUYECKMX Y3N0B, 0COBEHHO B 0bnacTu
LWew), KOXHBIMM BbICHINAHMSMM (CbiMb HOCKUT MOMMMOPdHBIN XapakTep,
T.6. He ABNSETC CheundMUHOM, BCTPEYAIOTCS MSTHWUCTO-NAMynesHble
BbICBINAHMS, KOpenopobHble, pO3eonesHble M ApyrMe BAPUAHTBI),
6ONbI0 B XMBOTE, YACTO COYETAIOWYIOCS C HAPYLUEHUSMM CTynd —
Aavapeeit (X1aKuiA CTyn) unu 3anopom, pBOTOM, NOSIBIEHMEM CTOMATUTA
(s3Bouek B nonoctu pra), ronosHoM Gonbio, Gonbio B ropne, Gonamu
Mbilwnax (Muanrus) u cycrasax (aptpanrus).

Mpu passuTUM Tsxenoi Gopmbl HONE3HKM AOMOMHUTENBHO BbISIBASIOTCS
BbIDOXEHHbIE HApPYyLleHUss B (HOPMMPOBAHMM CKeneTa, OTCTUBAHME
B PU3MYECKOM PA3BUTUM, MOSIBIIEHUE NPU3HAKOB NMOPAXKEHUS HEPBHOM
CUCTeMbl (30A€pPXKa NCUXOMOTOPHOTO PA3BUTHUS, NOSIBNEHWE CYAOPOT,
HOPYLUEHMs 3PEHUS U APYTe), a TaKXe NOPaXeHHUe Noyek.

OauHakoBo nu nposienseTcs 3abonesaHue y Bcex aeTen?
COMK y pasHbix peTert nposensercs HeopuHakoo. Pasnuuaiorcs
MPOAOIKUTENBHOCTb MPUCTYNA, ASIUTENBHOCTL NEPUOROB 6e3 KaKUX-TMbo
MPU3HAKOB BOME3HM, BLIPAKEHHOCTb M COYETAHWUE OCHOBHBIX CUMIMTOMOB
BonesHu.

MoxHo nu npepgoTepaTutb AaHHoe 3aboneeanune?

Yuutbisas ToT $akT, 4TO 3060NEBAHME FEHETUYECKU OBYCHOBNEHHOE,
OHO He MOXeT BbiTb NpeaoTBpaLLeEHO. PekomeHaoBaHO NnaHMpoBaHue
HepeMeHHOCTH M MPOBEAEHWE MPEHATANBHOM AMArHOCTUKM B CEMbE,
NPM HANMYUM OTAFOLLEHHOM HOCNEACTBEHHOCTH, U,/ MW HAAMYMU OBHOTO
6onetoLlero pebexka.

Kak noarsepautb Hanuumne CAMK?
Huarnos COMK ycraHasnmeaetcs nocne oB6s30TeNbHOMO UCKOYEHUS
Apyrux bonesHern, CONPOBOXAAIOLMXCS NePUOAUYECKON TMXOPOLKONM



(MoBbILEHMEM TEMMEPATYPBI TENA) MO COBOKYMHOCTM CUMNTOMOB 3060~
NEeBAHUS U PE3YNLTATOB FEHETUYECKOTO TECTUPOBAHMS.

Kak npasuno, wckniodaiotcs MHbeKumoHHble (BakTepuanbHbie wam
BMPYCHBIE KMLLEYHBIE MW PECIMPATOPHbIE MHAEKLMM), 3M0KAYECTBEHHBIE,
pesmaTonornyeckue (HanpUmep, IOHOLECKUIA APTPUT C CMCTEMHBIM
HQYANOM) M Apyr1Me ayTOBOCMANUTENbHbIE M MMMYHONOMMYeckne 3a60-
neeaHus (nepuoamyeckuin CUHEPOM, OCCOLMMPOBAHHBIN C PeLenTopomM
daktopa Hekposa onyxonu, cMHAPOM AedbULMTA MEBANOHAT-KMHASbI,
KPMOMUPUH-ACCOLMMPOBAHHbBIE CMHAPOMbI, MEPBUYHbIE MMMyHOLEdH-
LMTHBIE COCTOSIHMS).

Mpu 0bcrneaoBaHMM MOXET BbiTb BbISIBIEHO QHOMASBHO BLICOKOE COAEP-
XOAHWE MEBASIOHOBOM KMCNOTbl B OMOXMMMYECKOM QHANM3E MOYM.
CneunannampoBaHHbie 1abHOPATOPUM MOTYT TAKXKE M3MEPSTb OKTMB-
HOCTb PePMEHTA MEBANIOHATKMHA3bI B KPOBM MIM KITETKAX KOXM.

Namepenne koHueHTpauum IgD B cbiBopoTtke Gonblie He cuuTaeTCs
AMArHOCTMYECKMM TECTOM HA AebULMT MEBASTIOHATKMHA3bI.

AHanusbl KPOBK, TOKME, KAK ONpefesieHne CKOPOCTU OCEAAHMS SPUTPO-
umtos (CO3), yposrsa C-peakteHoro benka, ypoeHs amunona-A-benka
(SAA) B ceiBOpOTKE KPOBM, OBLLMI AHAAUS KPOBM M AHANM3 HA GUBPK-
HOrEH, BAXHbI B MEPUOA MPUCTYNA 3aOO0NEBAHMS, C LENbIO CTeneHu
BbIDODKEHHOCTM BOCMAMNEHMUS. DT QHANU3bl HEOBXOAMMO MOBTOPSITH
nocne KynupoBaHusi 06oCTpeHms, YToObl MPOKOHTPONIMPOBATH, MPMLLIM
1M B HOPMY QHAIM3UPYEMblE MOKA3ATENM.

HononHuutensHo HeoBXxomomMM perynsipHbl4 - KOHTPONb  MOKA3aTenei
obLwero (konuyecTBo NeNKOLMTOB, SPUTPOLMTOB, TPOMBOLUMTOB) 1 B1O-
XMMUYECKOTO aHanu3a kposu (onpepeneqne ypoeHs C-peakTMBHOMO
6enka, CbIBOPOTOHHOTO AMMIIOMAQ, NOKA3ATENEN, OLEHUBAIOLMX PYHKLMIO
neuenn (AJTT, ACT), nouek (kpeaTMHWH, MOYEBMHA), O TAKXE AHANU3A
moun (konuuectso 6enka u spUTPoLMTOB) ANs OLEHKU QYHKLMM NOYek,
neyeHu, APYrmMx OpraHoB M cuctem. [1OCTOSIHHO BBICOKME YPOBHM 3TMX
nokasarenei ykassiBatoT Ha passutie ocnoxHeHns COMK.

Mockonbky COMK 3atparusaeTt psia cMCTEM B OPraHM3ME, K AMArHOCTUKE
3abonesaHus MoryT 6biTb NpMBREUEHbl PEBMATONOMM (CreumanucTbl
no pesmaTuyeckmm GonesHsm), Hedponor (cneumanmcTsl no 3a6oneBaHKIM



MOYeK) M racTPO3HTEPONOMH (CNEeLManUCTLl MO 3a601EBAHUAM OPraHOB
MULLEBAPUTENBHON CUCTEMBI). TAKOM KOMMNEKCHBIM Noaxon 060CHOBAH
HEOBXOAMMOCTBIO  UCKIIOUYUTL  APYrMe 3abONEBAHMS CO  CXOXMMM
¢ COMK nposienenmsmu (npuctynbl nMxopaaku, nepuopuyeckme 6onu
B XMBOTE, B FPyAM M B CyCTABAX), O TAOKKE CBOEBPEMEHHO BbISBUTH
npuaHakn ocnoxHernn COMK, Hekotopbie M3 koTopbix (Hanpumep,
aMMIOMA03) MOTYT YrpOXaTb XM3HU pebeHKa.

Bcem naupentam c nogospenmem va COAMK Heobxopmmo nposectu
rEHEeTUYECKMIA QHONWU3 ANS BbIIBNEHUS M3MEHEHWM B CTPYKTYpe reHa
MVK, tak kak yposeHb IgD moxeT 6biTb HOpMaOnbHBIM AAXE MPH
NOATBEPXAEHHOM CHHAPOME AeULMTA MEBANIOHATKMHA3bI, O YPOBEHb
MEBAJIOHOBOM KMCIOThI B MOYE Y NAUMEHTOB ¢ bonee nerkoit popmMon
MOBbILLEH TOJLKO B TEYEHME 3MM30[0B 0HOCTPEHMS.

Mo>xxHo nu nsneuntsb 3To 3abonesanue?

CuHppom fedbuumMTa MEBANTOHATKMHASbI, KK M BCE reHeThyeckue 3abo-
NEBAHMS, HEM3NEeHYMM, XOTS WMHTEHCUBHOCTb MPUCTYNOB JIMXOPOLKH
MOXEeT CHMXATbC C BO3PACTOM. [eM He MeHee, AOCTYMHbl HOBblE
NepCnekTUBHbIE MPENAPATLI A5 IEYEHMS, AONTOCPOYUHbIN 3 deEKT KOTOPbIX
SIBNSETCS NPEAMETOM HAYYHbIX UCCEAOBAHMM.

Kakue metoabl neyeHus cyuwecreyior?

Ha stane auarHoctiku obneryunts cMMToMbl GonesHn (CHU3KUTL BbICOKYIO
TEMNepaTypy, MHTEHCUBHOCTb BOIM B MBILILAX M CYCTABAX) MOMOTratOT
HeCTepoMaHble NPOTMBOBOCNANMUTENbHBIE npenapatsl, (Mbynpoder,
HUMECYTIUA, MENOKCUKAM).

[Npu TXENOM, HEKOTPONIMPYEMOM TEYEHUM CUHAPOMA AedpUUMTa MeBa-
JIOHATKMHA3bI, A TAKXe pAOJid CHATUA TAXKENOM aATAKM 3060ﬂeBOHMﬂ
BO3MOXHO MPUMEHEHME CTEPOMAHBIX NMPENAPATOB (IMIOKOKOPTUKOCTE-
pouabl — NPEAHWU3ONOH, MeTUnnpeaHn3onoH). MocnepHne B BbICOKMX
AO30X [OCTATOYHO 3PPEKTUBHbI, OQHAKO ANUTENBHOE MX NMPUMEHEHME
COMPOBOXAAETCS BOSHUKHOBEHMEM PAAA CEPbE3HBIX MOBOYHBIX 3P PeK-
TOB, B TOM YMCII€ CHUXEHMEM MIIOTHOCTM KOCTHOM TKAHWU 3aMefIeHUeM



POCTQ, NOBbILLEHUEM APTEPUASIBHOTO AABNEHMS, PA3BUTUEM OXMPEHMS,
MOPAXEHMEM OPFraHOB XeNyfoYHO-KMIeyHoro TpakTa. [losmposka
W BIAWUTENBHOCTb MPUMEHEHWS MIOKOKOPTUKOCTEPOMAOB ONpPEAenstoTcs
NeYaLlUMM BPAYOM.

CaMoCToATENBHO M3MEHSITb O3y, MPOMYCKATL MPHUEM 1 Tem Bonee OTMEHSITb
FMIOKOKOPTUKOCTEPOMabI HE PEKOMEHAYETCS, TOK KAK BbICOKA BEPOSTHOCTb
PO3BMTUS HE TOMBKO TSXENbIX NOBOYHbIX 3bdeEKTOB, HO 1 OBOCTPEHMs
BbonesHu.

B Hacrosiee Bpems Haubonee 3¢pPEKTUBHBIM CPEACTBOM JEYEHMS
6onbHbix ¢ COMK siBnsitotcs Tak HasbIBaeMble BUONOrMYECKMe NPENAPATHI.
Llenb 1x npumeHeHns — 6noknpoBats GyHKLMM BUONOTMYECKM OKTUBHbBIX
MONEKYN — LMTOKMHOB (MHTEpnenkuH 1), OTBETCTBEHHBIX 30 Pa3BMUTHE
socnanenus npu COMK.

B Poccun pna nevenms GonbHeix ¢ HIDS 3apeructpuposaH Tonbko
npenapar kaHakuHymab (nogaenset byHkumio nHtepneitkuna 1). Mpenapar
NO3BOMAET KOHTPONMPOBATL MPOSIBAEHUS CUHAPMA AePULMTA MEBASO-
HOTKMHA3bI, BBOAMTCS MOLAKOXHO, [O30 M KPATHOCTL BBELEHMUS onpene-
NAeTCs NIEYALUMM BPAYOM.

B neyenunn neduunta MEBANOHATKMHA3LI MOTYT MPUMEHSTCS M Apyrue
6uonoryeckMe NpenapaThl, HaNPUMep, aHakMHpa (6nokatop MHTep-
neikmua-1, npenapatsl rpynnbl MHrMBHUTopoe PHO  (stanepuenr,
ananMMymab), onbIT Mx MPUMEHeHMs veeTcst kak B Poccaum, Tak u 3a pybexom.

OpHako B HACTOsIWee BPeMsi 3TW MPEenapaThl He 3APErncTPUPOBAHbI
B Pocoum anst npumenenns y naupentos ¢ CAMK 1 MoryT 6biTb nprMeHeHbI
TonbKo B cootseTcTeum ¢ npuHumunom off-label (sHe mMHcTpykumm). S0
3HAYWT, 4TO AN HO3HAYEHMs NPENapPATa feyalemy Bpayvy notpebyercs
AOCTATOYHO MOJIHO MPOMHPOPMUPOBATL POAMTENEN NALMEHTA O HEOD-
XOAMMOCTH TAKOTO NIEYEHMs], 3aTEM MONYHUTb MOANMCAHHOE POAMTENEM
AOBPOBONBHOE COMACKE HA MPUMEHEHWE MPENApPATa, a TAKXE 3apy-
YUTBCSI COMIACHMEM HQ TAKOE NeYeHne BPa4eBbHOM KOMUCCHM, AEMCTBYIOLLEM
C 3TOW Liefblo B IE4EOHOM YYPEXAEHNM.

BesonaceH nu gnurenbHbI Npuem nekapcrs?

HenpocTto npuHsiTh, 4To pebeHOK AOMKEH MONY4ATb TEPAMMIO BCErAQ.



Poautenu yacto BecnokosTcsi 0 BO3MOXHbIX NOBOYHBIX 3 peKTax neve-
HWsl, OCOBEHHO B Cyyae ANTENBHOTO MPUEMA NIEKAPCTBEHHBIX CPEACTE.
Huxe AaHbI pasbsSCHEHWUS HA STOT CYeT.

HectepoupHele npoTtMBoBocnanurtenbHble npenapartbl. [auTtenbHbii
NPUeM 3TUX NPenapaToB MOXET NPMBOAMUTL K MOBPEXAEHMIO CIIM3UCTON
060NoYKM XeNnyaKka, y feTen pexe, Yem y B3pocnbiX. MIMEHHO noatomy
MX PEKOMEHIYIOT MPUHUMATL C nulet HectepomaHbie npotusoeocna-
nUTenbHbe MPEenapaThl MOryT BbI3bIBATL (peako) NopaxeHue neyew,
KOTOpOe NMPOSIBSETCS MOBbILUEHNEM OKTUBHOCTU PEPMEHTOB NEYEHU B KPOBM.

niokokopTUKOCTEPOMABI B BLICOKMX JO30X AOCTATOYHO 3PPeKTUBHDI,
O[HOKO [INIUTENbHOE MX NMPUMEHEHWE NPUBOAMT K BO3HUKHOBEHMIO PSAQ
Cepbe3HbiX MOBOYHBIX SPPEKTOB, B TOM YUCIE CHUXKEHMIO MAOTHOCTM
KOCTHOM TKOHM, 30MEAJIEHMIO POCTd, MOBbILLEHUIO QAPTEPUANBHOTO
AQBMEHMS, PA3BUTUIO OXMPEHWS BCNECTBME 3AMETHOTO MOBbILIEHMS
anneTMTa, NOPAXEHMIO OPraHOB XeNyLOYHO-KMLLEYHOTO TPAKTA.

Buonornyeckne npenaparsl. MNpuMeHeHne 3THX npenapaToB MOXeT
CMocobCTBOBATL BO3HUKHOBEHMIO MHPEKLMIM, ObiTb MPUUYMHON annepr-
YECKMX PEAKLMH, HAPYLIEHUS DYHKLMM NEYEHHU, UBMEHEHMS KIIETOYHOTO
COCTOBA KPOBM.

Mpu cobniopgeHMn PEKOMEHAALMIA NeYaLero BpAYd OTHOCMTENbHO
AO3MPOBKM U [NUTENbHOCTM MPUMEHEHMS YKA3AHHBIX BbILLE NPENapaTos
pUCK pa3BuTHs NoBOYHbIX 3 dekToB MUHMManeH. He cnepyet camocTo-
sTenbHo (6e3 0B6CyXaeH s C BPAYOM) M3MEHSITb AO3MPOBKY HA3HAYEHHbIX
Npenaparos, NMPOMnyckate M Tem Honee npekpalaTs 1x npuem. Takue
AEVCTBMS YBENMUMBAIOT prCK obocTperms Gonesuu. [ina npepynpexaerus
BO3HMKHOBEHMSI M MPOrPeCcCMPOBAHMS MOBOUHBIX 3PPEKTOB NeyeHms
HEOBXOAMM MOHWUTOPMHT (perynsipHbiit KOHTPONb) COCTOSIHUS 300POBbS
6onbHoro. OpHako, creayeT NPUHSITL BO BHUMAHME, YTO NepuoamyecKmue
OCMOTpbI, TABOPATOPHbIE UCCNEAOBAHMS M OLEHKA PYHKLMIM BHYTPEHHMX
OPraHoB MOryT ObiTb  MPUYMHOW  [OMONHWUTENbHBIX  TPYAHOCTEM
Ans pebeHKa M Ero CEMbM.

Kak Hacuet HETPOAMHMOHHOﬁ Tepanuu?

I_ICILIMeHTbI N UX CEMbU MOTYT CTOJIKHYTbCSl C MHOXECTBOM npep,noerMFi



HETPAAMLMOHHBIX METOAOB JIEYEHMS, M STO MOXET BBECTU B 306myxae-
Hue. OueHb 4aCTO 3PPEKTUBHOCTL M HE3ONACHOCTb TAKOTO NeYeHMs
ocratotcsi He pokasaHHeiMu. OHO MoxeT poporo oboiTHCh  Kak
6YKBANbHO, TAK W B MIIGHE BMYCTYIO NOTPAYEHHOTO BPEMEHM, HEONpPaB-
ACHHOWM Harpy3ku Ha pebeHka. Ecnu Bbl xotHTE pazobpatbes B BOIMOX-
HOCTSIX HETPOAMLMOHHBIX METOLOB NIEYEHMS, MOXANYHCTA, 0bCyaunTe 3T
BOPMAHTHI C NleYaLUMM BPayoM. HekoTopbie HETPAAMLIMOHHbIE CPEACTBA
nevyeHus cnocobHbl B3AMMOAEMCTBOBATL C OBbLIYHBIMKM JIEKAPCTBAMM.
OueHb BaXHO He MpekpaLLaTb NPUemM NEKAPCTB, MPOMUCAHHBIX BPAYOM.
[MOCTOSIHHBIM MPUEM NEKAPCTBEHHBIX MPENAPATOB HEOBXOAMM ANs TOTO,
4TObbI AEPXATE HONE3Hb NOA KOHTPONEM, O HEOBOCHOBAHHOE MPEKPa-
LEHME MX MPUEMA MOXET OKO3ATbCS O4EHb OMACHBIM, ECK 3a60oneBaHue
no-npexHeMy HOXOAMTCS B OKTMBHOM ¢ase. [Noxanyicrta, obcyaure
BOMPOCHI, KOTOPbIE BAC HECMOKOST B OTHOLIEHWUM HA3HAYEHHOTO NPenapara,
C Bpa4yoMm Bawero pebeHka.

Yro xpatb or 6onesHu B Gyaywem?

CuHapoM fedbUuMTa MEBANOHATKMHA3bI COXPOHSIETCS HA BCIO XM3Hb,
XOTSi CTeMeHb TAXECTU CMMIMTOMOB MOXET CHMXATbCS C BO3PACTOM.
OpHako Npu NPABMIBHOM MOXM3HEHHOM NPUMEHEHWUM SPPEKTUBHBIX
nekapcteeHHbix npenapatoe et ¢ COMK xuByT HopmanbHOM
XMU3HBIO.

B chydyde no3gHero Havana nevyeHnsa unm HeCO6J'IlOJJ,eHMFI €ro pexmma
AETbMM, Y KOTOPbIX 3a6oneBaHme Ha4Yanoch B paGHHEM BO3pPACTE, UMEETCA
pUCK paA3BUTUA AMMIIOMAO3A — Hamnbonee Cepbe3HOro OCNOXHEeHMUA
AYTOBOCNANIUTENbHBIX 3060neBaHMt. AMMJ'IOVI,D,O3 ABNAeTCqa cneacrtsmem
HAKOMNeHMsa B TKAHAX OpPraHn3ma ammnonaa A - 6eJ'IKCl, BprG6GTbIBCIe-
MOTO KNEeTKAMM HALWEero opraHnM3ma B BONbLIOM KONUYECTBE BO BpemM4
BOCnaneHu4a.

OTmnoxeHne amunonaa A B NOYKAX, MPUBOAMT K HAPYLUEHUIO MX PYHKLMM
W, B KOHEYHOM MTOTEe, PA3BUTUIO NMOYEYHON HEAOCTATOHHOCTH, MPU KOTOPOWM
NPOrHO3 HeyTeLUUTENEH.

Mpu3HaKoM pasBuTMS amuionposa y pebeHka sBnseTcs CcTorkoe



(0BHapyxMBOEMOE KOK B NEPUOA MPUCTYNA, TAK M B MEXMPUCTYMHBIN
nepuog) noBklleHWe KOHLEHTpauun 6enka B move. B HekoTopbix cnyuasix
ANs NOATBEPXAEHMS OMWAOMAO3A (MnM OTKNOHeHWs 3Toro AMArHo3aq)
MoxeT noTpeboBaThcs B3sTME OBPA3LOB TKAHM (6uoncus) npsamoi
KULUKM MK NOYEK L1151 MUKPOCKOMMYECKOTO UCCNEfOBAHMS.

B umcne BO3MOXHbIX OCMOXHEHMIt y AeTel ¢ Tsixenon dbopmoi 3aborne-
BAHWUMA MOXHO OTMETWUTb PA3BUTME HAPYLIEHMH CYMEPEYHOro 3peHus,
O TAKXE BO3MOXHbI€ NCUXMYECKME PACCTPOMUCTBA.

Kak moxer 6onesHb noenusitb Ha pebeHka

M NOBCEAHEBHYIO XXU3Hb CEMbU?

Y pebeHka U ero cembu 3HAYMUTENbHbIE NPOBNEMbI MOTYT BO3HWUKHYTh
elwe fo Toro, kak 6onesHs BypeT guarHoctmposaHa. YacTsie anm3ogs
NIMXOPAAKM BEAYT K MHOXECTBY MOCELLEHWUM BPAYEN PASSIMYHBIX CreLu-
QNbHOCTEM, O TAKXE HOMbLIOMY KONMYECTBY MOHUMYNSLMMA, B TOM Yucne
HonesHeHHbIX, YTO OKA3bIBAET 3HAYUTENBHOE BIIMSHUE HO NMOBCEAHEBHYIO
XM3Hb pebeHka 1 ero ncuxonornyeckoe bnarononyuue. MNpouecc 3aTs-
HYBLUEMCS AUArHOCTMKM BIEYET 3a coboi1 BOnHeHMs poamTenem, a Takxe
OKQ3bIBAET BMSIHUE HO PabBOTY, BbIHYXAAS OPOPMIISTL YOCTbIE HOMBHUYHbIE
JUCTBI MAKM Xe YBOMbHATbCS C PabOThl MO MpPUYMHE HEOBXOAMMOCTM
NOCTOSIHHOTO HAXOXAEHMs psnom ¢ peberkom. [Mocne ycraHosnewus
COMK cyLuectBeHHbIM MOXET BbiTb MCUXOMOrMYECcKoe BpeMs HeU3NeYMMoro
3060n1eBaHUS M HEODBXOAMMOCTU NOXM3IHEHHOTO neyeHus. B stoi ceasn
MOXET BbITb NOME3HBIM YHACTME MALMEHTOB M MX POSUTENEN B MPOrPAMMAX
MCUXONOTMYECKOM NMOAAEPXKKM U MPOCBELLEHMS.

OpHa 13 uenen tepanum getert ¢ COMK coctouT B Tom, 4To6bl N0380MMUTL
AETSM BECTU HOPMOTTbHYIO XM3Hb, HOCKOSBKO 3TO BO3MOXHO, 1 YyBCTBOBATS,
YTO OHM HUYEM HE OTIIMYAIOTCS OT CBOUX CBEPCTHMKOB.

Wkona

YacTble NpuCTynmbl MOTyT CTATb MPUYMHOM MPOBAEM C MOCeLEeHUEM
wkonbl. HeobxogMMo MHPOPMMPOBATL yuMTENeW M  MEAMLMHCKMX
PabOTHMKOB LWKOMbI O HonesHn pebeHka, YTobbI B Clly4ae BO3HUKHOBE-
HWSI MPUCTYNA COTPYAHMKM LIKOSbl MOMIM €r0 PACMO3HATb M COOBLLMTL
06 3TOM poauTENsIM.



Cnopt u ¢pusmyeckas akTMBHOCTb
3aHSTUSI CIOPTOM SIBRISIOTCS BAXKHBIM QCTEKTOM MOBCEAHEBHOM KM3HM
noboro pebeHka.

Hetv ¢ COMK MoryT 3aHumaTbes nobbIM BUAOM CMOPTA MO CBOEMY
XENaHWIO Npu cobofeHN PEKOMEHAALMI BPAYA MO NPUEMy Slekap-
CTBEHHbIX Npenapatos. [1pobnemMoit MoryT 3n130Mbl, CONPOBOXAAIOLLMECS
MOPAXEHUEM CYCTOBOB, KOTOPbIE CMOCOBHbI MPUBECTM K OFPAHUYEHHMIO
[BUrQTENbHOM OKTMBHOCTH pebeHkKa.

Ouerta

Hukakux ocobeHHbix auetnyeckmnx pekomengaumi ans geten ¢ COMK
HeT. PebeHok pomkxeH cobnogatb HOPMANbHYIO AN CBOErO BO3PACTA
ovety. OfHOKO MAUMEHTOM, MPUHUMAIOWMM MTIIOKOKOPTUKOCTEPOUABI,
Aaxe HebonbluMe MX [O3bI, CepyeT n3beratb MPUEMA MULLM C BbICOKUM
COAEPXAHMEM KQIIOPUIM M HOTPMSI. V13BECTHO, YTO 3TH MPEnapaThl MOBbILLAKOT
QnneTuT, a TaKXe PUCK PA3BUTUS OXMPEHMS.

MoxHo nu pebeHky aenarb NpuBMBKU?

Ecnu naupeHT HaxoomTcs Ha NeveHMM NPenapaTamu, NOACBASIOLMMA
MMMYHHYIO cHCTeMy (roKoKopTHKOCTEpOMaB], BronorMyeckme npenaparsi)
MPUBMBKM KMBBIMU OCNABNEHHBIMM MUKPOOPTOHU3MAMM  (MpHBMBKM
OT KPACHYXM, KOPM, NAPOTUTA U TybepKynesa) NnpoBOaUTb HE PEKOMEH-
[lyeTCsi M3-30 BbICOKOTO PMCKA PACMPOCTPAHEHMS MHbEKLMM B pe3ynbTaTe
CHUXEHHOM MMMYHHOl:i 3ALWMTbl OPraHn3mda.

BakupHbl, koTOpble cofepXaT ToNbko GPArMeHTbl MATOreHHbIX MUKPO-
OPraHM3MOB, BBOASTCS MO UHAMBUAYQNBHOMY rPAdMKy, MO MOKA3AHMSIM
nocne KOHCYNbTALMM Nevallero Bpasya.

Ectb N 0c06€HHOCTU NONOBOI XXN3HU, HEpEeMEHHOCTH, KOH-
Tpauenuun?

MaumeHTsl ¢ CMHAPOMOM AedULMTA MEBANOHATKMHA3bI MOryT BECTM
HOPMQIbHYIO MONOBYIO XM3Hb M UMETb COBCTBEHHbIX AETEM.

Mo Bonpocam KOHTPALENUMM M MNAHUPOBAHMS BepeMeHHOCTU B3pOC-
neim  naupeHtam ¢ COMK  pekomeHayeTcss NpPOKOHCYNbTUPOBATLCS
C NIeYALLMM BPAYOM.
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LLlaHc BBIATM 3aMyX 30 NAPTHepaA, KOTOPbLIA SBASETCS HOCUMTENEeM
reHa feUuUMTa MEBANTOHATKMHA3bI KPAMHE HM3OK, 30 UCKITIOYEHUEM
TOrO, KOrAA NAPTHEP MPOUCXOAMT U3 TOM Xe BOMbLIOH CEMBbM, YTO M
6onbHoM. Ecnu naptHep He sBnsieTcs HocuTenem reHa peduumuta
MEBQNIOHATKMHA3bI, AeTH He MoryT 3abonetb AedUUMTOM MeBano-
HOTKMHA3bI.

IOPMOMNYHECKAA HACTb

Hanagute nekapctBeHHoe obecrneueHue — OuveHb BAXHbIM 3TAM
Xn3Hu ¢ 3a6onesanuneMm. MNaumenTsl ¢ ayToBoCcnanuTenbHbiMKU 3060-
NEBAHMSIMM OBNOAAIOT PSAOM JbrOT B nosydeHun becnnartHoro
NEKAPCTBEHHOTO 0BecneyeHusi, O KOTOPbIX BOM BAXHO 3HATb.

B cnyuae, ecnu nedenme TpebyeTtcs CpoyHO, A LOBUTLCS €O B NIFOTHOM
nopsiake Noka He Mony4YaeTcs, Bbl MoxeTe obpatutecs B bnarotso-
putensHbit Pong «NMOOCOJTHYX» v nonyuuts nomows B onnare
NEKAPCTBEHHBIX ~ MPEMAPATOB M AMATHOCTUYECKMX  MPOLEAyp
(BKNIOYAS reHETUYECKYIO AUATHOCTHKY).

YacTo Tak cnydaertcs, YTo cBOEBpEMeHHOe NIeKapCcTBEHHOE obecne-
YEHWEe 30BUCHT He TOMBKO OT CYLLECTBYIOWMX NPABKUI U NONOXEHUH,
HO M OT BALIMX 3HOHMIM M BALIENW OKTUBHOCTM. Huxe nepeuncneHs
HECKOJbKO BAXHBIX OCHOBOHWMM AJis NEKAPCTBEHHOTO obecneyeHus
M NEeYEeHWUs MNALMEHTOB C PA3MYHBIMA BUAAMM  AYTOMMMYHHBIX
M ayToBOCMANMTENbHLIX 3abonesanuit. bynet 3pmoposo, ecnn Bbl
CMOXeTe pasobpaTbcsi B HUX CAMOCTOSITENBHO M MPUMEHSTb MX
HO NPOKTMKE, OTCTAMBAS CBOM MPABA B C/y4de MX HAPYLUEHMS.
Ho nomuuTe, noxanyicra, 4To Bbl BCEraa MOXeTe OBpPATUTLCS
30 BecnnaTHOM opHUAMYECKOM noMoLbio K opuctam bnaroteopu-
tensHoro Ponga «[MOOCOJIHYX». KOpuctei Ponpa cneunanuau-
PYIOTCS HO 3ALWMTE MPAB MALMEHTOB, MOMOTYT PA30OPATLCS B TOM,
KAKMe NbroTbl BOM MOMOXEHbI, PACCKAXYT O hOPMAX 3ASBIEHMM
1 O TOM, KyAd M KaK 3Tu 3asiBieHns nogatotes. [laxe ecnm Bam otkasanu
B 6eCniaTHOM NEKAPCTBEHHOM OBECneYeHnm 3TO AANEKO He BCETAd
3HQYUT, YTO Bbl HE MMEETE HA HEero NpPaea.



Wtak, Bam mnu Bawemy pebEHKY MOCTOBMAM AMATHO3 M HA3HAYMNM
AoporocTosiyto Tepanuio. [TepBbiM WATOM AOMKHO CTATh NoCeLleHue
BALLETO JIEYALLErO BPAYA M NPEAbSBIEHUE MY BbIMUCKA C PEKOMEHAQA-
UMMM M3 PefiepanbHOTO UITK PEMMOHANIBHOTO MEAULIMHCKOTO Y4PeXAeHUS.
Ecnu Bpauy B oTBET He BbINMCAN peLenT Ha NEKAPCTBO MK HOMPABIEHUE
HO MHBEKLMIO, CIEAYHTE CNefyIOWMM COBETAM.

1. CocraBbTe M nogaitTe 30SIBNIEHWME HA MMs MOBBPAYA C NPOCbOOM
NPOBeCTH BPAYEBOHYIO KOMMCCHIO, OPTraHM3OBATL JIEYEHME M BBIMUCATDL
peLenT unu Bbiaate Hanpaenenue. Ykaxute sawm PO, pary poxaeHms,
TenedoH, e-mail, anarHos, uens TepanuK, HOMepP M AATY BHIMMCKM,
HQ OCHOBAHMM KOTOPOM PEKOMEHAOBAHO JIeYEHME, A TAKKE COM MpPenapar
C [O3MPOBKOW M AnuTenbHocTbio Tepanuu. Cownureck HA NPMKA3
Mwunsgpascoupaszsutus P® ot 5 mas 2012 roga N 502H u Ha craTbio
12 @3 «O nopsake paccmotpehuns obpaiienni rpaxaaH Pd»
or 02.05.2006 N2 59-dD3, cornacHo KOTOpOM OTBET BAM AONIXEH
npuittu B Tedenne 30 gHent.

2. MNpocneaute, 4tTobbI peLueHne BPA4EOHON KOMUCCHM BbINO 3aHECEHO
B CMELMANbHbIA XYPHQN, O NMPOTOKOJN — BKSIEEH B BALLY MEAMLMHCKYIO
kapTy. Tak oH NONaggT K BawweMy Bpady.

3. Ecrv npenapat otcytcTByeT B anTeke unu peuent OTKA3bIBAKOTCS
NPUHUMOTb, COCTaBbTE OBPALLEHME B PErMOHANLHOE MUHUCTEPCTBO
aapasooxpaHeHms. Obecneunts rpaXaaH, MMEIOWMX NPABO HA SbroT-
HOe nekapcTBeHHoe obecneyeHne — ero 0bsI3aHHOCTb.

4. HyXHO MOMHWTb, 4TO He TONMbKO OTKA3, HO M 3QAEPXKA B BbiAAYe
NpenapaToB SBASETCS HAPYLUEHWMEM 3AKOHHbIX MPAB MALMEHTOB, U Mbl
BCETAA PEKOMEHAYEM B TAKMX CUTYALMsSIX OBPALLATLCS B KOMMETEHTHbIE
OPraHbl.

5. B cnyyae npoponxatowmxcst HOPYLIEHW 30KOHHBIX MPAB NALMEHTOB
HEOBXOAMMO 0BPATUTLCS B KOHTPONIMPYIOLLME OPraHbl — MPOKYPATYPY
n Pocagpasrapsop cybvekta Poceuickon Penepaumm.

BaxHo MOMHUTb, YTO YCTHbIE O6eLLI,CIHI49I, K COXaNeHUIo, HU K HYemy
He 0bS3bIBAIOT MOMHOMOYHbBIX iy, U TONBbKO NMUCbMEHHbIE NOKYMEHTHI
ABNAIOTCA NOATBEPXAEHMEM TeX UM MHbIX OENCTBMNA. O6pou.|,eHm|



HeobXOAMMO NOAABATL B ABYX SK3EMMASPAX — OAMH SK3EMMASP M KOMUM
NOATBEPXAAIOWMX [JOKYMEHTOB Bbl OCTABASETE B YMOJHOMOYEHHOM
OpraHe, M HO BTOPOM CTABMTCS AATA NPUEMA OBpaLLeHMs, AOMKHOCTb
CMNeumanucTa 1M Noanuch. IK3emnasp ¢ BU3oi ocTaértcs y sac. [ocynap-
CTBEHHOE YYpeXAeHMe He MMEEeT MPaBA He MpuHSTL obpalieHue
FPAXACGH MM He OTBETUTb HA HEro Mo CyLIECTBY. [AKXe, BO3MOXHA
MOAAYA OBPALLEHMIA YEPES SNEKTPOHHYIO MPUEMHYIO FOCYAAPCTBEHHbIX
OPraHOB, YTO B HACTOSILLEE BPEMS COAEMCTBYET ONePATMBHOMY PACCMO-
TpeHio obpalleHnit. ITO PABHOCMILHO MOAAYe «HA Oymare»
W O7151 SNEKTPOHHOM POPMbI AEHCTBYIOT TE XXE MPABMIIA, YTO M A1t BYMAXHOM.

1. PepepanbHas nporpamma BbICOKO3ATPATHLIX HO3OJOTUIA:
B HacTosee Bpems B nporpammy BktoueH Tonbko KOHoweckui aptput
C CMCTEMHBIM HOYONOM M nekapcTBeHHbid npenapat KaHakuHymab.
MNpaBo Ha obecneyeHune NEKAPCTBEHHLIMM MPEMNAPATAMM BO3HMKAET
CO [HS BKIIIOYEHMsI CBEAEHWM O HEM B perMoHanbHbiii cermeHT Pepe-
pansHoro per1ctpa bonbHbix 14 B3H (Moctanoenenue Mpasutenscrsa PP
ot 26 Hosbps 2018 r. N 1416). BHecenne nndpopmaumm o GonbHbix
B PerMoHanbHbiit cermeHT PefepanbHoro perucTpa MpPOoM3BOAMTCS
B CPOK, He MpeBbILLAOWMI 5 paboumnx aHe Co AHsS OOPALLEHMS B MEAM-
LMHCKYIO OPraHM3aLMIo Mo M/ X.

2. Hannumne ycraHOBNEHHOW UHBAJIMAHOCTH:

CraTyc MHBANMAA NPefycMATPMBAET CUCTEMY COLMQMbHBIX FAPAHTH,
KOTAQ NP HOPYLUEHUU 3A0POBbS CO CTOMKMM PACCTPONCTBOM byHKLI
OPraHM3Ma M OFPAHUYEHWM XM3HELEATENLHOCTH BO3HUKAET Heobxoau-
MOCTb B MEpPAaX COLMQMBbHON 3AWMTb. YCTQHOBNEHWE WHBAIMAHOCTH
HEMNOCPeaCTBEHHO He CBS3OHO C AMArHO3OM MAUMEHTA, OHO 30BMCHT
OT HOMUYMS ONPERENEHHbBIX OTPAHUYEHNIT €O 3AOPOBbS.

Hanpaeute Ha MC3 moxer:

* MeauumHckas opraHnsaums;

* [NauneHT camocTosiTenbHo (*Npu NomyYeHUM MUCbMEHHBIX OTKA30B
OpraHos)



Kputepun ans npoxoxaeHns KOMUCCHM M NOMYYEHUs CTATYCA MHBANMAQ:
* KonuyectBeHHOs OLEHKA CTEMEHM BbIPAXKEHHOCTU CTOMKMX HOPYLUEHMIA
bYHKUMIA KOCTHO-MBILLEYHOM CUCTEMBI U COEAMHMUTENBHOM TKAHW Opra-
HM3MQ uYenoBeka, OBYCNOBNEHHbIX 3AOONEBAHMSIMM, MOCHEACTBUSMM
TPABM MK AedEeKTAMM, OCHOBLIBAETCS HA OLLEHKE HAPYLLIEHMI PYHKLMMA
BCEX CErMEHTOB OMOPHO-ABMIATENBHOIO ANNAPATA.

C noppobHbIMM KPUTEPHSIMU MOXHO O3HaKOMMTLCA B [pukase MununctepcTea
TPYAQ 1 coupanbHoro passutus PP ot 27 aerycta 2019 r. N2 585+).

OpHako ans HekoTopbix Hosonoruin (CemeiHas cpeaMseMHOMOPCKast
nnxopagka, MNepropnyeckuin acCoUMMPOBAHHBIM C peLenTopom dbakTopa
Hekpo3sa onyxonu (TRAPS) (E85.0)) — otaensbHbie kputepum otcyTcTBy!IOT,
Q 3HQYMT, YCTAHOBMTL MHBONMAHOCTb BO3MOXHO TOMBKO MO COMyTCTBYHOLLMM
30601eBAHMAM).

3. MNporpamma rocyaapcTBEHHbIX FTAPAHTUIAL

Boimensiiotcs Takxe KaATEropuu rpaxaaH, Kotopsle obecneuyvBaioTcs
BCEMM NIEKAPCTBEHHBIMM Npenapatamu 3a cyet rocyaapctsa ([ocra-
Hoenenue [paeutensctea PP or 30.07.1994 N 890):

* [leT nepBbIX TPeX NeT XU3HU

* [leTv 3 MHOrOAETHbIX Cemel B Bo3pacTe fo 6 net

3abonesanus, NpU NEYEHUM KOTOPBIX MPENAPATH M3  MEpPeyHs
W ANS NEYEHUs COOTBETCTBYIOLMX 3aBONEBAHMI OTNycKatoTcs GecnnatHo
(Moctanoenenue Mpaeutensctea PP or 30.07.1994 N 890):

* [emaTonornyeckre 3abonesanms (B Tom uncne 3abonesanus, Koam-
pytowmecs, kak D89.0)

* PeBMATW3M M PEBMATOMAHBIN APTPMT, cUCTeMHas (ocTpas) kpacHas
BOJTHAOHKA

MpenapaTsl U3 nepeYHs 1 Ans NeYeHus COOTBETCTBYIOMX 30601eBAHMI
(Mpukas MunHuctepctea Tpyaa M coumansHoro passutus PP
ot 27 asrycta 2019 r. N2 585h):

CrepouaHbie FOPMOHbI, LUTOCTATUKM, NPEenapaThl KONIOMAHOrO 30710Tq,
NPOTMBOBOCMANUTENbHbIE HECTEPOMAHbIE MPENapaThl, QHTUBMOTUKM,
QHTUIUCTOMMHHBIE NPENAPaThi, CEPAEYHbIE FMKO3MAbI, KOPOHAPONUTH-
KM, MoYeroHHble, antaronuctsl Ca, npenapatsl K, xoHaponpoTekTopss;



4. ®onp «Kpyr pobpa»

CyLuecTByeT U elle OAHO OCHOBAHME M MEXAHM3M Afsi IEKAPCTBEHHOTO
obecneyenns naumeHToB — obecnederne 3a cuet cpeacts Ponpa
«prr ﬂ,06p0»

Cpeant npounx «Kpyr [obpa» 3aHMMOETCs MOMOLLBIO MALMEHTAM
C TAKMMM 3a60NEBHUSIMM, KOK:

* ceMmeiHas cpepmnaeMHomopckas nuxopaaka (FMF)

* KPUOMMPUH-ACCOLMMPOBAHHBIM Nepuoamdecknin cuuapom (CAPS)

* NEePUOANYECKMI CUHAPOM, ACCOLMMPOBAHHbIM C PeLenTopom ¢akTopa
Hekpo3a onyxonu (TRAPS).

* rnep-lgD-cunapom/cuHapom  geduuMTa  MEBANOHAT-KMHA3bI
(HIDS/MKD)

- JlekapcTBeHHbIi npenapar:

* KanaknuHymab

MopaTs 3aseky B Ponp «Kpyr obpa» MoxHO Yepes:

* caunt [ocycnyr

* NeYaLLEero BPaYad Mo MecTy XMTENbCTBA

® [JIABHOO BHELUTATHOTO CMELMANUCTA PETMOHA
Hanee 3asieky obpabatbisaer Munsgpae perona (.21 Mocranoenerus

Mpasutensctaa PO or 21 mas 2021 r. N 769).

Ons «Kpyra [obpa» cywectsytor gononHurenbHbie TpeboBaHms,
KOTOpble KAcaloTCs Ay TOBOCMANMTENbHbIX 3a60n1eBaHMit

1. MonekynspHo-reHeTnyeckoe uccneposaHue: (6eccpouHo).

2. Beinucka u3 dpepepansHoro uentpa (1 roa);

3. OtcyTcTBrE HENEPEHOCMMOCTH IEKAPCTBEHHOTO NPENApaTa
(Kanakmnymab);

4. HesddektmHocts konxuumHa. (1 ataka u 6Gonee B Mmecsy
NPU MNPUMEHEHWUM MAKCUMANBHO MEPEHOCHMONM [O03bl  KONXMULMHA
Ha npoTsxeHun 3 mecsues u bonee). HenepeHocMMOCTb KONXMUMHA
HQl MIOOOM STane feYeHms — ANs CEMEMHOM CPear3EMHOMOPCKOM IMXOPAAKM;
5. Bospacrt: ot 2 go 18 ner.

BnarotBopuTensHbie cpencTBa HeaamMeHMMbI Anisi obecnedermns 6onbHbIX
HEOBXOAMMbIM NIEKAPCTBOM B CPOYHOM MOPSAKE, HO BnarotBopuTens-
Hble POHAbI MPU BCEM XENAHWUMU HE CMOTYT 3AMEHWTb COBOM COLMAnbHYIO



noamepXKy rocyaapcTBd B MOXM3HEHHOM nepcnekTuee. [lostomy
kaxgoe obpatuerme B Porg «[MoaconHyx» 30 NeKAPCTBEHHOM MOMOLLBIO
TpebyeT cucTeMHOM PabOTbI MO OHXANOBAHMIO OTKA30B M HAPYLLEHMIO
npas naupeHToB. Bcé 31o Bpemst psaom ¢ NALMEHTOM MM €r0 3AKOHHBIM
NPEeACTaBUTENEM [OMXHb ObiTb NPOMECCUOHANBHBIE MOMOLLHUKM,
KOTOPbIE OKAXYT IOPUAMYECKYIO MOAAEPXKY M BHYLIAT YBEPEHHOCTb
B pe3aynbtate. Bbl MoxeTe oBpaTMTLCS 30 MOMOLLBIO K IOPMCTAM
DoHpa, KoTOpbIE AAAYT MPABOBOE 3AKIIOYEHHE M MPU HEOBXOAMMOCTH
MOMOTYT COCTABUTbL IPAMOTHOE OBpPALLEHME B FOCYAAPCTBEHHbIE OPFaHbI.

[CUXOJIOTNHECKAA HACTb

BmecTe ¢ nocTaHOBKOM AMArHO3a AYTOBOCMANMTENBHOTO 3a60NEBAHMS
pebeHKy MM B3POCIOMY B OObIAEHHOCTb BCEX ONM3KMX MAUMEHTA
MPUXOAST U3MEHEHMS MPMBBIYHOrO 0BPA3a %M3HK. [Tomoub pasobparbes
¢ 3TMMK nameHeHuamm moryT ncmxonorn Ponpa «MOOCOJTHYX». Mei
pabOTAEM KK C COMUMM MALMEHTAMM, TOK M C BIM3KUMM NALMEHTOB, BEAEM
OTAEnbHbIE 3QHSTHS [15 MOAPOCTKOB B pamkax Hatuero [Nogpoctkosoro Knyba.

3auyem MOXeT NOHaAO6UTLCS MOMOLLL NCUXONOros?

C ofHOM CTOPOHBI, NALMEHTY M €70 BINU3KMM HYXXHO BBICTPOMUTb CHUCTE-
MY, B KOTOPYIO ByAEeT BKIOYEH MPOLECC TEPAMNMM, PEryNsipHbIE FOCMU-
TANM3AUMM U AUATHOCTUYECKME NMPOLEAYPbl, HA3HOYEHHbBIE BPAYAMM.
C ppyroi CTOpoHbl, NOCne MOCTAHOBKM AMATHO3Q NMEPEL CeMbeM
NAUMEHTA BCTAET BAXHAS 304040 — HOYYUTLCS XUTb C 30601EBAHKMEM
MONHOM, KAYECTBEHHOM XM3HbIO, B KOTOPOM Tepanus — BCEro JMLb
OQHO M3 YCNOBMH, MO3BONAIOLLEE 3AHUMATLCS CBOMMM LENAMM, UHTE-
PECOBATLCS, PA3BMBATLCS, HAXOAMTb LPY3EM, yuuTbcs, pabotaTs,
OTALIXATb U BbITb MPOCTO YENOBEKOM, PEBEHKOM MU B3POCHbIM.
Takow npouecc BLICTPAMBAHMS 06PA3A XM3HKM, B KOTOPOM BAMSIHWE
3060/1EBAHUSA CBOAMTCS K MMHUMYMY, HO3BIBOETCS «peabunutaums»
(ecnu pambLue uTo-To paboTaNO, MOTOM 3TO YTO-TO NepecTano paboTaTs,
M HOBO caenatb, 4Tobbl BCE BbiNO KK paHble) UK «abuanutaums»
(ecnu uTO-TO M3HAYANBEHO PABOTANO HEMPABMABLHO, U HAZO HAYYUTHLCS
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MOMY4aTb MOKCUMYM OT TOTO, 4TO ecTb). K coxaneHmio, yatue Bcero B pamkax
neyeHns BCe OCTOHABIMBAIOTCS TONLKO HO dU3MYECKON CTOPOHE pea-
6unutaumm, ecnm Takosas Tpebyetcs. Ha camom xe pene oueHb
BAXKHYIO pOSib UrpaeT NCUXOMNOrnyeckas cTopoHa sabonesanus. Yawe
BCEro Nioayn ¢ 3a60neBaHneM mnu nx 6rmakue roBopsT:

® O Cepbe3HOM CTpecce, CBA3AHHOM C NMOCTAHOBKOM TAXEenoro,
He BCerna NoHATHOro Adxe Bpa4am AMArHo3aq;

® 0 4OCTOM SMOLMOHANBHOW U PU3UYECKOM YCTANOCTH;
* 0 60513HM 30 3AOPOBbE BOODLLE, CTPAXE YXYALLEHWS COCTOAHMS;

® 0O CNOXHOCTAX B 06CYXaeHMM 3060neBaHMS € BNU3KMMM, OCOBEHHO,
KOO FOBOPMTb MPUXOAMTCS C peBEHKOM;

* O HEMOHMMAHMM TOTO, KAK M KAKYIO MHPOPMALMIO O 3aboneBaHNK
HYXHO ACBATb HO paboTe, B LWKONE, LETCKOM CaAy;

® O HENMNOHMMOHMM CO CTOPOHHDI 6J1M3KVIX, OTCYTCTBMM NOJOEPXKKHN
M OAMHOYEeCTBE,

* 06 OTCYTCTBMM BOCTYNHOM MHbOPMALYM O 3a60neBAHKUM, MHPOP-
MOLMOHHOM BAKYYME, B KOTOPOM CAMOMY MPUXOAMTCS MO KPYMMLAM
pa3brpaTbCs B TOM, YTO Xe HE TaK;

* 0 HeOHXOAMMOCTM MOCTOSHHO BObITb BHUMOTENBbHBIM K COCTOSIHMIO,
CAMOCTOSTENBHO CNEAUTL 3a NPOSBAEHUAMM BoNe3HM, 4Tobbl He YrnyCTUTh
YXYLLIEHWNE COCTOSIHMS;

® O CNOXHOCTSX B yBeXaeHMM NOAPOCTKA-NAUMEHTA B HEOHXOAUMO-
CTU NneyeHws;

® O CEpPbe3HOM CTPeCcCce M3-3a UIMULLIHUX MEOULMHCKMX MAHMMYASLMMA
1 LOXeE XMPYPrMYECKMX BMELLATENBCTB, KOTOPbIE NEPEXMBAIOT NALMEHTDI
A0 NOCTAHOBKM BEPHOIO AUATrHO3A.

Yro xe penartb, ecnu Bbl YyBCTBYETE, YTO GpAKTOPBI BAUSHUS

3a60neBaHMs U3 3TOro CMNCKA UMEIOT OTHOLLEHUE U K BaM?

Bo-nepBbix, Hy>HO MOMHMTb, 4TO HU BAM, HU BALUMM BNIM3KMM He 0bs3a-
TESbHO PA3BMPATLCS € STHM B OAMHONKY. MHOMIA B MpoLiecce peabunmTaLmu
MOXET NOHAROBUTLCS B3MMIsIA CO CTOPOHbI MIM Xe NOAAEPXKA, KOTOPYIO
MOXHO MoMy4nTb OT ncuxonora. [ns atoro notpebyeTcs AKTUBHOCTL
CAMOrO MALMEHTA, MOCKONbKY MCHXONOTMYECKME COXHOCTM ropasfo



MEHEE OYEBMAHBI MOCTOPOHHUM, YEM PU3UYECKME CUMMTOMBI HOPYLLEHMIA
MMMYHWTETO, M PACCKA3ATh O HWMX JOMXEH CAM nauueHT. Bel moxete
obpatntbcs 3a nomolusio k ncuxonoram brarotsopurensioro PoHpaa
«NOOCOJIHYX», n1bo yTOuHMTb y BpAYQ, MOCTABMBLUETO BAM MMM
BaweMy pebeHKy AMArHo3, ecTb N B €ro fieyebHOM yupexmaeHum
ncuxonornyeckas cyx6a, Mo e CaMOCTOSTENBHO HAMTU KITMHUYECKOTO
rncuxonora, KoTopomy Bbl Byaete gosepsts. [euxonor, 3aHUMaroWMMCs
peabunuTaumMen, CMOXET BMECTE C BOMM pa3obpaTbcsi B TOM, KAKOe
pearnbHoe BmsHK1E BONesHb OKA3BIBAET HA BALLY XM3Hb, PACCKAXET O TOM,
KOK MOXHO €ro MMHWMM3UMPOBATb M MOMOXET 3TO HEMOCPEACTBEHHO
cpenatb. Kak yxe oTMevanocb paHee, CTPecc MOXET ObiTb OAHWUM
13 PAKTOPOB, NPOBOLMPYIOLWMX NMPUCTYN 3060NEBAHKE, 1 NOCIEA0BA-
TENbHAs PABOTA C MCHUXONOTOM-MCMXOTEPANEBTOM CMOXET MOMOYbL
MMHUMU3UPOBATb KONIMYECTBO CTPECC, MONYYAEMOro HE3ABMCMMO
oT 3aboneBaHus.

BO-BTOprX, KOHEYHO X€, BOXHO MNOoNYyYnTb MAKCHMMAJIBHO NOJIHYIO
M MNOHATHYIO MHCl)OpMGLIMIO o 3060NEBAHMU U CXeMe NeyeHus. ITo
HY>XHO Ans 10ro, yTObHI

a) camoMmy MOHsTb, YTO XAET BNepeaM, 4ero CTouT 6oATbCs, a Yero
BOSTbCSH TOYHO HE CTOMT;

6) MMETb BO3MOXHOCTb FOBOPHTb O 3a60neBaHuM.

Ecnm ¢ nyHkTOM «a)» BCE NOHSTHO (MHPOPMALIS MOMOFCET NEYUTLES U CTPOMTL
MAGHBI HO XM3Hb), TO C NyHKTOM «6)» He BCE Tak npocTo.

Hy a Boobue, pns 4ero HyxHo roBoputb o 30601eBaHMKM XOTs Obl
c 6nmsknmmne Kak s1o fienats? Moxet BbiTb MpoLLe H1 O YEM He FOBOPHTHL
M XOATb, MOKA, HANPKWMepP, PebEeHOK BLIPACTET M CAM BCE MOMMET?
HNasaiite pasbepemcs.

1) Toeopute 0 3abonesannn ¢ 6an3krmM HeobBxoAUMO xoTs Obi
MOTOMY, YTO MOHMMOHWE CMUTYdLMM MYraeT ropasfgo MeHblle, 4Yem
NPOCTO 3HAHME O YEM-TO «MIOXOM», YTO MPOUCXOAMT C MALMEHTOM.
OcobenHo 310 kacaetcs geter. HassaHHOe, 03ByYEHHOE M MOHATOE
3a6onesaHne nepectaet BbiTb KAKOM-TO HEMOHATHOM YACTBIO XM3HMK,
KOTOPAsik MOXET BHE3ANHO 6e3 NPUYMHBI YNOXWTb YenoBeka Ha 6orb-
HU4HYIO KOWKY. B nepeyto ouepenb 3To aKTyanbHO Ans Tex AeTeH, KoTopble
PerynsipHO NONy4aIOT TEPANMIO B YCIOBMAX CTALMOHAPA MAW NPOXOAST



MeMLUMHCKME npoueaypsl. To Xe kacaeTtcs U 6rmM3k1Mx B3pOCnoro nauu-
€HTA. 3HOHUE O PEryNaPHOCTH NIEYEHUS], O ero cxeme, 06 0COBEHHOCTSX
3A0POBbS MOMOrAIOT UM BBICTPAMBATE CBOM MAAHbI M 4ABATb OAEKBATHYIO
nopaepxky. NoMMMO 3Toro, Henb3si 3aBbIBATL O FEHETUYECKOM XAPAKTEPE
3abonesanusi: 3Has o cneunduke AB3, popctBeHHMKM cMoryT
NPy HEOBXOOMMOCTM MPOMTU OMArHOCTMKY WMNM YYUTBIBATE BO3MOXHOCTH
rEHeTUYECKOrO HAPYLUEHUs NMPU MIGHUPOBAHKWM CeMbM. A elle B cryyae
HEOBXOAMMOCTU MMEHHO BnM3KMEe MOryT OKA3ATbCS TEMM JIIOAbMM,
KOTOPbIE MOMOTYT 3KCTPEHHO MPMHSTL NEKAPCTBO M A0BpATbCS
AO CTALMOHAPA.

2) loBOpHTL HyXHO, HO KOK 3TO AeNaTb? 3aech, K COXANEHMIO UM K CHOCTBIO,
HET YHMBEPCANbHOro OTBETA. YTO TOYHO BAXHO — pa3obpaTtbcs XoTs Hbi
HQ KOKOM-TO YPOBHE CAMOMY, YTOBbI HE BBOAMTL APYTMX B 306myXaeHHe.
Ecnn 4TO-TO HEMOHATHO, TO MOXHO MOMPOCKTL BNM3KOro YenoBeka,
KOTOPOMY HYXHQ MHPOPMALMS, BMECTE CXOAMTb HA KOHCYNbTALMIO
K BPAYy M 304aTb HeobxoanMmble BOnpock. YeM paHblie HauyuMHaeTcs
pasroBop ¢ pebeHkoM o ero 3aboneeaHuu, Tem npouie bynet ero
NoHsiTb. BaxHo HaMTH gocTynHble ans pebeHka cnoBa, KOTOpPLIE CMOTYT
HQ ero ypoBHe AdTb HEObXoAaMMyIo MHPopMaumio. MOXHO M HyXHO
obcyxaath, Kak pebeHok cebs 4yBCTBYET Nocne MEAULMHCKMX NPoLeayp,
ACBASi TEM COMbIM MOHSITb, YTO OH HE OAMHOK B CBOMX MEPEXMBAHMSIX.
300poBO OBWATLCS C APYrUMM CEMbSIMU CO CXOXMMMU Npobremamu,
NoKa3blBas pebeHKy, 4TO ecTb M Apyrue NOAM, XMBYLLME B MOXOXEM
cuTyauuu. YHUBEPCANbHOTO PeLenTd, KK yxe Bbio CKa3aHO, HET, HO BAXKHO
rOBOPMUTb O HOME3HM YECTHO M [OCTYMHO, YTODbI HE 3anyThiBATL pebeHka
ewe HorbLue.

3) MoxHo nn npocto nogoxaaTte, noka pebeHok cam BCE NoMmeTe
M ckonbko xpaTbe HeT, npocTto nogoxaaTh Henb3si, MOCKOSMbKY 3HAHMS
0 3060neBAHMM AOMXHbI ObITb OAEKBATHBIMK M NPABUIbHBIMKA. MHave
pebeHOK-NAUMEHT PUCKYET TAK HUYETO M He MOHATb, O NMOTOM, Byayum
yXe B3pPOCHbIM MALUMEHTOM, CTONKHYTbCS CO BCEMM CIIOXHOCTMM
PA30M, KOTAA POAMTENM YKe HEe CMOTYT MPUCYTCTBOBATb NPU FOCMMUTA-
nM3aumnK, U pasbupatbes npuaetcs HuicTpo M camomy. [ntoc K 3Tomy,
BO3MOXHbIE M3MEHEHWMS BHELIHOCTM OT MPMEMA MNPENAPATOB MOTYT
6one3HeHHO BOCMPUHUMATLCS PEOEHKOM, OCOBEHHO B MOAPOCTKOBOM
BO3pacCTe.



B-TpeTbux, BaxHO 0BWATLCA C APYrMMM MALMEHTAMM CO CXOXMMM
HOPYLIEHUSIMM  MMMYHMTeTa. [ns fetert 3TO BO3MOXHOCTb MOBBITH
Cpeam Tex, KTO BCE TaKXe MOHUMAET NPo BONe3HeHHbIe MEAULIMHCKME
NpOoUeaypbl U HEMPUSATHBIE CUMMTOMbI, HOMTU Y4TO-TO ObLiEE C APYrHMM
W NOJENUTbCS CBOMMM 4YyBCTBOMM MO 3TOMy nosogy. [ns Bapocnbix
M MOAPOCTKOB OBLUEHME C APYTMMM MALMEHTAMM — OTIIMYHASI BO3MOXHOCT
Ans OBMEHa OMbITOM M NPOCTO APYXecKoW nopaepxku. MmeHHo
B OBLLEHNM MOXHO BbISICHUTb, KOKME MPOdECCHM Nydlle COYETaoTCs
C 0COBEHHOCTSIMM 300POBbS M NOTPEBHOCTLIO B PEryNsiPHbIX MEAMLMH-
CKMX MPOLEAypaX, Y3HATb O BOXHbBIX 30KOHOAATENbHBIX U3MEHEHMSIX
WM NPOCTO O CNOcobAX MUHUMM3MPOBATL Bpems 3abonesanus. Pogutenm
MOTYT OBMEHSITbCS BAXHOW MHPOPMALMEN, KOTOPYIO Hurae Gonblie
M He HOWTU: MHTEPECHBIMU WMIPOMM MM KHUXKKOMM, KOTOPbIE CTOWUT
MMeTb B BUAY NPW AJAWUTENbHBIX TOCMUTANM3ALMAX, TBOPYECKMMM
1 PA3BUBAIOLIMMM YNPOXKHEHUAMK M T.4. B Takom obwennu, Hanpumep,
MmoxeT nomoub Kny6 s nogpocTkoB 1 MONOAbIX B3POCbIX C HAPYLUE-
Husmu uMmyHuTeta Sunflower Teen Club. B kny6e moxHo HaitTh niogen
M3 pasHbIX YacTer Poccun co cXoXMMM AMArHO3AMM, MPUHATL yHacTHe
B OHJIOMH-BCTPEYAX U 06CYXAEHUSIX, MPUCOEAMHUTLCS K NPOdOpPHEHTa-
LMOHHOM nporpamme. Y1obbl BCTynuTh B Kiy6, 06paTMTECh K NCUXONOTaM
Bnaroteoputensioro Ponga «[MOACOJTHYX», 1 oHM noackaxyT, Kak
3TO CAENATb.

B-yeTBEpPTbIX, HEOBXOAMMO MOMHUTL, YTO BONE3HB M €€ NeYeHne MOXET
3abupatb MHOro cun. M oueHb BAXHO HaMTH, 4to BymeT nomorartb
BOCCTAHABAMBATL 3TH CuAbl. BCé oueHb MHAMBMAYANbHO. 3aech MOXET
noMoub NoBUMOe [eno, HANMYMe KPENKMX OTHOLUEHMI C APYrUMM
NOAbMM, MPOTYINKA, BO3MOXHOCTb MOCMOTPETL PpUIIbM MM NOCTYLLIATH
My3bIKY, MHTEPECHOS, BAOXHOBAsIOWAA paboTa, BCE, Y4TO YrogHO, HTO
«MOANUTLIBAET» YenoBekd. HykHo Tonbko 0693aTenbHO HAMTH MUHYTY
M NoAaymatb, 4To OymeT BAC MOAAEPXMBATb, O MOTOM 0OBS3ATENBHO
HOXOAMTb BPEMS HA TO, YTODbI 3Ty NOAAEPXKKY MONYHMUT.

Obwaiitecs, AenUTECH OMBITOM, COBUPANTE MAKCMMYM MHPOPMALMM
0 3060MEBAHMM, 1 TOMHUTE, HTO NOAAEPXKA OT APYrMX IIOAEN U MOHUMAHKUE
cOBCTBEHHBIX PECYpCOB — 3TO BaxHO. Bcé nonyuurcs!



BCTYMREHME. ..c..eeiiiiiiiiiiiit e

AyToBocnanurensHble 3a60neBaHMs B BONPOCAX M OTBETAX.

MEIMUMHCKMM BIIOK. .eeeeeeeeeeeeeeeeeeee et et e et e etee e et e e eaeseraeesans

KpronupuH-accoumumpoBarHbIf nepruoamnuecknii curapom/

Cryopyrin-associated periodic syndrome (CAPS).........................

CemeitHas cpeanaemHoMopckas nuxopagka /

Familial Mediterranean Fever (FMF).........cooeeeeeeeeeeeeeeeecennee

Meproamyeckuii CUHAPOM, ACCOLIMMPOBAHHBIM C MyTALMEN reHa
peuenTtopa ¢akTopa Hekposa onyxonu /
Tumor Necrosis Factor receptor - Associated periodic Syndrome

(TRAPS). ..ttt ettt

CuHppom feduuMTa MeBaNOHATKMHA3L /

Mevalonate Kinase Deficiency Syndrome (MKD)...............c.........
FOPHMAMUECKAN HOCTb.cceeeviiiiiiiiiiiiieeee e e e e e eeeeeeeee e

Tl MO NMOTOUECKAT HOCTD. . eutenetneneeineee et ee e ee e eneee e eneeeeneaeenens

MepmnupHckas nHbopmaLms NOAroTOBNEHA C UCMONb3OBAHUEM
matepuanoe Accoumaumnn detckux Peematonoros ALP/ASPIRRE
n OpraHn3aumm no NPOBEAEHUIO MEXAYHAPOAHbIX MCCIEA0BAHUMA
B obnactu neguatpuueckomn pesmartonormu (PRINTO)



Tlodcontyx BJTATOTBOPMTENbHBIM ®OHA, MOMOLLM OETIM
s’ )1 B3POCIIbIM C HAPYLLEHMSIMM MMMYHUTETA
«MOACONHYX» OCHOBAH B 2006 FOAY.

Boraer ¢ 2006 o
«MNOOCOJTHYX» — nepsasi u eamMHCTBEHHAS BNATOTBOPHUTENBHAR OPraHM3ALMS, KOTOPAS 3AHMMAETCS
npobnemoit nepauyHoro MMmMyHoaedbuumta s Poccun cructemHo.

DoHp 06eCneymBaeT XUIHEHHO HEOOXOAUMBIM IOPOTOCTOSLIMM NeYEHUEM NALMEHTOB, CTPAAQIOLLMX
OMACHBIMM ANt XM3HM 3a601EBAHMSIMM MMMYHHOM CHCTEMBI, OKA3bIBAET MPABOBYIO M MCHUXONOTMUYECKYIO
NoAfePXKY MOAOMNEYHbIM, MOAAEPXKMBAET MPOrPAMMBI MO MOBLILLEHMIO OCBEAOMIIEHHOCTU B 061ACTHU
MMMYHHbIX 30601€BAHNNA.

DoHp, COTPYAHMUTET C BEAYLLMMM SKCNEPTAMM B OBNACTH MMMYHONOTUM, MEAUATPUM U PEBMATONOMMMU
¥ C NPOPGUILHBIMUA MEAMLMHCKMMM yupexaeHusamMu no sceit ctpaxe. Komanaa Ponaa nposoaut
«MauneHTckme WKonbl», peanuayeT NPOrPAMMEI NCUXONOTUYECKOM NOAAEPXKKM B3POCHbIX M AeTeH,
cosfaH u pasemsaeTtcs [NaumeHTCKuit KoMUTET.

OCHOBHBbIE MPOEKTbI:

«JAOCTYMHOE JIEMEHUE» — obecneyeHne nekapCTBEHHLIMM NPENAPATAMM NOZOMNEYHBIX
1 MEOMLMHCKMX YHPEXAEHUM, ONNATA MEAULMHCKMX YCTYT M KM3HEHHO HEOBXOAMMBIX UCCIELOBAHMIA.

«MPABOBOU UMMYHMTET» — cuctemHas 3awWmTa NpaB NALMEHTOB, IOPUAMYECKAS M MPABOBAS
NOMOLLb, PA3BUTHE IOPUAMYECKOH FPAMOTHOCTH CEMEN M MEAULIMHCKMX PABOTHUKOB.

«COU.VIAJ'IbeIVI MPOEKT» - okasaHWe nomoLuym NogoneyHbIM B TPYAHOM XUSHEHHOM CUTYALMM.

«SIPKUN MUP» — cospaHue pasHbix 06pasoBaTenbHbiX BO3MOXHOCTEN, COLMANM3ALMS, TBOPYECKOE
paseuTUe, NPODOPMEHTALMS U MCUXONOTMHECKAS MOAAEPXKKA MOAOMNEYHbIX.

«MHOOPMALIMOHHDIN MPOEKT» — ocselueHie npoBReMaTHKM BPOXAEHHBIX MMMYHHbIX
3060M1EBAHMM, AKLMKM U MEPOTIPUATHS.

«KOMMJIEKCHASI MPOTPAMMA NOBbILWEHNSA KAYECTBA XKU3HU MOAOMEYHbIX» —
pa3paboTka 1 BHEAPEHHE B NPAKTUKY CMCTEMHBIX PELIEHMHM B OBIACTM MAPLIPYTU3ALMM M COMPOBO-
XOEHUS NALMEHTOB, NPOBEAEHNE KOMMIEKCA MEPOMPHUSITHIA, HOMPABIEHHbIX HA MOBbILLEHWE KAYECTBA
XM3HU NALMEHTOB.

«UNDPOBOMN MNALUMEHTOPUEHTUPOBAHHbIN CEPBUC - paspaboTka 1 BHegpeHHe
UMPPOBBIX TEXHONOTUI U MHCTPYMEHTOB NePCOHUPULMPOBAHHON MeanLmHbI B paboty PoHaa.

«DAHOPAN3NHIOBbIN MPOEKT» — npueneyerue pecypcos ans peanu3aumm NpoekTos
DoHpa, MHPOPMMPOBAHKE O CNOCOBAX NOAAEPXKKM, PABOTA CO CTOPOHHUKAMM M NAPTHEPAMM.

DoHa NpUaEpXMBAETCS NPABKA CTPOTOi OTYETHOCTU Neper, BNAaroTBOPUTENIMM U PErYNISIPHO MPOXOAUT
ayAUTOPCKYIO NPOBEPKY.

MECTO HAXOXIOEHUS: MOBUITbHOE NPUITOXEHMUE:
117342,r. Mockea, yn. bytneposa, a.17, ANDROID 108
s1ax 3, kom. 269

O6wme BONpOCh M BONPOCH OKA3AHMS MOMOLLM:
8 (800) 500-63-35 fond@fondpodsolnuh.ru
Mo Bonpocam NpaBoBol NOAAEPXKKM:
pravo@fondpodsolnuh.ru vk.com/pravimmun

fondpodsolnuh.ru propid.ru




