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Bonpocbl Knaccudgukauuu, quazHocmuKku U oUEHKL
J(eKmusHocmu NeyeHuy

CornacHo onpeaenenuio Me>xayHapoaHoii nuru peemarosiornyeckmx accouuaumii (ILAR) ioBeHUNbHBI MAUONATUYECKUIA
aptput (OUA) — apTpUT HEU3BECTHOW 3TUONIONUU, HAYMHAIOLLMIACS A0 AOCTMKEHMUS 16-NeTHEro BO3pPacTa U NEPCUCTUPYIOLNI
6onee 6 Hepx NpPU UCKIOYEHUN APYTUX U3BECTHbIX cocTosiHuii. FOUA sBnsieTcs ogHUM U3 Haubonee pacnpoCcTPaHEeHHbIX
30605eBaHUI AETCKOro BO3PAcTd, BCTPEUAIOLLMMCS € YacToToM npumepHo 1 cnyuaii Ha 1 Tbic. HaceneHus. ILAR Boigenser

6 kareropwuii lOUA (Ta6n.).

TepmuHono2us U Knaccuuxauus
Cucremnbrii IOUA, nmomumo aptpura, xa-
paKTepu3yeTcsl JIMXOPAAKO, HEMOCTOSTHHOM
CBITbIO, CEPO3UTOM, TeMaToCIJICHOMeraauei
u muMmbaneHomnarueit. [1pu aHamu3e KpoBU BbI-
SIBIISIIOTCSL TIOBBIILIEHHAsI CKOPOCTh OCENaHUs
spurpouutoB (COD), HEUTPODWILHBIM JIeii-
KOIIMTO3, TPOMOOIIMTO3, MUKPOILIMTapHAas aHe-
MUSI ¥ TIOBBILIEHHBIH ypoBeHb C-peakTUBHOTO
oenka (CPB), mpu 3TOM aHTUHYKJIEApHbIE aH-
tutena (AHA) u peBMatornHbiit aktop (PD)
OTCYTCTBYIOT. 3a00sieBaHUE BCTpeYaeTcsl Ofu-
HaKOBO YacTO Y MaJIbYMKOB U jieBoueK. [1o co-
BPEMEHHBIM TIPEICTaBICHUSIM, CUCTeMHBII
IOUA sBnsieTcs ayroBoCHaluTebHBIM TIOJIH-
T€HHBIM CHHJIPOMOM, Ha YTO YKa3bIBalOT MpPHU-
3HaKM OOIIell aKTUBAIIMU BPOXIAEHHOW HM-
MYHHOI1 CUCTEMbI, BBICOKME YPOBHU MTPOIYLIM-
pyeMbIx darounTamu OegkoB ((peppuTuHa,
S100A8, S100A9, S100A12) u yyactue B nmato-
redese wuHrepaeiikuHos (MJI) 1, 6 u 18
(Prakken B., Albani S., Martini A., 2011).

[eTeporeHHOCTh CBOWCTBEHHA HE TOJBKO
ucxonam cucremHoro FOUA, Ho u oTBeTy Ha
JIeUeHUEe KOPTUKOCTEPOUIaMU 1 OUOJIOTrYeC-
kumu npenapatamu (Gattorno et al., 2008).
[TauMeHTBI, Y KOTOPBIX TOCTUTACTCSI TTOJTHBIN
OTBET, UMEIOT 3HAYUTEIbHO MEHbIIIee KOJTUYe-
CTBO aKTHBHBIX CYCTaBOB (B cpemHeM 3,5 1O
CpPaBHEHMIO C 7 y OOJIbHBIX, HE OTBEYAIOLIUX
Ha JieYeHUWEe WM JOCTUTAIOUIMX HETOJHOTO
OTBETA) U 3HAYUTEJIHO 00Jiee BICOKUE YPOB-
HM LUPKYJIUPYIOLIMX HeilTpoduaos (B cpea-
HeM 19,3 vs 9,1x10°/Mm® cooTBeTCTBEHHO).

P®-no10KUTE/IbHBII  NOJHAPTHKY.ISAPHbII
FOUA umeet Takue xe KIMHUYECKUE, 1abopa-
TOpPHBIE W TEHETUYECKHE IpPU3HAKM, Kak
n PO-T0M0XUTETbHBIN PEBMATOUIHBINA apT-
puT B3pocibix. [Ipy aToM 3a6071€BaHUM B KPO-
BU OOHApYXUBAIOTCSI aHTUTEIa TPOTUB LIUT-
PYJUIMHUPOBAHHBIX MENTUIOB.

DHTE3NT-ACCONUMPOBAHHBII APTPUT XapaK-
TEPU3YETCSI OJIMTOAPTUKYJISIPHBIM Tepude-
pPUYECKUM apTPUTOM (C MOpakeHUeM Tpeu-

Ta6nuua. Yacrora, Bo3pact Hayana u reHaepHoe pacnpeaenexune kareropuii OUA ILAR
(Ravelli A., Martini A., 2007)

Kareropus ILAR Yacrora, %
CucremHbli apTput 4-17
Onuroaprpur 27-56
P®-nonoxurenbHblii NONMApTPUT 2-7
P®-otpuuaTenbHbIN NOAUAPTPUT 11-28
JHTE3UT-aCCOLMMPOBAHHDIH APTPUT 3-11
Mcopuarnueckuit aprpur 2-11

HepuddepeHumpoBaHHbIi apTput 11-21

[ToTeHUMaNbHO OMACHBIM JIJISI KU3HU OC-
JIOXKHEHUEM Tskesioro cucreMHoro FOUA sB-
JISIETCSI CMHIPOM aKTMBAllMKM MakKpodaron
(CAM), oTaMuMTEeIbHBIMA TIpU3HAKaMU KO-
TOPOTO BBICTYMAIOT BbICOKAS JIMXOpajKa, re-
MaTOCILUICHOMET AU, numdaneHomnatus,
MaHIUTOIIEHUS, TeYeHOYHass AUCHYHKINS,
IMCCEMUHUPOBAHHOE  BHYTPUCOCYAMCTOE
CBepThbIBaHUE, TUNMOGUOPUHOTEHEMUS, TH-
nepdeppuTUHEMUsT U TUTIEPTPUTIULIEPUJIEC-
must. HecMOTpsi Ha BbIpaXeHHOE CUCTEMHOE
Bocranenue, COD nmpu 3TOM CUHIpPOME Mapa-
JOKCAJIbHO CHUXEHA, YTO OOYCJIOBICHO HU3-
KMMU YPOBHSAMU (puOpHHOreHa.

Cuctemubii FOMA MoxeT mnpencTaBisTh
€000l KOHEYHBII1 UTOT pa3TNYHBIX 3a00JIeBa-
HUIi, 0011Iell YepTOil KOTOPBIX SIBJISIETCS BbI-
paxeHHass M TEPCUCTUPYIOIIas aKTUBAIIUS
BPOXJIEHHOW MMMYHHOI cuctembl. [lo-Bu-
IMMOMY, 3TUM OOYCJIOBJIEH TeTepOreHHbIN
MPOTHO3 3a00JeBaHus. Tak, MPUMEpPHO Y MOo-
JIOBUHBI OOJIbHBIX OTMEUYAIOTCSl CUCTeMHbIE
000CTPEHUsI C HEBbIPAXXEHHBIM MEPCUCTUPY-
IOIUM apTPUTOM, Y APYTOd TMOJOBUHBI —
TSDKEJbIii apTPUT C JIETKUMU TEePCUCTUPYIO-
IMMU CHCTEMHBIMU CUMIITOMAMM WJIM MX
OTCYTCTBUEM. Y HEKOTOPBIX IMAIlMEHTOB, HE
MOAMAJAIOIIUX TIOA KPUTEPUU CUCTEMHOTO
IOUA, HaGnonaroTcs Takue Ke CUCTEMHBIE
MpU3HAKW, HO apTPUT HUKOTAA He pa3BUBa-
eTcsl (paHee TaKUM OOJIbHBIM YCTaHABIMBAIN
NIMarHo3 «cuHapoMm Buccinepa-®aHKOHN»).
V 30-40% nauueHTOB paHO WJIM MTO3IHO pa3-
BUBAIOTCS TSIKeJIble TIOBPEXICHUS CYCTaBOB,
y 10% — CAM.

)

3n0poBa” YKpainu

nuK B 2-4 ropa, no3gHui nuk B 6-12 net

Bospacr Hayana

CootHolueHue
MUJIbYUMKOB
" aeBoyeK

Jlio6oi M=,
PaHHwuit getckui; nuk B 2-4 ropa o>>M
Mo3pHwii feTcKuii MNM NOAPOCTKOBBIH a>M
Asyx¢azHoe pacnpepenenve; PAHHUIA B>>M
nuK B 2-4 ropa, no3gHui nuk B 6-12 net

Mo3pHui geTckuit UNKU NOAPOCTKOBbIH M>>a
Asyx¢asHoe pacnpepeneHne; paHHUM M

MYIIECTBEHHO HUXKHUX KOHEUHOCTEI), HTe-
3UTOM, NAKTWJIMTOM U OCTPBIM MEPEeIHUM
YBEUTOM, TIPU 3TOM CEMEIHBII1 aHaMHe3, KaK
MPaBUJIO, TOJIOXUTEIbHBIN IO CIOHIWIO-
apTPOMAaTUSIM.

Oumuroapruxyiasapusii IOMA nabmomaercs
TOJIBLKO B JIETCKOM Bo3pacTe. B crpaHax 3amna-
Ja y OOJBbLUMHCTBA MALMEHTOB BBISIBISIOTCS
cieayole npu3Haku: 6ojiee BbICOKasi pac-
MPOCTPAHEHHOCTb Y JIEBOYEK; aCHMMMETPHUY-
HBII apTPUT C PAHHUM HayaJioM (B BO3pacTe 10
6 net); nonoxurenbHbie AHA (>1/160 He me-
Hee 4eM TpU IBYX 00CIe0BaHMSIX); BHICOKUIA
PUCK XPOHUUECKOTO MEPEHEro yBeuTa (0KoIo
30%); accotmanmu ¢ HLA (DRB1*¥0801).

P®-orpunareasusiii FOMA nmeer 1Ba nuka
3200J1€Ba€MOCTH: B TIEPBbIE I'OJbl XKU3HU (T1pe-
MMYIIECTBEHHO Y JICBOYEK) U B MperyoepTaT-
HoMm Bospacre. AHA onpenensiores y 30-40%
MalueHToB. XPOHUYECKUN WPUTOLUUKIUT
(vactota — 5-20%), KaK ¥ OJUTOAPTUKYIISIP-
HOe 3a0oJieBaHUE, BBICOKOJIOCTOBEPHO acCo-
LIUMPYETCS ¢ PAHHUM HAvaJIoM, XXEHCKUM TO-
oM 1 Hammurem AHA.

3a601eBa€MOCTb I0BEHWJIbHBIM TCOPHATH-
YEeCKMM APTPUTOM TakXke MMeeT AByxdasHbIi
XapakTep: TepBblii MUK HaOJIomaeTcsl B JI0-
IIKOJTbHOM BO3pacTe (B OCHOBHOM Y JIEBOYEK),
BTOpOI1 K — B Bo3pacte okoso 10 net. [1arm-
EHTBl C PaHHMM HayaJoM 3a00JieBaHUSsI, Kak
MPaBUJIO, UMEIOT aCUMMETPUYHBIA OJIUTOApT-
pUT. XpOHUUYECKUI UPUTOLMKIUT Pa3BUBALT-
csl C TaKOM Xe 4acTOTOM, KaK U TPU OJIUTO-
aptukyiasapHomM FOWA ¢ paHHUM Hayaiaom,
u accoumupyercsa ¢ AHA. HLA-turmipoBanue

-

MAIMEHTOB C IOBEHWJIbHBIM TICOPUATUYECKUM
apTPUTOM C PAaHHUM HAyaJlOM BBISIBJISIET TMO-
BbIIlIeHHbII ypoBeHb DRWS. B Gosee crapieit
BO3PACTHOM Tpymme OOJIbHBIX TCOpUaTHyec-
KUM apTPUTOM JIOMUHUPYIOT MAJIbUMKHU.
Cnemnyer OTMETUTb, YTO TIPUMEHSIOIIASICS
KiaccuuKaIms oBeHWIbHBIX apTpuToB ILAR
He JuineHa HemoctaTkoB (Martini A., 2003).
Kpome Toro, Bce 0oJbliIe BOITPOCOB BbI3bIBAET
MOJIE3HOCTh CaMOTO TePMUHA <«IOBEHUJIbHBII
uavonaTryeckuii aprput» (Martini A., 2012).
Tak, 3a uckmouyeHueM AHA-00XNUTETBHOTO
apTpuTa C paHHUM HayajlIoM, CHelu(UIHOro
VTSI IETCKOTO BO3PACTa, BCE OCTAIbHBIE (DOPMbI
apTPUTOB, TMO-BUIAMMOMY, IMPEACTABISIOT CO-
0011 IeTCKIe aHaIoTH 3a00IeBaHMi, HAOIIO1a-
foLIMxcst y B3pocibix. Kpome Toro, ucnosnsso-
BaHUE TEPMUHA «IOBCHWJIbHBII MAMOMATHYEC-
KU apTpuUT» MOXET OIIMOOYHO TPUBECTU
K 3aKJIIOUEHUIO O TOM, YTO 3TO eAMHOE 3a00J1e-
BaHUe (KaK 3TO CYMTAJIOCh MHOTO JIeT Ha3am)
U YTO €ro pas3jMyHble KaTeropuu SBISIOTCS
BCETO JIMIIb (DEHOTUTTUUECKUMU BapUaHTaMU.
ITo MHEHMIO aBTOPOB, BECh KOMITLJIEKC XPOHH-
YeCKMX apTPUTOB, KOTOpble HaOIIOIAIOTCS
y JieTeii, HeMTPaBOMOYHO Ha3bIBaTh «IOBEHWJIb-
HBIM WIMOTNATUYCCKUM apTPUTOM» IO TOM Ke
MPUYMHE, TI0 KOTOPOIl OTCYTCTBYET TEPMUH
«B3POCJIbIA UANOINATUYECKUIA apTPUT».

Nupdrepenyuansiad guaznocmuka apmpuma
y gemeii

ApTpuT (OTeK cycraBa u/win 00Jb, U/UIK
orpaHn4eHne (GYHKIIUKA CYCTaBa) MOXET OBITh
IIPpU3HAKOM MHOTUX 3360)‘[6BaHI/H71, B TOM 4YUC-
Jie l/lH(beKLLI/IOHHbIX, BOCITAJIMTCJIBbHBIX, Ir'€éMa-
TOJOTUYECKUX, HCOIIJIACTUYCCKHX, TCHETU-
YECKHUX U OPTONECANYCCKUX.

[ JIMarHoCTUYECKUIA TTOUCK TIPU BBISIBIIC-

HUU apTpuUTa HAuMHaeTcsl co cOopa
aHaMHe3a M (PU3MKAJbHOIO O0O0CIeIOBAHUS.
[lpu onucanum aptputa yKasblBalOT €T0 TUII
(MepcUcCTUpYOLINI UIX TPAH3UTOPHBIN, CUM-
METPUYHBIN UM aCUMMETPUYHBINA, (HUKCUPO-
BaHHBIA MU MUTPUPYIOLINIT), KOJUYECTBO
U TUIM MOPAXEHHBIX CYCTaBOB, MpeodIaiaHue
0o0/IM Hal OTEeKOM WJIM HaoOOpOT, YYBCTBU-
TEJIBHOCTh K HECTEPOUIHBIM MPOTUBOBOCIIA-
JIUTENIBHBIM TIpernapaTaM, a TakKe HaJlndue
yTpeHHel CKOBAaHHOCTH, OOJIM MPU Harpy3Kax
1 SHTE30MaTUH.

Centuyeckuil apTpuT 0OYCJIOBJIEH WHBA3U-
el B TI0JIOCTh CycTaBa THOEPOIHBIX MUKPOOpTa-
HU3MOB. Y JieTeil Haubosiee YacTbiM BO30OYIM-
teneM saBiasgercs Haemophilus infuenzae (kpo-
Me CTpaH C HIMPOKON MMMYHU3aIMel TPOTUB
Hib). Hepenkumu sIBISTIOTCST CIydan TyOepKy-
JIE3HOI U CUDUINTHYECKON MH(DEKITNY.

BupycHblii apTpurT MOXET COMpPOBOXIATb
Takue 3a00J1eBaHUsI, KaK KOPb, KPaCHYXa, BET-
psiHasl ocIa, SMUIEMUIEeCKUi MapoTHUT, a TaK-
ke MH(EeKIMU, BbI3BAHHBIE BUPYCOM OMIII-
TeitHa-bapp, reprecBupycoM, aleHOBUPYCOM,
BupycoM Koxcaku u Bupycom remnarura B.

PeakTuBHBINI apTpUT BCTpevyaeTcs IMpu
UEPCUHUO3HOM, LIUIE/UIE3HON U XJIaMUIUii-
Hoii mHbexkuusx. [lpu mocrmuresnesHOM
apTpuTe, KakK MPaBUJIO, TIOPAXaeTCs OIUH
CyCTaB; PeIKO HaOJI0aeTCsl TpUaia CUMIITO-
MOB: apTpUT, KOHDBIOHKTUBUT U YPETPUT
(cunopoM Peiitepa). Takke apTpur MOXeT
pasBuUBaThCs 1pu 6ose3Hu JlaliMa u peBmMaTu-
YeCKOM JTMxopaake.

BocnanurenbHbie 3a001€BaHUs C TOTEHIIU-
aJIbHBIM BOBJIEUEHUEM CYCTABOB BKJIIOUAIOT
CHUCTEMHYIO KPAaCHYIO BOJYAHKY, T€PMaTOMU-
O3UT, CUCTEMHYIO CKJIEPOIEPMUIO, CUHIPOM

Iennsitna-Tenoxa, ©6one3nb Kapacaxu,
cunapoM bexuera, aprepunt Takasicy, y3noBa-
ThII TIOJIMAPTEPUUT, TpaHysiemMaro3 BereHepa,
oosie3Hb KpoHa, capkoumos u ap.

Cpeau remMaTojIornyeckux 3abosieBaHUI
apTPUTOM Yallle BCETO COMPOBOXAAIOTCS Te-
MOGWINS U IPETIAHOLINTO3, CPENU 3JI0KAYECT-
BEHHBIX HOBOOOpPA30BaHUI — J€iKO3, JUM-
(homa, HelipobiacToma, ocTeouIHAs OCTEOMA
Y TeMaHTUOMa.

Haubonee pacrpocTpaHeHHBIMU T€HETH-
YeCcKUMM 3a00JIeBaHUSIMU C TOPAKEHUSIMU
CYCTaBOB SIBJISIIOTCSI CUHIPOM KaMTITONAKTHU-
JIMM-apTPUTa, KaproTap3aibHbIl OCTEOJIu3,
MYKOIOJIMCAXapua03, MYKOJUINUI03, 00-
ne3nb Mapbepa, 6one3ns loire, mporpeccu-
pyloliasi TCeBIOPEBMATOMAHAS XOHIPOIUC-
MJ1a3ust U ap.

B mocnenHue Toapl 3HAUUTETLHO TTOBBICU-
JIOCh BHUMaHME K ayTOBOCHAJIUTEIbHBIM 3a-
ooneBanusaM (AB3) — rereporeHHoil rpyrme
pPEeNKUX TeHEeTUYeCKU NeTePMUHUPOBAHHbBIX
COCTOSIHUI, XapaKTepU3YIOILIUXCS TMEePUOAU-
YECKMMU TMPUCTYMaMU BOCMAJICHUS] U MaHU-
(becTupyronmx JIMXopaaKon M KIMHUYECKOI
CUMIITOMATUKOM, WMUTHUPYIOIIEH peBMaTH-
YECKYI0, TPU OTCYTCTBUU AyTOMMMYHHBIX
1 MHQEKIMOHHBIX puurH. AB3 vaine Bcero
NeOI0TUPYIOT B IETCKOM BO3pacTe, MHOTAA Ha
MEPBOM TOJy XWU3HU, HO MOTYT HauMHATHCS
u 'y B3pocibiX. C MOSIBJIEHUEM HOBBIX PE3yJib-
TaToOB McclenoBaHuii nepeueHb AB3 mocro-
STHHO paciuupsiercs. Huxke nepeuncieHsl oc-
HoBHbIe AB3, ¢ KoTopbiMu nipuxoauTcs nud-
depenumponats FOUA.

Kpuonupun-acconiumpoBaHHbIE TIEPUOIN-
YECKUEe CHUHIPOMbBI TMPEACTaBISIOT CO0O0M
TPYIIY PEeIKuX BPOXIEHHBIX ayTOBOCIAIM-
TEJIbHBIX 3a00JieBaHUIA, KOTOpasi BKIOYAET
CEMEHMHBINA XOJIOA0BOI ayTOBOCIAIUTEIbHBII
CUHIPOM (CEMENHYIO XOJOMOBYIO KparBHU-
1y), cuHapoMm Maxki-VYanca U XpOHUIEeCKUA
MJIaJIeHYeCKUIl HEPBHO-KOXHO-apTUKYJISIP-
HBIi CUHAPOM (MJIaIeHYECKOe MYJIBTUCUC-
TEMHOE BOCHaJUTeIbHOE 3abosieBaHuE).
Bce Tpu 3a0oneBaHMSI JAHHOM TPYIIbI 00yC-
noeneHbsl Mytaumeit reHa CIAS1, pacmnosno-
JKEHHOTO Ha JUIMHHOM Iuiede | rmapbl XpoMo-
COM W KOAMPYIOIIEro 0e/0K KPUOTTUPUH, W3-
BecTHBIM Takxke Kak NALP3, PYPAFI,
CATERPILLERI1.1 u NLRP3. Tun Hacneno-
BaHUsI 3a00JIeBAaHUSI — ayTOCOMHO-IOMUHAHT-
Hblli. MyTtanus CIAS1-reHa oOHapyKuUBaeTCs
y 50-70% marueHToB.

ITepBbIM OMUCAHHBIM AYTOBOCTIATIUTEb-
HBIM 3a00JieBaHUMEM ObLla ceMeifHasi cpexu-
3emMHoMopckas quxopaaka (CCJI), oHa xe sIB-
JISIeTCSl caMbIM  pacrnpocTpaHeHHbIM AB3.
B mupe sTtuM cuHapoMoM cTpamaioT Oosee
100 TeIC. mMammeHTOB. 3abojieBaHUE BCTpeda-
€TCsl B OMNPEEJICHHBIX STHUYECKUX TIpyIIax,
OTHOCSIIMXCSI K HapoaaM Cpeau3eMHOMOp-
ckoro OacceitHa. Hanbomnee moasepxeHbl 3a-
00JIeBaHUIO TPEICTABUTENM YEThIPEX 3THU-
YeCKUX IPYII: eBpeeB-cedapaoB, apadoB, Ty-
pox, apmsiH. B ocHoBe CCJI nexar myranuu
IeHOB, HanboJiee pacPOCTPAHEHHBIMU CPEIU
KOTOpBIX sBIsioTcss M694V u V726A u He-
CKOJIBKO pexke — M680I. [IeGioT 3a0601eBaHus
y moutu 75-89% maleHTOB MPUXOAMTCS Ha
Bo3pact 10 20 jet. Jmarno3 CCJI ycraHas-
JIMBAETCSl Ha OCHOBAaHWUMW COYETAHUS MEepUo-
MIMYECKU TOBTOPSIIOIMXCS OECTTPUYMHHBIX
JINXOPAAOYHBIX 3MU30[0B MPOJOKUTEb-
HOCTBIO OT 12 10 72 4 ¢ 3n1301aM1 MyYUTE b~
HBIX 0OJiell B KMBOTE MPU HAJTMYUU CUMIITO-
MOB pa3apakeHusi OpPIOIIMHBI, BO3MOXHO,
B COUETaHUU C OOJISIMU B TPYAU U apTPUTAMU
y TMalUeHTa XapaKTepHOl 3THUYECKOW MpHu-
HaJIEXKHOCTU. BasXkHBIM MOMEHTOM SIBJISIETCS
3HAYUTEIbHOE TIOBBIIIEHNE YPOBHS ocTpoda-
30BBIX TTOKa3aTesIell BO BpeMsl MpUCTyTa.

IIponomkenue Ha ctp. 44.
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HIBEHUNbHBII UQUONAMUYECKUl apmpum:
BONpochl Knaccufukauuu, quazxocmuk
Il OUGHKN 3ffleKmuBHOCMU NEYeHuy

IIponomkenne. Havano na crp. 43.

Ilepuoauyeckuii CHHAPOM, AaCCOIMHPO-
BaHHBIA ¢ mytamueii rema pementopa TNF
(TNF-receptor-associated periodic syndro-
me — TRAPS), 6b11 BiepBbie onucan B 1982 .
Ha TipuMepe OOJIbILIOi MPIaHACKO CEMbH.
3abojieBaHMEe XapaKTepU3yeTCsl ayTOCOM-
HO-IOMMHAHTHBIM THUIIOM HacJieJ0BaHUs,
obycnosieno myraumeit reHa TNFRSFIA,
PACMOJIOKEHHOTO Ha KOPOTKOM Tuteve 12 ma-
pPbI XpOMOCOM M KOIMPYIOIIETO PEeLeTNTop
I Tuma (55 x/la) TNE Bo3spact Hauama 3a60-
JIEBAHUS BAPbUPYET OT 2 HEJl XKU3HM J10 53 Jet
(cpennuit Bo3pacT 3 roma). Ilpomomxuresnsb-
HOCTb aTaku — 5-6 Hell, XOTsI OMUCAHBI CITyJan
KOPOTKHUX WMHTEPBAJIOB — 2-3 JHS; CPeIHMUI
MPOMEXYTOK MeXny aTakamMu — 21 JeHb,
HO OH MOXET BapbMpPOBATh B IIIMPOKUX Mpee-
JlaX. XapakTepHO MOBbIIIEHNUE OCTPO(hA30BbIX
nokazareneii — COD, CPb, ¢ubpunoreHa
n GdeppuTHHa, JIEHKOLUUTO3 ¢ HelTpoduie-
30M, TPOMOOIIMTO3, CHUXKEHUE YPOBHS TeMO-
rmoouHa. TunmuyHoM 1abopaTopHON HaXomd-
Koii y marmeHToB ¢ TRAPS sBnsteTcst cHinke-
HUE YPOBHEN pacTBOpUMBbIX pelentopoB TNF
55 kla <1 nir/mi. CaMbIM IPO3HBIM OCJIOXHE-
Huem TRAPS gasnsercs AA-amunounnos
(25%), npuBoASIIMIA K TIOYEYHOU WM TeYue-
HOYHOI HEJJOCTATOYHOCTH.

Cunapom Maki-Yajca BrepBbie ObUI OIH-
cad B 1962 . T. Muckle u M. Wells kak He-
OOBIYHBIN CHHIPOM JIMXOPAIKU, YPTUKAPHOMU
chInu 1 6oJieil B KOHEUHOCTsIX. [eHeTnueckas
myTtauus otkpbita B 2001 ., oOHapyXuBaeTcst
y 65-75% nauyenrtos. CunapoMm Makii-Yasca
XapaKTepu3yeTcsl TOBTOPSIIOIIMMUCS SMHU30-
JTAMU JINXOPAIKU U ChITTU, aCCOLIMUPOBAHHbI-
MU C CYCTaBHBIMU U TJIa3HBIMU MPOSIBICHUS-
MH. Ataku midaTcs ot 1 no 3 gHeid. Jde6roT 3a-
0osieBaHUsI BO3MOXEH KaK B JIETCKOM, TaK
1 BO B3pocjoM Bo3pacTe. CycTaBHON CUHA-
POM BapbUpyeT OT KOPOTKUX 3MU30J0B apT-
paITuii 10 pelMAMBUPYIOIIUX APTPUTOB KPYTI-
HBIX CyCTaBOB.

Tunep-IgD-cunapom, WK CHHAPOM dedunm-
Ta MeBaionatkuHasel (Hyper-Immunoglobu-
linemia D-syndrome — Mevalonate-Kinase
Deficiency-syndrome), BmepBble oOmucaH
B KauecTBE CaMOCTOSITEJIbHON HO30JI0rnyec-
Koit earHuLbl J.W.M. van der Meer B 1984 .
Tur HacenoBaHUsI — ayTOCOMHO-PEIIECCUB-
Hblid. O0ycnoneH mytauueii rena MVK, pac-
MOJIOXKEHHOTO Ha JUIMHHOM Tiede 12 mapbl
XPOMOCOM M KOJUpYyIolero ¢hbepMeHT MeBa-
JIOHATKUHA3Y, SIBJISIOIIUIACS OTHUM U3 dep-
MEHTOB IYTHU OWOCUHTE3a XOJieCTepUHa
u uzonpeHounoB. Hanbosee yactoit myranu-
eit apisierca V3771 (6onee 80%). OcHoBHas
9THMYECKAsl paclpoCTPaHEHHOCTb — JaTda-
He, TOJIaHAIbI, (hpaHIry3bl. [1e6roT 3a60eBa-
HUSI OTMEUaeTCss B paHHEM BO3pacTe, valie
B MepBbIe 2 TOfla XXU3HU, HEPEAKO — Ha Tep-
BoM roay. [lepBblii mpucTynm MOXeT ObITh
CIIPOBOIIMPOBAH Pa3IUYHBIMU CTPECCOBBIMU
BO3ICUCTBUSAMU: UHMEKIINEeH, TpaBMOM,
B TOM YHCJIE XUPYPTUYECKUM BMellaTesb-
CTBOM, 3MOLIMOHAJIHBIM CTPECCOM, TOBOJIb-
HO 4acTO — BaKLIMHALIUEH.

Cunnpom PFAPA, wim cuaapom MapmaJuia.
HasBanue cunnpoma npeacrasisier codoii ad-
OpeBuaTypy, 00pa30BaHHYIO OT €r0 OCHOBHBIX
KJIMHUYECKUX TIPOSIBJIEHUWI Ha aHTIMIICKOM
sI3bIKE: TIepUoaMuecKas Juxopaaka, adros-
HBII CTOMATUT, (papuHTUT, TUMGbOATECHUT.
BonesHb Takke Ha3bIBAIOT CMHIAPOMOM Map-
1ajula 1Mo MMEHW aBTOpa, OMMCABILEro ero
B 1987 1. McTuHHAg pacnmpoCTpaHEHHOCTh
PFAPA-cunnpoMa He ycTaHOBIEHA, OTHAKO
OH BCTpEYAETCsI TOpa3o yalie 1Mo CpaBHEHUIO
¢ apyrumu AB3. Otuonorust 3aboneBaHuUs
He u3BecTHa. [eHeTnueckas mpupona 3aboJe-
BaHUsI (KOHKPETHBII MYTaHTHBIN I'€H) HE BbI-
sBieHa. LluTokuHOBBIN TpodUIb IpU TaHHOM
MaTOJIOTUU, U3YYEHHBII Ha HEOOJIBIION TPYTI-
Te MalMeHTOB, MO3BOJIUI OTMETUTD MOBBILIE-
HUe cbiBopoTouHbix ypoBHeit WMJI-1B, TNE
NJI-6 u UJI-12p70, B TOM uuclic U B TIEPUOL
MEXJly aTakaMu, 4TO CJIYyXKUT YKa3aHUeM Ha
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TOCTOSTHHO TEKyIllee CYOKIMHUYECKOe BOCTa-
nenue. Cpenu 3a00eBIINX JieTelt Tpeodiana-
10T MaJlbuuKHu. 3abojieBaHueE Yallle BCEro Ha-
YuHaeTcs B Bo3pacte oT 2 1o 5 jeT. CuHapom
Mapianna oTauvaeTcsl 4eTKON Mepuoand-
HOCTbIO (PEOPUIBLHBIX MTPUCTYTIOB. HTEpBaJIbI
MEXIy aTaKaMi COCTABJISIOT OT 2 10 7 HeNleNb.
Co BpeMeHeM MEXIPUCTYITHbIE TTPOMEXYTKU
yIUIMHSIOTCS. B OonblivHCTBEe HaOII0AeHUI
TPUCTYIIBI TTPOJOJIKAIOTCSI Ha TPOTSKEHUN
4-8 ner. HecMoTpsi Ha 1IMTENIbHOE XPOHU-
yeckoe TeueHue 3a001eBaHusl, KaK MIPaBUIo,
HapylIeHWs pOCTa W Pa3BUTHUSI pebeHKa He
OTMeYarTCs.

PAPA-cuHIpoM — peKoe reHEeTMYeCcKoe 3a-
0oJieBaHUE C ayTOCOMHO-IOMUHAHTHBIM Me-
XaHM3MOM HacCJIeIOBaHMS, TOopaxaroliee Ko-
XY U cycTaBbl. Ha3BaHMe cUHIpOMA SIBJISIETCS
AKPOHUMOM TpPEX OCHOBHBIX CHMIITOMOB:
MAOTEHHBIN apTPUT, TAHTPEHO3HAs MUOJEP-
MuUsl 1 akHe. 3abosieBaHre OObIYHO HAYMHAET-
Cs ¢ apTpuTa B IETCKOM BO3pacTe, a B IOAPO-
CTKOBOM TIEpUOJIe HAYMHAIOT TIPOSIBISTHCS
KOKHBIE CUMITTOMBI.

Cunmpom bmay xapakrtepusyercs cemeii-
HbIM TI'DaHYJIEMaTO3HbIM apTPUTOM, YBEUTOM
M KOXHBIMM TpaHyjJemaMu. TuI HaclienoBa-
HMST — aQyTOCOMHO-TOMUHAHTHBIN. Y maimeH-
TOB C 3TMUM CHHIPOMOM 4acTo HabJtomaeTcst
kamnropakTwius, y 30% pasBuBaercsi 60-
ne3nb Kpona. I[lepBbie cMMITOMBI OOBIYHO
MaHUDECTUPYIOT B Bo3pacTe 10 4 JieT.

CANDLE-cuHApOM MOJTy41J CBOe Ha3BaHUe
IO MepBbIM OYKBaM OCHOBHBIX CUMIITOMOB Ha
AHIJIMIICKOM SI3bIKE: «XPOHMYECKUI aTUITU-
YeCKUii HeUTPODUTbHBINM TEPMATO3 C JTUTIONH -
cTpodreil M TIOBBIIIEHHOUM TeMIIepaTypoii».
JIuxopasika ¥ ChITIb MOSIBJISIIOTCS B TIEPBbIE Me-
csibl ku3HU. KoxXHble oyaru mpencTaBisiioT
cO0OI KOJIbLIEBUIHBIE 3PUTEMATO3HBIE OTEY-
Hble Onsiiku. Ha BTopoMm fecsTuieTuu XKu3Hu
Pa3BUBAETCS MPOTPECCUPYIOLIAst TUTTOAUCTPO-
(bus ¢ nperMyiIeCTBEHHBIM MOPAKEHUEM JIU-
11a U BEpXHUX KOHEYHOCTEN.

Neyenue

[lpu riaHUpoOBaHMM W TIPOBEAEHUU KOHT-
POJIMPYEMBIX MCCJICIOBAHMIA B IETCKOM TMOTy-
JIALMM, B TOM ymcie y neteit ¢ FOUA, Bo3Huka-
€T psiJi TPYAHOCTEM, CBSI3aHHbBIX C HEOOIbIINM
00bEMOM pbIHKA (M, CJIel0BATEIbHO, MEHb-
MM KOMMEPUYECKUM MHTEPECOM ISl (hapMUH-
IYCTPUM), HEOOXOMMMOCTBIO YJacTHs OOJIBIIO-
T'0 YMCJIa KITMHUYECKUX LIEHTPOB JUISI OBICTPOTO
Habopa TpeOyeMOro KOJMYECTBA MAllMEHTOB,
a TaKxe crieliupuueckKumMy neanaTpuiecKuMu
npoGieMaMu (MHCTPYMEHTBI JUIsI OLIEHKU TsI-
KEeCTH 3a00JIeBaHMs y JeTei, IETCKHE JieKap-
CTBeHHBIE (hOpMBI MpemnapaToB u 1p.). Kpome
TOrO, JETU HE SIBJISIIOTCS «MaJIEHbKUMU B3POC-
JIBIMU» — MeTab0JIM3M BEIIECTB B IETCKOM Op-
raHU3Me OTJIMYAETCs OT TAKOBOTO Y B3POCIIbIX,
YTO OOYCJIOBJIMBACT pa3inyuusl B (papMakoKu-
HEeTHKe, (hapMakoauHaMuKe U 3(heKTUBHOC-
TH JIEKAPCTBEHHbIX CPEJICTB.

[MepBble 3aKOHOMATEIbHBIE AKThI, PEryJv-
pyiolue poBeAeHNe KIMHUIECKUX UCCIIeN0-
BaHmii y nereit, mossBuinch B CILIA B KoHIIe
1990-x romos. B 1997 r. YmpaBiaeHuem 1o
KOHTPOJIIO KayecTBa MUILEBBIX TMPOIYKTOB
u JexapctBeHHBIX mpernaparoB CIIA (FDA)
Obl1  MpPUHAT MOJEPHU3ALMOHHBINA  aKT,
a B 2002 . — 3aKoH 00 yny4lieHuu apMako-
Tepanuu B neauatpuu. O6a JOKyMeHTa ObLITU
HarpaBjeHbl Ha CTUMYJIMPOBAaHUE TPOBEIEC-
HMSI KIIMHUYECKUX UCCIeIOBAHUI Y IeTel TTy-
TeM TPEIOCTABICHUSI TOTTOJTHUTEBHBIX 6 Mec
MATEHTHOW 3allUThl Ul pa3pabaThiBAEMOTO
JIeKapCTBeHHOro cpenactsa. [IpoBemeHue Te-
IUATPUYECKUX UCCIIeOBAaHUI He ObLIo 00s13a-
TEeJIbHBIM, HO MOTJIO OBITh 3aTpeOOBAHO Ha OC-
HOBaHMM MMCbMEHHOTO 3aI1poca Mpy HaTUIUK
MOTPEOHOCTE CHUCTEMBbl 3IPAaBOOXPAHEHUS
(HampuMep, IS JIeUeHUsT OHKOJOTMYECKUX
3aboneBanuii y mereii). B 2007 . Konrpecc
CIOA mnpomnun aeiicTBUe 3TUX 3aKOHOA-
TEJIbHBIX aKTOB M OOBEIUHWI MX B KauecTBE

TOTIPAaBKU K 3aKOHY 00 YIpaBJIeHUH 10 KOHT-
POJIIO KauecTBa MUIIEBBIX TPOAYKTOB U JIeKap-
CTBEHHBIX IpernapaToB.

B 2007 . EBpoxomuccus u EBponapiameHT
0I00PUIIN 3aKOHOIATEIBCTBO O TIeUaTpuyec-
KUX JIeKapCTBEHHBIX cpeacTBax. OCHOBHOI
1IeJIbI0 HOBOTO 3aKOHOJATENIbCTBA SIBISIIOCH
yJydllieHue 310poBbs Aeteil B EBporne myrem
COJEMCTBUS pa3paboTKe TIeauaTpuyeCcKux
TpenaparoB U 00eCTeYeHNI0 UX TOCTYITHOCTH,
a TakXe MpeaoCTaBIeHNe rapaHTUii TOro, 4YTo
JIeKapcTBa, Ha3HayaeMble JETSIM, COOTBET-
CTBYIOT BBICOKMM TPEOOBAHUSIM, TIPEbSIBIsIC-
MBIM K KaueCTBY, 1 ObLTU HaUIeXaluM oopa-
30M HCCJIEI0BaHbI U OJOOPEHBl K MpUMEHe-
Huto. Haurnas ¢ 26 utonsg 2008 . ipu nogave
PErMCcTPallMOHHOTO 0Che KOMITaHUsI-pa3pa-
0OTYMK JOJXKHA TMPEACTABIATH Pe3YJbTaThl
MeAUaTPUIECKUX WCCIIEOBAHUM, TPOBEICH-
HbBIX B COOTBETCTBUM C PaHEE YTBEPXKACHHBIM
TJTaHOM, WK pellieHre EBpormeiickoro areHT-
CTBa I10 JIEKapCTBeHHBIM IpernapataM (EMA)
0 TPEJOCTABIEHUM OTKa3a OT TPOBEINEHUS
MeAaTpUIeCKuX UCCIeNOBaHUM MO0 UX OT-
Cpouke.

Bollieyka3aHHble aMEpUKAHCKUE U €BPO-
nelickie HOPMBbI TOJIOXWIM Hayalao Cepuu
KJIMHAYECKUX UCTIBITAHWI, THULIUUPOBAHHbBIX
MexnyHapoaHOW TeaMaTpuyecKoi peBMaTo-
JIOTUYECKOW OpraHM3alueil Mo KIMHUYECKUM
nucciaenoBanmsaMm (the Pediatric Rheumatology
International Trials Organisation — PRINTO)
u [lenquatpuyeckoii peBMaTOJOTUUYECKON 00b-
€IMHEHHON MCCIEN0BATENbCKON TPYIIONA
(Pediatric Rheumatology Collaborative Study
Group — PRCSG), no usyuenuio acpdek-
TUBHOCTM MMMYHOOMOJOTMYECKUX Tperapa-
ToB B jieueHun FOMA. Cnenyer oTMeTUTh, 4TO
0COOEHHOCTH AM3aiiHa paHIOMU3MPOBAHHBIX
KOHTponupyembix uccienoBanuii  FOUA,
B OCOOEGHHOCTHU MPUMEHUTETBHO K TeHHO-MH-
JKEHEpHBIM OMOJOTMYECKUM TpernapaTtam, 3a-
KJIIOUAIOTCS B TOM, UTO MepBoit Ba3oil ucciue-
JOBaHUS SIBJISIETCS HE TUIaie00-KOHTPOIMpYe-
Mas daza (Kak Tmpu peBMaTOMIHOM apTpuUTe
B3pPOCJIbIX), a MPUMEHEHNE M3y4aeMOro Ipe-
rapara B OTKPBITOM PEXHMe, OOBIYHO B TeUe-
Hue 3 mec. Eciiu nocturaercst 30% ynyudineHue
CTaHIAPTHBIX TOKa3aTesieil aKTUBHOCTU 3a-

3n0poBs” YKpainu

JluHaMMKa TIepeyrcleHHbIX [oKa3areseit
B TIpoliecce JIeYeHMs TMO3BOJISIET OLIEHUBATh
crenieHb ¢ dekTuBHocT: 30% yaydlieHue
rokasaresieil Mmo3BoJisieT cyuTaTh 3PbdeKT
YMEPEHHO TMOoJIOKUTeNbHbIM, 50% — Xopo-
M, 70% — oueHn xopownM. [Tocie mosyye-
HMSI TIEPBBIX PE3YyJIBTaTOB UCCIEI0BAHUI C aH-
ti-TNF-npenaparamu ¢ yueTroM oueHb XOpO-
Iero KJIMHUYecKoro addexra Kputepuu
ACRpedi ObutM momosiHeHbl MoHsSTHEM 90
n 100% sddextuBHocTH (ACR Pedi 90 u
ACR Pedi 100).

ITpumepoM TIIATETBHO CIUIAHUPOBAHHOTO
MeUAaTPUIECKOTO KOHTPOJIUPYEMOTO HCCIe-
JIOBaHUSI, COOTBETCTBYIOILETO  BBILIEYKa-
3aHHBIM TPEOOBAHUSIM, SIBJISIETCS MYJIBTULIEHT-
pOBOE pPaHJAOMU3MPOBAHHOE TILIale00-KOHT-
ponmpyeMoe MccieqoBaHue 1O OIleHKe -
(exTMBHOCTM M Oe30MacHOCTU agaaTumMymada
B neuenuu FOUA (D.J. Lovell u coasr., 2008).
B sTOM HccnenoBaHuK B TeUEHUE MEPBOM OT-
KpbITOi 16-HenmenbHOW (a3bl TMalMEHTHI
¢ FOWA B Bo3pacte 4-17 net (n=171) nomnyya-
M agamuMyMad B mo3e 24 mr Ha 1 M 1 pas
B 2 HeleJu TOAKOXHO (MakCMMallbHasl 103a
40 wmr). Ilepen HavasoM 3Toii (a3bl MmarueH-
TOB CTpaTU(hULMPOBAIA B 3aBUCHMOCTU OT
HCIIONIb30BaHUST MeToTpekcaTa. [lo okoHya-
vy (asel 133 maumenra, gocruriane 30%
yaydiieHus mo getckuM kpurepusm ACR
Pedi 30, 6bIM paHmOMU3MPOBAHBI B 32-He-
JIEJTLHYIO JIBOMHYIO CJIeTyo Tuiale60-KOHTPO-
JMpyemylo a3y s MoJaydeHus agaauMymada
B 03¢ 24 MT Ha | M>TIoaKOXHO 1 pa3 B 2 Heze-
M (MakcUMajbHast qo3a — 40 Mr) wiM Iuia-
ue6o. [larmeHTb, OKOHYUBILINE pPAaHIOMU-
3UPOBAHHBIN TEPUOJ, MOTJIU IPOIOIKATh
MPUMEHEHUE alaiuMyMada B OTKPBITON (hase
nucciaenoBaHusl. DHPEKTUBHOCTb Tepanuu
oneHuBanach o kputepusm ACR Pedi. [Tep-
BUYHOU KOHEYHOW TOYKOU CIIYXKWJ MPOLIEHT
MALMEHTOB, y KOTOPBbIX BO BpEMs [BOWHOM
cnenoit (a3l McciaenoBaHUsS HAOIIOIATOCH
oboctpeHue. [log obocTpeHreM 3ab01eBaHMS
MOJPa3syMeBaioCh yXYIIIEHHe KaK MUHUMYM
Tpex u3 mectu fomeHoB ACR Pedi 6oee yem
Ha 30%, mpu 3TOM JOMYCKAIOCh YaydIleHHe
He Oosiee yeM B onHoM aomeHe ACR Pedi Ha
30% w Goplire.

0oneBaHus (Kpurtepuiu

ACR Pedi), manueHTbl BKIIO- 100
yaloTcd BO BTOpylO (hasy uc- 90
CJIeIOBAHMSI U CITy4aiiHbIM 00- 80 -
pa3oM pacmpenessiioTcs B OMHY . 70 |
W3 IPYMI Tepanuu (Tpyriy uc- °s |
CJIeyeMOro JIeKapCTBEHHOTO 2 60
CpeacTBa WM TPYIY IUlale- g 50 1
00). DTHuyecKre TPUHIIUIIBI 2 40
MPOBEIEHUS] KITMHUUECKUX UC- 5[ 30
CJICIOBAHMIA B TIEAMATPUU TIpe- |
JyCMaTpUBAalOT CTPOToe co0- 20
JIIOJICHUE MHTEPECOB pebeHKa, 10 7
MO3TOMY B cliydae 000CTpEHMS 0
3a0071€BaHMS B TUI1aLIe00-KOHT-

ponupyemoii daze PKU maum-

p=0,03 p=0,02

n
65

43
37

Mnauebo Apanvmyma6
C metoTpekcatom

Mnauebo Ananvmymab
bes merorpekcara

€HT TPEeXIEBPEMEHHO BBIObI-
BaeT U3 9Toi (a3bl U B Cilyvae
corylacHsl MalyMeHTa U POIUTENIE BKITH0YAETCsI
B TPETWIl 3Tall MCCIEAOBAaHUS — TIPOMOJIKU-
TeJIbHYIO OTKPBITYIO a3y, IUIUTeTbHOCTh KO-
TOPOI MOXET COCTaBJISITh HECKOJIBKO JieT. Ta-
koii Bun musaitHa PKW HasbIBaloT «au3aiiH
C BbIOBIBAHMEM», a JIaHHAsI METOIMKA, KpOMe
JI0Ka3aTesIbCTB 3(GEKTUBHOCTU MCCIIENLYeMO-
ro Tpernapara, 1aeT JOMOJHUTEIbHYI0 HH(OP-
MAIIUIO O TOM, KaK JIOJITO coxpaHsieTcst apdexT
MPUMEHSIEMOTO OMOJIOTMYECKOro Tperapara
MOCJIe €r0 OTMEHBI, UYTO MMEET BaXKHOEe 3Haue-
HME [UIS1 KITMHUYECKOI TTPAKTUKHU.

st OLICHKU pPe3yJbTaTOB KIMHUYECKUX
HCCeIOBAaHUI B MEAUMaTPUUYECKON peBMaTo-
noruu (rmpu FOMA), momMrmo ocoboro am3aii-
Ha, UCTIOJIb3YETCs U crieln(PUIecKuii MHCTPY-
MEHT OLIEHKU 3(P(HEKTUBHOCTH TEPAITMU B BU-
ne xputepueB ACR Pedi 30, 50, 70 (memgmuart-
pUyYecKre KpUTepuu AMEpPUKaHCKOW KOoJlie-
run pesmarosioroB 30, 50 u 70% otBeTa Ha Te-
parmio), BKIIoYaonumx 6 mokasareneit: 1) Ko-
JINYECTBO «aKTUBHBIX» CYCTaBOB (13 75 cycTa-
BOB); 2) KOJIJUYECTBO CYCTABOB C OTPAaHUYCHU-
eM ¢pyHkumn (13 75 cycraBoB); 3) COD u/unn
CPBb; 4) o6111y10 O1IEHKY aKTUBHOCTU 00JI€3HU
o MHeHuIo Bpaua (BAILLI); 5) ouienky o61iero
CaMOYYBCTBUSI  (aKTMBHOCTU  OOJIE3HM)
10 MHEHMIO TMalMeHTa WIA ero poauTesei
(BAIII); 6) olileHKY (DYHKIMOHAIBHOM CIO-
cobHocTH ¢ momobio onpocHuka Childhood
Health Assessment Questionnaire — CHAQ.

-

Puc. MpoueHT o60cTpeHnnit Bo Bpems ABOIHOI cnenoii ¢pasbl

(16-48 Hen)

CoracHO TOJYyYeHHBIM pe3yibTaTaM BO
BpeMs JBOWHOIO CJICTOro rnepuojaa B Ipyrire
GOJILHBIX, HE TOJTYYaBIINX METOTPEeKCaT HC-
XOHO, obocTpeHre 3aboseBaHUsT HAOIOMA-
Jochk y 43% TNalueHToB, MOJTyYaBIINX afaiu-
Myma0, u'y 71% GOJBHBIX TPYMIBI MIale6o
(p=0,03) (puc.). B rpymre maureHToB, NCXOI-
HO TPMHMMABIIMX METOTpEKCaT, 000CTpeHUE
IOUA 6b110 0T™MeueHO y 37% GOJBHBIX, TTOJTY-
YaBIIMX agaauMmymab, My 65% — B TpyIe
miane6o (p=0,02) (puc.).

Cpeny MalueHTOB, WCXOMHO TOTyJaBIINX
MeToTpeKcart, Ha 48-if Helese Teparnuu ypoB-
HU oTBeTa Mo Kputepusim ACR Pedi 30, 50
u 70 B rpymre aganumymaba cocrtaBuin 63, 63
1 63% COOTBETCTBEHHO MO CPaBHEHUIO ¢ 38,
38 u 27% B rpymre 1iane6o. YpoBHU OTBETa,
TOCTUTHYTbIE B TeueHHe TMepBbIX 16 Hem, co-
XPaHsUTMCh Ha MPOTSKEHUU TOCTEAYIONINX
2 JIeT Teparnuu agaiuMyMadoMm.

TTomuMmo BBICOKOI 3()(PEKTUBHOCTH, ana-
JNMMyMab TPOSIBISI OJ1aronpusiTHBIN MPo-
¢uab 6e30MMacHOCTH: Ha MPOTSKEHUN TIEpU-
ona HabmoneHus (604,9 manMeHTo-JeT) ciy-
yaeB CMEPTH, 3JI0KaYeCTBEHHBIX HOBOOO-
pa3oBaHUi, OMMOPTYHUCTUYECKUX HH(DEK-
LU, JNEeMUETMHU3UPYIOIINX 3a00JI€BaHUM,
TyOepKyJie3a U JIIOMyC-CUHAPOMA He PerUcT-

PUPOBAJIH.
S
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