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CucTeMHasi KpaCHAsl BOTYAHKA — AYTOMMMYHHOE 3200J1€BaHNe, XaPAKTEPU3YIOIIeecs BbIPAJKEHHBIM MOJUMOPGHU3MOM KINHIUYECKUX
TPOsIBJIEHHIT, HANO0JIee TsKeblil U3 HUX — Jonyc-Hedput. B cTaThe npeacTapieHbl peTPOCTEKTHBHbINA AHAIN3 CJIy4aeB CUCTEMHOM
KPACHO# BOJIYAHKH, OIIEHKA KJIMHHYECKHX MPOABJIEHHIl 3200JeBaHis W BAPMAHTOB Jonyc-Hedputa y nereii B Pecnyoinke bena-
pych u Pecnyosmmke Tarapcran. [Ipoanaau3upoBaHbl JaHHbIe HCTOPHIA 00Jie3Hn 60 MAIMEHTOB ¢ CMCTEMHOW KPACHOI BOJIYAHKOIA,
monyc-HedpuTom. Y BcexX 00JIbHBIX OTMEYAJIOCh KAK MUHUMYM 4 13 11 AMarHoCTHYECKMX KPUTEPHEB, MPELIOKEHHbBIX AMepUKaH-
cKoii Kosuterneii pesmatosioros (ACR, 1997), y 35 nauuenTos auarso3 Hedpputa Bepudpunuposan mopdoornyecku.

YcTaHOBIIEHO, YTO Y JieTeil 00J1e3Hb MPOTEKAET C BHICOKOW CTENEeHbI0 AKTUBHOCTH, ObICTPHIM BOBJIEYEHHMEM MHOIHX OPTaHOB, Tpe-
OyeT arpecCHBHO# Tepanuu ¢ HA3HAYEHHEM HECKOJIbKHX MMMYHOCYTIPECCHBHBIX MPenapaToB. 3a BpeMs HA0I0IeHNS YBETHINBAETCS
MPOIIEHT NAIMEHTOB C MOBPEXKIEHUEM NOYEK, I0ITOMY KOHTPOJIb 32 (DYHKIMEl MOYeK 10/KeH NPOBOAUTHCS Y BCEX JIMIL C CHCTEMHOM
KPACHO# BOJTYAHKOM, 0COOEHHO ¢ paHHMM e00ToM. Jlronyc-HedpuT coyeTaeTcs ¢ IKCTPapeHATbHBIMH MPOSIBJEHUSIMU U NIPEICTAB-
JISieT CJI0KHOCTH ISl TMATHOCTHKY NP HAvaje 3200JeBaHus ¢ nopaxeHusi moyek. O0mas BbKMBAEMOCTh JieTeil MPU CHCTEMHOM
KPACHO# BOJTYAHKE TECHO CBSI3aHA C BHIPAKEHHOCTHIO MOYEYHBIX NPOsiBJIeHUid. JIlomyc-HepUT npeacTaBiseT cepbe3Hyio npodiemy,
TpeOyeT PAHHET0 arpecCUBHOTO BMELIATELCTBA U HENMPEPbIBHOI MOIIePKUBAIOLIEI Tepanuu.
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Systemic lupus erythematosus is an autoimmune disease characterized by a pronounced polymorphism of clinical manifestations.
Lupus nephritis is the most severe manifestation of the disease. The article presents a retrospective analysis of the cases of systemic
lupus erythematosus and assessment of the clinical manifestations of the disease and variants of lupus nephritis in children in the
Republics of Belarus and Tatarstan. The authors analyzed 60 cases of systemic lupus erythematosus, lupus nephritis. All patients
had at least 4 of the 11 diagnostic criteria proposed by the American College of rheumatology (ACR, 1997), and 35 patients had a
morphologically verified nephritis.

It was found that the disease in children developed very actively with fast multi-organ involvement and it required aggressive therapy
with several immunosuppressive drugs. During follow-up, the percentage of patients with renal damage increased, so renal function
should be controlled in all patients with systemic lupus erythematosus, especially with early onset. Lupus nephritis is combined with
extrarenal manifestations and it is difficult to diagnose when it begins with kidney damage. The overall survival rate of children with
systemic lupus erythematosus is closely related to the severity of renal manifestations. Lupus nephritis is a serious problem that
requires early aggressive intervention and continuous maintenance therapy.
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sIBJIeHMEeM 3a00JIeBaHMS CIIyKaT pa3BUTHE JIoMyc-Hed-

CI/ICTCMHaH KpacHasg BOJIYAHKA — ayTOMMMYHHOE
puta, Kotopoe ormedaercs B 20—80% caydaen [1-3].

3a00j1eBaHUE, C BbIPAXKEHHBIM MOJIMMOP(GU3MOM

KJIMHUYeCcKUX TmposiBiieHuit [1, 2]. OHa xapakrepusy-
€TCSl IeHEepaM30BaHHbIM  MOPAXEHUEM  MUKPOLIUP-
KYJSITOPDHOIO pycjla M CUCTEMHONM Je30praHusanuei
COEIMHUTEIbHON TKAHU C KOXHBIMU, CYCTABHBIMU U BUC-
LepaJlbHbIMU U3MeHeHussMU. Hanbosee TsDKeabIM Ipo-

Jlionyc-HepUT — 3TO MOAEIb HMMMYHOKOMILIEKCHOTO
BOCMAJIEHUSI, MEXaHWU3M pPa3BUTUSI KOTOPOIO OTpaxaer
MaTOTEHE3 CUCTEMHOW KpAaCHOW BOJMYAHKUA B LIEJIOM.
HMMeHHO BOBJIeUEHME B MATOJOTMYECKUI MPOLIECC MOYeK
U OIpeaesisieT TSLKeCTh 00JIe3HU, NaIbHEWIIMI ITPOTrHO3
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OPUINHAJIbHbIE

MalMeHTOB B OTHOLIEHUHU 3a00JIeBaHMSI, a OCIOXHEHUSI,
CBSI3aHHbBIE C JIIOMyC-He(MPUTOM, CIyKaT OCHOBHOM TpH-
YMHOU JIETAJIBHOCTU Y JAHHOM KAaTeropuu IMalueHToB [2].
3a nocaenHue 5—10 jeT BbDKMBAEMOCTb MPU BOJYAHKE
CYILIECTBEHHO YJIy4ylllMIach, OMHAKO CPeld OCHOBHBIX
MPUYMH CMEPTHOCTU OOJILHBIX JTUAUPYET MOYeUHast Hel0-
CTAaTOYHOCTH [3].

JlmarHoCTuKa CUCTEMHOM KpacHO# BOJYaHKU Oa3u-
pyeTcs Ha pe3yJibTaTaX KIMHUKO-1a00paTOpHbIX, UMMY-
HOJIOTMYECKUX U CEepOJOTUYECKUX METOAO0B MCCIenO0-
BaHus. Hanuume 4 u3z 11 kpurepues, MpemioKeHHbBIX
AMEpMKaHCKOIl KOJIJIeTUEld peBMAaTOJIOroB, II03BO-
JISeT cUMTaTh IMarHo3 JOCTOBEPHBIM, Hajauyue 3 Mpu-
3HAKOB — BEpOSATHBIM [1, 2, 4]. [To maHHBIM IUTEPaTYpPHI,
y OETe C CUCTEeMHOW KpacHOM BOJYAHKON JIIOITyC-
HepuUT BcTpevaeTcs yalle (KIMHUYECKU JUarHOCTUPY-
ercsty 70—75%) v mpoTeKaeT TsiKesiee, YeM y B3POCIIbIX.
ITpumepHo y 1/3 GOJBHBIX KIMHUYECKHUE MPU3HAKU
HopaxkKeHus IoYeK HaOII0Ja0TCs yKe B 1e0loTe 3a001e-
BaHUS, TPUYEM y KaxKJO0ro BTOPOTO M3 HUX MOYEUYHBIM
CUHAPOM SIBJISIETCS BEAYIIUM W JOMUHUPYIOIINM, (hOp-
MUpPYSl TaK Ha3blBaeMble HehpUTHUYECKHE MacKHU BOJI-
YaHKM. Y OOJBIIMHCTBA OCTAJIbHBLIX OOJBHBIX JIOIYC-
HedpUT pa3BUBAETCS B Te€UEHUE BTOPOTO WJIU TPETHETO
NoJIyrogidi ¢ MOMEHTa Hayajla CUCTEMHOI KpacHOM
BOJYaHKM U JIUIIb B OTAEIbHBIX HAOIIONCHUSIX TTO3HEE.
Puck BO3HUKHOBeHHUSI HeppuTa y OOJbHBIX CIIYCTS 5
JleT 1 Oosiee mocie aedrTa BOJYAHKUM OTHOCUTEbHO
HeBeJuK [5—7].

JlnarHocThKa TOpaxXeHus MovyeK IMpU CUCTEeMHOM
KpacHOU BOJIYaHKE, COIJIACHO peKOMeHmalusIM Ame-
pUKaHCKoOi Kkojuieruu peBmartosiorop (ACR), 6asu-
pyeTcs Ha CIeAyoIIMX KPUTEePUSIX: KIMHUYEeCKUE
1 JabopaTOpHble TPOSIBIIEHUS B BUAE MPOTEUHYPUU
>0,5 r/cyt (wnu 6oJiee 3 «+» IpuU ONpeaeaeHU TeCT-M0-
JIOCKOM) W/WIM HaJIUuuMe KIJIETOYHBIX CKOILUICHUI,
BKJIfOUasi CKOIUIEHUsI DBPUTPOLMTOB U LMJIMHAPOB
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(reMorjIoOOMHOBBIX, 3€PHUCTHIX, TYOYJISIPHBIX WA CME-
maHHbIX). KpoMe Toro, MoxXHoO 3aMeHUTh OIlpelie/ieHIe
VPOBHSI CYTOYHOM MPOTEMHYPUU OIpeAeeHUeM COOT-
HOILIEHUsI COmepKaHWs MPOTEUH/KpPeaTMHWH B Moue
(ImarHocTuyeckasi rpaHulia 3Toro mnokasarenst >0,5)
U HaJIW4YMsl aKTMBHOTO MOYEBOIO ocadka (>5 apurpo-
LIMTOB B MOJIE 3peHMs, >5 JIEHMKOLUTOB B I10JIE€ 3PEHUS
MpU MUKPOCKOTIMM OcCaaka MOYU TpPU HCKIIOUEHUU
undekuuun) [1, 3]. JIONOJHUTENbHBIM KpUTEpUEM
cyXaT pe3yabTaTbl THCTOJOTUYECKOTO MCCAeA0BaAHMS
Ouoritata MOYKU C MOATBEPXKISHUEM HaTUYMST Xapak-
TEPHOTO MJis JIonyc-HedpruTa UMMYHOKOMILIEKCHOTO
MopakeHUsI MoYeK.

CoBpeMeHHOe JiedeHue JIoIyc-HedpuTa COCTOUT
U3 IByX (pa3: HauyajabHOIl (CTapToBasi, MHAYKLMOHHAS)
U NoaaepKuBapolIeil (paciuupeHHas). Bo BpeMst muHIyK-
LIMOHHOHK (ha3bl TPOBOAWTCS WHTEHCUBHOE JieUeHUe
[JIIOKOKOPTUKOUIAMU B KOMOMHALIUM C IPYTUMU UMMY-
HOAeTpeccaHTaMu [JIsi OBbICTPOrO TIMOAABICHUS MMMY-
HOKOMIIJIEKCHOTO BOCIAJIeHUsI TOYeK M TpeKpalleHus
pa3BuTUs TOBpexaeHus. [lomaepxkuBarolias Tepamnus
MpUMEHSsIeTCsl ISl 3aKperuieHusI PEMUCCUU U TIpedy-
MpeXaeHus: 000CTPeHUIi MyTeM MCIOJIb30BaHUS Tpera-
paTOB WJIM PEXKMMOB JIeUeHUsT ¢ MEHBIIIMM PUCKOM DPa3-
BUTUSI OCJIOXKHEHUI [2—4].

Ienp wuccaenoBaHus: PETPOCTIEKTUBHBINM — aHaIU3
CJlyyaeB CHCTEMHOM KpaCHOM BOJYAHKM, OLIEHKA KJIM-
HUYECKUX TMpOsIBIEHUIl 3aboieBaHWs] W BapyUaHTOB
monyc-Hedputa y gereii B Pecnydnuke bemapych
u Pecrryonuke TaTtapcraH.

XapaktepucTtuka getev u MeToAbl UCCeAoBaHNS

I[IpoaHanu3upoBaHbl OaHHBIE MCTOpPUIA OOJE3HU
60 manueHTOB (52 AEBOYKM M 8 MallbuMKOB) C JuMar-
HO30M CHUCTEMHOM KpacHOU BOJIYaHKU, JIOIyC-Hed-
puTa, HaXOAUBIIKUXCS Mo HabaoaeHueM B Pecry6u-
kaHckoM lleHTpe meTckoil HedpoJOTMM M MOYEUHON
3aMECTUTEIbHON Tepanuun Y3 «2-s JleTckas KJIMHUYE-
ckas 6onpHUMILIa» MuHCcKa B nepuofa ¢ 1998 mo 2013 .
U Ha CTallMOHAapHOM JiedyeHuM B JleTcKoil pecrny0Oau-
KaHCKOM KJIMHU4Yeckoi 6onbpHuiie M3 PT 3a nepuon
¢ 2000 mo 2017 r. ¥ Bcex malMeHTOB OTMEYaloCh
KakK MUHUMYM 4 u3 11 IMarHOCTUYECKUX KPUTEPUEB,
MpeaoXeHHBIX AMEpUKAHCKOM KoJjjierueil peBma-
tosoroB (ACR, 1997), y 35 maiueHToOB AuarHo3 Hed-
puta BepudunupoBaH Mopdonornyecku. OLiEHEHBI
HavyajJbHble IIPOsIBIEHUSI O0JE3HU, BO3pacT AedioTa,
BpeMsl OUAarHOCTUKM (OT MEepBOro CUMMTOMA K IMa-
rHO3Y), KIMHUYECKHUE TPOSIBJIEHUS B MOMEHT IOCTa-
HOBKU MAarHo3a, MJIMTEJIbHOCTh CUCTEMHON KpacHOU
BOJTYAHKM U JIeUeHHE K MOMEHTY HedpoOMOoICcuu,
aKTUBHOCTb OoJie3HM. 3a BpeMsi HabmwogeHus (ot 3
Mec 1o 12 jer) nmpoaHaau3uMpoOBaHa 4acTOTa 3KCTpape-
HaJIbHBIX U PEHaAJTbHBIX 000CTpEHUI, OlleHEHA aKTHB-
HOCTb, IMOJIyUeHHOE JIeYeHrEe U UCXOJ.

CTaTUCTUYECKUIT aHAJIM3 BBIMOJHSUICS € TMOMOIIBIO
rmaketa rporpamm Statistica 10.0 u Microsoft Excel.
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Makaposa T.1I1. u coasm. XapakTepucTHKa CUCTEMHOI KPaCHOI BOJYaHKM M Jtonyc-HedpuTa y neteii B Pecriyonuke benapych u Pecry6inke Tatapcran

Pe3ynbraTbl

CpenHuii BO3pacT IOSIBICHUST TEPBbIX MPU3HAKOB
3ab0seBaHus coctaBua 12,77£2,68 roma (ot 6 o 17 neT).
Cpeny MpoBOLMPYOIIMX (PAaKTOPOB BO3HUKHOBEHMUS
CUCTEMHOM KPacHOW BOJIYAHKU OTMEYEHBI WHCOJSILUS
(76,7%), nudexuuu (13,3%), nacneacrseHHOCTb (5%),
nicuxorpaBMa (5%). Y 70% mnauueHTOB Cpeiud TMepBbIX
CUMIITOMOB  3a00JieBaHUSI JAOMUHUPOBaIW  OOlIUE
HecnienuUIecKre TpOsIBICHUS: JIMXOpaaka, Hapacra-
jolasi ¢aabocTb, HEAOMOTraHWE, CHIUKEHME allleTuTa,
MoTepsl Macchl TeJa, IMMdaaeHOmaTus.

IMopaxeHuss KOXHU XapaKTepU3OBAIUCh IKCCylda-
TUBHOW spuTeMoil («0abouka») y 70% (42 pebeHka),
KanuusiputoM JamoHeir y 20% (12 mereil), msATHH-
CTO-TIaIyJIe3HOM Chinbio y 16,7% (10 nereit), nmerexuaib-
HO-IISITHUCTOM ChIMNbIo Y 6,7% (4 pebeHKa), MopaxkeHueM
30HbI «aekobre» y 1,7% (1 pebeHok). [Tpu mopaxkeHUU
MPUIATKOB KOXHW M CIUM3UCTBIX 000JIOYeK OTMEYalINCh
CTOMATHUThI, TUHTUBUTHI, adThl B 15% ciyuaes (9 meteii),
xeiauT Bo3HUK y 11,7% (7 nerteit), BbIIAIE€HHUE BOJIOC
y 11,7% (7 nereir).

K npyrum Haubosee pacnpocCTpaHEHHBIM 3KCTpape-
HaJIbHBIM TTPOSIBJIEHUSIM OTHOCHUJICSI CYCTaBHOIM CUHIPOM,
KoTopblii Habonancs y 68,3% narueHtoB. OTMedannch
TaKkxXe TMopaxkeHue cepaua (IKCCyAaTUBHBIN MepUKapauT
u runeptpodust muokapna) y 21,7% (13 nmeteit), ayronm-
MyHHBIA THpeouaut y 13,3% (8 meteii), ayTOMMMYHHBIA
rematur 'y 6,7% (4 pebGeHka), IMOpaXeHHWE HEPBHOM
cucremsl y 8,3% (5 nereii), uieBpur y 3,3% (2 neteit).

3abosieBaHue B Je0I0TE XapaKTeprU30BaI0Ch BEICOKOI
U YMEPEHHOM CTEIEeHbIO TyMOpPaJbHOW aKTMBHOCTH
KpPOBH, CJyyaeB HU3KOH aKTUBHOCTU Yy TIAlIMEHTOB
C CHCTeMHOIl KpacHOU BojyaHKOi He Obu1o. I[ema-
ToJlorMyeckass MaHudecTalus oTmedyeHa y 9 nereid,
y 1 IeBouKku MmopaxeHue MoyeKk pa3BUIOCh CIYCTS 5 JeT
TEUCHUST TSKEJIOM TeMOJMTUYECKON aHeMUM. AyTOUM-
MYyHHasl LIMTOTIeHUsT ObUTa eMMHCTBEHHBIM TIEPBBIM TTPU-
3HAKOM CUCTEMHOI KpacHOI BOJIYAHKU Yy 4 MalUEeHTOB;
1 ManpuuMK C mepBOro rojaa KM3HU HaOJIOAICS C auar-
HO30M «BPOXIEHHBI HWMMYHOIeMULNT», TOpaKeHUe
MOYEK y HEro IMarHoCTUPOBaHO K 14 rogam.

OtaenbHO cienyeT OTMETUTh MajibuMka u3 Pecry0-
quku benapych, HaxomMBILIErocsl MoA HaOJIOACHUEM
reMaToJIoroB C ABYXJETHEro Bo3pacTa C JAMarHo30M
«TeMaToCIJICHOMETAIUsI HESICHOM 3TUOJIOTUM, aHEeMUs
CpenHell cTerneHu TsokecTh». [1o pesynbrataM KOCTHO-
MO3TOBOI MYyHKUWM JTMArHOCTUPOBAHbI MUEIOAMCILIA-
CTUYECKUI CUHAPOM, pedpakTepHasi aHeMUSI C OOIbIINM
KOJIMYECTBOM OsiacToB. B msTwiieTHEM Bo3pacTe MaHM-
decTupoBal MOYEBOM CUHIPOM, HO POAUTEIN pedeHKa
KaTeropu4eckKy OTKa3bIBaJIMCh OT Heppodbuoncuu. Juar-
HO3 CUCTEMHOM KpaCHOM BOJYAHKMW BIEPBbIC MTOCTABICH
B 8 sieT, MOp(MOJIOrMYecKu Jonyc-HepuT BepuduULIm-
pOBaH TOJILKO B Bo3pacte 14 jier.

OTyYeTIMBOE BOBJEUEHHUE B IMPOILECC MOYEK OTMeva-
nocky 58,3% (35 neteit). COOTHOILIEHHE AEBOYEK U MaJIb-

YUKOB C Jiolyc-HedpuroMm coctaBuiio 7:1. B nmeGiorte
3a00j1eBaHMsI BOJIYAHOUHBIM HepUT MaHU@ECTUpOBa
y 46,7% (28 nmeteii).

B TeueHue roma mocie gedroTa CUCTEMHOM KpacHOM
BodaHKK Hedpur Bo3HUK Yy 8,3% (5 mereit). Cryctst
roji mocjie Havyayua 3a00eBaHUsI TIOYEYHbIe MPOSBICHUS
umenuch y 16,7% (10 nmereit). Jlronyc-HedpUT ¢ MUHU-
MaJbHBIM MOYEBBIM CHHAPOMOM (CyOKJIMHMYECKas
nporeuHypusi) Habmonaics y 18,3% (11 mereir). Jromyc-
HedpUT ¢ He(POTUUYECKUM CUHIPOMOM BBISIBJIEH TaKKe
B 18,3% cnyuae (11 mereit). AKTUBHBIA JIOITyC-HEeDPUT
C BBIPAXXEHHBIM MOYEBBIM CHHIPOMOM muMmeics B 13,3%
ciayyaeB (8 geteit). BricTpomporpeccUpyooluii riome-
pysnoHedpUT (ITOAOCTPLIIA, 3T0KAYeCTBEHHbII 3KCTpaKa-
MWUISIPHBIN) oTMeuasics B 8,3% ciydaes (5 aereit).

Mopdoaornueckoe MCCAeAOBAaHUE ITOYEYHOU TKAHU
C BbIAEJIEHUEM Kjacca, MHAEKCOB «aKTMBHOCTU U XPO-
HU3aLUMW» IPOBOAUIOCH corjacHo Mopdonornyeckoi
knaccudukanuu BcemupHoro oOiectBa He(hpoIoro
u naroMopdosoro 2004 r.; 10 MOSBICHUS 3TOM KJIaCCU-
ukaruu ncnons3zoBaavch kputepun BO3 1995 . Crenr-
nbruyecKuMU UIsl JIIoMyc-HedpuTa CUYMTAIUCE: SiAepHast
aToJIOTusI, KapUOpPeKCHUC, HeKpo3, (PUOpHHOMIHbIE
U3MEHEHUsI, TMaJJMHOBbIe TPOMOBI B TPOCBETE KaIluj-
JISIPOB KJIyOOUYKOB, BUAOM3MEHEHME MX 0a3ajJbHBbIX MEM-
OpaH 1O TUIY MPOBOJIOYHBIX METeNb, IHAOKATWILISIPHAs
KIeTouyHasa mnpoaudepauusi, MHGWILTpALUS HEUTPO-
duiamMy, Haluuue KIETOUHBIX <«IOayJlIyHuil». Hedpo-
oGuoricus IpoBeneHa 35 MalueHTaM C JII0IyC-He@pPUTOM.
Boigsnennr: 1l kimacc — MesaHruompoardepaTuBHBIA
roMepyaoHedput — y 5 nammenTos; 1IB kinacc — rimome-
py/IoHEe(MPUT C M30JIMPOBAHHBIM MOPAKEHUEM ME3aHTusI,
nponudepanueil Me3aHruanabHbIX CTpykTyp — y 3, IIIB
Ki1acc — (pOKaJIbHO-CEIMEHTAPHBIN TJI0MEPYI0HE(DPUT,
AKTUBHBII, aCCOIIMMPOBAHHbINM C yMEPEHHBIMU CKJIEPOTH-
YeCKMMM TOBPEXKIEHUSIMU ME3aHTUSI U CETMEHTapHBbIMU
OTJIOKEHUSMU SMUMEMOPaAHO3HOPACIIONOKEHHBIX JIEIO0-
3utoB — y 4; IV kinacc — auddysHblii monyc-He@pur —
y 20, V ximacc — MeMOpaHO3HBI JItonyc-HedpuT — y 2,
a taxxke IV B coueranuu ¢ VI kimaccom — y 1 pebeHka.
Y 5 nauuMeHTOB OMOINCUSI TIOYKM BBIMOJHEHA JABAXIbI:
OQHOMY peOeHKY H3-3a HeMH(OPMATUBHOCTU MEPBOIO
HCCIe0BaHUS, Y OJHOTO OTMevaiach TpaHcdopmaius
BapuaHTa MOpaXKeHUsl MoYeK, OTHOMY PEOEHKY C LENbIo
OLIEHKU TPU3HAKOB IMKJIOCTIOPUHOBOI HehPOTOKCUY-
HOCTH (JiIeueHue B TeueHue 4 JieT), OMHOMY — JIsl OLICHKU
MPOrPEeCCUPOBAaHUS, y OAHOrO TMalMeHTa TEePBUYHBIM
IMArHo30M ObL1 TYyOyJIOMHTEPCTULIMAIbHBI He(ppUT,
a TMo3aHee TMPUCOCAMHUINCH 3SKCTpapeHalbHble CUM-
nroMmbl (moareepauics 11 kinacc moryc-Hedpura).

IMoueyHast HeZOCTAaTOYHOCTb OCTPOTO TIEpUOoaa
BhisiBiieHa B 13,3% ciydaeB (8 mereit): ¢ BOCCTaHOBIIE-
HUeM (YHKLNI Toyek yepe3 2 Mec — y 6 aeTeit, 6e3 Boc-
CTaHOBJIeHUsI (yHKUMIA IIoUYeK C TpaHChopmaluei
B XpoHMYecKylo 0ose3Hb mouek (XbBII) V craguu —
y 2. XBIT V cragum ¢ ydyeToM OBICTPOIIPOrPECCUPY-
Io1Iero riaoMepysioHedpuTa Habmwoganzach y 8 meTeid.
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OPUINHAJIbHbIE

3aMecTuTeNbHas Teparusi METOAOM TeMOoAMaIn3a Tpe-
ooBaznach 7 netsaMm. Tpoe 00JbHBIX HAXOAUJIMCH Ha IIPO-
rpaMMHOM remMoiuanuse. TpaHCIUIaHTalMs MoYeK
Obuta mpoBeneHa 2 getssM u3 Pecnyonnku TatapcraH
u onHomy — u3 Pecnyonuku benapych. Ilpu nucnaH-
CEepHOM HaOII0IeHUU B Te€UeHUE 5 JieT Bo3BpaTa Bojya-
HOYHOTO HepUTa B TPAHCIIJIAHTAT HE OTMEUEHO.

OCHOBHOE MECTO B CTapTOBOil Tepaluu CUCTEeMHOI
KpacHOI BOJYAaHKHU, JiIONyc-HedpuTa 3aHUMAIM TJIHOKO-
KOPTUKOUJBI U LIMTOCTaTUYECKUE TpernapaThl. J{luHamuye-
CKOe HabIIoAeHue 3a MaldeHTaMU ¢ CUCTEMHOI KpacHOI
BOJIYAHKOM IMOKa3ajo, 4YTo Ha (poHe Tepanuu OT MOMEHTa
MOSIBJICHUSI TMEpPBbIX TPU3HAKOB OO0JIE3HU OTMeydaeTcs
CHUXXEHUE BBIPAXKEHHOCTU KOXHOIO M CYCTaBHOTO CHUH-
JIPOMOB, 3HAYUTEJIbHO YBEJIMYMBAETCS YacToTa Iopa-
KEeHUSI MOouYeK. XPOHMYECKUII KOXHBIN JIOMyC Yy OeTei
He BBISIBJIEH (B OTVIMYKE OT B3POCIIbIX, Y KOTOPBIX OH Tpe-
o6mamaer) [1]. Yucmo kputepueB ACR ot 6 mo 9. Heii-
POJIIOITYC MO Mepe KyMUPOBaHUSI aKTMUBHOCTU BacKyJuTa
HabJoaeTcsl pexe, CIYCTs IOl Y OJHON AEBOYKHU Aua-
THOCTMPOBAaHA oOvyaroBasi JIeMUeTMHU3ALMs MOoJyllapuid
TOJIOBHOT'O MO3ra € MOC/EACTBUSMU MTEPEHECEHHOTO OMNTU-
KO-X1a3MaJIbHOTO apaxHOMAWTA C YaCTUYHOI aTpodueit
JIUCKOB 3pUTEIbHOTO HepBa. ApTepuajibHasi TUNepTeH3Us
BBISIBJIEHA Y 54 MAlIMEHTOB, renarociuieHoMeranus — y 16,
reMaToJIOTMYECKUE HapylleHus — y 15 u antudochonu-
NUAHBIA cuHapoM — Yy 10.

Bce nauueHTsl B mpouecce IMHAMUYECKOTO HabJo-
NIEHUs MoJiydyalyd T[JIIOKOKOPTUKOUIBI B KOMOMHALUU
¢ mutoctaTukaMu. OTMeueHa CMeHa LIMTOCTaTUYeCKMX
MpernapaToB MPakKTUYECKU Y Bcex jaereil (Kpome 2 maiu-
€HTOB). DNU304bl TIEePHETUYCCKON MHMPEKUMU TOMI-
TBepxkaeHbl B 33,3% caydaeB. Ha doHe my/bc-Tepanuu
nukiodochaMuaoM B CHUHXPOHM3ALMM C Iuia3Made-
pe3oM uepes eHb Y 3 G0JIbHBIX pa3BUIach TsKesas Jieii-
KOIEHUS C MPUCOEAUHEHNEM BUPYCHO-O0AKTEPUATIbHBIX
MH(PEKLU, Y OOHOM NeBOYKU — ABYCTOPOHHSIS ITOJIM-
CcerMeHTapHasi THEBMOHUS, CHUHIAPOM JIbIXaTeJbHbIX
PacCTPOMCTB U AbIXaTelbHas HemocTtaTtouHocTh I cre-
MEeHU, YTO MO3BOJISIET PEKOMEH0BATh HE MCIO0JIb30BaTh
JNAHHBI UTOCTATUK B MOAOOHOM peXuMe M3-3a BbICO-
KOro pucKa pa3BUTUS WHGMEKIIMOHHBIX OCJIOXHEHUIA.
Crepouanblii auaber pasBwicsad y 3 neBoyek. CMepTb
3 maumeHToB (Y BCeX HAa MOMEHT OUArHOCTUKU
CHCTEMHO KpacHOM BOJYaHKU OTMEYAIOCh 9 KpUTepreB
ACR, monyc-Hedpur IV kiacca, BbIpaxeHHast LIUTO-
nenusi, AOC) HacTynuia Mo NpuurMHe MH(MEKIMOHHBIX
OCJIOXKHEHUI U B CUJIy COLMAIBHOIO CTaTyca U HEKOM-
IUIAEHTHOCTU K Tepanuu: MOCTYNWJIU B 3amylIEHHON
dopme, caMOCTOSITETbHO OTMEHSLIU JIeYEHUE, OTKa3bIBa-
JIUCh OT BBIMOJTHEHUS] pEKOMEHIaluii.

OO6cyxaeHue

JnutenpHoe HaOMOAEHME IIAlMEHTOB C JIETCKOM
CUCTEMHOM KpaCHOM BOJIYAHKOW W MPOBEACHUE J10JITO-
CPOYHBIX MCCJIEIOBAHUI 3aTPyIHEHO U3-3a UX Mepexoaa
BO B3pOC/IYyI0 KIMHUKY [5—7]. AHanu3 Hayajiaa 3aboJe-

BaHUS TMOKa3all siBHOE mpeobjagaHue OOLIMX Hecnelu-
(bruecknx CUMITOMOB, CYCTaBHbIX, KOXHbBIX U IeMaTo-
JIOTUYECKUX TMPOSIBJIEHUIA, YTO COOTBETCTBYET JaHHBIM
nurepaTtypbl [6]. Hamnuue TUIMMYHBIX KOXKXHBIX BBICHI-
MaHUi, OCOOEHHO Ha JIMLE, 3HAYUTEJIbHO YCKOpSIeT
MOCTaHOBKY AuarHo3a. CycTaBHOW CHUHIPOM HeCIelu-
(brueH, onHAKO apTPUT MOXET CIYXUTb MEPBbIM TPU-
3HaKOM OOJIE3HU JaXe B JETCKOM BO3pacTe, MO3TOMY
CUCTEMHYIO KPAaCHYI0 BOJYAaHKY HEOOXOIMMO BKJIIO-
4yaThb B JMAarHOCTUYECKUI MOUCK, OCOOEHHO B cllyuyae
COoYeTaHMsl TOpaXeHWUsl CYCTAaBOB C TIemaToJioruye-
CKUMHU cABUTramMu. AyTOMMMYHHasi TeMOJUTUYecKast
aHeMUsI U TPOMOOLIUTOTIEHUSI B KAYECTBE €IMHCTBEHHbIX
HayaJIbHBIX MTPU3HAKOB MOTYT B KOHEYHOM CUETE IpOosi-
BUTbHCS CUCTEMHOM KPaCHOM BOJYAHKOM Yepe3 MHOTO JIET
rocJjie MosIBJIEHUS MEePBbIX MPU3HAKOB, YTO OOYCJIOBIU-
BaeT HEOOXOAMMOCTb CTPOTOro KJIMHUYECKOTo HabJo-
JIEHUs C MEePUOIUYECKUM OIpe/ieIeHUEM aHTUSIIEPHBIX
aHTuten [7]. OLeHKa akTUBHOCTU 00JIE3HU MOATBEpAKIIA,
YTO CHUCTEMHasl KpacHasi BOJYaHKa y JeTell XapakTepu-
3yeTCs1 BBICOKOM M YMEPEHHOM CTEIeHbIO AKTMBHOCTU
rnpoiiecca ¢ J0CTaTOYHO ObICTPHIM BOBJIEUEHUEM MHOTUX
OpraHoB: B TE€PUOJ aKTUBHOTO MPOSIBJIEHUS O0Je3HU
perucTpupyiorcst ot 6 1o 9 kpurepueB ARA. 3a Bpemst
HaOJIIOIEHUS OTMEYaJIoCh OT 1 10 3 AMM30I0B 3KCTpape-
HaJIbHBIX 00OCTPEeHUH, CBSI3aHHLIX Yallle BCETO C U30bI-
TOYHOI MHCOJISILMeN win nHgeKIei, a Takxke Iporpec-
CUPOBaHME 0 XPOHUYECKOI 00je3HU IouyeKk V craauu
HeTPEPbIBHO-PELIUIUBUPYIOLIETO aKTUBHOrO Hedpurta
C IJUTEJIbHO IIepCUCTUpPYIOLIEe HedppoTUuecKoil mpo-
tenHypueil. [lopaxkeHue moyek BBICTYIAeT B KauecTBe
(hakTopa, OTArOIA0IIETO TPOTHO3.

B nmomonHeHue K HapylieHUSIM, OOYCJIOBI€HHBIM
OCHOBHBIM 3a00JIeBAaHUEM, HEOOXOIMMO YYUTHIBATH
MpUcoeIHEeHue TMMOO0YHBIX 3(hdEKTOB, CBSI3aHHBIX
C UCIOJb30BAaHUEM JIEKAPCTBEHHbIX CpPEACTB. PaHHss
BOBJICUEHHOCTb HECKOJIbKMX OPTraHOB, BbICOKAsi aKTUB-
HOCTb 00JIe3HU TPEOYIOT BICOKUX JO3UPOBOK IJTIOKOKOP-
TUKOUJIOB U LIMTOCTAaTUKOB. J103bl MpernaparoB, UCIOb-
3yeMbIX B JE€TCKOM BO3pacTe, BbIlE, YeM MpPU JICYEHUU
B3pocibIx mnauueHToB [2]. Cpeau Haubosiee 3HAYMMBbIX
MOOOYHBIX 3(P(EKTOB 3K30r€HHbIN TUIEPKOPTULIM3M,
OCTEOIOpO3, MPUCOEAUHEHUE WHOEKLIUN, CTEPOUTHBIN
nuabet. Tsokesaple MHGEKUUA Pa3BUINCh Y 6 OOJbHBIX
MPU KUCIOJb30BAHUU PEXUMA TMYJIbC-TEpariuu LUKIIO0-
dochamunom yepe3 JeHb B CUHXPOHM3ALMU C ILJla3Ma-
(epe3om yxe mocie BTOPOTro WJIM TPETbEro BBEACHMUS
LINTOCTaTUKa, B TO BpeMs Kak 4 AeTsIM MyJbC-Tepanusi
HukjgogochaMuIoM IpoBoaMIach 1 pa3 B Mecsll Ha Mpo-
TSKEHUU 6 MeC 0e3 OJO0OHBIX TTOOOYHBIX IMPOSIBIIEHUIA.

Hacrosiiee ucciaenoBaHue IIpeacTaBiIseT CoOOOM
MOMBITKY YJAYYIIUTh TeKylLIMe 3HAHUS O KJIMHUYECKOM
KapTUHE, aKTUBHOCTU, PA3BUTUU TOBPEXICHUSI OPraHOB
B neOroTe 3abojieBaHMSI M BO BpeMsl HaOMIOAEHUS,
peXuMax JIeYeHHUs MaALMEHTOB C CUMCTEMHOM KpacHOM
BOJIYAHKOW ¢ mopaxeHueM nouek. Hoas spa «ieyeHust
LieJI» MO3BOJIUT UCIOJb30BaTh CTPATETMU, CHUXAIOIIUE
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Makaposa T.1I1. u coasm. XapakTepucTHKa CUCTEMHOI KPaCHOI BOJYaHKM M Jtonyc-HedpuTa y neteii B Pecriyonuke benapych u Pecry6inke Tatapcran

JUTUTEeJIbHOE Ha3HayeHUe BBICOKUX TO3MPOBOK TJIIOKO-
KOPTUKOWIOB, OTKPbIBasi OKHO BO3MOXKHOCTEM IS YIyd-
LLIEHUS Pe3YJIbTAaTOB Y MeIUaTpUYeCcKUX MallueHTOB.

3aknoyeHne

AHanu3 geMorpaduyecKux JaHHBIX I10KAa3bIBaeT,
YTO COOTHOILLIEHUE TIOJIOB B CJIy4yae NETCKOW CUCTEMHOU
KpacHOI BOJYAHKW OTJIMYHO OT B3pOCJbIX (52 JeBOYKU
v 8 MaibuukoB). HeoOXoauMo OTMETUTh, YTO y AeTeid
00JIe3Hb TIPOTEKAET C BBICOKOW CTEMEHbIO AaKTHB-
HOCTU, JOCTAaTOYHO OBICTPHIM BOBJICUEHUEM MHOIUX
OpraHoB, TpeOyeT arpeCcCMBHON Tepanuu ¢ Ha3HaAYeHUEM
HECKOJIbKUX UMMYHOCYITPECCUBHBIX areHTOB, YTO YCUJIU-
BaeT PUCK pa3BUTUs MHMeKLMU. AHAIU3 Havajia 3a00Jie-
BaHUS MOIYEPKUBAET, YTO MALMEHTHI C ayTOUMMYHHbBIMU
LIMTOMIEHUSIMUA HYK/IAIOTCS B TILATEJIbHOM HAOIIOACHUU
M3-32 BO3MOXHOIO Pa3BUTUS CUCTEMHOM KPAaCHOM BOJI-
yaHKM. Tak Kak 3a BpeMsl TaKOro HaOJIIoAeHUS YBEeJIUUM-
BaeTcs MPOLEHT MallMeHTOB C MTOBPEXIEHUEM TTOYEK, 03~
TOMY KOHTPOJIb 3a (DYHKIIUEN MOYEK T0JIKEH MTPOBOAUTHCS
y BCeX JIMI] C CUCTEMHOM KpacHOI BOJYAHKOM, 0COOEHHO
C paHHUM Je0I0TOM.
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