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AeTckuil Hedppororuueckuit Lientp r.HoBocubupck, PO

IIpexcrasnens: pesymsrarhi 10-1ernero HaGmiofeHns 3a 39 mersMu B Bo3pacTe or 6 mo 16 Jxer,
GoALHBIME CHCTEMHOH KpacHOH Boyvamkoii (CKB). BoBieuenme B maTonormueckmit nponecc No4Yex
ormeueHo B 72% cayuaes. ¥ ferei, Kak u y Bapocamix, nps CKB Boamoxmo Pa3BMTHE BCEX, OIIHCAHHBIX
¥ B3POCJIBIX, KIMHHIECKHX BAPHAHTOB ONyc-HepPHTA, KOTOPHIe BCTPEYAXOTCA €O CAeXYIOmeHd 9acTo-
Toii: ;momyc-HeppHET ¢ HePpOTHUECKHM CHEAPOMOM (36% ), AKTHBHELIH BOTIAROTHBIN HethpHT ¢ BRIpaxeH-
HEIM MOYeBLIM CHEAPOMOM (28%), 6nICTPOIpPOrpecCHpYIOIEit MOMOCTPRIN 3I0KAUECTBEHHEIH 3KCTpa-
KanWJUIApHEDE omyc-redpur (22% ), HepDHT ¢ MEEAMANHELIM MOYEBBLIM caagpomom (14%). 5-neTaas
BEUKHBAEMOCTSH cocrasdna 86%, 10-nerusn — 68%, 8 16% ciydaes y BHIKHMBIINX HAMEHTOR MOXKHO
KorcTaTHpoBaTs I cramuo XITH. Panssas arpeceusaas Tepanns B xe6iore monyc-ae¢pPHTA M NOCTOAHHAAN
DOAREPAUBAIOMAR TEPAIMSA HO3BOLMIOT ROGHTHCH CTAGHIM3ANMN GOIE3HN M OTCYTCTBHS OTHAJXEHHEIX
PelHAMBOB.

Article presents the result of 10-years follow up of 39 children in the 6—16 years old with systemic
lupus erythematosus (SLE). Renal involvement took place in 72% of cases. Children with SLE, as the
adults, can develop all clinical variants of glomerulonephritis described in adulthood. The rate of some
variants was next: lupus-nephritis with nephrotic syndrome — 36% of cases; active lupus- nephritis
with severe urinary changes — 28% of cases; rapidly progressive malignant crescent glomerulonephritis
— 22% of cases; glomerulonephritis with minimal urinary changes — 14% of cases. 5-years survival
rate was 86%, 10-years survival rate — 68%; 16% of survived patients had 1* stage of CRF. Early
aggressive therapy in debut of glomerulonephritis and constant support therapy permit to receive

stabilization of disease and absence of delayed relapses.

HecMoTps Ha 3HAUNTEIBEEIE TOCTHKEHUSA B 0618CTH
AHATHOCTUKH M TEPANHH CHCTeMHOM KPacHOM BONYaHKH
(CKB), Bo MHOrEX cirydasx 5T0 3aboseBaHme HMeer
TporpecCEpyioliee, HePeAKO KaTacTpodHuecKoe, Teqe-
HHe 1 HeGraronpuATHLIE Iporaos [4]. B nocieauue roanr
oTMenaeTca pocr 3abonesaemocty CKB (v apyrumu
8aboNeBAHMAMA COEAMHMTENBHON TKAHH) C HepeIKuM
Ha7anoM OoneaHW B HEeTCKOM BO3pacTe, WTO BejeT
K panEe#f HEBaAAABATHH, TpeOyer 60JIBIINX 3aTPAT HA
Nederue ¥ peabmrmranumio [3, 4, 9]. Pacnpocrpanesn-
HocTh CKB y meredi Goee EM3Kas, YeM y B3pOCITBIX,
H COCTARASACT HPUMEDHO '/, OT Beex manmernTos [9, 12].
B cpexren, no Pocems ora cocrasaser 0,45 ma 100 000
ReTCKOro Hacenernwus, npuieM B Hosocm6apeke pacmpo-
crpanerrocTs CKB Gosree wenm B 2 pasa sermre — 1,0 ma
100 000 gercroro Hacerermwus [1]. Kax uspecTHO, Mk

BpeMeHH 1e610THpOBanMs 3a60IeBARNA NPUXOAUTCA HA
IIONPOCTKOBEIA BO3PACT, B IpemybepTaTHOM IEpHOZE,
a TaxyKe B IepPBEIe TOALI SKUIHH, JIIOITYC PETHCTPUDYETCH
AocrosepHo pexe [9, 14]. Haubonee BamupiM daxro-
POM, YTHMKENAOIUM OPOTHO3, HAPSALY C IIOPAYKeHHEM
ITHC, nerounsrx cocynos u aHTHGHOCHOIUNTUAHEIM CHH-
APOMOM, FBJIAETCA BOBJIEUEHHE B IIATOJOTHIECKUH IIPO-
[ecc movex, MOCKOIBKY, B OTJIMYME OT OCTANBLHEIX, OHO
BCTPeYaeTcH ropasfo 4yamle ¥ CTAHOBUTCA OCHOBHOM
nprunHOA cMepTH 6orpHEIX CKB Kax 6oee pedpaxTep-
Hoe K Tepannu [3, 4, 9, 13]. Ilpu CKB wacTora passurus
TJIOMEePYIOHE(PUTA 110 Pe3YIBTATAM MOD(hOIOTHIECKHX
HcenefoBaHRH npubamxaercs kK 100% , 0gHAKO KIHHH-
9eCKH BHIDAXKeHHBIHA Tonyc-HedPUT BOSHUKEET IpUMep-
Ho B 50—80% carydaer, npraem B 30% — 510 TAMCEITBIE
tbopmxz [5, 6, 9, 12].
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MaTrepHaisl M METOABI MCCIEOBAHUSA

C 1991 mo 2001 rr. ms1 Habmroganu 39 gerei —
sxureneit 7. Hosocubupck, onpusix CKB (11 manbun-
xoB 1 28 ZeBouex) B Bospacte oT 6 no 16 ner (menuana
13,5 ner).

Iuarmos CKB 6Ll YCTAHOBJEH HA OCHOBAHUU
pexoMeHAaLUH AMepHKaHCKON Acconuanuy PeBMaTosoroB
(1982, 1995). Has JOIOJTHUTENbHOM OIleHKY HANPSIKeHHOCTH
AyTOMMYHUTETA OTIPENe/IATH KPHOrJIOOYIHHE!, BOTYAHOUHBIH
AHTHKOATYJAHT, THTP OPTraHOCIHENH(PUYECKHX AHTHTEN U
anTHTen K (POCHONUIHIAM. 19 6oBbHBLIM IPOBEJEHO THUIINPO-
pauye no cucreme HLA. CocTosHMEe MHKDPOUMDPKYJIAINH
OUEHMBATH [0 JAHHBIM MUKDPOCKONNY 6yb6apHOH KOH'BIOH-
kTHBbl, fommieporpaduu, peosHnedarorpaduu. B memrax
yTouHeHUs MOPGOJIOrMIeCKUX U3MEeHEe Ul B OpraHax IpoBo-
AUIH KOMIBIOTEPHYIO TOMOrpauIio M sLepHO-MAarCHUTHBIHA
pesonarc. PYHKIMOHANBHOE COCTOSIHUME IOYEK OLEHHMBAIM
pyTHEHBIMM (0BINMHA aHANH3 MOYM, M3MEPEHHEe CYTOYHOU
IpOTeHHYDHMH, IOKABATENI MOUEBUHEI ¥ KPEaTHHUHA KPOBH,
npoBs1 Pe6epra 1 SHMHHUIIKOT0) ¥ MHCTPYMeHTaIpEbIM (V3H,
peHorpaua) mMeTOLAMH. Mopdonmorudeckuil BapHaHT JIO-
nyc-HeppuTa O NAHHBIM NYHKIWOHHOW Hedpobuoncum
1 aHanM3a ayTOICUWHOrO BapuaHTa OBLI YCTaHOBJIEH B 12
u 4 cnyuasx coorBeTcTBeHHO. IIpn GpopMyIUpPOBKe AUArHO3a
KJIMHAYeCKOTo BapHanTa Jonyc-Hedpura 65118 HCIOAB30BA-
na xnaccudukanusi W. E. Tapeesoit [7]. Ina onpexereHus
MOpP(OJOrHYECKOTO KJIacca JAInyc-HeppuTa  HIPHMEHAIU
kaaccupuranuio nonyc-Hedppura BO3 (1995), mogpobuo
npusegennyo J. S. Came-ron [9]. I OmeHKM TAXKECTH
aprTepuanbHoit runepreHsun (Al') MCIONB30BATH KPUTEPUU
BO3 AT y pereit.

PesynpTarsl u UX obcyxaeHne

N3 39 6oapurix CKB oTueTnuBOe BOBJIEYEHHE
B MATOJIOIMYECKHU IIpolece MoueK HabmIoganocs y 28
(nccmepyemas rpymma), 4To cocrasuno 72%, nebroT
camMoll BOJMYAHKM y IAIMEeHTOB € JIONyc-He(ppUTOM
konebanca B npepenax or 6 xo 16 mer, menuwana
cocraBuna 13,5 ner. Tlonosoe coorHomenwre npu CKB
cocraBisano B cpegHem 1,6 : 1 B Ionb3y JeBOYEK,
¢ Bapsuposaruem ot 1,25 : 1 8 Boapacre ot 9 no 12 ser
10 1,8:1 B nyGeprarroMm nepuose ¢ 601ee OTYETIUBEIM
npeobrajaHueM JHMI[ XEHCKOro moja. ¥ IIallMeHTOB
conyc-He)pUTOM COOTHOIUEHYE NEBOYEK U MAIBUNKOB
cocrasuno 2,5 : 1 ¢ Gonee sBHEIM npeofiamanueM
JEBOUEK. '

[Iposonupyoumumu aias passurusg CKB y nagues-
TOB C JIIONIyc-HePpuToM dakTopamMu OBIIM CAeAYIOIINe:
ocTpad pecniuparoprad nadpexnusay 11 (39,4%), rumep-
vHconanua y 14 (50%), ryburdunmupoBanre 1 IpueM
TybeprynocraTuxoB y 4,(14,4% ), a TaxixKe BAKIIUHALUA
B npm mamwuwm 6ojpHON TyBepKylIe3oM MaTepH
(onmo HaGmiogenue — 3,6% ), IOATBEPKAAIOIINE MHE-
H¥€ 0 BOZMOXKHOY POJIM KaK MUKobaxTepru Tybeprye-
38, TaK M TyOepKYJIOCTATHYECKHUX IIPENapaToB B Kaue-
cTBe myckoporo daxropa aas CKB. [8]. Tsxenad
ICHXO0TpaBMa (CMepTh 6IX3KOro Ue/I0BEKA, YXOX 0TIIa U3
CEMBM), KaK JIMAIVPYIOMUHA IIyCKOROM (PaKTOD, BHIABIEHA
BanamHese y 6 manwenTtos (21,4% caydaes). ¥ Kaxaoro
TPETHETO NAlMEeHTA C IIONYC-HeQPUTOM UMeNach OTATO-
IeHHas HACJAEeACTBEHHOCTH IT0 PeBMATHYEeCKUM GoJies-

HaM. Y ofHOH neBouku 14,5 neT nMen MeCcTo ceMeHKBIA
cnyuait CKB (ot atoro saboneBanus norubiia poaHas
TeTs ManWeHTKH B MOJOJOM BO3pacTe), KpoMme TOro,
MaTh gesouku crpagana XITH (BcrencTBue nepeHeceH-
HOTO ryioMepyJIoHedpUTa) M HAXOAMIACH Ha IPOTPaMM-
HOM TreMOZUAaNHU3e.

TIpu HLA-TunupoBaHuY ITAl{UEHTOB C JIONYC-He-
dbpurom obuapyxeust HLA Al, HLA B8 1 BecbMa PeAKO
— T0JIBKO y ofHOTro GoanpHoro — HLA DR3. OrueTnunsoit
B3aMMOCBA3Y MEXIY KINHNYECKUMY BapHUAHTAMH JIO-
nyc-HedpuTa ¥ gaHHBIMu TUnuposanus no HLA He
obuapyxeHo.

Kax cBuperenscTsyloT Hamiu HabaiomeHuA, y IO-
OaBASIONEro GONBIINHCTBA HALMEHTOB IPUIHAKHU II0-
PajKeH¥s IIOYeK UMeJIUCh yiKe B nebioTe 3aboeBaHud,
IpUYeM THAMKECTD NOPAKEHUA JIIONyc-He@pPHUTa Koppe-
IMpOoBaJia ¢ AKTHUBHOCTHIO Ipoliecca (Taba. 1). V kax-
JIOT'0 TPETHETO BONMBLHOT0 He(DPUT ABISICS IIEPBBIM IIPH-
3HAKOM 3a0ojeBaHuUsA ¥, KAK IIPABUJIO, BOZHUKAN OX-
HOBPEMEHHO C 3KCTpapeHaabHeIMy nopakenuamu CKB
{(rabm. 2). Orcyrersue 9KCTPAPEHANBHBIX IOpaXXeHui,
UK «HedpUTUYECKas Macka HavansHoro nepuoga CKB»,
y Dereif BeTpevanach 3HaUMTEIbHO PeXKe, 4eM Y B3POCIBIX
[2, 11], — Tonsxo B 10,8%  Bcex caydaeB. M Ha-
Gnioganu ee y 3 GOJNBHBIX ¢ KIWHUYECKOH KAPTUHOH
HenogHoro Hedporuueckoro cuunpoma (HC); sxcrpape-
HaIbHbIe MOPAXKEHUA IOy Ca Y 9THX eTel TPUCOeJUHN-
JIHCh TO3)Ke — uyepesd 6,5—8 Mecguer — U coBnaniu
¢ obocTpeHreM TJOMepyloHedpHUTa, IPHUYEM B 3TOM
cllyuae TOpakeHue NOUYeK ObLI0 Gojlee TAXKENBIM U
MaHu(ecTHBIM, YeM B febrore.

Iposenenus nronyc-nedpuma. Ilo namum gabazo-
NeHHAM AOMHHHDPYIOIIUIH MPU3HAK JIONyc-He@puTa —
nporeunypus [5, 8] — mpucyTcTBOBaJa Y KaXXAOro
namueHTa, npudeMm fogee 4eM B IOJOBHHE CIYYaeB —
B pamkax HC (rabn. 3). Ilocnenuuit ormeqanca y 12
(42,8% ) mManMeHTOB ¢ JIONyc-He@PUTOM U, KaK ITPaBH-
0, 6BII HEeIOJHBIM — C OTCYTCTBMEM OTEKOB ¥/UIH

Tabauya 1

CpoxHu BOBJIEUEHUS TIOYEK B IIATOJNOIMIECKHI
mpouece o oTHomeHnuio k gediory CKB

CpoKH BOBJIEHEHUA IIOYEK Y% AGc. yucno
B IATOJIOrMYECKUH mpolecc GOJIBHBIX
B pebrore 3aboneBanus, 60,7 17

B T. 4.: IpH ocTpOM Hauare 54 ° 15
pu MOJOCTPOM Hadale 7,2 2

B reyenue:lroga mnocie

nebrora 3aboseBaHNA, 28,6 8

B T. 4.: IDY OCTPOM Hayase 10,8 3
IpH IOZOCTPOM Hauase 18 5
Boxee 1 roga mocie gebrota o
3aBonesanud (1—38 ser), 10,7 3
TOJIBKO IIPU IIOZOCTPOM HAUAJE
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Ta6auya 2

&CCTDQPGH&JISKHG MPOoABJIECHHA BOJMYAHKH C NOPaKeHHeM IoYeK

Iposinenne A6c. guacno 60IbHBIX %
KosxHblit CHHAPOM, 28 100
B T. 4.: 3KCCYJAATHBHAA 3pUTeMa, B T, 4.!

Thna «6abouxas 15 54
THIA ¢EKOJLTE 1 3,6
ChINlb, B T. 4.:

NATHHCTO-TANY/Ie3HAA 10 35,8
reMopparuyecxas 5 18
KAINIIAPHTE 8 28,6
XeHauT 1 3,6
cTOMATHUT, THHTHBHUT 3 10,8
Ilepe6pansHslif BACKYJIAT, 20 792
B T. 4.: C SIHUCHEAPOMOM 4 14,4
¢ OYATOBOH CHMIITOMATHKOMR 3 10,8
¢ xopeeit 1 3,6
¢ ImoBeJeHUeCKAMH HapyINeHHAMH 21 75,6
(PasapaskUTeNLHOCTh, HETATHBH3M,

AYTHYHOCTD, SIMOLLHORAIbEAA Ja6HIBLHOCTD,

aiiopus)

CycTaBHOM! CHHADPOM, 20 72
B T. Y.: apTPAJITHH 20 72
apTPHT, B T. 4.:

MEJIKHX CYCTaBOB 16 57,6
KPYIHBIX CYCTABOB 4 14,4
TemMaToNOrHYECKHE IPOSBICHHAAL

armemus (Hb 40—108 r/x) 28 100
remMonuTHYecKas, ayroummynHas Kym6e+

(Hb 40—45 r/x) 11 39,4
rpombBonuronerus (40—56 + 10%/x) 8 28,6
aeitkonenus (1,8—3,9 - 10%/x) 15 54
NeKeMOHJHbIE PeaKIUuH

(ueitrpoduasroro tuna L 25—39 - 10%/m) 3 10,8
ITopa’kenne cepAeYHO-COCYAHUCTOH CHCTEMBI:

KADIUT 15 54
ITopaskenne GPOHX0JIEFOTHOR CACTEMBI:

OJIeBPONYJIbMOHHT 14 50
Tlopaskenue keTyROYHO-KHIMETHOrO TpaKTa:

AYTOMMMYHHBIH reaTHT 7 25
(AT 0,99—2,14 MxMonB/7;

ACT 0,68—1,94 Mxmous/01)

runepaanugemun. ['anepxonecrepuaeMust (c Korebarua-
MM YpPOBHS XOJecTepuHa B npepenax 8,2—20,3 MMoib/1)
composoxkaana HC romxo y 4 (33,3%) 3 12 nanuenros
¢ HC, B 10 e BpeMs rumnep-B-ymnonporengeMus Ha6irio-
JaJachk Y TTIOJIOBMHEI 60JMbHEIX JMonyc-HedprTOM Boobine
ny9(75%)y nereit c HC. 'muep-y-riobynrunemus 6rina
obnurarHof, npuyeM B OZHOM M3 HabIiofeHWUH B Tep-
MHHaIBHOH cTazud GRICTPOIIPOrpecCcHpyIoImIero Hehpura
ee yposens focrurai 60% . Fanep-o,-rnobyrmuemun He
Haburoxany, ranoaTbiyMIHEMHA, KRK Ba)XKHEIA KOMIIO-
HenT HC, BCcTpeyasach TOMBKOY IIOJOBHUHE! TIANUEHTOB

¢ HC. Cnenyer 0cofo OTMETHTh, UTO IIOCIETHUI HA B
omHOM HabmoneHny He OhUI M30JIMPOBAHHEIM, ¥, KK
npaswio, coderanca ¢ Al' u/unm reMaTypueil.
MukporeMaTypus, KAK OJHO M3 HAYAJILHBIX IIPOAB-
nenwit Jnonyc-Hedputa, npucyTcrsoBana y 17 jeredt
(61,2% ) m mmxoraa He 6u11a H30THpOBaHHOM. Maxpore-
MaTypHd, OITMCHLIBAEMAS Y B3POCIBIX KAK MaIoXapakTep-
Has U4 Jnonyc-Hedpura, Habmoganace He TAK PeaKo:
B febiore — y 5 nanuenTtos (18%), a B mepmoae pas-
BEPHYTHIX KJIMHAYECKUX npossienmit — y 9 (32,2%),
¥, KAK IIPABHJIO, ABJISAIACH HeOIAaronpHUATHRIM IIPH3HAa-
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Tabruya 3
Kauaugeckue npoaBiaeHusa Jiomyc-Hedprra
Cob6cTBeHHEIE JaHHEIE JanHble TUTEPATYDHRI:

0,
Tpusnaky abc. 9uc0 60IBHBIX yacrora, % uacrora, %(2, 3, 9, 12]
ITporeMHYpHUA 28 100 xo 100
HedpoTudecknil CHHAPOM: 12 42,8 45—65
B T. 4.: TOJHBIH 2 7,2 H.A.
HeMnoJHBIHA, B T. 4.: 10 35,8 H.A.
6e3 oTEKOB 5
6e3 rHIepPX0JeCTepHHEMHH 8 18 12
¢ runep-B-nunonporenieMue 28,6 H.I.
(8,2—31,8 r/n) 9 32,2 H.A.
CMeUIaHHKIH, B T. Y.! 12 43 63
¢ reMaTypHe# 4 14,4 14
¢ AT 3 10,8 50
¢ remarypueit u AT 6 21,4 35
Tematypus: 17 61,2 80
mukporeMmarypud (8—40 B n/3p) 9 32,2 1—2
MaKporemMaTypus
Jlesixountypus (or 10 g0 crmroms 20 72 45
B 1/3p), B T. 4.:
HN30JTMPOBAHHASN 12 43 HA.
¢ GaxTepuypueit (6osee 100 ToIC. 16 57,6 H.A.
MHKPOOGHBIX TesI/MJ)
Tuneprensus, B T. 4.: 19 68,4 15—50
BHIpAXKEHHASA 11 39,4 12
TaXenas 8 28,6 30—45
Tunepkanuemus 6 21,4 15
IToueynast HEJOCTATOYHOCTH
(runeprpeaTHHUHEMUA
0,124—0,348 mmons/ 1,
ypemus 11,9—56,0 mmoas/n), B T. 4.
OCTpOTO IIepHuoAaa:
C BOCCTAHOBJIEHHEM [IOYEYHBIX 9 32,2 1-2
dyserunit yvepes 2—5 Mec,
6e3 BOCCTAHOBJIEHUSA NMOYEYHBIX 6 21.4 30
GyHkuui ¥ nepexoxom B XITH '
XpoHHYecKas (C yyeToM 9 32.2 40—80
GrIcTPONIPOrpecCHPYIONIER) '

H.A.— HeT JaHHBIX.

koM. OHa sm60 COMYTCTBOBANA DA3BUTHIO IOYEIHOHK
HEJOCTATOYHOCTH OCTPOTO Neproja, 1160 ABIANACE IPH-
3HAKOM GBICTPONpOrpeccUpyIOLIero BapuaHTa IJIoMepy-
JoHedpuUTa.

AbaxTepuanbHasa JeMKOUUTYPHS, HHOTA MACCUB-
Has, ¢ tpeobiaganreM TUMGOUTOB B MOYEBOM OCANIKE,
y getTei, B OTJIMYHE OT B3POCIBIX, — JHOCTATOYHO pac-
NPOCTPAHEHHHEIH NPU3HAK BOJYAHOYHOI'O HedpHTA
(20 manuentos — 72% ), ona BeTpeyasach Tu60 B caMOM
zebloTe mopaXkenus Mo4eK, TG0 Ha BHICOTE IIPOSABJIEHMIH
JIOnyc-HedpUATa K OTIMYATACHh KPATKOBPEMEHHOCTHIO.
¥ 16 (80% ) manuenTtos us 20 ¢ 1eHAKOUATYPHEH MOKHO

6BIIO CYHTH O IIPUCOeTUHEHNH NHPEK NI MOYEBBIBOAA-
IqMX ITyTell, IpoSBNABIIeHcH HEHTPODUILHON NeHKO-
nuTypueit, baxrepuypnei, cybbebpuaureroM, AN3ypu-
YeCKHUMHMX PACCTPOMCTBAMMU.

OreuHBI} CHHAPOM (BILIOTH HO aHACADKM), Kax
npasuio, Habmopanca B pamkax HC, oanako ckonienne
JKUIKOCTH B aboMuHAaIbHOI 06sacTH, facies nephrotica
uMenuch ¥ y 2 GonpHmx jgronyc-Hedprrom 6es HC.
B naHHOM cay4Yae MBI XMEJIH JeJIO C «JIIonyc-HedpUToM
C BRIDAXKEHHBEIM MOUYeBEIM CHHADOMOM» .

Xorsa y Bapocnsrx nmanuenToB Al He Gonee uacra
y JIuI, ¢ Tionyc-HedpuroM, yeM 6es wero [5, 6, 8], y nereit
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qactora passuTua Al sIBHO BeIlle y JUI C JIONYC-
He)DHTOM M, KAK BBIACHUJIOCH, AJIA JIAI, MMEOLIHX
fo.ee TAKeAbIH HedpuT, OHa Bosee cBoMicTBeHHa. B Ha-
urem Habawogenun Al uMmenacs 6onee yueM y HOJOBHHBI
naluedToB, nmpuueM npu Jonyc-gedgpure ¢ HC ora
seTpevanack B 61% cayuaes (y 11 us 18 ¢ HC), npu
Janyc-Hed)puTe ¢ BEIPaXKEeHHBIM MOYeBBIM CUHIDOMOM
AT Bcrpeuanacs B 100% caydaes.

PasBuTHe JeKOMIIEHCAIIUY TOUeYHbIX PYHKIMI (oITe-
HHIB4eMOe 10 IOBBILIEHHIO YPOBHA KpeaTHHUHA H MO-
YeBUHEI KPOBY, HAJTHMUUIO OJIUrypuH) B AebroTe Jonyc-
He(hpuTa, MajOCBOHCTREHHOE B3pOCJBIM NallMeHTaM,
nabawoaanocs 6ojee ueM y IIOJIOBHHEI JeTel ¢ JIOIycC-
He(dpurom (Tabi. 3). IloBplleEHe YPOBHA KPEaTHHHHA
M MQUEBHHBI KPOBM IIOYTH BCETLA COYETASOCH C MAKPO-
rematypueit u AI' ¥ IposABASANOCE FOJIOBHBIMU 6osIsAMH,
TOIMHOTOMH, PBOTOH, aHOpeKcued, onurypuel. Croiikas
runepkajgueMus Habnloganach He CTOJIb YACTO U BCTpe-
yanach UCKIIOUKTENLHO IPY OBICTPOIPOrpeCCHPYIOUIEM
aronyc-Hedpure. Hapymenue auquoreHeTHUeCKOR PYHK-
LYY KaHAJBIEB C PasBUTHEM THUIEPKaIUeMHYECKOTO
TyOYJISPHOTO alliZ03a, PACLIEHHBAEMOe C COBPEMEHHOH
TOYKH 3PEHHU KAK TaTOTHOMOKEUYHEBIH IIPUSHAK JIIOIYC-
Hedpura [4, 8, 9], Mo HaINM HAONIOKEHNSAM, ZOBOJIBHO
pefKQe IBeHYIe — 3TY CUTYALMIO MBI HAOII04aIH JTUIID
y ORNHOTO IIallUeHTa, YTO corjacyercsa ¢ JaHasiMu Ha-
taya H. et al. [13].

Knunuveckue gapuanmuot tonyc-negpuma

Jwonyc-Hegppum ¢ HepomurecKum CUHOPOMOM —
naubonee wacTelit KIMHHYecKHH BapumadT [3—5] —
Habnionanca B 42,8% cayuaes (v 12 us 28 ¢ monyc-
He()pHTOM) ¥ XapaKTepU30BAJICSH, KAK IIPABMIIO, HETOJ-
Heim HC cmemmannoro xapaxrepa (ta6iu. 2). Makeumans-
HBIM YPOBEHB NPOTeMHypuun cocrasui 16,0 r/n/cyr. HC
y TIOJIOBMHBI ITANMEHTOR IIPUCYTCTBOBAN VoKe B HebioTe
BOJYAHKY K CONPOBOKAAJICS [TIOUEUHOH HEeJOCTATOUHOC-
T, MaKcHMaNbHBIH IEPHOK ¢ MOMEHTA J1e60THPOBA-
HUS Bon4YaHKM no passutus HC cocrasma 8 ier u
Habnogalcsa y OGHOTO pebeHKa ¢ HU3KOM aKTHBHOCTHIO
U CKYZHBIMU KJHHWYECKHMU npogsneHmamu CKB
B fieboTe. Y 3TOrO ManMeHTa B KINHWUECKOH KapTHHe
JOMUHUDOBANM SIU30M5I KOMHOTO CUHAPOMA, apTPAaJ-
Tu#, KPH3BI JIETKON ayTOMMMYHHOH reMOJUTHYECKOM
(Kymb6c-mosutuBHON) amemuu, TpPoMBOUTONEHHH.
B 2 ciyyasx HC paseuBasIcs BO BpeMs HOBOTO PELIAXBA
BOJIYAHKH, IPOTEKABIIEN IEPBOHAYANBHO ¢ OPAKEeHH-
eM II0YeK B BHJE JIONYyC-He(PPHUTA C MHHRMAJLHBLIM
MOYEBBIM CHHAPOMOM. B TO ke BpeMs v 2 malnuenTos,
umesmux HC B ge6iore CKB, uepes HecKOJBLKO jerT
Halb0a11 «BOTYAHOUHBIE KPU3EI» 6e3 pemuauBOB He-
tpura u HC. ITo nannsiM Redpobuornicuit y nanuesron
¢ monyc-nedprTom ¢ HC, nposenernsix 6 60abHBIM,
y 3 nauuenTos 6xn o6Hapyskesn I1I B krace (hoxansro-
CerMeHTapHBIN rIOMEPYIOHe)PHUT, AKTHBHDIN, ACCOLHU-
MPOBAHHEI C YMEDEHHEIMH CKJIEPOTHYECKUMH TOBDEXK-
JeHUAMH ME3aHTHA ¥ CErMEHTAPHEIMY OTIIOKEHAIMY
arumeMOGPaHO3HO PACIIONOKEHHBIX JETIO3UTOB), v 2 — V
A rnace (nupdysHsil MeMEpaHO3HBIH TJIOMepynoHed-

pHT), y ofHoi 6oasroi — II B xnacc (romepynoHedpur
C M30JMPOBAHHBIM IIOPaXKEeHUeM Me3aHTus, Ipoaudepa-
LHeit Me3aHTHAILHBIX CTPYKTYP) BOTYaHOUHOTO Hedpu-
Ta, A4 MOp(OoJIornyYecKo# BepU(PUKATIUK KOTOPOTO He-
nonb3oBaHa Knaccuduranus BO3, 1eTaabHo M3I0KeHHas
J. S. Cameron [9].

AxmueHbLil 80NHAHOUHBLIL HEYPUNL C BbLDANEHHbLM
Mouedbim cuHOpomom Habiromanca B 21,6% cayuaes
(y 6 merei) M XapakTepM30BAJCA NOMUHUDPOBAHUEM
remaTypuu (Hoxonsuel o MaKporeMaTypuu y 2 6oman-
HBIX), COYeTarolleiica ¢ IPOTeUHypHel (¢ MaKCUMaIb-
ueiM  yposHeM 2,0 r/n) M BBICOKOH afaKTepHansbHOHl
JNedKOIUTYpHel ¢ npeobnaganueM (1o 75% ) numdonu-
ToB. MaonmpoBanEas reMaTypusa (TeMaTy PUYECKHH Hed-
puT) HabmoLanack TONKO ¥ 2 60NLHEIX (MAKCHMANbHAS
nporeunypus 0,033 r/x). JacTo ommceiBaeMyio npu
STOM BADMAHTE Y B3DOCIBIX IePCUCTUPYIOLIYIO 3PUTDO-
LUTypHIo [4] MBI He HabMI04aMM, 32TO IEPCUCTHUDYIOIIAL
MIH DPeNUIMBUDYIOIIAS HeGOJNbILAS  IIPOTEUHYDHS
(mo 2,2r/n/cyT) UMenach B IOJIOBUHE cay4yaes. Hanuune
AT, mabmiogaBiUIeHca y IIONMOBUHEI OOMBHBIX, KAK IIpa-
BHJIO, JeBOYEK, BOCIPHEMMAJIOCh HEOJHOZHAYHO: B OF-
HOM ciygyae AT mabmrozanace mpu ne6GOTHUPOBAHUM
He()pUTA U perpecCHpoBaa B HEAKTHBHOM ()ase, SBIA-
SICh OOHUM M3 NOKAa3aTesNeld aKTHBHOCTH Ipoliecca [6,
15]; B Apyrux — IpUCOeAMHUIACH Ha 2-M ¥ 5-M rogy
Hone3Hy ¥ COIIPOBOXKAANACE IIOSBIEHNEM IIEPBLIX IPH-
sHakoB XITH, sBusisich, KaK X y B3POCHBIX GOIBHBIX,
IIPOTHOCTUYECKHN HeBIAaronprATHRIM (axTopom [7, 16,
17]. Hapymenue nmoueussx GYHKIUM ¢ YBeIUYEeHEEM
noKasaresei MOYEeBHMHBI M KPEaTWHHHA KMMEJIUCh ¥ 3
GOJBHBIX B OCTPOM IIEPHOJE U ¥ 2 — COYETAJIOCH C MAK-
poremarypueii. PeniuauBEl 9TOr0 BapuMaHTa JIIOIyC-He-
¢dbpura HabaOZATHCE B 2 CHyYasixX, OJUH U3 KOTODPBIX
3aKOHYWJICA JIETAIBHO, CMEDTE B JAHHOM clydae 6blaa
CBA3aHA C KATACTPOPUUECKHM TedeHUeM aHTU(OCHONH-
OVAHOTO CHHAPOMa, pa3BHTHeM TpoMO03a JerouHoH
aprepun. ¥ 5 60IBHBIX € 9TUM KIMHUYECKYM BADUAKTOM
HedpuTa 1O AAHHBIM IDPMIKU3HEHHON Hedpolbuoncuu
¥ ayToncuu 611K o0HapyxeHsl IV A u C Kiracchl Jomyc-
He(ppura (AU OYIHBIHA rIOMepyI0HeHPUAT C TAKEILIMU
ME3aHI'HAJbHBIMHY HIM ME3AHTUOKANMUINAPHLIME II0-
BPEXXICHUAMU ¥ OTJIOKEHUAMHU LEHO3UTOB CyOsHIOTe-
JIAJTHHO U CYOAIUTEeNNANBbHO C AKTUBHBIMHY CeI'MEeHTap-
HBIMH IOBPEXJeHUAMHK (A), C aKTUBHBLIMHU U CKJIEPO-
THYECKUMH noBpexgeHuamu (C).

Beiemponpoepeccupyowuii ( 3noxavecmeennsil,
nodocmpuiii, sKCMPAKANULLADHBLL ) B0LLAHOUHBLL HeD-
pum Habmonanny 6 (21,4% ) mamueHTOB, OH XapaxTe-
pusoBancsa cmemwaHEbIM HC ¢ «BorareiM» MOYEBBIM
0CagKOM B BHJE BBIPAKEHHOH IIPOTEHHYpHH (MaKCH-
MaJXpHBIHR ypoBeHSs 9,5 r/i/cyT) M MaKporeMaTypHH,
uMeBIIelics y Bcex GOJbHLIX, B COYeTAHUM CO CTORKOH,
CPeNHeTAKENON . uiy Taxenoit A, OraumuurenbHOH
YepTo¥ 3TOr0 BapMaHTa NIONyCc-Hed)PUTA SBIATIACH ONH-
TYypHs, CTOMKASA a30TeMus ¢ HEKOTOPO guccomuanuest
IrapaMeTpPOB MOYEBMHBI ¥ KPeaTUHHHA (KaK IIPaBHIIO,
HabTI0RaI0Ch OTCTaBAHHE MapaMeTPOB MOYEBHHBI OT
HapamMeTpoB KpeaTHHMHA). Ilo HAMIMM DaHHBIM, 3TOT
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BApMAHT MIMeeT KpaiHe HeOJaroIpUATHBIN IPOTHO3 CO
100% 7neTa’bHOCTBIO. ¥ IIOJNIOBUHBI GOJBHBIX C 3TUM
papuanToM Hedpura TsxKenas Al npensircrsosana He-
Me[IeHHOMY IIPOBENEHHIO <«IIYJbC-TEPAlnM» METHI-
[IPeIHU30JOHOM, Y KaXOr0 TPETHErO TpeboBaNoCs IPo-
BefeHHe OCTPOTO reMOAMANN3a, ¥ 3 TALIMEHTOB Heloc-
peACTBeHHOM TpUYNHOMN cMepTH GBLIO IPHCOeJUHEHNE
rocouTaNAbHOR HH(eKIUY. B IoI0BHHe CIyYaes pasBHy-
THe 9ToH POPMBI JIIOIIyC-He()DUTA IPOTEK A0 UCIIOJBOIb
4 0CTABAJNIOCH HE3AMEUEHHBIM HeCKOIBKO HeJeNIb M JadKe
mecALes, 60abHbIe EAOIIOTANNCE Y TeMAaToJIora IIo IIo-
BOAY TPOMOOLUTONEHUYECKOH! IyPIYPEI, FeMOJUTHYeC-
xoit anemuu. Juarzos CKB cTaHOBIIICS OUEeBMIHBIM yoKe
npu nosasneHny HC, pa3BUTHM IOUEUHOH HELOCTATOYHO-
¢TH, TSKeJnOoH ayTOMMMYHHOH IeMOJMTHYECKOH aHe-
MHH, TPOMBOLUTONEHMH, TeMOPParHIecKoro CHHAPOMa,
sucuepurtos. Passurue XITH puxcuposanu yxe depes
4—5 wMmecsanes mocje fefoTa 3TOr0 BapHaHTa JIIONYC-
Hedpura. 10 JAHHBIM ayTONCHY Y § IAIMEHTOB OBLI
obrapysxer (udpPysHeIi npoandepaTHBHELIN 3KCTPAKA-
IMIIAPHBIN [IIOMEPYJIOHEe(MPHUT C AKTHBHBIMI HEKPOTH-
wyeckumu roppexaenuamu (IV B knacc rrorryc-sedpura).

Hegpum ¢ MUHUMALbHbLM MOYEEbLM CUHOPOMOM
nabmonancay 4 nanuenTos (B 14,2% cayuaeB) B gebiore
nonyc-Hed)pHuTa ¥ XapaKTepus3oBalcd MUHWMAaJIbHON
nporeunypueit (auxe 0,5 r/cyr), dacro couerasmreica
¢ HEe3HAYHTENbHOM abaKTepHaIbHOM JIEeHKOLUTYypHeH
u apurponuTypueil. [Jopakenue moyex Ipu 3TOM BapH-
aHTE OTCTYIIANIO HA BTOPOH IJIaH B KIMHAYECKON KapTH-
He Gonesnu. Hedpobumomcusa 9THM NIalHeHTaM He
HPOBOAUIAC.

Jdeuvenue. 'moxoxoprurocrepounsl (I'KC) u muroc-
TATHYECKUE IPEIapaThl B pA3NMYHBIX CXeMaX ¥ KoMbu-
HaMAX COCTABJIAIOT OCHOBY TepalluU JONyc-Hedpura
{3, 4, 9, 10]. B oranuyue oT Tepamuu Jonyc-HedpHUTa
Y B3POCJBIX, IPY KOTOPOIM IpeANoUTeHne OTHALTCA a3a-
THONDPUHY [4], B AeTCKOM MpaKTHUKeE JIOIyc-HedpHUT, 110
HalleMy MHEHWIO, IPOSABISAET BBICOKYIO UYBCTBUTEINb-
HOCT® K nukiIodpochany [2, 3, 6]. TKC u nurocraTuru
COoYeTas ¥ ¢ BBeJeHUEM rellapuHa U fe3arperanTos. B moc-
JleIHHe 3 TOa B UETHIPEXKOMITOHEHTHYIO CXeMY JIeUeHU s
TJIOMepyJIoHe()PUTA BMECTO MellapuHa BXOUIN HIBKOMY-
IApHbIe renapuHnl (ppaKkcunapuH, KauBapuH). Basuc-
HYI0 Tepanuio AONOJHANKM uHruburopsr AIId. V 3 na-
LUeHTOK (feBouky 14 — 15 ser, pa3BUBIIME BHIPAXKEHHBIN
MeIUKaMeHTO3HbIH cunxpoM Mnenko—Kymmara u, B CBs-
31 € 9THM, KaTeropuuecKy OTKA3ABIINECS OT «BONBIINX
L03» IpeJHU3O0JOHA) IO TOBOLRY penmausupyoirero HC
Obin MCmoNB3oBan MUKIOCHIOPHHE A (B nose 4,5 mr/Kr/
CYT C IOCIEAYIOUINMM YMeHbIIeHHeM NO3bI 10 2,5 MT/KT/
CYT) — BO BCeX 3 CIYYaAX CIONOKHUTENbHBIM a(hdHeKToM.

B 8(28,6% ) us 28 cnyuaes IpH TAXKEIHIX TEMATO-
JOTMYECKMX KPM3aX, CONPOBOMXKIAIOIINX JIONyC-He-
{pur, 65111 BechMa I0€3HEl BHYTPUBEHHEEIE HMMYHO-
rnobynueel (uETparnobuE F M caHZOrnofynuH).
Ilpenaparer 06s19r0 BROZMAX OT 3 70 5 pas B 1ose 3—
5 M1 Ha Kr maccsl Ha ogHO BBeneHMe: B 6 (75%) U3 8
CIy4aeB C OTYETIMBBIM IIOJOKUTEIBHBIM dddherToM.

Hamn pesynbrarsl cBaaeTeIbCTBYIOT O TOM, UTO
B TEPAIUH KaK JIIONyca, TaX U JIONyc-HedpuTa neseco-
obpasxa 6oxee arpeccuBHas Tepanus B febroTe 60s1e3HU:
IYJAbCHl MeTHAIpeRHu3odoHOM (25—30 Mr/kr/cyr)
C IepexomoM Ha MepopajsHbIH IIpHeM NpeJHU30JOHA
B «IojaBasIoOLIeR qose» (1-—2 Mr/xr/cyT, Ho He 6oJiee
75—80 mr/cyT) B Teuenne 6—8 Heleas ¢ JaalbHeHIIUM
IIOCTEeNIEHHLIM CHUKEHMEM O3B! O IOALEDIKUBAIOIeH
(10—20 mr/cyr). Tepanumo T'KC Bcerga LOMONHSNH
BHYTPUBEHHBIM BBeeHHUeM uxjodochamuga B gose
10mr/xr BHauane 1 pas B Hefle10, 3aTeM 1 pa3B 2 Hefienu
B TeueHUe 6 MecAlleB ¥ COUYETANH C BBeeHUEM Je3arpe-
TaHTOB, HU3KOMOJIEKYJIAPHOTO renapuHa, I/IHI‘I/I6PITODOB
AJI®. Tarasa repanua O6vlia sbhdextTunHa B 78% cuy-
yaeB ¥ uyacTuuno abddexTuBHOM (370 OBINM Ciayuau
OpicTpOIIpOrpeccupyolIero aionyc-medpura) B 11%
cay4daeB. ToXBKO IIpY IOZO3PEHMM HA OTOT BAPDUAHT
JIOIyCc-HedpuTa NyJbC-Tepanuio nuxiodhochaMuiom
u I'KC gonosnuanu onepanuamu niasmadepesa ¢ saame-
menuem oT '/, — 1o 1 o6bemMa UUPKyIUpyIOmeH nas-
MBI, ¥ TOJIOBUHEI TAIIMEeHTOB TAKAA Tepanns OplIa cpasy
HeadHeKTUBHOH, ¥ 25% — AOCTUTANM KPATKOBPEMEH-
HOro (MaKCHMalbHas JINTENLHOCTh YIYUIIeHUsa 3 He-
Ieru) MONoKUTeNbHOro addexTa, emgey 25% OOMbHBIX
Ha doHe 3TONH TEepamuM pasBUBANUCH MH(EKIMOHHEBIE
OCIIOXHEHMs, TPOMGO3BI, TAMeNas II0JHopraHHas He-
JOCTATOYHOCTE IIPH IBHOM IPOrPECCUPOBAHUN JIONIYC-
Hedpura.

Hcxoowt. Y 60JIBIIUHCTEA TALIMEHTOB Ha CerOIH AL~
HU#¥ JeHb HMeeTCA YAOBJIETBODPUTENBHBIE OTBET Ha
DPAHHIOK Teparuio, BeAYNIYIO K OTHOCHTEIbHOH cTabuin-
3a Uy 60JIe3HY U OTCYTCTBUIO OTHAJIEHHBIX DEIIUJUBOB
[8,10]. 13 28 maniueHTOB C TIOMYC-HePPUTOM B TeUEHHE
10 net moru6an 7. OcHOBHEIE IPUYUHBI CMEPTH — IO-
JNMOpTaHHAasA HeJOCTATOYHOCTH C ABHBIM JOMUHUPOBAHH-
eM IIOYEYHON HeJOCTATOYHOCTH M C NPHCOeAHHEHHEM
rocnuTaabEoM vHQpeKnuu (5 maneHToB), KaTacTpodu-
YyecKoe TeyeHne aHTHHOCHOIUIUIHOTO CHEAPOMA C pas-
BuTHeM Tpom6o3a serouHoi aprepuu (2 nanyeHTa).

B mamrem HcCIefOBAHUY 5-JIETHAS BRIXKNBAEMOCTH
y TaIMeHTOB ¢ Jionyc-HedpuroMm cocraBuna 86%,
10-netasas — 75% . Ha 3Tu moxasareny, B OCHOBHOM,
BIAMAJIM CJIYyYaH GBICTPOIPOTPECCHMPYIOIEro BapuaHnTa
monyc-HehpuTa u penugusbl 00Je3HH, CBABAHHLIE
C OTKAa30M NAaNWeHTOB M MX pOxUTeNeldl or JedyeHUd
(o6palieEre K TOMEONaTaM, CaMOCTOATENbHAS OTMEHA
IPeJIHU30JI0HA «B CBABY C BBEI3LOPOBIEHHEM» Y AD.).
V 3 (14,2% ) maumeHToB M3 21, KOTOpHIE 2KUBBI B HAC-
rTosmee BpemsA, HabiomaroTcs npusHaxku I craguwm
XIIH.

3akiogyeHue

V neTeit BCTpeualoTCS BCe KJIMHUYECKNE BADHAHTEI
Ionyc-HedpuTa, ONUCAHHEDIE BO BBPOCIOH HepoIoTHH
[5], ¢ aBuEIM npeoGnafannem «Hedpura ¢ HC» 1 Gonee
BBICOKHM, B OTJIMYHE OT B3POCHIBIX, YAEIbHBIM BECOM
«BBICTPOIIPOTPECCHPYIOIETO BapMAaHTa JIonyc-Hedpu-
ra». Cpean NalMeHTOR ¢ Jionyc-Hedpurom Gosee oTyueT-
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J¥BO npeobaanarnT JMIA XKeHCKOro IIoJIa, YeM B HC-
cnegyemoit rpynne ¢ CKB Boobiie, npuyeM y Kaxxaoro
TPeThero NaueHTa OTMEeYaeTCA OTATOLIeHHAS DeBMATO-
JorydeckuMuy 3abosieBaHUAMHU HACNEACTBEHHOCT. JIi0-
nyc-He(hpHUT, KaK IIpaBHio, CoYyeTaeTca ¢ OOMIeM 3KC-
TPapeHAaNbHbIX HOPAXKEHUH U IPeACTaBIAeT TPYHAHOCTH
U JMarHOCTHKH JHIUb pu feboruporadun CKB «xe-
dpuTHiecKo# Mackoit» . B ienom o61mas BEIXKHBAEMOCTD
npu CKB BecbMa TeCHO CBA3aHA C «IOUEUHOM » BEIXKHBA-
£MOCTBIO, YTO CBHIETEILCTBYET O TOM, YTO JIIOIIYC-HedpPHT
NpeAcTaBIAET OTAEIBHYIO CEPLe3HYI0 IIpobieMy u TpebyeT
6osiee paHHETO arpecCHBHOTO BMEIUATEIBLCTBA M Helpe-
prIBHOM mopnepskuBawe praesa H.C. // Pocenitckuit
neAVATPHUYECKUH XKYDHAI.
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