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B nociegHHue JEeCATHIETHA OTMEYAETCA POCT YACTOTHI (DOKAIBHO-CEIMEHTAPHOTIO ITTOMEPYIOCKIEPO3a
(®CI'C) o BceMy MHUPY. YCTAHOBICHO, YTO OTBET HA JIedeHHe U Mporuo3 ®CI'C 3aBUCAT OT ero Mop@oiormuec-
KOT0 BapHaHTA. I[e1hI0 HCCIIEAOBAHHA ABIIOCH H3yYeHHE 4acTOThI MOpdonrornyeckux sBapuanToB ®CIC u
3(heKTHBHOCTH TeUYEHUA CPEeTH JeTel KAa3aXCKOH HAITHOHAIBHOCTH.

Ms1 HaGmogamm 16 gereit Ka3axCKOM HAMOHANBHOCTH ¢ ®CI'C, KOTOPHI MPOABLUICA HedPOTHIECKUM
cunapomomM (HC) y 6onsiruHcTBa Aereri — 11, Hedppurnaeckum cuaapomom (HuC) - y 4 u couerannem HC u
HuC-yl1.

Hauno6omnee gacTeiM Mopdorormdeckum BapuanToM OCI'C y HAlIMX NAIHEHTOB ObUI BEPXYLIECYHBIH BapH-
aHrt -y 7 (43,8%) nereil. TUIIMYHBIA BapuaHT oTMedeH y 6 (37,5%) aereii u kowrabupyromuii - y 1 (6,3%). ¥ 1 pe-
6enka @CI'C, BepOSATHO, ACCOIMUPOBAH C MYTAI[UEH I'CHOB IMMOJIOIMTOB, ele y 1 - kourarena IV THma, B CBA3H ¢
yeM He OBUI OTHECEH K BapuaHTaM nepBuyHoro ®CIC. 9 gereri ¢ HC moayJais Tepanuio IHKIOCIOPHHOM A,
IIy/JIbCAMH METHIIIPEIHH30/I0HA H IepopaabHbIM II3. IloHaAa peMHCCHA JOCTUTHYTA Y 8 nerer. Becem geram ¢
HuC nHaznaueHa tepanusa HAII®, y 1 B coueranuy ¢ MM® 1 nmyibcaMy METHINIPESHU30JI0HA. OTMEYEHO CHHU-
JK€eHHe IIPOTECHHYPHH.

Taxum o6pa3zom, @®CI'C y HAIIKX JeTel Jalle BCEro MPOsSBIAETCA KINHHIECKH HE(DPOTHIECKHM, peiKe —
He(PUTHIECKUM CHHAPOMAMH, MOP(}OTOTHIECKH — BEPXYIIEYHBIM («tip-lesion») ¥ THIIHIHBIM BapHAHTAMH.
IIUKIOCHOPHUH A B COYETAHUH C IIYJIbCAMH METHIIIPEAHH30I0HA H IIEPOPATbHBIM IIPETHU30JI0OHOM IIOKA3AI
BBICOKYIO 3(D(DEKTHBHOCTH B JOCTHKEHHH IIOJITHOH PEMHCCHH IIpH HedpoTHIecKoM cuHIpoMme, ModeTHnIa
mukodeHonatr B coderaHuu ¢ HAIID - npu HehpUTHIECKOM CHHAPOME (JACTHIHAS PEMUCCH).

In the last decades the frequency of the focal segmental glomerulosclerosis (FSGS) increases. It is established
that the dependence of the response on therapy and prognosis of the FSGS depend on morphological type. The aim
of our study was to assess the frequency of types of FSGS and the response on therapy in Kazakh children.

We have observed 16 Kazakh children with FSGS that was manifested with the nephrotic syndrome (NS) in 11 chil-
dren, nephritic syndrome (NiS) in 4 children and combination of the NS and NiS in 1 child.

The most frequent morphological type of FSGS was tip-lesion - 7 (43,8%). Typical type was observed in 6 (37,5%)
children and collapsing glomerulopathy in 1 (6,3%) child. In 2 children FSGS was probably associated with podocytes’
and collagen type IV gene mutations and was not assessed as a primary disease. 9 children with the NS have received
cyclosporine A, methylprednisolone pulses and oral prednisolone. Complete remission was achieved in 8 children. All
children with NiS have received ACEi and one of them received mofetil mycophenolate with methylprednisolone puls-
es. A decrease in proteinuria was found in some cases.

Thus, the FSGS in Kazakh children more is more often manifested clinically with the nephrotic syndrome, more
rarely with the nephritic syndrome, and morphologically - with tip-lesion and typical type. Cyclosporine in com-
bination with pulses of methylprednisolone and oral prednisolone are effective in achievement of complete re-
mission of the nephrotic syndrome, and mofetil myciphenolate with ACEi - in nephritic syndrome (partial remis-
sion).
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BBenenue

QOKAIBHO-CETMEHTAPHBIN  [JIOMEPYIOCKIEPO3
(OCI'C) — MmOpONMOrUYECKUit BAPUAHT TOBPEKIACHHUS TI0-
YeK, KIMHUYECKU Yallle TPOSBJLIIOIINICA B BUJE CTEPOU]-
pe3ucTeHTHOro HedppoTudeckoro cunapoma (HC) [19].
B nocieanue gecATUICTUS OTMEYAETCA POCT YaCTOTLI
@CI'C no Bcemy Mupy. PCI'C MOKET CONPOBOXKAATD APY-
TH€ TVIOMEPY/IONATUN M BACKYJIOIIATHH, ABJIAACH, KAK IIPd-
BWJIO, BTOPUYHBIM. DTO CBA3aHO C TEM, YTO JIOHOE MO-
BPEXKIECHHUE NETEND KAMIIAPOB KIyOOUYKOB B UCXO/I€E
umeer cxiepo3s [26]. lpu ®CIC ¢ 6OIBIIUM TOCTOSH-
CTBOM BBIABJIACTCS IOPAKEHUE IIOLOLUTOB, B CBA3U C YEM
B HACTOAIIEE BPEMs OOJIE3Hb PACCMATPUBATLCA KAK «I10-
JOLMTONATHA>. [I0OIUTEL MOI'YT MOBPEXKAATHCA BCIE]-
CTBUE MEXAHMYECKOTO PACTHKEeHuUs [16, 26, 32), Bo3ze-
CTBUSL BUPYCHOI MH(PEKLMH, TOKCUHOB [31], numemumy,
HMMMYHOJIOTUYECKUX (PAKTOPOB, 4 TAKKE I'CHETUYECKUX
myTaruit [26]. Ha COBpeMEHHOM 3TATEe YCTAHOBJIEHBI My-
Tanuy cegyomux renos: NPHS1 (medppun), NPHS2 (mo-
jouuH), ACT4 (a-akrunun-4) [20], PLCE1 (phospholipa-
se C epsilon gene) [34], npossistomuecst PCI'C; WT'1, po-
ABJIAIOIUEC TUPPY3HBIM MEZAHIUAIBLHBIM CKIEPO3O0M,
SMARCALI (cunzppom IInMke). Bee 311 Myrauun 1 Mop-
(posornyueckre U3BMEHEHUA KIMHUYECKU TIPOABIIAIOTCA
BPOXKACHHBIM WM MH(MaHTWIbHLEIM HC, B Teuenue ne-
CKOJIBKUX JIET IPUBOAAMIMM K TepMuHAIbHON XITH [3].
JOKa3aHO CymeCTBOBAHUE (PAKTOPA IIPOHULIAEMOCTH,
KOTOPBIM HAPYIIAET CEJEKTUBHOCTD (DPMIIBTPALIMOHHOIO
6apbepa U TOBPEXAAET MOLOLUTHI U SMUTETUHA KaHAIb-
11ieB [10]. OH HapylIaeT CUTHAIBL B MICJEBBIX TUA(DPArMaX
NOJOLUTOB, MHAYLIUPYS TPAHCIOKALMIO HE(PPUHA, IIOO0-
uuHa 1 CD2-acconMUpPOBAHHOIO O€IKAa U3 MEMOPAHELI B
LUTOIUIA3MY [7], U KaK PE3YJIBIAT — UCYC3HOBCHHE, «PAC-
IIJIABJIEHNE> HOXKEK MOJOIUTOB U nportennypus (I1Y).
C atum cBasbiBaeTca Bo3paT PCI'C y 30% ManueHTos B
[IOYEYHOM TpaHcIuianTare [13], roraa xak npu OCIC,
OOYCJIOBIEHHOM MYTALAAMHY, BO3BPAT BCTPEUACTCA KPai-
HE PEIKo [2, 15, 33)].

Maromop@onorus ®CIC

CerMeHTapHBIN CKIEPO3 HAYMHAETCS C HAKOIUIEHUS
BHEKICTOUYHOI'O MATPUKCA WIM IIPOIU(MEPALIUN KIETOK,
60 coueranueM o6oux [38]. POKaIbHbIE U3MEHEHUA
HAYMHAIOTCS JIMOO IPEBAUPYIOT HA KOPTUKO-MEAYIULAP-
HOM ypOBHE. [TononuThl HAOYXAIOT, TEPAIOT (POPMY, LIH-
TOILIA3MA COAEPKUT BAKYOIH. OTMEYAETCs PACIIIABICHUE
HOEK nIofo1uToB [10] hokambHOro Xapakrepa. Hapyma-
€TCS CBA3b IIOJOLIUTOB C INIOMEPYIIAPHON GA3aIbHON MEM-
6panoit ('BM) ¢ OCIEYIONUM UX OTPBIBOM U OTOJICHU-
em 'bM. I'BM uMeeT BBICOKHME /IT€3UBHBIE CBOVCTBA, YTO
INPUBOJUT K CJIMIIAHUIO HECKOJIBKUX KAIMUIAPHBIX I1€-
TEJb U UX KOJUIATICY, 4 TAKKE (POPMUPOBAHUIO CUHEXUI C
Kancynon boymena. Iletnn o6auTepupyIoTcs, CKIEPO3U-
PYIOTCS M THAUIMHUBUPYIOTCA. ORHAKIBI HAYABIINCD, 110-
BPEXICHUE PACIPOCTPAHACTCA Ha BCIO JOJIbKY KIyOOU-
Ka U Jjajiee Ha BeCh KIyoouek [21, 25]. TIporHo3 yxyama-
€TCA [P BBIPAKEHHON aTPO(UN KAHAIBLIEB U MHTEPCTHU-
LUAJIBHOM (pU6pO3eE.

CormacHo Columbia Classification 2004 [8], paznnya-
101CsL 5 Mopororndeckux BapuanTos OCI'C: Bepxyiiey-
HBII (tip-lesion), NEpUXMIAPHBIN, KIETOYHbIH, KOJLIA0H-
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pytomuit (Kou1abupyromas HepponaTus) U TUIIUYHBINA
(not otherwise specified). V B3pOCIBbIX CAMBIMU YaCTBIMU
BAPUAHTAMU ABJIAIOTCA TUIINYHBINA (439%) U IEPUXUTIAP-
HbIT (26%) [10]. Bepxyuwieunsiii BADUAHT XaPAKTEPU3Y-
€TCA JIOKAUIM3ALMEH CKIEPO3UPOBAHHON JJOJIbKU HA BEP-
XYIIKE KJIYOOUYKA Y4aCTO C IPOJIAIICOM €€ B HAYaJIbHBIN
OT/IEJI IPOKCUMAJIBHOTO KaHAbI[A [20]. Iepuxunaphoiii
éapuanm XapaKTEPU3YETCA PACIIONOKEHUEM CKIEPO32a
Y I'MAJIMHO32 B 06JIACTH BOPOT KIYOOUKA, YACTO BBISBIISI-
ercst rmomepynomeranusi [26]. Kouraoupyiowasn zrome-
pyronamua (KI'TI) passuBaeTcsa BCIEACTBUE NIOTEPU
MOJOLUTAMHU MAPKEPOB JU(PPEPEHINALNN U IIPUOOPE-
TEHHU: HOBBIX — HUTOKEPATUHA U 3IIHUTOIIOB MAKPO(MATOB
CDG68+ [20]. TIpOUCXOANT MPOTUPEPAITHS TOTOTTHTOB C
KOJUIAIICOM KaITWULIPHBIX IIETE/Ib BCEI'O KIYOOUKA U Obl-
CTPBIM Pa3BUTUEM TOTAJIBHOI'O CKIEpO3a. [Ipu aToMm
Nponu(EPUPYIOMNE IOLOLUTEI HAIIOMUHAIOT IIOJIYJIY-
nue. Knemounwtiii éapuanm sBjsieTC CAMBIM PEIKUM U
HanMeHee u3ydeHHbIM BapuanToMm OCI'C. [lpu munuy-
HOM Gapuanme MOP(POIOTNIECKAE USMEHEHUS KITyOOU-
K4 TPYZHO OTHECTH K KAKOMY-JIU6O IPYrOMy BAPHAHTY,
IIO3TOMY OH BCTPEYAETCA YallE BCETrO. BEpOsATHO, 4TO TH-
MIMYHBIA BAPUAHT ABJIAETCA HEAOAUATHOCTUPOBAHHBIM
apyrum BapuanTom OCI'C, TaK Kak I yCTAaHOBJICHUA JIO-
KAJTM3AIUH TIOPAKEHNA U COOCTBEHHO narHo3a PCI'C
TPEGYIOTCS JOCTATOUHO OOJIBIIOE KOJIUYECTBO KIYOOUKOB
(6onee 20) u cepuiinble cpe3bl. CErMEHTAPHbBIE CKIIEPO-
TUYECKUE U3MEHEHUA B KIYOOUKAX MOI'YT BCTPEYATHCH
IIPU PA3IMYHBIX COCTOSIHUAX: IIOJIYJIyHHOM ITIOMEPYJIO-
neppure, IgA-nedpponaTun, CMHIPOME AJIbIIOPTA, HOIE3-
Hu Padpwy, 4TO OTPAKAET KOHEYHYIO TOUKY B ITHCTOIATO-
JIOTMYECKOM 3BOJIIOLMY COBEPUICHHO PA3INYHBIX OHMOJIO-
I'MYecKuX npotieccos [10]. M3ydenue yactorsl MOphoIIo-
ruueckux BapuanToB OCI'C B HACTOAIIEE BPEMS ITPOBO-
JIUTCA B CTPAHAX JIAJIbHETO 3apyoeskbs. B Kazaxcrane Ta-
KUE JJAHHBIE OTCYTCTBYIOT.

Llenp uccnenosanus: n3ydutsb yacrory @CI'C u ero
MOP(OJIOTNYECKUX BAPUAHTOB, 3(PPEKTUBHOCTD JICYe-
HUA CPEAU AETEN KA3dXCKON HALIMOHANIBHOCTH.

Marepuan 1 METOABI

[Tos HAIIMM HAGIIOAEHUEM HAXOAATCA 16 nereit Ka-
3aXCKOW HAITMOHAUIBHOCTU (6 MAJIBYUKOB, 10 IEBOYEK) C
®CI'C. CpeaHuit BO3PACT K AebIoTy 3a60neBanusd 9,1 roga
(or 1 go 17 ner), K MOMEHTY 6uoncuu nouku 10,9 ropa
(1,4-20 ner). Jebror OCI'Cy peTeit NPOsABILIICS CIEAYIO-
MUMH KIMHAYECKUMU cuHpoMamu: HC y GObITMHCTBA
geren — 11, neppurnaeckum cuaapoMom (HuC) — 4 u co-
yeranueMm HC n HuCy 1.V 8 perert u3 11 HC nepsuano-
PE3UCTEHTHBIN, Y 3 — BIOPUYHO-PE3UCTEHTHBIN. [ToKa3a-
HUEM /I IPOBEIEHUA AUATHOCTUYECKOM ITyHKITMOHHON
OUOIICUM TTOYKHU SIBUJIOCH OTCYTCTBHE IIOJHON PEMUCCUN
Ha (pOHE Tepanuy NpeAHU30I0HOM 11pu HC u nepcuctu-
posanue HuC 6onee 2 mecsiies. CpeiHuil CPOK OT 1eOIo-
Ta 3200JIEBAHUS JJO OUOIICUM MOYKH cocTaBwl 11,7 mec.
(3—32 Mec.), CIo/ia HE BKJIIOYEHBI MAITUEHTHI C JUIUTEb-
HBIM TEUEHHUEM 3200JIEBAHUS U OTCYTCTBUEM OMOIICHH B
CBSI3U CO CTEPOU-YyBCTBUTEIBHOCTDBIO, 4 TAKKE IIOCTY-
IIMBIIUE B HALIY KIMHUKY C JUINTEIbHBIM IIPEAIIECCTBYIO-
UM aHAMHE30M 3200JI€BAHUL

OCHOBHBIMH KIMHUYECKUMU MAPAMETPAMH, XAPAKTE-
PUBYIOLIMMU TSLKECTD TedeHus U nporuos npu OCrc, as-



Knunnko-mopdonoruyeckne ocobennoctn u sdpdektusrocts neverns OCIC y neteit 8 Kasaxcrane

JLIOTCA MIPOTEUHYPUA U CKOPOCTb KIIYOOUKOBOM (PUIIBIPA-
1y (CK®). Y HamMX MaUeHTOB NPOTEMHYPUS B JE010TE
coctasua B cpepHenm: mpu HuC 7,8 v/ (2,3-16,5) (mpore-
HHypUA B I'/CYT HE UCCIe0BaIach), ipu HC 59 r/cyr (14—
16 r/cyr), 18,2 r/n (1,5-66 1/1). CKOPOCTH KIYGOYKOBOM
(pwisrpanum B gedrore HC cocrasuna B cpepneM 81,2 mir/
muH (31-110 mii/mun), B ie6rore HuC — 82 mr/muH (62—
102 mu1/Mun).

JO IOCTAaHOBKU MOP(OJIOrMYECKOI'O AUATHO3A Y Je-
Tert ¢ HC 6bu1a KOHCTATUPOBAHA CTEPOUA-PESUCTEHT-
HOCTb TOCIIe 6 HEICb TEPATTEBTUYCCKOTO KyPCa TPCIHH-
3onona (113) B o3e 60 Mr/mM*/CyT U POBECHHST MUHH-
MAJIBHO 3 BHYTPUBEHHBIX IIYJIbCOB METHIIIPESHU30IOHA
B 1o3¢e 20—30 mr/kr/cyT. Bee netu ¢ HnC nonyyanu nAIl®,
2 M3 HUX NPEAHU30IOH B YMEPEHHON JJO3€, U3 HUX 1 —
JIEUKEPAH T10 CTAHAAPTHOU CXeMe 4 MecAIa, a 3ateM LIcA
B HEOOJIBILIOM JJO3€ 3 MI'/KI'/CYT CO CHIDKCHUEM B TCUCHUE
1,5 rona.

YpecKkoxHag IyHKIMOHHAA OUOICHA [TOYKH IIPOBO-
Juack 6roncuiHeiM nucroneroM GTA (Mranus), jyinHa
urJisl 20 oM, Kamop 16—18 gauge. B 3aBucMocCTH OT BO3-
pacTa U KOMIUTAEHTHOCTH peOeHKa GUOTICHS POBOU-
JIACh TIOJT MECTHOI aHECTE3UEH JIMJIOKAMHOM WA OOIIUM
HApKO30M. C IIOMOIIBIO NOPTATUBHOI'O Y3-ammapara Jio-
KaJIM30BAJIM HWDKHUI ITOJIIOC JIEBOM NOYKU. IIponsBoau-
JI1 3260D 110 3 CTOIOMKOB [MOYEYHOH ITAPEHXUMBI, COJEP-
JKAUX B OCHOBHOM KOPKOBBIM CJIOM IOYKU, KOTOPBIC
(puxcuposanu B p-pax 4% popmannna, 2,5% ImoTapaib-
Jieru/ia v 3amopaxkusaiu B resie OCT. Mopdonoruueckue
HCCIIEOBAHNSA HE(PPOOUOIITATOB IPOBEACHDI JOKTOPOM
AB. CyxanosbiM (Mocksa, HM TpaHCILUIAHTOIOIUU U
HUCKYCCTBEHHBIX Opranos M3 P®) u gokropom O.A. Bo-
po6beBor (CaHkT-IleTepbypr, JIEHUHIPA/ICKOE MTATOIOTO-
AHATOMHUYECKOE OI0PO) € IPUMEHEHUEM CBETOBOI'O, UM-
MYHOJIIOOPECIEHTHOI'O U JIEKTPOHHO-MUKPOCKOIIN-
YECKOI'O METOJIOB.

Pe3yabraTsl HCCIEJOBAHUA

[Tpu HuC TOTAIBHO CKIEPO3UPOBAHHBIE KIYOOUKH
BCTPEYAINUCH Y BCEX 4 MalUeHTOB B 30,7% KIyOOUKOB
(B cpesiHeM), Toraa Kak pu HC oHM HaOMoAINCh TOMb-
KOV 3 13 12 manueHToB — y OAHOIO MAJIbYUKA C COYETA-
HueM HC n HuC u xoiwtabupyomum sapuantom GCIC
(28% KIIyOOYKOB), Y MAIBUUKA CO BTOPUYHOU CTEPOU/I-
PE3UCTEHTHOCTBIO U BepxymednbM BapuanToM OCIC
(25% KIIyGOUKOB) M OJHON IEBOYKH C IIOI03PEHUEM HA
aHoManuio I'bM (33% xiy6ouxos) (Tads. 1). Takum o6pa-
30M, TOTAJIbHBIA CKJIEPO3 BCTPEYAETCA NPU Oonee Heba-
T'OIIPUATHBIX B IIPOI'HOCTUYECKOM OTHOIIECHUU BAPHAH-
Tax OCI'C. CerMeHTAPHBIN ITIOMEPYAOCKIEPO3 BCTPEYATI-
¢ B CpeaHeM B 32,5% xiry6oukos nnpu HC, npu a1oM y pe-
6GEHKA € KOUIAOUPYIOUM BAPUAHTOM U codeTanueM HC
¢ HuC on BCTpeyacs BO BCEX OCTABIINXCS, KPOME TOTAJIb-
HO CKJIEPO3UPOBAHHBIX 72% Ki1y6oukos. [1pu HuC cer-
MEHTAPHBIA CKJIEPO3 BCTPEYAICA B CpefHeM B 18% Kiry-
GOYKOB.

Hanboinee 4acTbM MOP(OJOTrUHYEeCKUM BAPUAHTOM
@CI'C y HAMMX MALMEHTOB ObLI BEPXYIIEUHBIN BAPUAHT:
y 7 (43,8%) nereit, u3 nux y 6 ¢ HC u 1 ¢ HuC. TUnmgHblit
BapuaHT OT™MEYCH v 6 (37,5%) mereit, u3 Hux y 3 ¢ HC u 3
¢ HuC. Cambiit Tspxeno nporexaomuit (HC + HuC + no-
YEYHASA HEJOCTATOYHOCTD) U IIPOTHOCTUYECKH HEGIIA-

OpMI’MHOJ’IbeIe CTATbYU

TOIPUATHBIN — Kojutadupyomuil Bapuant OCI'C orme-
gyeHy 1 pebenka (6,3%). V 1 peberxa PCIC, BepOSTHO, AC-
COLIMUPOBAH C MYTAIIMEN I€HOB MO/IOLUTOB, emme y 1 —
KoJutareHa IV Tuma, B CBI3U C YeM HE ObLT OTHECEH K Ba-
pranTam nepsruaHOro GCI'C. XpOHUYECKUE U3MEHEHN,
TAKHE, KAK NHTEPCTULMATIBHBIA (prOpo3 1 aTpodus Ka-
HabLes npu HC, ormedennr y 41,7% gerert (IITeIbHOCTD
3200J1eBAHMSI MEHEE TO/IA, B CPETHEM 8 MEC.) M1 HOCWIU (DO-
KaJIbHBIN XAPaKTeP, B TO Bpemsd Kak rpu HuC Takue npu-
3HAKW HAGJIOJATIUCh Y BCEX JIETEM, Y 75% OHU HOCUIH (-
(py3HBIIT XAPAKTEP U TOJIBKO Y 25% — (DOKAIBHBIIL

[Tpy IMMYHODIIOOPECLIEHTHOM UCCIEAOBAHAN OTME-
4yeHO cBeueHue IgM u C3 B ME3AHTHHU U B CKIIEPO3UPOBAH-
HBIX CEI'MEHTAX y OONbIMHCTBA AeTeit — 14 (87,5%), y
1 pebeHKa ¢ KOUIAOUPYIONIEH ITIOMEPYIONATUEH OTME-
4aJI0Ch coueTanue okpammBanud C3 ¢ IgG u IgA B me3aH-
T'MATBbHOM IIPOCTPAHCTBE U BO/b KANWUIAPHBIX I1E€TEID,
y Aesouku ¢ ge6rorom HC B Bo3pacre 1 rojia cBe4eHus He
HA0JIOAJIOCDH, YTO TO3BOIWIO IPEAIIONOKNTD HAIMIUEC
MYTAl[UH B T€HE MOIOIMHA Y JJAHHOIO PEOEHKA.

[Ipyu 271€KTPOHHO-MUKPOCKOIIMYECKOM HCCIEL0BA-
HUHU y BCEX JIETEH C HE(PPOTUUECKUM CUHAPOMOM OTME-
4aJ10Ch AUPPY3HO-(POKUIBHOE CITAKUBAHUE HOKEK I10-
JOLIUTOB (B 3aBUCUMOCTH OT HAJIMYMs/OTCYTCTBUA UMMY-
HOCYIIPECCUBHON Tepanuu). LuronnazmMa nojgouuTOB
3HAYUTEILHO BAKYOIU3UPOBAHA, OTMEYAIACH MUKPOBHII-
JIe3HAA TPaHC(OPMALIHA TTOAOLUTOB. Y HEKOTOPBIX MAlH-
€HTOB HaUJJEHbl €AUHUYHBIE HEOOIBIINE JJICKTPOHHO-
IJIOTHBIC JEIO3UTHI B ME3AHIMAIbHOM IPOCTPAHCTBE.
[Tpu3HaKoB nponu@epanuu He OTMeYeHO. Y 3 gerert (2 ¢
HuC n 1 ¢ HC) npu 31€KTPOHHO-MUKPOCKOIINYECKOM
HCCICAOBAHUM OTMEYEHBI M3MEHEHUA ITIOMEPYIAPHON
6a3aIbHOU MEMOPAHBI B BH/IC BEIPAKEHHOT'O NCTOHUCHUS
HA OJIHUX YYACTKAX, HEPABHOMEPHOI'O YTONIIECHUA U Pa3-

Tabaruya 1
Kinauko-mopdoaornyeckue nokasareau mpu ®Crc
Y AeTeH Ka3aXCKOH HAITHOHAJIBbHOCTH

OCI'C Bceero Kannudgeckre CHHAPOMBI
abe. | % HC HuC | HC +
n=11)| (n=4) | HuC
(=1
Bapuannv:
— BEPXYIIEYHBII 7 43,8 6 1 -
— TUTTAYHBIA 6 [375 3 3 -
— KOAAAOUPYFOIIIHIT 1 163 - - 1
— HEPUXUAAPHBII — - - — -
— KACTOYHBIH — — — — —
Apyeue:
— MHDAHTHABHBIH 1 6,3 1 - -
— Ha (DOHE AHOMAAUH 1 6,3 1 - -
koaAarena IV tuma
1 nomepynockaepos
— TOTAABHBIN 7 1438 2 4 1
— CerMEHTAPHbIN 16 | 100 11 4 1
Humepemuy. pudpos/
anpogpus Kanansiyes
— AucbpysHbIit 5 |31,3 — 4 1
— (pokaabHBIIT 11 | 68,7 11 - -
Hoamyrnogparwopecyernyua:
—IgM + C3 14 | 86,5 10 4 -
—IgA + IgG + C3 1 6,3 - - 1
— Oe3 cBevyeHMs 1 6,3 1 - -
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Tabaruya 2

AP dexTuBHOCTS TeueHus y 60apHBIX ¢ ®CI'C

Ne [IToa| Bospacr B Aebrore Bapmant Aedenne Karamues | K konny katamuesa

K omoncuwy, | ITV, | CK®, OCIC 13 | PSMIT | LicA | MM® | uAIl® Iy, CKD,
I. r/cyr | Ma/MEH r/cyr | wma/vun
Crnepond-pesucmenmneiil negpomuneckuti cunopom

1 A 12,0 42 100 Bepxym. + + 14 mec. 0,03 104

2 M. 6,7 12 40 Bepxym. + + + 2. 0 70

3 M. 15,0 5,4 100 Bepxy. + + 1r. 0 118

4 M. 7,0 8 73 Bepxym. + + + 1,51 0 102

5 A 14,0 1,4 95 Bepxym. + + + 1,5 0,1 88

6 M. 6,0 28 31 Bepxym. + + + + + 3r. 0 110

7 A 20,0 55 100 Turram.

8 A 14,0 6,6 88 Turrram. + + + 2r. 0 112

9 A 36 6,6 90 Turram. + + + 7 mec. 0 77

10 | A 1,4 6,5 80 AN OCIC? | + + + 7 mec. 1,3 72

11 A 7,0 1,5 70 AHOMA2A. + | Menpmas + 3 mec. 10 TXITH

KoAA. IV AO32 AETAA.
Hegpunueckuii cunopom

12 M. 17,0 3 110 Turan. +

13 A 12,0 16,5 62 Turteram. + 1 mec. 1,5 100

14 A 16,0 9,9 100 Turyn. + + + 3 mec. 1,5 116

15 A 8,0 23 102 Bepxym. + 0,6 100

Hedgpomuueckusi + negpumuueckudi curndpomer
16 [ m. | 150 ] 16 | 70 [ Koanab. | | [ | + [ + | 3wmec. | 07 | 70

PEKEHMA IUIOTHOU IUIACTUHKU Ha APYIUX, YTO XAPAKTEP-
HO JIJI TEHETUYECKU OOYCIIOBIEHHON aHoManuu I'BM —
HACJIEAICTBEHHOI'O HE(PPUTA WIM CUHAPOMA AJIBIIOPTA.
OJHAKO 9TU U3MEHEHN HOCUIU HEBBIPDAKEHHDBIIN U OYEHD
(POKAJIBHDBII XaPAKTEP U NO3TOMY BKIIOYEHBI KAK COIIYT-
CTBYIOIAA HAXOAKA IIPU MOP(OIOrUIECKOM UCCIEA0BA-
1305058

JTTENbHOCTD HAOMIOACHUS IETEH TIOCTIE OUOIICHH ITOY-
KU cocTaBwia B cpeneM 9 mec. (1 mec. — 3 roga) (Tadm. 2).
[Tociie MOCTAaHOBKA MOP(OJIOIHYECKOTO JUArHO32 B 34-
BUCUMOCTH OT KIMHUYECKOI'O CUHIPOMA JETAM HA3HAUE-
Ha Tepanud. 9 gerert ¢ HC nonyganu tepanuio [UKIO-
CIIOPUHOM A B MH/IYKI[HOHHOH /103¢ 150 Mr/m*/cyT C 10~
CJIeAyIomEN KoppeKuuen o yposHio LIcA B kposu (C, 50—
150 ur/min). [1epBbiit 1O UKIOCIIOPUH A COTIPOBOXK/AII-
¢ I13 B yMEPEHHOH JJO3€ B AJIBTEPHUPYIOIIEM PEXUME C
IIOCTETNIEHHBIM CHWJKEHUEM U IIOJIHOM OTMEHOM. [Tpu pe-
nrauBax HC ¢ HENbI0 NHAYKIIMM PEMUCCUU K OCHOBHOM
TEPANNU HA3HAYAINCD ITYJIbCOBBIC BBEACHUA METUIIIPE/ -
HU30JI0HA B 103¢ 20—30 Mr/KT/Iy/bC uepes eHb No 36,
MOBBIIAIACK 1032 [13 10 TepaneBTruecKkont. Ilpu 1ocTu-
JKEHUU TIOMHON peMuccuu HC (3 mocieJoBaTENbHbIX aHA-
JIM32 MOYH, OTPULIATEIBHBIX HA IPOTEUHYPHUIO) ITYJILCHL
MIT oT™MeHsnCh, a [13 B Teuenue 1 Heien nepeBoanICA
HA JIBTEPHUPYIOWNI pexxuM. [Iporennypus Ha GoHe Jie-
YEHUA JOCTOBEPHO CHU3WIACH 1O 0,02 T'//CYT C JOCTIKE-
HIEM IIOJTHOU peMuccuu y 8 gereit, mpu 3tom CK® B cpef-
HEM COCTABWIA Y HUX 93,3 MJI/MUH. Y 1 JEBOYKH U3 HUX C
NIOJO3PEHUEM HA MyTALIMK I'€HOB ITO/IOLIUTOB OTMEYAIOCh
CHIDKEHUE NPOTEUnHypuu 1o 1,3 r/cyr. OfHOI AE€BOUKE C
HC u nopospenuneM Ha gedekT KojuiareHa IV tumna 6puia
HasHa4yeHa Tepanud mynbcamu MIT o cxeme MeHJO3bL
OZHAKO Yy HEE OTMEUYEHO OTCYTCTBUE IOJOKUTEILHON
JUHAMUKA C IPOI'PECCUPOBAHMUEM IIOYEYHOI'O IIPOLIECCa
J0 TepMuHAIbHON XITH B TeUeHNE HECKOIBKUX MECALIEB.
Karamnes y 2 gereit ¢ HC HEM3BECTEH B CBA3U C NIOTEPEN
13 HAOJIIOICHYAL
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Manpunky ¢ couetanueM HC u HuC u koyutabupyro-
LI [NIOMEPYJIONATUEH Ha3HAYeHA Tepanua MM®, npu
3TOM YK€ 4epe3 3 HeJen JICUYEHUA IPOTEUHYPUs CHU-
3mach Jo 0,7 1/CyT, KYIMPOBAJIMCH SKCTPAPEHAIbHbIE
nposasieHns, o4HaKO CK® ocTanach Ha IPEXKHEM YPOB-
He 70 MJI/MUH.

Beem geram ¢ HuC naznadena repanud HAIID (posu-
HOIIPUJI B 103€ 5—20 MI'/CyT B 3aBUCMMOCTH OT BO3PACTa
u All), Ipy 3TOM B BUZIC MOHOTEPAIIUU ¥ 3 feTei. [Ipore-
HMHYpHA Ha 3TOM (POHE CHU3MNACK 0 1 1/cyT, CKD cocra-
Bwta 100 min/MuH. OZHON AE€BOYKE C UMMYHOCYIIPECCUB-
HOW LIEJIBIO B CBA3U C BBICOKOH IPOTEMHYPUEN HA3HAUE-
HbI 3 yabca MITu MM®. Ha atom ¢hoHe yepes 3 Mec. po-
TEUHYPUS CHU3WIACK /10 1,5 r/cyT, CK® 0cTaBanack B HOp-
MaJIbHBIX TIpeieax (116 mi/mMuH). Katamues 1 pe6enka
¢ HuC otcyrcrsyer.

OO6cy:xaeHne

Taxum o6pasom, @CI'C npoTEKAET y HAMX ACTEH IIPE-
HMYILECTBEHHO C HE(PPOTUUECKUM CHUHIPOMOM (75%),
YTO COOTBETCTBYET JAHHBIM JTUTEPATYPHI [19]. Xponudec-
KU HEPPUTUYECKUIT CUHAPOM OTMeYEH y 1/4 nereit, u'y
OJJHOTO HAOGMIOAIACD TAKENAA KIMHUKA B BUJIE COYETA-
HUA HEPPOTUYECKOI'O U HEPPUTUUECKOI'O CUHAPOMOB.
Hanbonee yacteim MopdonoruueckuM apuanToMm OCIC
y HAIIKMX JETEI AB/LICTCA BEPXYLIEYHbINA (43,8%). Kinnu-
YECKU BEPXYILECYHBIN BAPUAHT IIPOABILACTCA TsoKeIbIM HC
(mpotennypus 1o 10 r/cyT 1 BblIe) [6], OJHAKO MO CPaB-
HEHUIO C ApyruMH BapuaHnTamMu OCI'C PyHKIIUA TOYEK
CTPaJd€T MEHBIIE, YACTOTA APTEPUAIBHON TUIIEPTEH3UN
HIDKE [38], IPOLIEHT OTBETA HA CTEPOU/IHYIO TEPATHIO [1,
17, 36] u passutust nonHbix pemuccuit HC Boimme (50%),
YTO OTMEYAIOCh U Yy HAIIUX IIALUEHTOB. [IpOruo3 npu
BEPXYIICUHOM BapUAHTE O0Jiee OIarONpUATHBIN, TaK
5-JIETHSIS [IOYEYHAS BBDKUBAEMOCTb COCTABILIET 76% [38],
YTO, BEPOATHO, CBA3AHO TAKKE C MEHEE BBIPAKEHHBIM




Knunnko-mopdonoruyeckne 0cobeHHOCTH U 3GBEKTUBHOCT neyeHus

MOBPEXKICHUEM TYOYJIOUHTEPCTUIMAIBHOMN 30HBI M COCY-
JOB II0 CPABHEHUIO C JPYTMMH BAPUAHTAMU. B CBA3M C
STUM HEKOTOPBIMU ABTOPaMHU [6, 29, 36] BEPXYIICYHBII
BAPUAHT IPEJIATAETCA OTHECTU K IPyIIIe OOJE3HU MU-
HUMAJIbHBIX U3MEHEHUI. BepXyIIeUHbIA BAPUAHT Yalle
BCTPEUACTCA Y OEJIOU PACDL, PEXKE Y APPOAMEPUKAHIICB
(15%). TUIINYHBIA BAPUAHT y HAIUX IIAIIMEHTOB BCTPE-
4aJICS HECKOJIBKO Pexe — B 37,5%. [1o gannbiM D. Thomas
U COABT, Tipu fanHoM Bapuante PCIC HC (67%) u apre-
puanbHad runeprensus (80%) LOCTATOYHO YaCThl, IIPO-
LIEHT ITOJIHBIX PEMUCCHI IOCTUTAET 13%, 3-JIETHAA [T0YeU-
Hast BBDKUBAEMOCTD — 65% [38].

Y OfHOIO HAIIETO MAIUEHTA UMEJ MECTO KOJUIAOUPY-
IOIINIT BAPUAHT. Mbl HE OOHAPYKWIHA Y HETO BO3MOKHBIX
IIPUYMH JIAHHOI'O 3200JIEBAHMS, KOTOPBIE YKA3BIBAIOTCS B
nureparype: BUY [26], mapsosupyc B19 [28, 37], nomu-
OMABUPYC [23], TUTOMETAIOBUPYC [39], BUPYCHI I'€MIATU-
Ta C [27] n DnmrrertHa-bappa [9], 1euenune mamMuapoHa-
TOM [24]. KO/utaGupyromuil BADUAHT CYUTACTCS CAMBIM
TspKespIM BapuanToM PCI'C, BCTpedaeTcss HECPAaBHEHHO
yate (91%) cpean npeacTaBUTeNe 4ePHOIT PACHL U ITPO-
ABJIAETCA ATPECCUBHBIM TEYEHUEM C BBICOKOH aKTUBHOC-
Tp10 HC, nporennypueit 6osee 10 r/cyt, 6bICTPLIM (B Te-
YeHME 15 MEC.) CHIDKEHUEM [TOYEYHBIX (DYHKIUH U IIPO-
rpeccuposanuem o TXITH [11, 40]. 3gech e uMeer mec-
TO HAUXYZALIAs IOYEUHAS BBDKUBAEMOCTD — 33% K 3 10-
J1am [38]. Tem He MeHeEE Y HAIETO MAITUEHTA B TEUCHUE
3 mec. neyennsa MM® CK® He CHWKAIACh U JOCTUTHYTA
vactnuHag pemuccusa HC u HuC.

Crnemyer OTMETUTD OTCYTCTBUE Y HAIIUX MAIIUEHTOB
KIETOYHOI'O U IIEPUXWIAPHOI'O BAPUAHTOB. HekoTOphIE
ABTOPDI IIOJJO3PEBAIOT, YTO PEJKOCTb KIETOUHOI'O BAPU-
AHTA, BO3MOXKHO, CBA3aHA ¢ OTCYTCTBUEM BAPHUAHTA KAK
TAKOBOI'O, IIOTOMY YTO XaPAKTEPHBIE /I HETO MOP(OIIOo-
T'MYECKUE U3MEHEHUA MOTYT BCTPEYATHCA NPU JPYIUX
Bapuantax ®CI'C, Hanpumep Npu BEPXYIIEUHOM [38].
BaXHO yCTaHOBUTD YETKUE KpUTEpUY, paszaeomue KITI
Y KJICTOYHBII BAPUAHT, TAK KAK paHee 00a BAPUAHTA YIIO-
MUHQIMCh KaK OfuH. OJHHU dBTOPBI OIUCBIBAIOT KIECTOY-
HBIN BAPUAHT KAK IPOIHMEPAIHIO OOIUTOB [20], Apy-
TU€ — KaK NPONU(EPAUIO SHAOTENNA U CTA3 JIEUKOIU-
TOB B IIPOCBETE KAMWUIAPA [35]. OTCYTCTBUE NEPUXUIIAD-
HOI'O K€ BAPUAHTA Y HAIIMX IIAIIMEHTOB, BO3MOKHO, CBSl-
34HO C TEM, 4TO YA€ OH ABJLICTCA BTOPUYHONU (hOPMOI
OCI'C Ha QoHE 320071€BAHUN, CONPOBOKAAIOIUXCS
YMEHBIIIEHUEM MACCHI JIEUCTBYIOINX HE(PPOHOB [18, 40],
BHYTPUKIYOOUKOBOU I'MIIEPTEH3UEN, IIPU OKUPEHUH (8],
YTO Y JIETEN BCTPEYAETCS PEKE, UEM Y B3POCIBIX. CIemyeT
OTMETUTD, YTO KIMHU4YeCKH HC 1Ipu nepuxmIspHOM Ba-
pUAHTE BCTPEUYAETCA PEXKE — B 55%, 4 4ACTOTA APTEPUAIID-
HOV I'MIIEPTEH3UH Bble — 80%. YacToTa MOMHOM U YaC-
TUYHOH PEMUCCHUN HIKE — IO 10%, HECMOTPS HA 3TO, T1O-
YEYHAA BBDKUBAEMOCTD COCTABIIAET K 3 rogam 75%.

Panee cumnranoce, uro CPHC npu ®CI'C nMeeT HeBbI-
COKUI MPOLEHT PEMUCCUH Ha (POHE UMMYHOCYIIPECCHB-
Hou tepanui (39,1%) [30]. V Hamux nmanuenTos ¢ @CI'C
1 HC BBICOKYIO 3(P(EKTUBHOCTD NTOKA3a/Id COUCTAHHAS
HMMMYHOCYIIPECCUBHAA TEPANNA IPEAHU30I0OHOM, ITyJIb-
CaMM METWINPEJHU30IOHA U LUKIOCIOPHUHOM A € 10C-
TYKCHUEM IIOJTHOM PeMUCcuu y 88,9%, 94T0 COOTBETCTBY-
€T TIOCJIE/THUM JIAHHBIM MCCIIE/IOBAHUS IO 3(PPEKTUBHO-
CTH fa"Hoi Tepanuu y aerert co CPHC [12]. Takum obpa-
30M, KOMOMHAIMA UKJIOCIIOPUHA A CO CTEPOUAMU SAB-

OCIC y geteit 8 Kasaxcraxe OpuruHansHbie cTaTbi

JsieTcs Tepanuer Beioopa npu geuennu @CI'C. [pu ne-
4yeHuH L[CA BaKEH MOHUTOPHHI BBU/IY BO3MOKHOCTH Pa3-
BuTHA LICA-TOKCMYHOCTU. PekOoMeniyeMblit ypoBeHb C,
LIcA B cpiBOpOTKE KpoBU 50-150 Hr/Mi [14]. ®akTOpHI
pucka LIcA-HE(POTOKCUYHOCTH — NIPUMEHEHUE €TI0 B
TEYEHUE H0IIeE 3 JIET, BO3PACT PEOEHKA MITAZIIE 5 JeT. MBI
HAO/IOAANN 2 CJIy4dast OCTPOH LICA-HE(PPOTOKCUIHOCTH B
BUJIC TIOBBIIECHNA KANMHUA U KPEATUHUHA CBIBOPOTKU KPO-
BU HA (POHE BBICOKMX MHAYKLMOHHBIX 103 LICA. D11 sB-
JIeHUSA OBICTPO KYNHUPOBINUCH TIOCJIE CHUKEHHUA 03B
LIcA. CiiegyeT OTMETUTD, 4TO Y AeTel LICA-HeppOoTOKCHY-
HOCTb BCTPEYAETCs KpariHe pejko [12].

C aHTUIPOTEUHYPUUIECKON U HE(PPOIPOTEKTUBHOU
nenpio npu GCIC HazHAvaTCA UHIUOUTOPHl AIID
(MAITI®) nOCTOAHHO. MBI HA3HAYAJIN 3TU NPENAPATHL Y
HAIIKX [ALAEHTOB IIPY HEPPUTUIECKOM CUHIPOME, IIPU
KOTOPOM OTMEUYEHO 3HAYUTEIBHOE CHIKEHUE IIPOTEUH-
YPUU U CTAOWIM3ALINA (DIIBTPALMOHHON (DYHKIIMH IIOYEK.

[Ipu coueTannu HEPPOTUUECKOIO U HE(PPUTUUECKO-
IO CHHJPOMOB Y HAIIETO MALMEHTA C KOJUIA0MPYIOIIUM
BapuanToM PCI'C BEICOKYIO 3(P(PEKTUBHOCTD MOKA3AI
MM®. ITo ganubM Cattran (2007), MM® niokazai apdex-
TUBHOCTD y 22 marueHTos ¢ OCI'C. [IposBoauTca nsyde-
HUe 3(PEHEKTUBHOCTH JPYIUX IIPENAPATOB: TAKPOIUMYCA
[22], cuponumyca [4], anTndudbpoTrka nupheHUoHA [3]
u 1p. npu PCIC.

Taxum 06pa3oM, (POKATBHO-CETMEHTAPHBINA TTIOMEPY-
JIOCKJIEPO3 Y JETEHN Ka3aXCKOU HALMOHAIbHOCTH YaIe
BCET'O TPOABJIAETCH KIMHUYECKH B BUJIE HEPPOTHUUECKO-
I'O ¥ HE(PPUTHUYECKOT'O CUHAPOMOB, MOP(POJOIMUECKU —
BEPXYLIEYHOI'O U TUIIMYHOI'O BAPUAHTOB. [Iporunocruyec-
KU 6071€€ HEOIATONPUATHBIE TOTAIBHBIN TTIOMEPYIIOCKIIE-
po3 1 JuPy3HbIIT HHTEPCTULMATIBHBIA (PUOPO3 BCTPE-
YIUCh B OCHOBHOM IIPU HE(PPUTUUECKOM CHHIPOME.
LIMKJIOCIOPUH A B COUYETAHUU C ITYJIbCAMU METHIIIPE]-
HU30JIOHA U TIEPOPATBHBIM NIPEAHU30IOHOM ITOKA3AJ
BBICOKYIO 3(D(PEKTUBHOCTD B JOCTVKEHUH IIOJTHOM PEMUC-
CHU TIPY HEPPOTHUYECKOM CHHAPOME, MOPETHIA MUKO-
(enonar B coueranuu ¢ HAIID — npu HePPUTUIECKOM
CHHJPOME.
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