TpaHCMeMOpaHHbIE TJUKOMPOTEUIbI, JTOKAJIN30BaAaHHBIE
Ha Tuta3MaTU4ecKol MemOpaHe, yJacTBymIIMe B o0pa-
3oBannn NK-kjmerok m T-mmMdonuToB M B3amMOIEii-
CTBYIOT C MOJIEKYJIaMU Y€JIOBEUECKOTO JIEHKOIIMTAPHOTO
antureHa (HLA) I kmacca, KoTopblil 3KcrnpeccupyeTcst
Ha Bcex Tumax simepHbIX KieToK. KIR-penenropsr omno-
3HAIOT MOPaXEHHbIE BUPYCOM WM TpaHCHOPMUPOBaH-
HbIE KJIETKHU.

Takum o0pa3oM, CHIDKEHME IKCIIPECCUU TEHOB Ce-
MeicTBa TpaHCMEMOPaHHBIX TJIMKOTIPOTEMHOB, KOTOPbIE
B3aMMOJICMICTBYIOT C MOJIEKYJIaMU TEePBOTO Kjacca yesio-
Beueckoro JeiikoiutapHoro antureHa (HLA) I u nocro-
BepHoe ToBbIlIeHHUe 3Kcrpeccun reHoB HLA xmacca 11
MOTYT JIeXKaTh B OCHOBE TaToreHe3a pa3BUTUS TTaTOTEHEe-
3a CPHC u onipeneniith ero TSKeCTh TEUSHUS.

PECULIARITIES OF THE IMMUNE SYSTEM
GENES EXPRESSION IN STEROID RESISTANT
NEPHROTIC SYNDROME.

S. L. Morozov, V. V. Dlin

Among cases of glomerulonephritis in children, pa-
tients with steroid-resistant nephrotic syndrome (SRNS)
have the most unfavorable course, and the immunologi-
cal disorders. Often determines severity of the disease.
The study of the disorders of the immune system genes ex-
pression will help to supplement knowledge of the patho-
genesis of the SRNS development.

The aim of the study is to determine the character
of the most expressed disorders of the immune system
genes expression in children with SRNS.

28 children with SRNS at the age of 11 * 4.05 years
were examined, the control group consisted of 24 practi-
cally healthy children 13 £ 3.95 years of age. There is no
significant difference in age and sex between basic and
control groups.

In the analyzed groups the expression of 614 immune
system genes was analyzed on an nCounter digital nucleic
acid analyzer (Nanostring Technologies, USA).

According to the data obtained, there is a low expres-
sion of genes of KIR Inhibiting Subgroup 1 — 18.4 + 15.8
cu; KIR Inhibiting Subgroup 2 — 6.3 £ 5.5 cu; KIR3DLI —
4.2 £ 3.6 cu in children of the basic group, which is sig-
nificantly lower than in the control group P — 0.01; P —
0.003; P — 0.02 (P < 0.05), respectively. The KIR genes
family represents transmembrane glycoproteins localized
on the plasma membrane that are involved in the forma-
tion of NK cells and T lymphocytes and interact with hu-
man leukocyte antigen (HLA) I class molecules that are
expressed on all types of nuclear cells. KIR receptors iden-
tify and detect virus-infected or transformed cells.

High expression of the HLA-DPA gene (HLA class II)
is noted — 1058 = 411 cu, which is significantly higher
than in the control group P — 0.001 (P < 0.05). HLA class
IT molecules are recognized primarily by CD4 + T helper
cells. These lymphocytes increase the antigen-presenting

UHHOBALJMOHHbBIE TEXHOJ1IOINU B NEANATPUN U JETCKOW XUPYPINU

function of the cells and promote the differentiation and
proliferation of B cells and cytotoxic T lymphocytes.

Thus, a decrease in the expression of transmembrane
glycoproteins family genes that interact with first-class
molecules of human leukocyte antigen (HLA) I and a sig-
nificant increase in the expression of HLA class Il genes
can underlie the development of the SRNS pathogenesis
and determine its severity.

AKTUBHOCTb ADAMTS13 IIPU STEC-T'YC U AI'YC
V IETEN
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Beenenne. Mertamtonporeaza ADAMTS13 — perynsi-
Top TpombooOpaszoBanus. edhuur ADAMTS13 BcTpe-
qyaeTcs MPU MUKPOAHTHOTIATHUECKUX CUHIAPOMAX, YTO MO-
JKET BHOCUTB BKJIAJI B IIPOIIECC TPOMOOOOPa30BaHUSI.

enb mccrenoBaHusT — MPOBECTH CPABHUTEIBHYIO
onteHKy aktuBHOcTM ADAMTSI3 mpu STEC-TYC
n al'YC.

Marepuansl u Metoabl. O6cnenoBaHo 118 manreHToB
co STEC-T'YC (2,88%+2,29 rona) u 54 — c al'YC, rne tpur-
repoMm sBUjach octpas kwuineuyHas uHpekuust (OKN)
(5,1£3,67 roma). AktuBHOCTE ADAMTS13 (y 3M0pOBBIX
80—122%) onpenensnu metonom FRET ¢ cyberparom
FRETS-VWF73 (PeptaNova GmbH, Germany).

Pesynbratel. AkTuBHocth ADAMTSI13 npu STEC-
I'YC cocraBuma 63,5+20,46% (19-132%), nedpumur
BoIsiBiieH B 78,8%. Ilpu al'YC aKTUBHOCTb MeTaJjio-
nmpoTteasbl cooTBeTcTBOBaia 72,8+23,8% (30-131%),
neduuuT BeISBIEH Y 66,7% neteit. Teuenune OKMU
y 65,2% mnanuentoB co STEC-TYC nposBisuioch re-
MokoauToM. Y 9 (16,7%) mereit ¢ al'YC ormevasncs
remokonut, B 6 (11,1%) cayuasx BeisiBmena EHEC
(I P), a B apyrux — Bupychl Kokcaku V tumn, Ho-
paBUpYC, pOTaBUPYC, aaeHOBUPYC. BbIpakeHHOCTH
aHemuu (65,9+12,7 vs 64,7+11,6 t/1), TpPOMOGOLIUTO-
nenuun (61,1+£31,6 vs 50,43+29,9x10%/1) n azoreMuu
(461,8+206 vs 312,3+216,1 MKMONIb/IT) He pasauya-
nack cpenu nanueHToB co STEC-T'YC n al'VC. 3na-
yenus JIAT u D-nqumepa B 1,5 pasa Boimie npu STEC-
I'YC (3613%£2615 vs 2921%+1851,2 En/n; 3912,7+2524
vs 2692+1268 En/m), HO NMPOAOKUTEILHOCTD TPOM-
6ounToneHuu Boime npu al'YC (11,6%£5,6 vs 25+19,5
nueit). I[Ipn STEC-T'YC passutue anypun (83,9% vs
35,7%), xoprtukambHOoro Hekposa (15,2% vs 5,5%)
u notpedbHocth B 3I1T 6buta Bhie (87,3% vs 53,7%).
ITpu al'YC yame passusaics CITOH (83,9% vs 47,4%)
¢ mopaxkenuem LIHC (71.4% vs 42,4%), cepnedHo-co-
cynucroit cuctemsl (81,5% vs 35,6%), pa3BUTHUS MaH-
kpeatnta (11,1% vs 6,8%). JletanbHOCTh ObLTa BBIIIIE
npu al'VYC (11,1% vs 2,5%). HauMmeHbI1ast akTHUBHOCTh
ADAMTSI13 accounupoBaHa C TSKEJIbIM TEeUeHUEM
STEC-TYC u al'YC.
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3axmoyenue. CHmkeHne aktuBHocth ADAMTS13
BHOCUT BKJIAJI B pPa3BUTHE MATOJOTUIECKOTO TPOMOOOO-
pa3oBaHMS KaK MpPH SHIOTEIUATbHON TUCHYHKIINU, TaK
U TUIlepaKTUBALIMU KOMILIeMeHTa. Hu3kas akTMBHOCTh
MeTaJJTONPOTeas3bl YKa3bIBA€T HA BBICOKYIO BEPOSITHOCTh
Tskesioro teueHust TMA.

NCITOJb30BAHUE HEMHBA3ZUBHOM
TEXHOJIOI'U DJEKTPOUMITYJIBbCHOI'O
BOSHEﬁCTBHH B YCKOPEHUU PEITAPATUBHBIX
ITPOILIECCOB ITPU ITIEPEJIOMAX TPYBYATBIX
KOCTEN VY IETEN
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BBenenue. TpaBMbI OMOPHO-ABUTATEILHOTO arapa-
Ta SIBJISTIOTCS OAHOW M3 OCHOBHBIX MPWYMH, HETATUBHO
BJMSIIONIMX Ha MOKa3aTeJu 310pOBbsI AETCKOTO Hacese-
Hus. B TeyeHMe TOCIENHUX JIET OTMEYAEeTCs TTOCTOSIH-
HBII POCT YHMCia JeTeii-WHBAIWIOB, BCJIECICTBUE TPaBM
u 3a0ojieBaHUII KOCTHO-MbIIIeYHO cuctembl. CoBpe-
MEHHbIE CTaHAAPTHl OKa3aHMSI MOMOIIU OOJILHBIM C Te-
pesioMaMy KOHEYHOCTEeH TIperoiaraloT KOMILUIEKCHBIT
MOAXOJ K JIEYEHUIO.

Lens uccnenoBanus: oueHka a¢pdexkrtuHoct CKO-
HAP-Tepanuu nipu jieueHUn neTeil ¢ repejoMaMH Ko-
CTEe! pa3IMYHOM JIOKAJTU3ALINH.

Marepuran ¥ METOIbI: MOI HAaIUM HaOJIeHUEM
HaxoauJauch 59 GONBHBIX B Bo3pacte OT 4-x mo 17 yer
(38 ManmbuukoB M 21 meBouYka), KOTOPBIE TOCTYIWIN
B OTJ/IeJIEHUE B OCTPOM TEpUoJe, T.e. uepe3 1-3 yaca no-
ciie TpaBMbl. Bce metu pasgeneHbl Ha JIBE TPYIBI Me-
TOJOM CJlydyaiiHO# BbIOOpKM. B mepByto rpyrnmy BOLLIN
32 6onbHBIX (20 ManbuuMKOB M 12 neBouek), KOTOpbIe
nosydaniu CKOHAP rtepanuio Ha (poHe TpaauiimoHHO-
ro JieueHusi. Bo BTOpy0, KOHTPOJbHYIO TPYMITYy BOULIN
27 denosek (18 ManbuMKOB U 9 MeBOYEK) MOJIyYaBIIUX
TOJIBKO TpaaiuMOHHOE JiedeHue. CeaHChl MPOBOAUINCH
exxenHeBHO ipudbopom CKOHAP 97.5 B HenpepbIBHOM
U WHIWBUIYaJIbHO-103UPOBAaHHOM pexuMmax. Kypc se-
yeHust coctanisii 5-8 ceancoB 1o 20-40muHyT. O6pada-
TBIBAJINCh KaK 00IIMe 30HHI (3 JOpOXKU, 6 TOUeK), TaK
U pelumnpoKHbIe 30HbI KOHeuHocTeil. M3 ¢dapmakono-
TMYECKUX MpernapaToB AETU MOJy4Yalu TOJIbKO aHaJibre-
TUKU B TIEPBbIE 2-€ CYTOK.

Pesynbratel uccnenmoBaHust u oocyxaeHust: y 12 60yb-
HbIX yke nociie nepsoro ceaHca CKOHAP tepanuu otme-
YaJIOCh 3HAYUTEJILHOE YMEHbIIIEHUE O0JIEBOTO CUHAPOMA.
V 14 cHkamich TpU3HAKU MUKPOLMPKYJISITOPHBIX Hapy-
menuit. K 3-4 ceancam xxano0 Ha 00K IETU He TIPEIbsIB-
ssun. K KOoHITy Kypca JiedeHUsI COCTOSTHUE BCeX OOIbHBIX
OBLUIO  YIOBJIETBOPUTEIbHBIM, HEHPO-LIUPKYISITOPHBIX
HapyllIeHUli He oTMeJaloch. B To e Bpemsi y neTeil KoH-
TPOJIBHO TPYMIbI YMEHbIIIEHUEe OO0JIEBOTO CHHIpOMa Ha-
omonanoch Ha 2-3-i AeHb Teparnuu; YMEHbIIIeHNEe OTeKa

Paszden 7. HEOPOJIOT UM

oTMevasioch K 4-5 nHio. BceM 0oJIbHBIM, B 3aBUCHMOCTHU
OT TSDKECTH TiepesioMa, KOHTPOJIbHBIE PEeHTIeHOTPaMMbI
poBoIMIIMCE Yepe3 1, 2, 3 wim 4 Henenmu. CpeaHee BpeMst
MOSIBJICHUSI PU3HAKOB TIEPBUYHOI KOCTHOI MO30JIM Y Jie-
Teit, KotropeiM npoBommiack CKOHAP teparus, coctaBu-
70 25,6 £ 2,4 nHs, TOorAa Kak B KOHTPOJIBHOM TPYIIIE 3TO
Bpemst Obu10 33,5 2,5 nus (P<0,05).

BoeiBoabl. Mcnonb3oBaHue HEMHBAa3WBHOW TEXHOJO-
TUU BJIEKTPOUMITYJILCHOTO BO3ACHCTBUSI Ha OpraHU3M
MO3BOJISIET YMEHBIIUTH CPOKU KOHCOJMIALIUM TIEPEsIo-
MOB y neteid Ha 7,3 £ 3,1 mHeit, cTUMYIUpPYs TIPOLIECChI
perapanuyd KOCTHOW TKaHU, 0e3 MOoOOYHBIX 3(h(HEeKTOB
u ocnoxHeHuit. Cokpalllaercsl JJIUTeIbHOCTb Tpeaore-
pPallMOHHOM TTOATOTOBKM OOJIBHBIX, a TAKXKE TTOBBIIIAETCS
3 (EKTUBHOCTDL IIOCJIEOTIEPAIIMOHHON peaduIuTaIINN.
OTO TO3BOJISIET YMEHBIIUTh CPOKUM WMMOOUIM3ALINU
TUTICOBOI TIOBSI3KOW W TIPUCTYNUTH K 0OoJiee paHHEMY
KOMTIUIEKCHOMY BOCCTaHOBUTEJIbHOMY JICUCHUIO.

IMOJKNCTO3HAA BOJIE3Hb ITOYEK
ACCOILIMNPOBAHHAS C MYTA].[I/IEVI HNF1SS.
(OMIM: 137920)

Iupysuesa O.P., Konvkosa H.E.
Hay4Ho-nccnenoBaTenbCKUii KNMHUYECKUIA MHCTUTYT ne-
avaTtpum nmenn akagemuka tO.E. Benstuwesa ®re0y BO
PHUMY nm.H.U. Muporoea, Mockea

Mytauust B rene HNFIb siBnsieTcsl IpUUMHON MOJU-
KMCTO3a TTOYeK 1 Pa3BUTHS caXapHOro auadbeTa ¢ paHHUM
neobrotoM. Kpome Toro, manmeHTBI MMEIOT 3KCTpape-
HaJIbHBIE TIPOSIBJIEHMsI, TAKME KaK: Iojarpa, rureprapa-
TUPEO3, MTOBBILLIEHNE ITEUeHOUYHBIX TPaHCAMKUHA3, aHOMa-
JIUW yporeHUTaIbHOTO TpakTa. CouyeTaHue MOpakeHUs!
MOYEeK M OKCTpApeHATbHBIX MPOSIBICHUI MOTYT ITOMOYb
3ar10J103pUTh MOJUKUCTO3HYIO 00JIE3Hb MOYEK, aCCOIIUM-
poBaHHYyI0 ¢ MyTauueii reHa HNFIp.

Llenb: mpeacTaBUTh KIMHUYECKOE HAOMI0IeHE 00JTb-
HOTO C TTOJIMKHMCTO30M TOYEK aCCOLIMMPOBAHHBIM C MyTa-
nueit B rene HNFIB.

Manbuuk A., 3 net. PebeHok oT 1-i1 GepeMeHHOCTH
npoTtekaBlieit Ha (h)oHe Yrpo3bl TIpepbIBaHUsI OEpeMEHHO-
ctu B 20 Hepenb. HacnencTBeHHOCTH OTsITOIIIEHA 10 3200~
JIEBAHUIO OPraHOB MOUYEBOI CHCTEMBI CO CTOPOHBI 000MX
ponuteneii. [Tpu poxxneHUN MacCOBO-POCTOBBIE TTOKa3a-
Tes B HopMe. Y3 U mmouek — MHOXKEeCTBEHHBIE KMCTHI T10-
YyeK ¢ KaJbIIMHATaMK. B OMOXMMMYECKOM aHaIu3e KPOBU
MOBBILIEHUE YPOBHS KpeaTMHNHA KPOBU, HEIMOCTOSIHHAS
runodochareMusi, MOBBIIIEHUE aKTUBHOCTHU I1IEJIOYHON
docdarassl (LLID), ymepeHHoe noBbilieHre ACAT. B Mo-
YeBOM CUHIPOME He3HAYUTeNbHas MPOTEUHYPHS, TIIIO-
KO3Ypusl, HEITOCTOSTHHAS JISHKOLIUTYPUS.

IIpn HacrosgmeM obGciienoBaHnM, PU3NIECKOe pa3-
BUTHE CpelHee, TapMOHUYHOE. YMepeHHasl BaJibrycHasl
nedopmannsl HWXKHUX KOHeuHocTteil. [Moamypuu, mo-
Juaurcuu HeT. KMCIoTHO-0OCHOBHOE COCTOSIHME KPOBU
B HopMe. B OmoxuMmdeckoMm aHaim3e KpOBU HEIIOCTO-
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