v 4 (16%) BBISIBJIEHO cOYeTaHMEe aHOMAJIUK Pa3BUTHS TT0O-
YeK C ITyITOYHBIMU TPhIKAMM.

3akmoueHue. [IprMeHeHMe B KIMHMYCCKOM IIpaK-
THKEe HEMHBA3MBHOIO METOMA YJIBTPa3ByKOBOW JIMArHO-
CTUKM CIIOCOOCTBYET PaHHEMY BBISBICHUIO aHOMAJIMIA
passutuss OMC y neteit paHHero Bo3pacra. ¥ OOJbIINH-
ctBa gereit (54%) BpoXIeHHbIE AaHOMAINN MOYEBbIICIIN-
TEJIbHOM CHCTEMbI MMEIOT TEHICHLIMIO K PEerpeccy pac-
LIMPEHUS ITOJIOCTHOM CHUCTEMBI TIOYEK M MOYCTOUHHMKOB.
VY 63% nerteii BpOXIECHHBIC aHOMAJIMKM Pa3BUTHUST MOYEK
COYETAIUCh ¢ MaJbIMU aHOMAJIMSIMA Pa3BUTHSI CepAlia,
MaToJIOTHeit GUIMApHOTO TPaKTa, MMyMOYHBIMU TPhIKAMH.

OIIbIT INTPUMEHEHUA PUTYKCUMABA VY PE-
BEHKA CO CTEPOUJA3ABUCHUMBLIM, IHNKIIO-
CITPOPUH3ABUCUMBIM, TAKPOJINMYC3ABU-
CUMBIM HE®@POTUYECKNM CUHAPOMOM.

Hukuwuna T.A.

HUKMU nenuatpuu um. 10.E. Bensruiesa, 'bOY BITO
PHUMY um. H.WU. IMuporoBa M3 PD, . Mocksa

Jlo HacTosI1ero BpeMeHM 10 KOHIIa He pa3paboTaHa
CTpaTerusi JeyeHWs] FOPMOHO3aBUCUMOIO HedpoThuye-
ckoro cuHapoma. CUTyalyst OCIOXKHSIETCS B CITydasix BbI-
SIBJICHUSI Y OOJTBHBIX HE TOJIBKO CTEPOUIHOM, HO Y TaKPO-
JIUMYC- Y IUKJIOTIOPUHOBOM 3aBUCUMOCTH. B OT/IeIbHBIX
HCCAeNOBAaHUSIX MMOKAa3aHO, YTO BKIIOUEHHUE B CXEMY Jie-
YEHMSI TOPMOHO3aBUCUMOI0 He(hpOTUYECKOTO CUHIpOMaA
MOHOKJIOHaIbHBIX aHTUTesl K CD 20 B-nmumdanuram —
pUTYKCHMMaba TIPUBOIUT K MOMIEPKAHUIO pEMUCCUU 3a-
OoJsieBaHUSI.

Llenn: moka3ath 3(p(PeKTUBHOCTh JeYeHUsl pedeHKa
CO CTepOMA3aBMCUMBIM, LIMKJIOCITPOPUH3aBUCUMBIM,
TaKpOJUMYC3aBUCUMBIM HE(POTUUECKUM CUHIPOMOM
anTutenamu K CD 20 B-numdarnuraMm — puTyKCMMaooM.

Marepuanbl 1 MeTobl. KpuTeprsaMu 11t BKITIOUSHUST
pUTYKCMMaba B CXeMy MMMYHOCYIIPECCUBHOM Teparuu
SIBJISUIMCH. BO3pacT mauueHTta 10—18 ner, Haauume Mop-
(omornuecku MOATBEPKAEHHOTO JAMArHo3a, 3aBUCU-
MOCTb OT paHee TPOBOAMMON WMMMYHOOCYITPECCUBHOM
Teparnuu, OTCYTCTBUE COMYTCTBYIOIINX MH(MEKIIMOHHBIX
3abosieBanmii. Ilom HaGmomeHMeM Haxomguics OOJIbHON
12 neT ¢ HePPOTUUECKUM CUHAPOMOM, (POKaIbHO-CEr-
MEHTapHbIM TJIOMEPYJIOCKIEPO30M, C IJIUTEIbHOCTHIO
3abosieBaHus 6osiee 10 jietT, B pazHoe BpeMsl MOJyYaBIInii
CTEPOUTHYIO TePAIUIO, JIeYeHUE IIUMKJIOCIIOPUHOM Oosiee
2X JIeT, TaKPOJUMYCOM OKOJIO 3X JIET, U UMEBIIUI 000-
CTpeHUs HePOTUIECKOTO CUHAPOMA TTPU CHUXKEHUH 103
WY cpa3sy Mocjie OTMEHbI MpernapaToB. [TocieqHum Bapu-
AHTOM WMMYHOCYIIPECCUBHOI Tepanuu ObLIO Ha3zHaye-
HUue MMKO(hEHOJIOBOI KUCIOThl (MaiipopTrKa) Ha (poHe
TTOIIEPKUBAIOIINX 03 TIPeIHM30JI0HA. [Ipy TTOTBITKE
OTMEHBI TIOCJeAHEro — 000CTpeHUe HePDPOTUUECKOTo
CUHIpOMa ¢ OMOXMMUYECKMMU MPU3HAKaMU aKTUBHOCTHU
3a00sieBaHusI, TOTpeOOBaBIlIee BO3OOHOBIECHUSI Teparuu
npeaHu3ojoHoM 60 Mr/M?/24 4 Ha (poHE MPOIOIKAEMO-
ro seyeHust maiipoptukom 900 mr/m2 Ilo BeIxome ma-

UHHOBALMOHHbBIE TEXHOJ1IOINU B NEANATPUN U JETCKOW XUPYPINU

IIMeHTa B OMOXMMUYECKYIO PEMHUCCUIO0 HE(POTUIECKOTO
CHHIpOMA IpH coxpaHeHnu nporennypuu 0,5—0,6 r/cyt
MPOBEIeHO ONHOKpaTHOEe B/B BBeJAcHUE DPUTYKCHMMada
375 mr/m2. TlepeHOCUMOCTh B/B BBEIEHUST pUTYKCUMaba
ObLia xopoliasi, THPEKIIMOHHBIX OCJI0KHEHUI He ObLIO.
CHuxeHMs mokKaszareseit nepudepudeckoit kposu u IgG
KpoBM He Habmoganock. OTMevanach MojHast AeTuIel-
nsg B-nmumdonuros (CD3-CD19+) 0%. Ilporennypus
octaBasiach npexHeir 0,3—0,5 r/cyt. [1pu 3TOM OGUOXU-
MMUYECKHX TMPU3HAKOB aKTUBHOCTU HEMPPOTUYECKOOTO
CUHIpOMa He HabJIonanoch, (PHKIIMOHAJIBHBIC MapaMme-
TphI TIoYeK ObuM Oe3 yxyniieHus. [locie Kypca puTyk-
cumaba mNpomoKeHa WMMYHOCYIPECCUBHAS Teparus
MaliopTUKOM Ha (hOHE MOAASPKUBAIOLIMX 103 IPETHU -
30JI0Ha B COYETAaHUU C HeMPONPOTEKTUBHON Tepamnueit
9HAJIANPUIIATOM (3HATIOM).

3akmoueHue. BxioueHue B cTparervio JedyeHust
3aBUCUMBIX BapuUaHTOB He(MPOTUIECKOTO CUHIPOMA
MOHOKJIOHaIbHBIX aHTUTeN K CD 20 B-nmumdanuram —
pUTyKcHMMaba BbI3bIBaeT MOAAEPKAHUE PEMUCCUU 3a00-
JeBaHusl. J1oJrocpouHble Pe3yJbTaThl 3aBUCAT OT JJI-
TEJBbHOCTU COXpaHEeHUWsT JAeruleluuu  B-nmmMmdbounTos,
YTO JOCTHTAETCSl TMPOBEACHUEM WMMYHOCYITPECCUBHOM
Tepanuy B COYETAHUM C BBEACHUEM IOMICPKUBAIOIINX
103 pUTYKCHMaba Kaxabie 4—6 MecsIIeB.

AKTUBHOCTb ADAMTS13 IIPU I'EMOJINTHUKO-
YPEMMWYECKOM CUHJIPOME VY IETEI

Opnosa O.M.', Dmuposa X. M., Toacmoea E.M.’,
Aedonun I1. B.?

TBOY BITO MI'MCY um. A.U. EBnokumMosa
Mun3znpasa Poccuu, . MockBa
>PI'bOYH UBP um. H.K. KonsioBa PAH, . Mocksa

Beenenue. ADAMTS-13 peryniupyeT akTUBHOCTb
dakropa Bunnedopanma (VWF), criocoOGcTBys orpaHM-
YEeHUIO POCTa TPOMOOB B MUKPOLIMPKYJISITOPHOM pYCJIe.
Hepumur ADAMTS13 urpaer Kii4eBylO poOJib B Ta-
TOreHe3e TPOMOOTMYECKON TPOMOOLMTONEHUYECKOM
MypIyphl. YCTaHOBJIEHO, YTO CHIXEHHE AaKTUBHOCTU
ADAMTSI13 MoOXeT BCTpeuaThbCs IIPU TJIOMEPYIISIPHOM
MaToJIOTMM MMMYHOBOCITAJTUTEIBHOTO TeHe3a, Cercuce,
MMKPOAHTMOTIaTUYeCKUX CUHIPOMaX.

Lenbp wuccienoBaHuss — OLEHUTb AaKTUBHOCTh
ADAMTSI13 1nipu reMOJUTUKO-YPEMUYECKOM CUHAPOME
(STEC-I'YC) y neteii.

Matepuanet 1 metombl. O6cnenoBano 30 malmeH-
T0B co STEC-TI'YC B Bo3pacte 2,58+2 n1eT. AKTUBHOCTD
ADAMTSI13 onpenensuiack Meronom FRET ¢ wuc-
noJjib3oBaHueM JoporeHHoro cyoctpara FRETS-
VWEF73 (PeptaNova GmbH, Germany). AKTUBHOCTb
ADAMTSI13 y 3mopoBbIX cooTBeTcTBOBaa 80—122%.

Pesynbratel. AxktuBHOCT ADAMTSI3 'y ngereit
co STEC-T'YC cocrauna 60,3+18,3% (31—-100%). Y 9
(30%) maumentoB (I rpymma) ADAMTSI3 61 >70%
(82,5+11,3), y 11 (36,7%) (11 rpymma) — B mpenmenax
50—70% (58,6%5,3), y 10 (33,3%) (III rpynma) — <50%
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(41,83%5,5). Teuenue I'YC B 3aBUCHMOCTM OT aKTHUB-
Hoctu ADAMTSI3 oriuvanoch. [eMOKOIUT U JIMXO-
panka B npoapome I'YC uyailie BBISIBISUIMCH Y IAllUCH-
toB III rpymmel mo cpaBHenuio ¢ I u 11 (70% vs 55,5%
vs 54,5% u 100% vs 66,7% vs 63,6%; p=0,03, p=0,02).
Hecmotpst Ha TO, 4TO CTereHb CHIMKEHUST TeMOTJIOOMHA
(78,2422 vs 79+18,8 vs 72,2+11,4 r/n), TpOMOOLIUTOB
(60,5+33 vs 59,8+15 vs 48,75+17,9x10°/1) 1 BbIpakeH-
HocTh runepazoremuun (374,7+131,7 vs 388,71208.9 vs
333,4+106,8 MKMOIb/J) TIO TpymiaM He pasiaudajiach,
cpennue 3HayeHus JIAT Oblium B 2 pasa Bblllie B rpyr-
Ime C MeHbImeld akTuBHOCTHIO (<50%) ADAMTSI3
(2657,25%£2058,5 vs 2824,51+639,7 vs 5775+£5594; p>0,05,
p=0,05). Hyxxpganuch B nuanuse 21 mamueHT C aKTUB-
HocThio ADAMTSI3 mo 70% u 8 (89%) manueHTOB
¢ ADAMTSI13>70%. OnuTenbHOCTh aHypUHU, YacToTa
nopaxenuss [IHC wu pasButusi cuHapoma TOJIMOpTaH-
HOII HEOOCTAaTOYHOCTM OblIa Bhimle y maumeHToB Il
rpynibl 110 cpaBHeHuto ¢ I u IT (10,8449 vs 5,8+3,88
vs 8,9£3,6 cyt; p=0,05, p>0,05; 60% vs 22,2% vs 27,3%;
p>0,05, p>0,05; 60% vs 44,4% vs 45,5%; p>0,05, p>0,05).
Yame B MBJI HyXnanuch mamumeHTbl C aKTUBHOCTBIO
ADAMTSI13 10 70% (6 vs 1).

3akmoueHue. CHuxkeHue aktuBHoctu ADAMTSI3
BBIsIBJICHO Y 86,7% natmenToB co STEC-I'YC u acconu-
HMPOBAaHO C TSKECThIO TeueHUs 3abosieBaHusl. PaszBurtue
neduunra aktuBHocth ADAMTSI13 cBUAeTe IbCTBYET
0 €r0 MOBBIIIEHHOM TTOTPEOJICHNN 13-3a CEKPELIUY MYJTh-
TuMepoB VWF B yCIIOBUSIX BBIpaK€HHOM 3HAOTEINAb-
HOI AUCHYHKLMUU, OOYCIOBACHHOU BO3AEHCTBUEM M-
ra-ToKCHHa.

DHAOKPUHOIIATUN U IIATOJIOTUSA ITOYEK
V IETEN

Casenvesa E. B., Baikosa A.A., Kyraeuna E.I1.,
Kyuenko JI. B.

I'bOY BI1O OpI’'MY Mun3sapasa Poccuu, r. OpeHOypr

YcoBepllleHCTBOBAaHUE paHHEN JAMArHOCTUKHW Iopa-
JKEHMSI TIOUEK Yy JIeTeil ¢ QHIOKPUHOMATUSIMU C UCTIOJb-
30BaHUEM IMaTOrEHETUYECKUX MApPKEPOB SIBJSIETCSI aKTy-
aJTbHBIM.

IIpoBeneHo KOMILIEKCHOE KIMHUYECKOE, JabopaTop-
HOE€, UHCTPYMEHTaJbHOe U (BDYHKIIMOHAIbHOE 00Ceno-
BaHUeE MalMEeHTOB ¢ caxapHbIM nuabdetom (CJI).

YcraHoBneHo, yto y nanueHToB ¢ CJI 1 Tuma moka-
3aTeIM CbIBOPOTOYHOIO JIENTUHA OTJIMYAIOTCSI OT YPOBHSI
3MOPOBBIX JETe M 3aBUCAT OT TSKECTH 3a0oJIeBaHUS.
JlokazaHO, 4YTO TIOBBIIIEHHWE YPOBHSI CHIBOPOTOYHOTO
sgentuHa y aereir ¢ CI 1 TmMna U U3MeHeHHUe KOHLEH-
Tpamu ceiBopotoyHoro MDP-1 y 6omphbix ¢ JIH B3a-
MMOCBSI3aHbl C MOKA3aTeJSIMU PEHAbHOTO MOPaXeHUsI
W MOTYT MCITIOJb30BaThCsl B KaueCcTBE paHHETO MapKepa
nokiamHudeckoi cranuu [AH y nauuvenros ¢ C/0 1 Tuma.

YcraHoOBlIEHa B3aUMOCBSI3b TUIEPAENTUHEMUU C Ha-
pYLIEHWEM YIJIEBOAHOIO, JMUIMUAHOIO OOMeHa, KoJuye-
CTBOM MUKPOCOCYIUCTBIX OCJIOXHEHUIN U 4acTOTOM pa3-

Pasdea 7. Heghponoeus

Butust [AH y nereii.

®akrtopamu pucka paszsutus JIH y maumento CJI
1 Tuma gBASIOTCS: yBeMWYeHME WHIEKCAa MacChl Teja
6onee 18,48 kr/m?; cHmkenue coaepxxanus XC JITIBIT
B chiBOpoTKe KpoBu 1,21—0,94 MMmoib/n; MOBBIIIE-
Hue Kod(dUuMeHTa aTepOreHHOCTU ChIBOPOTKU KPOBU
2,21—-8,49; moBblllleHWE YPOBHS CHIBOPOTOYHOIO JieT-
tuHa 20,27—27,5 Hr/mMa U uU3MEHEHME KOHLEHTpalluu
NDP-1 — 252,9—434,7 Hr/mn; NOBBIILIEHUE CYTOUHOM
no3bl mHcynuHa 0,74—0,99 EJI/kr; 3amemiieHUe CKO-
POCTM KPOBOTOKAa B MEXIOJEBBIX MOYEUHBIX apTEepUsIX
0,16—0,14 m/c.

V nereit ¢ CI 1 tuna, HaGIOmaeTCs IOBBILLICHUE
ypOBHel opraHocrenuuieckux GepMeHTOB HEeUTpaib-
HOI o-TimoKo3uaasbl W L-ajaHMHAMUHOTIETITUAA3bI
B MOU€, YTO CBUAETEILCTBYET O MOBPEXKICHUN SITUTETUS
MPOKCUMAJIbHBIX KaHaJIbIIeB. JlaHHbIe U3MEHEHUST BBISIB-
JITIOTCST 10 Pa3BUTUS MUKPOATBOYMUHYPUU U SIBJISTIOTCSI
6oJice paHHUMHU MapKepaMHM ITOPaKeHUS TTOYeK.

IMatonorusa OMC mnipu CJI 1 tuna BeisiBiieHa y 35%
neTeil. B CTpykType maroiormu TIOMHUMO JUa0eTH-
yeckoit Hedponatuu (26,3%) npeodnanaotr (47,5%)
WHOEKIIMM MOUYEBOM CUCTEMBI (XPOHWYECKHWI Tue-
noneppur — 42,1%, xpouudeckuii umctur — 7,9%,
BYJIbBUT/BYTbBOBarMHUT — 28,9%, W30IMpOBaHHAs
6aktepuypust — 21,1%), a Takke maucMmeTaboMdecKast
HedpomnaTust (18,5%), anomanmun OMC u HeliporeHHast
IUCHYHKIIMS MoueBoro my3bips (7,5%).

VY 75% neteii ¢ matosorueit OMC mipu C/I 1 Tumna Bbi-
sIBJieHa MHOUIMPOBAHHOCTb OPTaHOB MOYEBOM CHCTEMBbI
(GakTepuypusl) ¢ IpeoOjagaHUeM >HTepoOaKTepuaib-
Holi (66,7%) u ctabuaokokkoBoii (33,3%) ypodJiopsl.

Jns BceX IMAUMEHTOB C pPeHaJIbHON MH(pEeKUIMNeH
1 u3opoBaHHOM 6aktepuypueit (100%) npu CJI 1 tuna
XapaKTepHO BBIJACICHUE YPOU3OISITOB (I3HTEPOOAKTEPUH,
cTa(UIIOKOKKM), 00JIaJalolIuX KOMIIJIEKCOM CBOWCTB
YpPOITaTOTeHHOCTH, B OTJIWYME OT MAallMeHTOB C MH(DEK-
IIMell MOYEBBIX IMyTeil (LIMCTUT, BYJIbBUT/ BYJbBOBArm-
HUT) U TPaH3UTOPHOI GaKTepuypuei, y KOTOPBIX 3TH
cBoiicTBa ypobakrepuii orcyTcTBYIOT (p<0,01). Hanuuue
y MalMeHTOB ¢ MHQUIMPOBAHUEM OPTaHOB MOYEBOM CH-
crembl ipu CII 1 TMMa maTOTeHHBIX CBOMCTB YpohIOphl
MO3BOJISIET paccMaTpuBaTh IOKa3aTeJM ypomnaTOreH-
HOCTU KakK OMoMapKepbl prcka MajoMaHudecTHO (J1a-
TEHTHOI) peHaJIbHOI MHMEKIINN

®opmuposanue marojoruu OMC y gereit ¢ CJI
1 Tuma Bo3pacTaeT co CTaxkeM 0O0Je3HU U BCTpevyaeTcs
JIOCTOBEPHO 4allle y MalMeHTOB B Mpe- U MyoepTaTHOM
Bospacte (40%). KinmHuko-1a60opaTopHble OCOOEHHO-
CTU peHaJbHOI marojoruu y aeteid mpu CJ 1 tuma xa-
pPaKTEpU3YIOTCSI BBICOKOU dYacToToil (85%) coueraHus
C IPYTUMM OCJOXHEHUSIMM 3a0oyieBaHMS (IIOJUHEHpO-
matust — 62,5%, petuHonarus u Katapakra — 30%, xu-
poBast quctpodus redeHu — 55%), MmaroMaHUMECTHBIM
(JTaTeHTHBIM) TEUYEHUEM C HapyIIeHWEM CTPYKTYpHOTO
COCTOSTHMSI TIOYEK IO 3XOrpauyecKrM ITOKa3aTessiM,
BHYTPHUIIOUEYHON TeMOAMHAMUKU, CO CKPBITOM apTepu-
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