Mpunoxerue 1

CTUpaHWe PUCYHKA, auddy3Has mumMdonHas UHGUIBTpaus u
MIepecTPOiiKa CTPOMBL. BBISBICHBI AECTPYKTHBHBIE H3MEHEHUS
PeTUKYIMHOBOTrO Kapkaca. Habmonanace nesunterpanus ¢osm-
KYJSIPHBIX JeHApUTHBIX KieTok (DJIK) u cokparenue ux Koianyie-
crBa oyt B 3 paza (7,2 + 1,3% mpu XJUI u 23 + 3,1% B rpymnme
cpaaenus). Kpome toro, UI'X ¢ anturenamu CD34 kiacca II BbI-
suun yewnenne miotHocty MIUP mpu XJUT (12,8 + 0,3 mpoTus
6,5 + 0,5% B rpynmne cpaBHeHust). Takum 00pa3oM, COKparieHne

gucna GO/IK u ycniieHne aHruoreHesa siBIsioTCsl KITOYeBbIME (ak-
Topamu noBpeskaeHus crpomsl ipu XJUL.

3akuouenne. I3MeHEHUs CTPOMaJIbHBIX HUIIEOOPa3yIOIINX
CTPYKTYp KOCTHOTO Mo3ra 1 JIY CBUIETENbCTBYIOT 00 MX BOBIIE-
YEeHHUH B TeHE3 HeOIIaCTHIeCKO TpaHchopMayu TUMpOUTHBIX
MPEAIIECTBEHHIUKOB U MOTYT YKa3bIBaTh Ha MEPECTPOHKY (QyHK-
MM MHKPOOKPY)KCHUsI, HalPABICHHYIO Ha TOIACpXKaHUEe JIeH-
KO3HOTO KJIOHA.

PRES y AeTeﬁ C OHKOremaTosiornyecKumm v rematonornyeckumm sabonesaHnamm
Cepaiok O.A., banawos [.H., Jenaruy B.M.
OrBY MefepanbHbIN HAYYHO-KIIMHUYECKUIA LIEHTP [eTCKOW reMaTonornm, OHKONOrMI 1 MMMyHonorum um. immtpusa PoraueBa Munsgpasa Poccun, Mocksa

Beenenne. PRES (posterior reversible encephalopathy
syndrome) — OBICTPO pa3BUBAIOLLEECS HEBPOIOIUUECKOE COCTO-
SIHAE, KIIMHUYECKHU MPOSIBIIAIONIEECs Cyl0pOraMy, IOMpadyeHUEM
CO3HaHWUsI, TOJIOBHOM 0O0JIbIO, TOLIHOTOM, PBOTOM, M3MEHEHUEM
LBETOOLIYIIIEHUs, KOPKOBOI! CIENOTOH B cOYETaHUU C XapaKTep-
HeIMH m3MeHeHmsiME Ha MPT. DToT cuHapom Hepeako sBiseT-
Csl OCIO)KHEHHEM Y JeTeH, OONbHBIX JIeHKO3aMH, MEPeHECIINX
TPaHCIUIAHTAIMIO FEMOIIOITHYECKUX CTBOIOBBIX KiIeToK (TI'CK).
IIpu orcyrcTBum cBoeBpemenHorO0 NeueHust PRES moxeT ocinoxk-
HHUTBCS Pa3BUTHEM MAcCHUBHOTO MH(APKTa TOJIOBHOIO MO3ra WIN
JMCIIOKALOHHBIM CUHJIPOMOM C JIETaJbHBIM UCXOAO0M. B nure-
parype B Ka4eCTBE HCXO/I0B OMMCAHBI SITUIICTICUS U CMEPTh O0JIb-
HBIX.

Heab padorbl. Onucars KIMHUYECKYI0 KapTuHy, MPT- u
O0I'- mmenenns y neteit ¢ PRES.

Marepuanasl u MeToabl. C KIMHUYECKUMHU U PEHTI€HOJIOTH-
yeckumu npuzHakamu PRES u D3I -MoHUTOpHHIOM HaOII0AAITH
7 60sbHBIX (M3 HUX 2 JIGBOYKH) B Bo3pacTe 5—22 JIeT ¢ OHKOTe-
MaToJOrMYECKHUMHU 3a00JICBAHUSMH: C OCTPBIM MHUENIO0IACTHBIM
neiiko3oM (1 GonbHOI), OCTpbIM IUM(OOIACTHBIM JeHKo30M (2
6onbHBIX), aHemueil Dankonu (1 OOJIBHOI), TPHOOPETCHHOM
UIMONaTHYECKOH anIacTuIeckoi anemueii (1 00nbHOI), mepBUY-
HbIM UMMYyHozaeduuroM (1 601bHOI), Tndpdy3Hoii B-knerounoit
nuMdomoit (1 60bHON).

Pesyabrarbl. PRES passuncs usz-za aprepuanbHoi rHmep-
TEH3UU Y 6 OOJIBHBIX, U3 HUX Y 2 — Ha (JOHE UMMYHOCYIIPECCUB-
HO#l Tepanuu (y | — OUKIOCTIOPUHOM W 1 — METOTpEeKCaToMm) u
Tonpko y 1 — Ha ¢oHe mpueMa nuksocnopuna A. Kinnnnuecku
y 3 OOIbHBIX HAOMIONANUCH TEHEPAN30BAHHBIE TOHUKO-KJIO-
HUYECKHE Cynopord. Y 1 peOeHKa OTMedalnch THIepKUHE3BI
OpaJbHOW MYCKYJNATypbl, AEBHALMK B30pa BJIEBO, HAapYIICHUS
co3HaHus. Pa3BuTHE TUNEPTEH3UBHOIO CUHIPOMA, U3MEHEHME
MICHXMYECKOTO CTaTyca, HapylIeHne 3peHHsT HaOMIOIaInCh H30-

JIMPOBAHHO y 3 OOJIBHBIX, U3 HUX Y 2 COYETABLINECS C TOJOBHOM
6onbro. IloBropHbie mpusnaku PRES (B cpeanem wepes 2,5—
3 Mec mociie TepBoro Je0rTa) OTMEUAINCh y 2 JeTei, U3 HUX
y 1 — B Buae ToHUKO-KIoHHYeckux cymopor. [lo manueiv MPT
y OOJIBHBIX HAOIIONAINCh U3MEHEHHs OeJIoro BeliecTBa IoJ0B-
HOTO MO3Ta MPEUMYIECTBEHHO TEMEHHO-3aTBUIOYHBIX 00IacTe.
Ha D3I Bo Bpems nebrora PRES (BbinmonHena y 3 peteit) peru-
CTPUPOBAIUCH BbIpaskeHHbIE AU((DY3HbIE U3MEHEHHsI OHOBJIeK-
TpHrueckoit aktuBHOCTH Mo3ra (BDA), B (hOHOBOI 3amucu oTMe-
YJanuck ae3opranuszanysi BOA MeaneHHbIMY BOIHAMU U CTOMKas
MEXITOyIapHast acuMMeTpus. JIokanbHble U3MEHEHHS ITUIICH-
TU(GOPMHOTO XapakTepa y 1 perncTpupoBaiich B BUJE aKIECH-
Ta MEJICHHBIX BOJIH B LEHTPAJILHO-TEMEHHOM OT/IENIC CJIeBa C
BKJIIOUEHHEM OCTPBIX 0-BOJIH U OJJHOKPATHOTO FeHEePAIM30BaHHO-
TO MapOKCU3Ma, Y 2-TO — B BUJI€ €JMHUYHBIX JITHIETITH(GOPMHBIX
KOMIIJIEKCOB "0CTpast ~-MeJICHHast BOJIHA" B JIOOHO-IIEHTPAIbHOM
OT/eJIe CrpaBa, Yy 3-ro — KaK oyar 3MwienTU()OPMHOI aKTHBHO-
CTH B JIOOHO-TIEPEIHEBHCOYHOM OTHAENE CIEeBa B BUJE OCTPBIX
BOJIH U KOMILIEKCOB "OCTpasl — MeUIeHHasl BoHA". YKa3zaHHbIE
nokajbHble n3MeHeHus: 31 cooTBercTBOBANM onucanHoit MPT
kaptuae >TUX neteir. Mcxomom PRES sBunace smwterncust y 2
60_]'[BHI)IX, y R KIIMHUKO-PEHTTCHOJIOTUYECKUE CUMIITOMBI OKa-
3amuch oOparumbiMu. OCHOBHOE 3a0o0JieBaHME OKa3alloch (ha-
TaJIbHBIM JUIS 2 JETEH.

3akirouenue. Jlns mocranoBku auarHo3a PRES wu ero
UCXO/la TIEPBOCTENEHHOE 3HAUYEHHE HMEET pPaHHSS KIMHUKO-
peHTTeHoNoTuYecKasl AWarHocTuka ¢ peructpamueir MPT, ¢
nocienyoue agekBaTHoil Tepanuei 3Toro ocnoxHeHus. Lle-
necoo0pa3HocTh npoBeaeHuss DO Takum OOJIBHBIM ITOUICKUT
00CYXJICHUIO U JallbHeHIeMy M3Y4YEHHUIO, OJIHAKO HECOMHEHHa
uHpopMaruBHOCTh DI 115 OLIEHKH CTETEHU SHIC(ATIONATHH 1
MOCIIETYIOIIEr0 MOHUTOPHUHIA BBISBICHHON SMHIENTH(OPMHOM
AKTUBHOCTH.

UHTeHcnBHasA nonuxumuoTtepanua auddysHoi B-kpynHokneTouHoin numeombl NPAMOI KALWKY y 60/1bHOIA
Hecneundunyeckmm A3BeHHbIM KOIMTOM

Cngoposa A.A., KpaBueHko C.K., 3soHKoB E.E.
OIBY lemaTonornyeckunii HayuHbi LeHTp MuH3sgpasa Poccun, Mocksa

Beenenne. BosnukHoBeHue nuM(paTUIECKOR OIMyXOnU TOJI-
croit kumiku (TK) Ha QoHe HecnenupruecKoro sI3BEHHOTO KO-
auta (HAK) — penkoe, Maaon3yueHHOE SIBICHUE, COCTABILSIOLICE
0,2-0,4% ot Bcex ciyuaeB HAK. Anroputm nedeHns u TakTHKa
OJTHOBPEMEHHOTO NPOBEJCHUS LUTOCTATUYECKOW M MMMYHOCY-
IPECCUBHOI Tepamnuy moka He paspaboransl. Hemssecten mpo-
rHO3 y 60s1bHbIX TuMPoMoii ipu couetanuu ¢ HAK, a taxke Biu-
stare nonuxumuotepanuu (I1XT) na reuenne HAK.

Heap padorbl. OueHuts 3(PGHEKTUBHOCTH M MEPEHOCHU-
MocTb uHTeHcuBHOM [IXT y 6onpHo# auddys3Hoi B-kpynHo-
kierounoit numpomoit (B-KKJI) tuma non-GCB mnpsmoit
kumky (ITK) Ha done tsxenoit popmsr HAK ¢ ToTanbHBIM 1T0-
paxxenuem TK.

Marepuaasl n MeToabl. bonsuas L., 50 net, B Teuenue
5 yier nuapes 10 S5 pa3 B CyTKH, IPH KOJOHOCKOIHMH BBISBICH
XPOHUUYECKHH KOJIUT, MPOBOIMIOCH CHMITOMATHYECKOE Jede-
Hue. B 2010 r. otmeuanocs yuaenue cryiaa 10 20 pa3 B CyTKH ¢
MIPUMECHIO KPOBU U CJIM3H, BBISBIICHA CTEHO3HMPYIOIIAs OIyXOJb
[IK. IIposenena nepennsist pesexiust [IK. ITo pesympraram nm-
MYHOTHCTOXMMHYECKOTO HCCIIEAOBAHHUS YCTAHOBJICH AMAarHo3
qudysnoit B-KKJI TIK (tuna non-GCB). Ilpu nocrymieHuu B
I'HI B mapre 2011 1. auapes 1o 30 pa3 B cyTku, cyOheOpribHas
JMXOpajKa, ucTomeHnue. IIpu KoJIOHOCKOMH KapTHHA TOTaJIbHO-
IO 5PO3UBHO-I3BEHHOIO nopaxkenus TK.

Pesyabrarpl. Hawara Tepammsi MeETHINPETHU30IOHOM
(32 mr/cyT) u MecanazuHoM (cBeun 500 Mr/cyT) B TedeHue 2 Hel.
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IMocne crabumu3anuy COCTOSHUS (CHIDKEHHE YacTOTHI CTYa 10
3 pa3 B cyTkH) nposeneHo 4 kypca [IXT no nmporpamme mNHL-
BFM-90 (6noxu A-B c¢ mabOrtepoii). Tlocne 3aBepiieHus Jieue-
HUsl TonHast perpeccust knmunHukH HAK. Pemuccus muddysnoit
B-KKIJI u HAK coxpansiercs B Teuenue 30 mec.

3axkmrouenne. [Tomumo croifkoro s¢dexra B nedeHHN AUQ-
¢dy3noit B-KKJI, nocturayra ObIcTpasi, MoJMHAsE W JUIATEIbHAS
pemuccust HAK. JlanHoe HaOIIoAeHNE OTKPHIBAET MEPCIEKTUBbI
JUISL TaNTbHEHIero n3y4eHns 3(QQGeKTHBHOCTH IIUTOCTATHIECKOM
teparmnu HAK.

T-KneToyHas KNOHaNIbHOCTb NPV ayTOMMMYHHO reMOosINTUYEeCKON aHemMun
Cupoposa t0.B., CmnpHosa C.10., Lipetaesa H.B., HukynnHa O.®., BupepmaH b.B., HnkynuHa E.E., Cypaprkos A.B.
OrBY lemaTtonornyeckmin HayuHblii LeHTp MuH3gpasa Poccrmn, MockBa

BBenenne. AyToMMMyHHass TeMOJHMTHYECKas  aHEMUS
(AWUTA) nposiBisieTcsi ayTOMMMYHHBIM T€MOJIM30M U 00pa3oBa-
HUEM aHTUTEJ] K aHTUIeHaM SpUTPOLMTOB. Benymias poib B na-
TOTeHe3e OTBOJMTCS B-KieTkaM, OfHAKO Takke MOKa3aHa Pojb
pa3nuuHbIX cyonomymnsnuid T-KIETOK B TaTorene3e OOIe3HH.

Heas pabGorsl. l3ydeHue KIOHAIBHBIX CyOHOMYIJISLUA
T-mumdormroB y 6ombHbIx AUTA.

MarepuaJibl U MeTobl. T-KJICTOYHYIO KIIOHAIEHOCTH OIpe-
JIeJISIH 110 peapaHkupoBkaM reHoB y- U B-ueneit TCR meronom
TLIP u pparmenTHOTO aHanu3a y 27 6onbHbix AUTA, 20 310p0-
BBIX JIMII ¥ 13 MAnMeHToB ¢ ApyruMu aHeMusMu. M3ydena kio-

HanbHOCTH cyononymsuuii T-mumdormros (CD4*, CD8*, CD4"/
CD25%).

PesyabTarel 1 o0cy:xaenue. Y 48,5% 6onbubix AWTA BbisBie-
Ha T-KyIeToYHas KIOHANBHOCTH. KIIOHBI COXpaHSAIOTCS HE3aBHCHMO
OT meprozia 60Je3HH, KOHLIEHTPAIIUH I'eMOITIOONHA, Tepariu, MpH-
Hagnexar k CD8*-cybononymsiiuu T-mamdormros. BepositHo, kito-
HBI HE TIPUHAMAIOT IIPSAMOTO YYacTHs B ay TOMMMYHHOM IpoIiecce.

3axirouenne. Hannume T-KIETOYHOM KIIOHAJIBLHOCTH B
CD8&"-cyononysmsinun T-nmumdonutoB y 6onbubix AUTA TpeOy-
€T JanbHEHIIero M3ydeHus 3HA4YCHUS JaHHOW CyOIOmynmsanud B
naroreneze AUT'A.

HapyweHus mo3roBoro KpoBoob6palleHus y AeTeli C remaTonormyeckuMmm 1 OHKOremaTonornyeckumm
3aboneBaHnAMU

CkBopuosa [0.B., Jenarun B.M., Kapkos N.A.

OrBY ®epepanbHbi HayYHO-KIMHNYECKUI LLEHTP JETCKOW reMaToNorm, OHKONOr 1 1 MmmyHonorum um. Imutpusa Porayuesa Munsgpasa Poccun, Mocksa

Beenenne. Hapymienus Mmo3roBoro kpooo6Opatienust (HMK)
0OBIYHO BOCIIPUHHUMAIOTCS C IMO3MIIMU HEBPOJIOTOB, 3aHMMAlo-
[IAXCSl JICYSHUEM MOXKWIIBIX TanueHToB. B mexmarpun HMK —
IpeaMeT BHHMaHUS HEoHaToyoros. llemuarpuyeckas rpyrmma
MAIMEHTOB U3y4YeHa HEeJl0CTAaTOYHO, XOTs J0Js OOJIBHBIX, Nepe-
Hecmx umemudecknit nacynst (M) B Bo3pacre 15-20 ner, co-
craisiet 0,8% ot o0111ero yrciaa Takux OONbHBIX.

Ieab padoThl. YCOBEPILIEHCTBOBATH BpaueOHYI0 TAKTUKY IIPH
BeJICHUHU OOJBHBIX JIETCKOTO M MOAPOCTKOBOTrO Bo3zpacta ¢ HMK
MyTeM U3y4YeHUs] IPUUIUHHOM, BO3PACTHOMU, MTOIOBOU CTPYKTYPHI
9TOTO COCTOSIHUS, BEPOATHBIX IPOTHOCTUYECKUX (DAKTOPOB.

Marepuaiabl U MeToabl. 3yueHna 3aboneBacmMocth HMK
cpenu JieTeit Ha nprMepe oHoi u3 obnacreit Llentpansaoro @O.
HaGmomanu 182 GonbHbIx B Bo3pacte 2—22 ner (Me 5 ner). V 38
(20,9%) 6ompHBIX HMK paseuiiocs Ha one netiko3oB (Me Bo3pac-
ta 10 net), y 15 (8,2%) — runepromounctuaemun (Me Bozpacta 2
rona), y 34 (18,7%) — rpombodunuu (Me Bo3pacra 3 rona), TpoM-
oormronieHnu (1 6onbHO#) 1 artactyeckoit anemuu (1 OOIBHO).
VY ocranbhbix nereit HMK pa3uinch Ha (hoHE COCYIUCTBIX aHOMa-
i (26 OOJNBHBIX), HEM3BECTHBIX MPUUUH (29 OONBHBIX), PEIKUX
COCTOSIHUIA (ayTOMMMYHHBIC 3a00seBanus, cuaapoMm MELAS, He-
KOHTpPOJIUpYeMasi THIIepTeH3Hs 1 1p.). [IpoBoamiIn KInHHYECKoe,
J1a00PATOPHOE U UHCTPYMEHTAIBHOE 00CIIEI0BAHUS.

Pesyabrarhl u obcy:xaenue. 3aboneaemocth HMK B ner-
CKOW momymsiuu 0e3 ydeTa HeOHATaJbHBIX CIydaeB KoneOnercs
o roxam B nipenenax 0,93—1,1:100 000. Yacrora HMK o rocrnu-
TaJIbHOM craTrcTuke cocrasisieT 2,8:1000 GoIBHEIX B Tof B BO3-
pacte 0—11 ner u 0,7:1000 GonbHBIX B TOA B Bo3pacte 12—17 jer.
Cpeny rocrnuTaaIu3upOBaHHBIX OOJBHBIX EMaTOJIOTHYECKHMHU M
oHKonoruueckumu 3adonesanusivu HMK Berpedanuck He Gornee
geM B 2% ciydaeB. HMK pazBuinch Ha (hoHE TumnepiekonnTosa

(4 GonbHBIX), nTyOOKOH 1MTONICHUH (3 OOJNBHBIX), HElpoeiiko3a
(1 GonbHOIM), cencuca (8 OOJIBbHBIX), FEHEPATM30BAHHON LIUTOME-
rajoBupycHoi mHpekimn (1 OO0NbHOI), POBEICHUN UHIYKIUH
(22 GONBHBIX ), KOHCOIUIAINH, TIOJ/ICPKUBAIOIICH TEPaITUH, IpUe-
Ma acriapariusassl. Cpeau Bcex HaOoaeMbIx aereid ¢ TpomOopu-
JIMeH NIleMUYecKre HHCYIBTHI Pa3BIIIUCE y 45%. BrisiBrieHa 3aBu-
CHMOCTB JIOKaJIN3aL1H HHCYBTA OT OCHOBHOW NPHYMHEL. Tak, mpu
THIIEPrOMOLMCTEMHEMUH MHCYJIBT Yallle JIOKAIIM30BAJICS B CPEIHEH
MO3TOBOH apTepuH, IpU MajdbhOpMalK — B 3aIHEH U NepeHei
MO3TOBBIX apTEpPUsIX, IPH JICHKO3€ — B CpeIHE MO3TOBOM apTepHu.
YkazaHHbIE Pa3IM4Ks OKA3aJIUCh CTATUCTUYECKH 3HAYMMBI (METO
1% p = 0,05). TIpu TpomGodumm pasnuuus B yactore HMK 1o
GacceifHaM He 0OHapyeHbI. [Ipy HIIeMUYeCKUX HHCYABTAX Y Jie-
Tel ¢ TpomMOoduIel oTMeyaack OonblIas paclpoCTPaHEHHOCTh
MUHOpHOTO aytens nonumopdusmos MTHEFR C677T, riaBHbIM
o0pazom 3a cuet romo3urot (p = 0,033). Jlerambrocts pu HMK
B CIydae JieliKo3a KaK 3THOJIOrn4ecKoro (akropa cocrasuia 70%,
pu TpoMOodrTiH — 3—-5%, IPY TUIIEPrOMOIIMCTENHEMHH U MaITb-
¢dopmarmsax — 7 1 4% COOTBETCTBEHHO. M3 AMarHOCTHYECKUX Me-
TO/10B Haubosee yyBcTBUTENBHOI siBisiercss MPT. MPT ocobenno
rH(OpMaTHBHA MPU OTPHLIATETLHOM pe3yibrare. MakcuManbHOMH
crnerpduunocThio 00nanator MPT- u MP-anruorpadwus, oco-
O6eHHO MH(OPMATHBHBI YKa3aHHBIC METOMIBI TIPH MOJIOKUTEILHOM
pesynbrare (¢ MX MOMOIIBbI0 NOATBepKAaeTcs auarno3). [lepuox
MaKCHMaJIbHOTO PHCKa MIOBTOPHOTO MHCYJIBTA (26 OOJIBHBIX) B Ha-
1€l IpynIe MarueHTOB COCTABIAET NMPUOIU3UTENBHO 2 HEll OT
niepBoro smm3ona HMK.

3akuouenne. 3aboneBaeMocTh HHCYIBTaMK B Poccnu coor-
BeTcTByeT MUpOBbIM JaHHbIM. HMK y peGenka TpeOyer uckio-
YEeHUsI TeMaTOJOIMYeCKUX W TeHETHYECKUX 3a00JIeBaHUM, YTO
onpeaenseT nedenue u nporaoz HMK.

MonekynapHasa guarHoctuka myTtauum T3151 y 60nbHbIX XpOHUYECKMM MUENOUAHBIM NIeIKO30M
CkopoboratoBa A.B.', Abgynnaes A.O.2, CrenaHoBa E.A.2, LLlyxos O.A.%, Cynapukos A.b.?
'MOCKOBCKWMIN rocyfapCTBEHHbIN YHBepcuTeT uM.M. B. JTomoHocoBa; 2OI'BY fematonornyecknin HayuHbin ueHTp MuH3gpasa Poccnmn, MockBa

Beenenne. Myrarus kunazHoro fomena rena BCR-ABL T3151
y OOJIBHBIX XpOHHYECKUM MuesoneiikozoM (XMJI) obycioBnuBa-
€T TOJIHYIO PE3UCTEHTHOCTB JICHKO3HBIX KJICTOK K TEepariy BCEMH
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3aperuCTPUPOBAHHBIME MHTuOUTOpamMu THposuHkuHa3 (UTK).
IIpumensieMble B HACTOSAILEE BPEeMs METOAbL AJs JUATHOCTUKH
mytaimu T3151 (mpsiMoe CeKBEHHUpPOBAHME, JICHATYPHPYHOIIAs





