Mpunoxerue 1

OLeHKa YAOBNeTBOPEHHOCTY NaLMeHTOB KaueCTBOM MeAULIMHCKOI MOMOLYY B YC1I0BUAX FremMaToNIornyeckoro
cTaynoHapa

Mocnenosa T./., HeuyHaesa W.H., LLnarnHa J1.A., Cronaposa J1.I.

I'BOY BINO HoBOoCMOMPCKMIA rocyfapCTBEHHBIN MeANUUHCKIN yHUBepcuTeT Mun3sgpaBa Poccuu; TBY3 HCO lopopckas kKnvHnyeckas 6onbHuLa NO 2,
[opoackol remaTtonornyecknii LeHTp, Hosocmbmpck

Beegenne. CucremMa OLIEHKHM KauecTBa OKA3aHUS MEIMIMH-
CKOH ITOMOIIM BKJIFOYAaeT B ceOs aHaIM3 MOoKazaTeleld CcTaTHCTH-
YECKOH OTYETHOCTH, BHYTPEHHIOIO M BHEILIHIOIO JKCIIEPTH3Y, a
TAKOKe aHAJIU3 YJIOBIETBOPEHHOCTH MAlUEHTOB KakK IOTpeOuTe-
Jiell MEIUIIMHCKHX YCITyT.

Ieab padoTsl. [Ipoananu3upoBarh pe3ynbTaTbl aHOHUMHOTO
AQHKETHPOBAHUsI MAlIUEHTOB I'€MATOJOIHYECKOr0 OTAENEHUsS IO
OLICHKE YIOBJIECTBOPEHHOCTH KaueCTBOM OKa3aHMUs MEAUIIMHCKON
HIOMOIIIH.

MatrepuaJjbl u MeToabl. [IpoankeTrpoBanbl 350 GOIBHBIX, 110-
JYYHBIIHX CIEHHAT3UPOBAHHYIO TeMaTOJIOIMYECKYI0 MOMOIIb B

T'opornckom remaronoruueckom nentpe Hoocudupceka, ¢ moMompo
aHKETHI, yTBePIKIeHHOH MuH3npaBom HoBocrOupckoii o0nacTw.

Pe3yabTarbl. YIOBIETBOPEHHI JOCTYMHOCTHIO M Kau€CTBOM
OKa3aHUsl MEIUIMHCKUX yciuyr 97%, OTHOILICHHEM JIeyallero
Bpaya 1 mezcectpsl 100%, Tak e Kak u cocrosHueM nainar. Co-
€BPEMEHHOCTb TroCHHUTaIu3auuil ycrpausaeT 92% nalueHTos,
YJIOBJIETBOPEHHOCTDH Ka4eCTBOM MUTAHUS — 84%.

3akjrouenue. AHaIN3 pe3yabTaTOB aHOHUMHOTO aHKETHPO-
BaHUs MALIMCHTOB IMO3BOJISACT OLEHUTH YPOBEHb Ka4€CTBA MCIU-
LIUHCKOM ITOMOILU U pa3paboTaTh MEPONIPUATHS 110 €€ COBEPILICH-
CTBOBAHHUIO.

Tepanusa 60nbHbIX NepBUUYHbIM MUenopnéposom nHrnéuTopamm JAK2-knHasbl B HoBocnbupcke
Mocnenosa T.U., lamknHa A.C., BopkoBckasa A.A.

I'BOY BIMNO HoBoCrGMpCKMiA rocyfapCTBEHHbIN MeAVULUHCKIN yHUBepcuTeT MuH3gpasa Poccuu; TBY3 HCO lopogckasn KnvHnyeckas 6onbHuLa Ne 2,
[opoackol remaTtonornyeckuii LeHTp, Hosocmbmpck

BBenenne. Tpancrmantanmst ammorennsix CKK mo 2012
SABJIAJIaCh €AUHCTBCHHBIM 3(1)(1)CKTI/IBHI)IM MCTOAOM TEpaluu Imnep-
BUYHOro muenopudposa. Ilossnenue nHruouTopoB JAK2-kuHa3el
OTKPBITO HOBBIC BO3MOJKHOCTH B TEPATINH JAHHOTO 3a00ICBaHIS.

Heab padorsl. OueHuTs 3GPEKTUBHOCTS NIPUMEHEHHS MIpe-
mapaTa pyKCOIUTUHUO Y OOIBHBIX MEPBUYHBIM MUETO(GHOPO30M.

Marepuansl u Metoabl. B Teuenme 6 mec 4 manumeHTa
(1 myxunHa ¥ 3 >KCHLIMHBI), CpenHui Bo3pacT 58,7 roxa ¢ nep-
BUYHBIM MuUEN0(hUOPO30M U3 TPYNIBl BBICOKOIO pPHUCKA, IIPO-
MEXYTOYHOTO PHCKA KaTeropuu 1 W 2 ¢ BBIPAKEHHOW CIUIEHO-
Merajgued INoJlydaad Tepanuio IpernaparoM PYKCOIUTHHHO IO
10-20 mr 2 pa3za B CyTKH.

Pe3syabrarbl. KoHCTHTynMOHANBHBIE CHUMIITOMBI (JIMXO-
pajka, HOYHasi TOTIMBOCTh, CHHIKEHUE MacChl Teja) UCYE3ITH
y BceX OOJBHBIX, MOKA3aTeId TeMOTrPaMMbl HOPMaJTH30BaIUCh
y 2 4enoBeK, pa3Mephl Cele3eHKH cokpaTunuch Ha 70-75% y
3 GonpHBIX. Y 1 OosnbHOTO HaOmrOgaeTCs crabunuzanus 3a00-
JICBaHHUS.

3akuwuenne. HWuruburoper JAK2-kuHa3bl  SBISIOT-
ca AQQPEKTUBHBIM METOJIOM CHMITOMATHYECKOW Tepamnuu
MEePBUYHOTO MHUET0PUOpPO3a, MO3BOJSIONINM 3HAYUTEIHHO
YMEHBIIUTH BBIPAKEHHOCTh KIIMHUYECKHUX MPOSBICHUH M OC-
JIO)KHEHUH 3a00JIeBaHMsI, @ TAKIKE MMOBBICUTh KAu€CTBO JKU3HU
OOJIbHBIX.

Monumopdunsm FCGR3a-peL,enTopoB B NaToreHese IeKapCTBEHHOI YCTOMUMBOCTY K Tepanum putyKkcuma6om
y 60/IbHbIX HEXOMKKMNHCKMU 3/10KaueCcTBeHHbIMU IuMmdomamm

Mocnenosa T.M., OBurHHMKOB B.C., ®ununexko MJ1., Boponaesa E.H., TapHoBckuii P.B.

I'BOY BIMO HoBOCMOMPCKIMI roCyfapCTBEHHBIN MeAUUMHCKIN yHuBepcuTeT MuHagpasa Poccun; MHCTUTYT xuminyeckoi 6uonorun 1 dyHaaMeHTanbHom
megmunHbl CO PAH, HoBocnbupck

BBegenne. OnHUM U3 MEXaHU3MOB DPa3BUTUS PE3UCTEHT-
HOCTH K PUTYKCUMaly SIBIISIETCSl HapyIICHHE aHTHUTEIO03aBHCH-
MOW KJICTOYHOH IUTOTOKCHYHOCTH BCJIEICTBUE MOJIMMOpHU3MA
FCGR3A-peuenTopos.

Ieas padoTbl. 3yunTh 9acTOTY BCTPEIAEMOCTH ITOIHMOP-
¢usmoB reHoB FCGR3a-penenTopoB y 00IbHBIX B-kiieTounsiMu
HEXO/DKKMHCKUMHM 3j10KadecTBeHHbIMU uMpomamu (HX3JI) u
OLIEHUTH MX BIHsSHUE Ha 2PYEKTUBHOCTH TApreTHOH XMMHOTE-
panuu.

Marepnaasbl 1 Metoabl. Metonom I[P nposeneno uccie-
noBanue 62 o6pasios JJHK 6onsabix HX3JT (43 ¢ arpeccuBHbI-
MU JTUMoMamMu U 19 ¢ BEICOKOArPeCCUBHBIMU), BHIICICHHBIX U3

nepudepudeckoil KpoBH, ¢ MOCIEIYIOIUM aHAJIU30M KPHUBOM
miaBiaeHus JIHK.

Pe3yabrarbl. YV 00cien0BaHHBIX OOJIBHBIX YacTUYHAs pe-
Muccust gocturuyTa B 46,7% (74% — 158 F/V) nonnas xiuHu-
Ko-reMarosioruueckast pemuccus — B 30,8% (62% — 158 V/V),
Iporpeccupyolee TedeHne ormeueHo B 22,5% (49% — 158 F/F).

3akiaroyenne. Hanuuue HuskoadGUHHOrO BapuaHTa IIO-
mumopdusma (158 F/F) cumxkaer 3PeKTHBHOCTD JICUCHUS PHU-
TYKCUMaOOM M acCOLMMPOBAHO C arpecCUBHBIMH BapHaHTAMH
muM¢oM, Toraa Kak Hanuuue Bbicokoadduunoro (158 V/V) umu
rereporeHHoro (158 F/V) BapuanTta xXapakTepu3yeTcs JIydIlIuM
OTBETOM Ha Teparnuio

TapreTHas Tepanusa XpoHuU4ecKoro mvenoneiikosa B HoBocnbupcke: 5-neTHue pesynbrarbl
Mocnenosa T.U., NlamkuHa A.C., Macnosa J1.M., O6ronby KO.H., lpebHeBa T.C.

I'BOY BINO HoBocnbrpcKumin rocyiapCTBEHHbIN MefULUHCKIN yHuBepcuTeT MuH3gpasa Poccuu; FBY3 HCO lopopckan knmHnyeckasa 6onbHuLa N2 2,
lopopnckor rematonornyeckumin ueHTp, Hosocnmbupck

BBenenne. CoBpeMeHHasi TapreTHasl Tepanus XPOHUIECKOTO
muenoierikoza (XMJI), cornacHo pesysbraraM MeKIyHapOaHO-
ro kimHH4Yeckoro uccuenosanus IRIS, mo wacrore noctuxeHus
OOJIBIIIOTO MOJIEKYJISIPHOTO OTBeTa conoctaBuMa ¢ ayuto-TT'CK, a
10 0e30MacHOCTH IPEBOCXOIUT €€.

Heuas padorbl. OUEHUTH S5-JI€THUE PE3YJIbTAThl YaCTOTHI
JOCTIDKCHHSI MONHOTO HuToreHermdeckoro orsera (I1LIO) u
6ombioro mosekyisipHoro orseta (BMO) y Gonbabix XMJI
Ha ()OHE Tepalnuu MHrHOUTOpaMH THPO3MHKHHA3bI B HoBOCH-
oupcke.
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Matepuansi u Metonbl. C staBaps 2008 . B HoBocubupcke Ha-
omonamucek 78 6ompHBIX XMJI, 13 Hux 83,3% B XD 3a001eBaHus.
Cpennuii Bo3pacT 00sbHbIX cocTaBui 44,7 = 18,17 rona. Bee 6oib-
Hele ioydamu Tepanuto U TK B kauectse 1-if 1 21 THHUN Teparim.

Pesyabrarpl. OOmas S5-jeTHSS BBDKHBAEMOCTh COCTaBHJIA
84,6%, BbDKMBaEMOCTb 0e3 Iporpeccuu B a3y akcejepaluu
n OnmactHbil kKpu3 — 95,4%. IO nonyyen y 72% nauueHTos,

IIPOJOJDKAIOIIUX TEPAINIO, OONBIION MOJIEKYISAPHBIH OTBET — y
58,9% OOJIBHBIX.

3akmouenue. UTK saBistorcs 3¢ PpekTHBHBIM 1 6€30IaCHBIM
cpenctBoM Teparuu XMJI, MO3BOJISIOMMM ITOBBICHTH OOIIyIO
BBDKHBAEMOCTB, JOOUTHCS BEICOKOTO ITPOIEHTA MTOTHOTO IUTOTe-
HETHUUYECKOr0 OTBETa, OOJIBIION0 MOJIEKY/ISIPHOTO OTBETA U 3HAUU-
TEJIbHO YIY4YIIUTh NporHo3 npu XMJL

Mukpo6Hble MeHUHrosHUedannTbl y 605bHbIX reMo6nacTosamm
MNotanenko B.I., Knumosny A.B., CmnpHos [1.P., Camopoposa W.A., lynaesa 3.H., KoHosaneHnko W.b., Okcema E.B., Measepnesa H.B.
lopopckan kKnuHnyeckas 6onbHuLa N2 31, CaHkT-lMeTepbypr

Bgenenue. Yactora MUKpOOHBIX MEHUHTOSHIIEQanToB (MMD)
B nonyssin 0,002%. /luarHo3 ycraHaBIMBAKOT MPH UICHTH(HUKA-
1K Bo30yauTens. Y OOJNBHBIX ¢ TeMO0IacTo3aMu TMarHOCTHKA Ya-
CTO 3aTpyIHEHA B CBSI3M CO CHIDKEHHOW PEaKTHBHOCTHIO MAIINEHTOB
1 0COOCHHOCTSIMU JIMArHOCTUKHM MH(EKIIMOHHBIX areHTOB.

MarepuaJsl 1 MeToAbl. 13 622 G0ibHBIX reMo01acTo3amMu
B 2009-2013 rr. y 50 (8,03%) BBIABICHBI CUMIITOMBI, TIO3BOJIS-
IOIIKe 3anofo3puTh MeHuHrosHuedamur (MD). MukpoOHbIH
areHT B CIMHHOMO3roBO# sxuakoctu (CMIK) uaentuduunpoBan
y 5 (10%) u3 50 GonbHBIX: Pseudomonas aeruginosa, Listeria
monocytogenes, Aspregillus spp., Cryptococcus neoformans,
Klebsiella pneumonia B coueranuu co Staphylococcus aureus.
Manast BEIpaKEeHHOCTh M HECTeHHU()UIHOCTh KIMHUIECKUX MPO-
sBienuit — nedanruu -1 (n = 3), napymenue cozHanus (n = 3),

MEHHHI€JIbHbIE 3HAKU (17 = 4) MPUBENIN K TO3HEH THarHOCTHKE
y 2 6onbHBIX (10 1 55 naHEH); B nepBoM ciydae (acrepruiiie3Hbli
MD) — TOIbKO IIPH AyTOILICHU.

PesyabTarbl. OQHOKpPATHO MPU KPUIITOKOKKOBOM MMD oT-
Me4eH THII00CMOJISIPHBIM CHHAPOM, OTHOKPATHO (TIPU JIUCTEPHO-
3€) — FeMOJIUTUYECKask aHeMHUsl. DTHOTPOITHAS TEepaIyst IpoBeJie-
Ha B 3 ciyyasx u B 100% ciyyaes npusena k paszpeuiennto MMOD
M €r0 OCJIOKHEHUH; | manuenTka ymepia 0e3 sedeHust or MMDO.

3akiaouenne. MMD y OoIbHBIX IeMO0OJAaCTO3aMHU BCTpe-
YaeTcs dallle, YeM B IOIMYISIIHN, CIIEKTP BO30yIUTeNel MNpOK,
MIPOTHO3 3aBUCUT OT CBOEBPEMEHHOI'0 Hayalsla 3THOTPOIHON Te-
pamnuu, 4TO OINpEeenseT MOKa3aHHs K MaKCUMaJbHO paHHEMY
npoBeneHuo myHkun CMOK 1 MakcuManbHO IIMPOKOMY CIIEK-
TPy €€ HCCeI0BaHuH.

JKCTpeHHas Tepanusa nepefo3npoBKU BapdapuiHa B YC/IOBUAX Bble34HOI KOHCYNIbTaTUBHOI Gpuragbl
Mpaconos H.B., WynyTtko E.M., BynaHos A.l0., flukos K.B., AHToHoBa W.A., LLlep6akosa O.B.
®IrBY lemaTonornyeckunii HayuHblii LeHTp MuHsgpasa Poccun

Beenenne. B nociieinye AecATUIIETHS CYILIECTBEHHO yBEIU-
YUIOCH KOJIMYECTBO OOJBHBIX, IPUHUMAIOIINX HENPSIMbIC aHTH-
xoaryinsHTel (HA). IlepenosupoBka HA npuBOIUT K TsKEIbIM
TeMOpparnIecKiM OCIOKHEHHUSIM, TPEOyIOMUM SKCTPEHHOIT pe-
Bepcun dpQekra.

Hens pa6orbl. OueHnTs 3GPEKTUBHOCTS U 0E301I1aCHOCTH
Tepalnuyd IeMOPpParu4ecKkoro CHHAPOMA, BBI3BAHHOIO IEpeJo-
3UpOBKOH BapdapuHa, 0CIe BBEJCHUS KOHIEHTpaTa IpOTPOM-
6unoBoro komruiekca (KIIK) + Butamun K, C3I1 + Butamun K,
ButamuHa K.

MarepnaJsl 1 MeToAbl. [IpoBesieH peTpoCneKTUBHBIN aHa-
13 faHHEIX 30 OONBHEIX ¢ IMepero3upoBKoH BapdapuHa. B 1-it
rpymme (n = 11) BBoguu KIIK, moza 600-1800 ME, Bo 2-it
rpynne (n = 7) — C3I1 B no3e 15-25 mu/kr, B 3-ii rpynme (n =

12) — BuytpuBenno ButamuH K, 103a 10 mr. KouTpouns remocrasa
(TSI, AUTB, 11, MHO) nipoBOauJIu 10 U MOCIIE TEPATUH.

Pesyabrarel 1 06cyxaenue. B 1-ii rpynne seenenue KIIK +
BuTaMuH K npuBeno x JOCTHKEHHIO TTOJIHOTO TeéMocTasa ¢ Hop-
Manu3anueit nokasareneil TOI u koarynorpaMmmsl 6€3 oOOUHBIX
a¢dekroB. Bo 2-i rpymie monyveH HeMOMHbII TeMOCTaTHIeCKU
a¢dexTt, y 2 6onpHbIX 3adukcupoan cumnroM TRALIL B 3-it
rpyIe npu BBeieHMH BuTamMrHa K nmosiydeH remocras 3a CyTKH.

3akaouenue. OgHokparHoe BBegenue KIIK GonbHbIM ¢ TS-
JKeJIbIM KPOBOTEUEHUEM BCIIeCTBUE nepeno3npoBku HA Hopma-
muzyet remocras. C3I1 manonpuroaHa asst SKCTpEHHOM peBepcun
sddexra HA, maccuBHas TpaHC(Y3Hs IPUBOMUT K IIOSBICHUIO
cumntoma TRALI. Monorepanus Buramuaom K npuemnema npu
"MaJbIX" KPOBOTEUEHUSX.

BepemeHHOCTb Yy 60/bHbIX OCTPbIMU NOPGUPUAMM
Myctosont A.C.", Kapnosa /.B.", LLimakos P.I'?, MaxuHa C.A.
'®OrBY lemaTonornyeckunii HayuHbI LeHTp Munsgpasa Poccun, MockBa; 2'Y HayuHbli LLeHTp aKyllepcTBa, rmHekonorum u nepuHatonoruv PAMH, Mocksa

Beenenne. Ocrpoie noppupun (OIT) — rpynmna 3aboneBanuii,
MMEIOIIMX MHAYIIUPOBAHHBIH, IPOrPECCHPYIOIINIA XapakTep Te-
YeHUsl C TIOpaKeHUEM HEPBHOW CHCTEMBI M BO3MOXKHOCTBIO Jie-
TalbHBIX MCXOI0B. bepeMeHHOCTh ABiIseTcs BhIcoUammm (ax-
TOPOM pHCKa W TPAAUIMOHHO CYMTACTCS HEXKENATeIbHON I
6ompHbIX OIT.

Marepuanbl u metoasl. B ®I'BY I'HI] naGmronanucey 28
60sbHbIX OIl, y KOTOpBIX O€pPEMEHHOCTb HACTYIINIIA [IOCIIE Hepe-
HeceHHbIX npuctynoB OIL. ¥V 5 u3 28 ormedanuch mo nBe Oe-
pemenHoctd. OcTpast IepeMesKaroascsi HopHUpHst ANArHOCTH-
poBaHa y 27 (96%) nauueHTok, BapuerarHas nopgupus — y 1
OonpHOM. Ompenenenne MOpGUPUHOB U UX MPEANISCTBEHHHKOB
B MOY€ MPOBOJIMIIH C TIOMOIIBIO THATHOCTHYECKUX HAO0POB hup-
Mmbl "Bio-Rad", CIIIA, Ha ciekrpodoromerpe U-3900, "Hitachi".
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Pesyabrarbl. [e6tor OIl y paccmarpuBaeMbiX OOJIBHBIX
npousouel B Bo3pacte oT 19 no 28 ner (Meauana — 24 roga).
Tsoxenoe teuenne Ol mabmropanock y 22 (78%), kpaiine T4-
xenoe TeueHue — y 4(14%). MeHcTpyanoaccoMUpoOBaHHOE
teuenne OIl ormeuanock y 18 (64%). Araku OII Bo Bpems
OepeMeHHOCTH IuarHocTupoBanbl y 9 (28.5%) (y ogHOM nmanu-
CHTKHM JIBaX/IbI 33 OJIHY OepeMeHHOCTh). [IpucTymnel: B gedroTe
6epemenHocTH y 2, B I tpumectpe y 2, Bo II-III Tpumecrpax
O6epemeHHoCTH y 5. Mcxombl OepeMEHHOCTH: CaMOIIPOM3-
BOJIBHBIE poabl y 17, kecapeBo cedeHue y 6, MpephIBaHUE Y
6. B 6 cinyuasx ObUl UCIOJIB30BAaH apruHAT reMa JUlsl KyIu-
poBanus arak OIl. Hu B ogHOM M3 cllydaeB He OTMEUEHO He-
TaTHBHBIX H3MEHEHUH B Pa3BUTHH HOBOPOXKAECHHBIX BIIJIOTh 10
JETCKOTO BO3pacTa.





