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ONMEPATUBHbIE BMELLUATE/IbCTBA
HA ®OHE BOJIE3HUN BUJIJIEBPAHAA (3 TUN)

Hecmepuyk A.JI., buikog A.A., ['ypuna A.K., Kosanes E.A.

HayuHblil pyKOBOAMTENB: JOIEHT, K. M. H., [Tamasu K.A.
Kadenpa pakynpreTcroii neauarpun
Cankr-IlerepOyprckuii rocyapCTBEHHBIN EUATPUYCCKUM MEIUIUHCKUNA YHUBEPCUTET

AKTyaJIbHOCTBh HccJeqoBanusi: 601e3Hs Buuiebpanma (bB) tuna 3 — maunboinee tspkemas dhop-
Ma 0oJjie3HH, Tak kak pakrop BumieOpanna (vVWF) npaktuuecku orcyreryer|1]. s manueHToB
¢ bB xapakTepHsbI B CTpYKType 3a001eBaHUs COCYANCTBIC aHOMAIIUU (YTO COIPOBOXKACTCS CHUMKE-
HueMm cuHTe3a VWF mim ero aHoMallbHBIM cTpoeHHEM) [2].

Leapb uccjaeToBaHusi: N3yUESHHE OCOOCHHOCTEH 3aMECTUTEILHON Tepamuu (PaKTOPOB CBEPTHIBA-
Hus y nanuenTa ¢ bB 3 Tuna nepes u mocronepanMoOHHbBINA IIEPUOJIBI IO TTOBOAY MaJib(hOpMalluu
COCY/JI0OB BUCOYHOU 001acTH.

Marepuasl 1 MeTOABI: 00abHOM BB 3 THMa, orieHKa cucTeMbl TeMocTa3a KoaryaoJoTuieCKUMHU
MeToaaMu 10 u Ha ¢oHe BBegeHus npenapara ['emare 1.

Pe3yabTaThl: Ha IEPBOM IOy )KU3HH y MallMeHTa Ha (JOHE BaKIIMHAIIUU TeMaTOMBI: BBICTABICH
nuarHo3 bB 3 tuna, HabmofaeTcs y remMarosiora mo MecTy KuTenbcTBa — I. Bojorna. Ha 3amecTu-
TenpHOH Tepanuu npenaparom [emate I1, conepxamum 500 EJL (VII)/1200 EJ] (¢B) naxonurcs
¢ 2012 ropma. l'ox Ha3a osIBIIEHHE kKaja00 Ha IIyM B JIEBOW BUCOYHOW 00JacTH: BISBICHA MaJIb(Op-
Manus cocynoB. Hampasnen Ha otnenenue cocynuctoir xupypruu CII6I'TIMY. IIpoBepeHa oreHka
s dextuBHOCTH Tipenapara ['emare I1: wepes 30 MUHYT arperarus TPOMOOIIUTOB C PUCTOUTHHOM
cocraBuia 48%, 10 BBefeHUs oHa Obl1a — 2%. B cBs3M ¢ 3TUM ObUI MyIlleH B onepanuio. B xomue
OTIepaIluU BBIJCICHBI apTEPUH C APSOION U U3BUTON CTEHKOW, IPUTOK KPOBH K MaJIb(hOopMaIuu
OTPaHHUYCH MEPEBA3KON U BCKPHITHEM cOCyn0B. KpoBoTeueHUH B X0/1e OniepaIuy HeT.

BoIBOABI: 1T TAITUEHTOB C TsDKeNoi (opMoii BB Bo3MOXHO Hamndne COCYAUCTHIX Majb(opma-
LW, TpeOYIOMKX ONMEePaTUBHOTO BMEIIATEIhCTBA C YUYETOM aJIeKBATHO MOI0OPaHHON 3aMeCTUTEb-
HOU Tepamnuu.

JIureparypa
1. KimHnYeckue pekoMeHIauy 110 TUArHOCTHKE U JedeHuto 6one3nn Bumeopanna. ®I'BY «l'ema-

tonorndyeckud Hayunsii nentp» MunzapaBa Poccuu, . Mocksa. Ilox pepakiueil akajgeMuka

B.T". CaBuenxo.

2. Kasper C.K. von Willebrand disease. 2008.

IOPEKTUBHOCTb AOMNOJ/IHNTEJ/IbHbIX CXEM
XNMUOTEPATNTU PELUAUNBOB IMMDOMbI XOA4XKKUHA

Omap A.T.

HayuHblil pyKOBOIUTENb: K. M. H., JolleHT ToiisiHOeKkoBa P.OK.
Kadenpa Buyrpennux 6onesneit 1
Hexommepueckoe akImoHepHoe 001mecTBo « Menunuackuii YauBepcuteT Kaparanasn

AKTYaJbHOCTb UCCJIAEIOBAHUS: IT0 JAaHHBIM JINTEPATyPhl HA CETOMHSIIIHUNA JCHb PEIUIUBEI
numpombl XokknHa HabmonaTes y 10—40% namuentos. 50% penuauBoB BO3HUKAIOT B 1 roj
rnocJje okoH4YaHus jieueHus u emge 20-25% — B TeueHue 2 rojia, octajabHbie — mo3xke [1].

Leab ncciaeqoBaHuA: ONEHUTH YP(HEKTHBHOCTD AOTIOJIHUTEIBHBIX CXEM XUMHUOTEPATUN TTPU
JICYCHWS MTAIlHEHTOB C PeIHINBAMHU TUM(POMBI XOMKKHIHA.

MarepuaJibl 1 METOABI: IPOBEJICH PETPOCIIEKTUBHBIN aHAlIN3 UCTOPHH Ooe3Hel 15 nanueHTos,
HAXOASIIUXCS Ha CTAIlMOHAPHOM JECUCHUH B OTACICHUU remaToiioruu I. Kaparauabl, ¢ Juarno3om
nuMdoma XoPKKHHA pa3IMYHbIX cTaauu ¢ peuunuamu o cxemam ESHAP, IGEV, CAVP.
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Pe3yabTarhl: Je4eHNE NAUEHTOB, HE JOCTUTIINX IMOJTHON PEMUCCHH MOCJIE KOMILUIEKCHOTO JIe-
YEeHH, a TAaK)KE MAIMeHTOB ¢ KOPOTKOM pemuccuert nposoamioch no cxemam ESHAP, IGEV; a na-
LUEHTOB C MHOXXECTBEHHBIMH PELUINBAMH, 0COOCHHO € 3aTPYIHEHHBIM JIOCTYIIOM K IepU(eprUueCKUM
BeHaM 1o nepopanbHoil cxeme CAVP. [IpuMeHeHne cTaHJapTHBIX TOMOJHUTEIbHBIX CXEM HE M03BO-
JIWJIO JOCTHYB MOJIHOM PEMUCCUU HU B OZHOM CIIydae, a y HEKOTOPBIX MallieHTOB IPOTrpeCCUPOBAaHNE
3a00eBaHus HAOJIIOAIOCh BO BPEMSI IPOBENEHUS Kypca MOIMXUMUOTEPANINHU, B CBA3H C YEM BO3-
HUKJIa HEOOXOJMMOCTh B TAKMX CXeMax JICYEHHUsI, KOTOpbIe Obl MPUHIUITHAIBHO OTIUYAINCH 110
COCTaBy M PEKUMY BBEJICHHsI XUMHOIpenaparoB. OqHako HEOOXOJUMO OTMETUTH XOPOIIYIO Iepe-
HOCUMOCTb JICYCHHS], OTCYTCTBUE OCJIOKHEHUN U MUHUMAaJIbHBIC IPOSIBICHUS TOKCUYECKUX P PeK-
TOB, YUNUTHIBas JUIUTENIbHBII aHaMHe3 3a00JIeBaHMs, IPEIIIECTBYIOIYI0 MHOIOKYPCOBYIO ITOIMXHU-
MHTEPAIUIO U JIy4eBOE JIEYeHHE. DTO TO3BOIIIO TPOBECTH KAXKIOMY MAIMEHTY KypChl XUMHOTEpa-
nuu 0e3 CHUKCHHSI 103 COOTBETCTBEHHO JHSAM U NEPHOAMYHOCTH BBEICHHUSI.

BoiBoabl: AHaIN3 IPOBEACHHOTO UCCIEOBAHUS TOKa3al, YTO 3 (EKTUBHOCTD JICUCHHUS JJOTIOI-
HUTEJIbHBIMUA CXeMaMH XUMHOTEPANUH OTCYTCTBYET. DPPEKTUBHOCTD TEpANIUU 3aBUCUT OT CTaIUU
1 HaJU4Us OOIIMX CUMITOMOB, YTO TOBOPUT O HEOOXOAMMOCTH BbIICICHUS IPOTHOCTUYECKUX TPYIIII,
Ka)XJI0H M3 KOTOPBIX COOTBETCTBYET CBOM 00BEM TEpaInu.

JIureparypa
1. Hemuna E.A. JlucKkyccHOHHBIE BOIPOCHI JIGUCHUS! PACHPOCTPAHEHHBIX CTAAN TUM(OMBI XOmXK-

kuHa. Marepuansr XVII Poccuiickoro oHkojormdeckoro koHrpecca, Mocksa, 12—14 Hos0ps

2013 r. 3mokavuecTBeHHBIC omyxonu. 2013; 2: 19-22.

XAPAKTEPUCTUKA 3ABOJIEBAEMOCTU OCTPbIMU
NENKO3AMU AETENA BOPOHEXXCKOW OBJIACTU
3A 2016-2018 IT.

llagnenxo A.K., Yemanckas E.E.

Hayunb1il pykoBOAUTENB: K. M. H., accucTeHT Bosocosen I'.T.
Kadenpa rocnutanbHO| U MOJIUKIMHUYECKOH TIeIUaTPUH
Bopounexckuil rocygapcTBeHHbIM MeAuUUHCKUE yHUBepcuTeT uM. H.H. Bypaenko

AKTYyaJbHOCTb HCCJIeI0BaAHUSA: OCTPHIN seiiko3 (OJI) — 310KkadecTBEHHOE OHKOJIOTHYECKOE
3a00JIeBaHKEe, IPU KOTOPOM 0€3 COOTBETCTBYIOIIETO JICUCHHSI HEM30€KEH JIeTAIbHBIN UCXOl. 3a00-
neBaemocTh OJI y mereit cocraBnser 4:100 000 merckoro HaceJIeHUS B TOJl, HE3HAYUTEIHHO MPe0o-
JIalaloT MaJbYMKH, Bo3pacT — ot 2 1o 5 xer [1, 2].

eanr uccaenoBanus: ananus 3aboneaemoctu OJI mereit BopoHeKcKoM 001acTH 3a Tepuom
20162018 .T.

MarepuaJibl 1 MeTOBI: TIPOAHAIIU3UPOBaHBI HCTOpUK OoJie3nu aeteii ¢ OJI, BepBbIie MOCTY-
nuBIIKUX B oTAeaecHue onkoreMarojorun BOIKDB Ne 1 B mepuon ¢ 01.01.2016 . mo 31.12.2018 1.
O1eHeHs! T0J, BO3PACT, MECTO KHUTEILCTBA OONBHBIX (Topos/paiion), Tum OJI, naHHBIe UMMYHO]E-
HOTHITUPOBAHUS U MIUTOTCHETUYECKOTO UCCIICTOBAHMUS.

Pe3yabTaThl: 32 yKa3aHHBIN IepUo ] B OTACICHHUE MOCTymmio 66 nereit (36 manpunkoB (54,7%)
u 30 neBouek (45,3%)) ¢ OJI, muarao3 KOTOporo ObLI yCcTaHOBIICH BriepBbie; B 2016 .— 17 0OJIbHBIX,
B 2017 r.— 22 peGenka, B 2018 .— 27 nereil, To €CTh UMEIIO MECTO YBEIMUYCHHE KOIHIeCcTBa 3a00-
JIeBIIUX TouTH B 1,5 paza. Bo3pact 3a0omeBmux koiedanacs oT 5 Mecsres 10 17 JeT, TuIupyonmM
65171 Bo3pacT 2—4 roga. bonemuHCTBO nereit ObuH xuTEeNnAMu ropoja (42, 63,6%), MEHBIIMHCTBO —
KUTEISIMH CeIbCKON MecTHOCTH (24, 36,4%), Y mogasistomero 0OJIbIIMHCTBA O0IbHBIX OBLT JAHa-
rHoctupoBaH JuMpoomactasiii OJI (59 u3 66 nereit, 89,0%), npudem 3HaunMo yamnie B-nuanm (52,
88,1%). Llutorenernueckoe uccienoBanue B 27,3% ciydaeB BBISBUIIO TEHETHYECKHUE aHOMAJIUNU:
tparciokanuu (9;22), (9;11); (12;21), ammmdukarnuio reHa RUNX1. JleTanpHbIi ncXo Ha TPOTS-
JKEHUU Tepro/ia HAOMIOACHUS HACTYIIUI y 6 MaIlUEHTOB.

BuiBoasl: 1. Yucno nereit, 3a6onesunx OJI, B BopoHexckoil 061acTi BO3pOCiio Ha MPOTSHKEHUN
3-x nmeTHero nepuoja HaOmroneHus noutu B 1,5 pasa. 2. [1o mony npeobiaganu MalbuuKy; 11O BO3-
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