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CoBpeMeHHble MeToAbl ANAarHOCTUKU U NleYeHuns
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CaHkT-lMeTepbypr, man 2010 r.

A.A.MacuaH', J1.M KoBanésa?, A.I'.PymsaHueB', B.l.CaB4yeHKo?, B.B.MTywKuH',
H.B.UBetaeBa?, U.A.Jlucykos?, IN.H.Canory6?®, A.K.NoneHkos*, H.B.MepnBepeBa’®,
O.A.PykaBuubliH®, B.J1.MBaHoBa?, K.M.A6aynkaabipos?, N.U.3oToBa?, A.[1.Kynarux®

'"®egeparsibHbIvi HayYHO-KIIMHUYECKWI LUEHTP AETCKOW reMaTosiormy, OHKOI0rm n MMMYHOTOru
MuHsgpascoypassutna Poccun, Mocksa;

2[emaTtonorn4eckmvi Hay4HbIvi yeHTp PAMH, MockBa;

3CaHKT-lNeTepbyprckuii rocyaapcTBeHHbIN MEAVMLIMHCKMI yHuBepeuTeT uM. V.I1.[NaBioBa;

“MockoBCcKnvi 0671aCTHOU Hay4YHO-UCCIEA0BAaTENbCKU KITMHUYECKMIA MHCTUTYT uM. M.®D.Bnagmmmpckoro;
STopopnckas kmHndeckas 6osnbHuya Ne31, CaHkT-lleTepbypr;

8 1aBHbIVi BOEHHBIV KITMHUYECKUY rocriutarib M. akagemvka H.H.bypae+ko, Mocksa;

"Topoackas knnHn4eckas 6onbHuya nm. C.I.6otknHa, MockBa;

8Poccuvickmii HUIW rematonorvum w TpaHcgyauonorum @enepasnbHoro Meanko-6Monorm4eckoro areHTcraa Poceun,
CaHkT-leTepbypr

B crtatbe npepcTtaBneHbl pekomMeHZauuu no AMArHOCTMKE W NEeYEHWI0 MEePBUYHON MMMYHHOW Tpombouutonenun (UTI) y
B3POCIbIX 1 AETEN, KOTopble 6binv paspaboTaHbl BeAyLLMMM MeXAyHapOAHbIMU 3KCNepTaMn Ha OCHOBE COBPEMEHHbIX Npef-
CTaBfeHU O natoreHe3e 3aboneBaHVsa U afanTMpoBaHbl C Y4eTOM BO3MOXHOCTEN reMaTonormyeckon npaktnkmi B Poccum.
MpennoxeHbl pa3nuyHble BapuaHTbl nedexuns (1, 2 1 3-8 NIMHWKM Tepanuu), BKYatoLLme HoBble, 3aPEKTUBHbIE NEKapCTBEH-
Hble npenaparbl, B YACTHOCTU aroHWUCTbl TPOMOOMO3TUHOBbLIX PELENTOPOB (POMUMIIOCTMM, 3NTPOM6GONar), NPUMEHEHNe KOTO-
PbIX 3HAYUTENbHO PACLLUMPUIO BO3MOXHOCTU KOHCEpPBAaTMBHOrO NedeHus 3abonesaHus. NMpeacTaBrneHHble pekoMerpaumm
MOTYT NOMOYb remMaTosiory BbipaboTaTh TaKTUKY BEAEHUS KaXXA0ro KOHKPETHOrO NauMeHTa 1 yy4LUMTb Ka4eCTBO €ro XW3HMW.
Krto4eBbie crioBa: IMMYHHas TPOMOOLUTONEHWS], ANarHOCTUKa, Ie4YeHne, aroHUCTbl TPOMOOMO3TUHOBLIX PELENnTopPOs,
anTpoméonar, pPOMUMNIOCTAM

Modern methods for diagnosis and treatment
of primary immune thrombocytopenia
(summing up the Expert Council meeting)

St. Petersburg, May 2010

A.A.Maschan', L.G.Kovalyova?, A.G.Rumyantsev', V.G.Savchenko?, V.V.Ptushkin',
N.V.Tsvetaeva?, I.A.Lisukov?, G.N.Salogub?®, A.K.Golenkov*, N.V.Medvedeva?®,
O.A.Rukavitsyn®, V.L.lvanova’, K.M.Abdulkadyrové, I.I.Zotova®, A.D.Kulagin®
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This paper presents recommendations on the diagnosis and treatment of primary immune thrombocytopenia (ITP) in adults and
children, developed by the leading international experts, based on modern concepts on the disease pathogenesis, and adapted
to the potentialities of practical hematology in Russia. Various treatment options (1, 2", and 3™ line therapies) are suggested,
making use of new effective drugs, for example, thrombopoietin-receptor agonists (romiplostim, eltrombopag), which appreciably
improve the potentialities of conservative treatment of the disease. These recommendations will help the hematologist develop
the therapeutic strategy for each patient and improve his/her quality of life.

Key words: immune thrombocytopenia, diagnostic approach, treatment options, thrombopoieti-receptor agonists,

eltrombopag, romiplostim
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B nocnepHvie rogbl MeOVLMHCKasA Hayka pas3BmBaeTcs CTpemu-
TeslbHbIMW TeMMamu, OTKPbIBaOTCS HOBblE MEXaHW3Mbl pa3BUTUA
3a60neBaHnin, YTO 3a4acTyro NPUBOAUT K U3MEHEHUIO TEPMUHOSIO-
run. Tak, 0o HedaBHero BpemeHn a6bpesuartypa UTIT o3Haqana
namonaTn4eckyto TPOMOOLIMTONEHNYECKYIO NYPMypY, OAHaKo B CO-
OTBETCTBUU C COBPEMEHHBLIMU MPEACTaBNEHNAMU 06 MMMYHHOM
ornocpefoBaHHOCTM 3a60s1eBaHUs U B CBA3M C OTCYTCTBMEM Y 6OIb-
LLIMHCTBA 60MbHbIX KaKUX-TMOO KIMHNYECKMX NMPU3HAKOB KPOBOTE-
YeHUs TepMUHONOMMA Obina nepecMoTpeHa. ITO CBA3AHO C TeMm,
YTO HapsAOy € TPAAMLIMOHHBLIMU NMPefcTaBeHsaMU O NMOBbILLEHHON
ayTOUMMYHHOWN OeCTPYKLMU TPOMOOLIUTOB CIIOXWUIIOCH NMOHUMaHue
6oriee CNOXHOro naToreHesa 3aborneBaHus, BKITIOHAIOLLEro Hapy-
LLIeHWs 06pa3oBaHUA TPOMOOLMTOB Ha DOHE MOpPaXeHUs KINETOYHO-
rymMoparnbHOro 3seHa MMyHUTETA.

B HacTosLee Bpems a66pesuatypy VTI ncnonbaytoT ons o6o-
3Ha4YeHns1 NepBUYHON UMMYHHON TPOMOOLIMTOMEHUN — CaMOCTOS-
TenbHOro 3abonesaHus, NPencTaBnsAoLLIEro cO60M M30NMPoBaH-
HYI0 MMMYHHOOMOCPEAOBaHHYO TPOMOOLMTOMNEHUIO (KOTMHECTBO
TpomM6oUMTOB B Mepudepunyeckor Kposu MeHee 100,0 x 10%n),
BO3HUKAIOLLYIO W/WM COXPaHSAIOLLYIOCH 63 Kakux-mmbo SBHbIX
npuynH [1, 2].

BbigensioT BriepBble AMarHoCTUPOBAHHYIO, NEPCUCTUPYIOLLIYIO
(MPOAOMKMTENBHOCTBIO 3—12 MEC) U XPOHUYECKYIO (MPOAOIKN-
TenbHOCTbO 6onee 12 mec) dopmbl T [2]. Y B3pochbIX, B OT-
nn4yuve ot geten, Havano UTTI, Kak npaBuno, 6eCCMMNTOMHOE 1
He accounmpyeTcsl C HanM4Ynem Kakoro-nvoo npefLllecTsyloLle-
ro BMPYCHOrO UM MHOro 3abonesaHus; y 60MnbLUMHCTBA 6071b-
HbIx T nepexoauT B XpoHW4eckyto popmy [3] ¢ LUMpOKON Ba-
prabenbHOCTLIO KITMHUYECKOWM KapTUHBI: OT OTCYTCTBUS MPOsiB-
NIEHUN UNN Hanu4us HebOoMbLUMX remopparnii [o TaKesbiX
XKeNYAOYHO-KULLEYHbIX KPOBOTEYEHUA U BHYTPUYEPENHbLIX KPO-
BOM3NuaHUn. OTMeYeHa onpegesieHHas CBA3b TAXKECTU TPOMOO-
LMTOMEHUN U BEpOATHOCTU pasBUTUSA KposoTedeHus [4, 5].
K thakTopam pucka pasBuTMa KPOBOTEYEHWNS OTHOCAT BO3pPacCT,
obpas Xu3Hu 6ornbHOro, ypemuio u ap. Bce dhakTopbl pucka
crnepyert TLaTenbHO aHanManpoBaTh U y4nTbIBaTh Npu BbIpaboT-
Ke TaKTUKU Ne4eHnss 60rbLHOrO.

OTcyTCcTBME €OMHOMO NOAXoAa K BeAeHuto 60mbHbIX ATIT 1 BHe-
OPEHNe B KIIVHNYECKYIO NPaKTUKY HOBbIX, MMEKTUBHBIX Jlekap-
CTBEHHbIX MpenapaToBs, pa3paboTaHHbIX Ha OCHOBE COBPEMEHHbIX
npefcTasrieHn 0 naToreHese 3abonesaHuns, Nodyaunu BeayLLmX
POCCUINCKMX CreumarMcToB-reMartonioroB K 06CYXXAeHUI0 Mexay-
HapoAHbIX pekoMeHOaLUuin No auarHoctuke u nedeHuto LTI, koTo-
pble 6bIIV MPeasIoKeHbl BeQyLLUMMU SKenepTamu ctpaH EBponsl,
CLLUA »n KaHagel 1 ony6nvkoBaHbl B XypHane “Blood” B sHBape
2010 r. [1]. B pesynsraTe 06CyXAeHNa paspaboTaHbl pekomeHa-
Lmun, afanTMpoBaHHbIe K BO3MOXHOCTAM reMaToniorm4eckom npak-
TVkM B Poccun.

OwarHocTtuka UTM
B cBA3Kn C OTCYTCTBMEM «30M0TOr0 CTaHOapTa» AMarHoCTUKU
WTTI1 Bce MeToabl 06CnefoBaHns pasaeneHbl Ha 3 rpynmbl: OCHOB-
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Hble, MOoTeHUMansHO MHOPMAaTUBHbIE M TECTbl C HELOKa3aHHON
VN HeonpedeneHHoM NHPopMaTUBHOCTLIO (Tabn. 1).

MpepBaputenbHbin auarHo3 VT MoXeT 6bITb NOCTaBEH TOSb-
KO B TOM criy4ae, Korja faHHble aHaMHe3a 3abonesaHus, puan-
KaJlbHOro OocMoTpa, O6LLEero aHanuM3a KpoBW W UCCRefoBaHus
Maska nepugepr4eckon KpoBWM MO3BOMAKOT UCKIMOHUTL OPYryto
aTvonormio TpoméoumToneHmn. OTBET Ha cneumduyeckyto Tepa-
nuio NLLIL NoATBepPXAaeT amarHo3 UTT1, Ho He ncknto4aeT BTopuy-
HYI0 TPOMOOLIMTOMEHUIO, KOTOpasi MOXET ObITb 06YCroBMeHa cre-
OYOLLMMU NaToNorN4eCcKUMU CoCTosiHUAMK: BNY-nHdekumen; Bu-
pycHbIM renatutom C 1 gpyrumm MHPEKUMSMU; ayTOUMMYHHbIMA
3aboneBaHnaMn (cuctemHas KpacHaa BondaHka — CKB);
310Ka4eCTBEHHBIMU HOBOOBPA30BaHWAMU (MMmdonponmdepaTme-
Hble 3a60neBaHnA); HeJaBHeEN BakUMHaLMEN; 3a60NeBaHNAMM ne-
YeHN (B TOM 4umCrie ankorofibHbIM LMPPO30OM MEeYeHu); NpuemMom
NleKapCTBEHHbIX MpenapaTos; 3/10ynoTpedieHneM CriMPTHLIMA Ha-
NATKaMM W HanuTkamy, cofepXalyMu XWHWH; BO3OENCTBMEM
TOKCUYECKNX BELLIECTB OKpY>XXatoLLlel cpefbl; 3aboneBaHuaMn
KOCTHOro mMo3ra (M1enoamcniacTMYecKMin CUHOPOM, NENKo3, Mue-
nochnbpo3s, annactnyeckass aHeMusi, MeranobnactHas aHemus);
HeJaBHMMW reMoTpaHcdy3naMm (MoCTTpaHcy3MoHHasn nypnypa);
HacneacTBEHHLIMU TPOMOOLIMTONEHUAMM.

TwarenbHbI c60p aHaMHe3a, kak NpaBusio, NO3BONAET U3be-
XaTb MHOIMVX OLMOOK B AvdddepeHUmMansHON OMarHocTuke nep-
BUYHOW U BTOPUYHOW TPOMOOLIUTONEHNN.

Mpy donsmnkanbHOM ocmoTpe 60sbHbIX AT 06b14HO He yaaeT-
€A O6HAPYXMWTb KakmxX-nnmbéo namMeHeHui. Npu runeptepmMmnm, CHU-
XXEHWM Macchl Tena, renatoMeranum unu numdageHonaTum Heoo-
XOOVMO MPOBECTU AOMNONHUTESNILHOE 06CnefoBaHne Ans UCKIoYe-
HUs gpyrmux 3abonesaHun (BUY-undpekumsa, CKB, numdonponu-
hepatnsHoe 3abonesaHvie 1 ap.).

Mpy vHTepnpeTaunm pesynsTaToB O6LUEero aHanusa KpoBu
crnepyeT nomHUTL, 4To Ana UTI xapakTtepHa w3onuposaHHas
TPOMOOLMTONEHUS], OCTalbHbIE MoKasaTenu — B npefenax HopMbl.
B psage cnyyaes BO3MOXHa aHemus, 06YCrOBIIEHHAs KPOBOMOTe-
pen, ofHaKo OHa [OMKHa ObITb MPOMopLMOHanbHa 06bemy U Npo-
JOMKUTENBHOCTN KpoBOTeYeHus. OnpegeneHne KonmyecTsa petu-
KY/IOLIMTOB MOXET NOMOYb B OMNpefesieHn NpUYnHbl aHemun (Ha-
npumep, BCMEACTBME HEOOCTaTOYHOro o6pasoBaHUs UMW MOBbI-
LLIEHHOrO pa3pyLLEHNs 3pUTPOLIUTOB).

VccnepoBaHve mMaska nepucbepmyeckon KpoBu Mo3BonseT
BbISIBUTb @HoOManuu, uckmodawowme auardo3 WUTTI, Hanpumep,
TPOMOOTUHECKYIO TPOMOOLIMTONEHNHECKYHO Mypnypy (FreMOUTUKO-
YPEMUHECKUIA CUHAPOM) NPV OB6HAPY>XEHUN LLIN30LMTOB, GONE3HM,
06ycnoBneHHble MyTaumer reHa MYH9, — npu BKIOYEHNAX B Nent-
KOLMTBI, HAcneACTBEHHYIO TPOMOOLIMTOMEHMIO — NPU YPE3MEPHOM
KONMMYECTBE MMIraHTCKMX UMY MESIKUX TPOMOOLMTOB. Takxe crnefy-
€T UCKIT0YUTBL MCeBOOTPOMOOLIMTONEHMIO N ApYre COCTOAHUS.

VccnenosaHne KOCTHOrO Mo3ra MHAOPMATUBHO Y 6O0SbHBIX
cTapLue 60 neT, y naumMeHToB C Npu3Hakamn cMcTemHoro 3aborne-
BaHUA, a Takxe Npu peLleHnr Bonpoca O CrfeHaKToMun [6-9].
PekomeHpyeTca NnpoBoauTL M acnmpaumio, 1 61Moncuto KOCTHOro
Moara. [JornosnHeHnem K Mopdonormyeckon oLieHKe MOXET cTaTb
LMTOreHeTU4ecKkoe wuccrnegoBaHve 1 MnpoTovHas UUTOMETPUS,
0CO6EHHO MHOpMAaTMBHAA MPU XPOHUHECKOM NMMAOLMTapHOM
nenkoze [10].

O6cnenosanvie Ha Helicobacter pylori pekomeHgyeTcs npo-
BOAUTL C MOMOLLBIO MOYEBUHHOrO [bIXaTenbHOro Tecta Wim
onpepgeneHnss aHTureHoB Helicobacter pylori B kane [11].
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Tabnuua 1. PekomeHpauum no auarHoctuke UTIM y B3pocnbix
OcHoBHble MeToAblI 06CNes0BaHNs

C6op aHamMHe3a 3aboneBaHus

BbisicHeHVe HacneaCTBEHHOM NPeapacnonoXeHHOCTM
®un3avKanbHbI 0CMOTP

O6LLWIn aHanu3 KPoBY C onpeaeneHnem Konm4ectea
PeTUKYNOLMTOBR

Ma3sok nepuchepuyeckon Kposu

OnpegaeneHne KOHLEHTpaLM UIMMYHO06YIMHOB
ViccnepnoBaHue KOCTHOrO Mo3ra

Onpegnenenvie Rh-thakTopa

[psiMoit aHTUrNOGYNMHOBBIN TECT* P
O6cnepoBaHue Ha Helicobacter pylori*

O6cnenosaHue Ha BMY

Onpepenenvie aHtn-HCV

LLIMTOBUAHOW Xenesbl

Bo3pacta

[NoTeHumansHo MH(*)OpMaTVIBHbIe TeCThbl

Onpepenenue cneundgmyeckux AT k GP Tpom6oLmuToB
Onpepenenue aHtudoctonunuaHeix AT (B TOM Yucne
aHTUKapAMOAMMUHA 1 BOIHAHOYHOIO aHTUKoAarynsaHTa)
OnpepneneHne aHTUTUPeouaHbIX AT 1 OLeHKa thyHKLMM

TecT Ha 6epeMeHHOCTb Y XEHLWNH 0eTopoaHOro

TecTbl C HepoKa3aHHOM/HeonpeaeneHHo
MHOPMATHUBHOCTHIO

OnpegeneHne TPOM6OMNO3TUHA

OnpepneneHvie peTuKyNspHbIX TPOMBOLUTOB
Onpepenenue IgG, cBsi3aHHOro ¢ TpoMGOLMTaMM
ViccnepnoBaHve BbXMBAEMOCTU TPOMBOLMTOB
OnpepneneHvie BpEMEHW KPOBOTEYEHNS
ViccnepoBaHve cucTeMbl KOMMNEMEHTa

OnpepeneHne aHTUHyKneapHbix AT
Onpegnenenvie napeosupyca B19 n LIMB meTogom

*Y 6071bHbIX C aHEMUEN, COMPOBOXAAKOLLENICS PETUKYIIOLMTO30M, iU ECIIN NNIAHUPYETCA NleveHmne aHTu-D.
**Y nayneHToB C OTArOLLEHHbIM aHaMHE30M W/ KIMHUYECKUMM MPOSIBIICHNSMY SI3BEHHOVN OONE3HN Xenyaka uv SBEHaALATUNEPCTHON KULLIKA.

Poccuickune akcrnepTbl pEKOMEHAYIOT NPOBOAUTL o6cnefosaHne
TOMbKO MaUMEHTOB C OTAMOLLEHHbIM aHaMHE30M W/WAN KIMHUYe-
CKVMU MPOSIBMIEHNSAMM A3BEHHOW 60NE3HN Xenyaka v AseHagua-
TUNEPCTHON KMLLIKW.

OuarHoctvky BUY-uHcbekumn n BupycHoro renatuta C npo-
BOAAT HE3ABUCKMMO OT UX PaCNPOCTPAHEHHOCTU B MECTE NPOXuBa-
HUA nauveHTa UM Hanmuuus WHOMBUAyasibHbIX (DaKTOpPOB pUCKa.
KnnHudeckne nposieneHus rnepsmyHon UTTT n TpoméoumToneHmu,
accoummpoBaHHon ¢ BUY-nHdbekumen n BupycHeiM renatutom C,
Hepenko aHasnorM4Hbl U MOryT Ha HECKONbKO JET orepexarb Apy-
rve CUMMTOMbI 3TUX MHAPEKUMA [12].

OnpepenexHne MCXOQHOM KOHLUEHTpauuM UMMYHOrno6ynMHoB
(lgG, IgA n IgM) nomoraeT grarHocTrpoBaTth 00LLyt0 Bapuabdesb-
HYI0O UMMYHHYIO HEe[OCTaTO4HOCTb, NPU KOTOPOW MMMYyHOCYMpec-
cuBHOE neyveHune VT oTHOCUTENBHO NPOTUBOMOKa3aHo.

K ocHOBHbIM MeTofam obcnefoBaHvsa B MeXOyHapOLHbIX
pekoMeHaumnsax OTHECEH TakxXe MPSIMOWA aHTUrNo6yNUHOBbIN
TecT. [10 gaHHbIM nuTepaTypbl, OH MONOXUTENEH Y 22% 6071b-
Hbix UTTT [13]. Poccuiickne akcnepTbl peKoOMeHOyT npoBo-
ONTb ero TOMbKO B [ABYX cCly4vasx: O60fIbHbIM C aHeMuen,
COMPOBOXAAKLENCcAa PeTUKYIOUMTO30M, N NauneHTam, y Ko-
TOPbIX MMAHMPYETCH fleYeHne aHTUPE3YCHbIM MMMYHOroby-
nvHoMm (aHTu-D). Y nocnegHuMx Heob6XO0gMMO OnpegensaTb U
Rh-cpakTop, Tak Kak npenapat a(pPeKTUBEH TOMBKO Yy pe3yc-
NOSIOXKUTENbHBLIX 60SbHbIX.

K noteHumanbHO MHPOPMAaTMBHLIM AMArHOCTUYECKMM Tec-
Tam OTHOCAT: onpepeneHve cneumduyecknx antuten (AT) K
rnukonpotenHam (GP) Tpom6oumToB, aHTMAOCHONUNMNEHbBIX
AT, aHTUTUpPeoungHbix AT 1 OLEHKY (PYHKLUMU LLIUTOBUAHOM Xe-
nesbl, TECT Ha 6ePEeMEeHHOCTb Y XEHLLMH [eTOPOAHOro BO3pac-
Ta, uccrnefoBaHue aHTUHyKneapHoix AT, onpefeneHve napso-
Bupyca B19 n umutomeranoempyca (LUIMB) meTogom nonume-
pasHon uenHon peakuun (MUP) [14—17], a K gUarHoCTU4ECKUM
TecTaM C HefloKa3aHHOW UNn HeornpefeneHHon MHdopMaTme-
HOCTbIO — onpefeneHne TpoMOONoaTHHA, PETUKYNSAPHLIX TPOM-
60uMTOB, CBsI3aHHOro ¢ TpombouuTtamu IgG, uccnegoBaHue
BbIXXUBAeMOCTN TPOMOOLMTOB, onpefeneHne BpeMeHn KpoBo-
Te4YeHwus, nccnegoBaHne cUCTEMbl KOMMeMeHTa (cM. Taon. 1).
B cBA3K c oTCYyTCTBMEM U MarbIM YUCIIOM Hay4HbIX UCCIeno-
BaHU pesyrnbTaTbl TECTOB, BKIIIOYEHHbLIX B 3-10 rpynny, B Ha-
CTOsILLiee BPEMS HE MOTYT CIY>XWUTb OCHOBaHWEM AJ1si MOCTaHOB-
Kn gnarHosa UTTI.

MpoaHanuanposas BCe AMArHOCTUHECKME WCCREefoBaHUs, UC-
nonb3yemMble B Hallen CTpaHe, YneHbl POCCUMCKOro CoBeTa 3JKC-

NnepToB PEKOMEHAYIOT UCKIIYUTL U3 MnaHa obcrnefoBaHus cre-
Jyolime TecTbl, obnagarwLlimMe HU3KOW YyBCTBUTENMbHOCTHIO U
Masior JOCTYMHOCTbHO:

* onpegeneHve TPoM60oLMTacCOLUMMPOBaHHbIX AT;

e onpepgeneHve aHTUTpoMéounTapHbix AT B CbIBOPOTKE KPOBY;

* onpepgeneHve rMUKoKanuumHa B CbIBOPOTKE KPOBMU.

JNleuenne UTIN y B3pocnbix

JleveHune UTTT gomkHO 6bITb MHAMBUOYANU3UPOBAHHBLIM U 06-
YCIOBJIEHO He TOJIbKO KONM4YeCTBOM TPOMOOLMTOB, HO U Bbipa-
XKEHHOCTBIO remMopparn4eckoro CUHApoma, Hanuynem CconyT-
CTBYHOLLMX 3a26051€BaHUN, aKTUBHOCTLIO M 06Pa30M XU3HU NaLu-
€HTa, OCITOXXHEHUAMU CNeUmdU4ecknx BUAOB JIeYEHUs N Ux re-
PEHOCUMOCTbIO, BO3MOXHbLIMW BMeLLaTeNnbCTBaMn, KOTopble
MOTYT BbI3BaTb KPOBOTEYEHME, [OCTYNMHOCTLIO MEOULIMHCKOW No-
MOLLIM, OXMO2HUAMUN 6OSIbHOMO 1 ero 6€CroKOMCTBOM MO NOBOAY
60M1e3HN, a Takxe NpPMeMoM Opyrux NeKapCcTBEHHbIX CPencTs,
KOTOpble MOTYT BbI3BaTb KpoBoTe4eHue. JledeHnne UTI He peko-
MEHOBaHO Mpu KonmyecTBe TpombouutoB 6onee 50,0 x 10%n.
VickntoveHvem aABRAAOTCA KPOBOTEYEHWe, TpaBma, onepaTtmsHoe
BMeLLATENbCTBO, HEOOXOAMMOCTb aHTUKOArynsHTHON Tepanuu,
npodeccus nnm o6pas XnsHu 60nLHOro, NpeapacnonaratLme
K Tpasmam [18].

Hanbonee 4yacto npumeHsemble B nedeHun UTT npenapatsbl
npepcTasneHbl B Tabn. 2. OrpaHM4eHHoe YMCo PaHAOMU3MPOBaH-
HbIX MCCefoBaHU, B KOTOPbIX CPaBHMBAKOTCS TPaguLMOHHbIE
MeTodbl nedveHna UTTT, n ncnonb3oBaHve pasnnyHbIX KpUTepres
OLIeHKM OTBeTa 3aTpYyAHAIOT NPSMOE COMoCTaBlieHVe pPe3ynsTaToB
OTAENbHBIX BUOOB NeYeHUs.

1-9 nuHua Tepanuu UTI

1-9 nuHWS Tepanuu (cM. Tabn. 2) BNepBble ANarHoCTMpPOBaH-
Hoi WTT1 BKNOYaEeT rMHOKOKOPTMKOCTEPOMAL! (OekcameTasoH,
METUNPEOHN30MOH, MPEAHU30MOH), BHYTPMBEHHOE BBEAEHUE
BbICOKMX [03 MOMMBASIEHTHbIX MMMYyHOrnobynnHos (BBUIM) un
aHtn-D [3, 13, 19-35].

FnioKokopTMKoCcTepouabl — NepBbIn cTaHAAPT 1-1 NUHUK Te-
parnun UTT1. PekomeHngoBaHHaa [osa npegHvU30sioHa CoCTaBnseT
0,5-2 Mr/Kr B CyTKW. [MTENbHOCTb Tepanumn COCTaBnseT OT He-
CKOJMbKMX AHEW 10 HECKOMNbKUX Heferb, [0 TeX Nop, NoKa Konm4ecT-
BO TpoM6oUMTOB He cocTtaeuT 6onee 30,0-50,0 x 10%n. Oekca-
METa30H Ha3Ha4aloT B 0o3e 40 Mr B CYTKM (3KBUBASIEHTHO NpUGn-
3uTensHo 400 Mr NpeaHU30sI0Ha B CyTKM) B TeYeHWe 4 OHER, 4TO
JaeT BO3MOXHOCTb MOMy4nTb CTOMKUA OTBET Yy 50% O60sbHbIX
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Ta6bnuvua 2. MpuHuunbl neveHus UTM y B3pocnbix

BapmaHT JNeveHud

1-9 nMHKnA Tepanun
[MIOKOKOPTMKOCTEPOMABI:
JekcameTasoH 40 mr
B CyTKM €XEAHEBHO,
4 pHs, Kaxable 2—4 Hep,
1-4 unkna

MeTUNNpeHU30MOH
30 Mr/Kr B CyTKW, 7 BHE
NpesHU30MOH

0,5-2 Mr/Kr B CyTKM,

2-4 Hep

BBWI 0,4 r/kr B cyTKMy,
5 pHeit v 1 r/Kr B cyTKm
1-2 pHa

AHTU-D 50-75 MKr/KF

2-91 IMHMA Tepanun
CnneHaKkTOMUSI

YacToTa oTBeTa
(konnyecTBO BONBHBIX, Y
KOTOPbIX MONY4EH OTBET)

lMepBoHa4anbHO OTBET
Habnogaetcs y 90%
60MbHbIX

[10 95% 605bHbIX

lMepBoHa4anbHO OTBET
Habnopgaetcs y 70-80%
60MbHbIX

[NepBoHayanbHO OTBET
Habnogaetcs y 80%
60MbHbIX

lMepBoHa4anbHO OTBET
Habnogaetcs y 80%
6ONbHbIX; 3aBUCUT OT
[03bl

80% 60nbHbIX

ArOHUCTbI TPOMOGOMO3TUHOBbIX PELIENTOPOB:

POMMNIOCTUM
1-10 MKr/Kr NOAKOXHO,
€XEHeeNbHO

anTpoméonar 25-75 mMr
nepopasibHoO, eXeNHEBHO

AsatnonpuH 1-2 mr/kr

(makcumym 150 mr

B CYTKW)

Linknocnoput A 5 Mr/kr
B CYTKM, 6 AHEN, 3aTem
2,5-3 Mr/Kr B CyTKM

Linknodocthammg,

1-2 Mr/kr B CyTKM
nepopansHo, 16 Heg unn
0,3-1 r/m? BHYTpPUBEHHO,
1-3 po3bl Kaxaple

2-4 Hep

[a+ason no 200 mr

2-4 pa3a B CyTKu
€XeHEBHO

[ancoH 75-100 mr

MwukodheHonata modetun
no 1000 mr 2 pasa

B CYyTKU, 3-4 Hep
Putykcumab 375 mr/m?
eXeHefenbHo, 4 BBEAEHNA

Y 88% 601bHbIX 6€3
CNNEHIKTOMUA U Y 79%
60MbHbIX Nocne
CMNEHIKTOMUM

Y 70% 60nbHbIX Npy 4036
50 Mr n'y 81% 60mbHbIX
npu Jose 75 mMr

[0 60% 60mbHbIX

3aByCUT OT A03bI

24-85% 60MbHbIX

40-67% 60MbHbIX

10 50% 605bHbIX

Lo 75% 60nbHbIX; Y 45%
60NbHbIX MOSHbIN OTBET

60% 601bHbIX; Y 40%
60NbHbIX MOMHbIA OTBET

Bpewms go oteeTa

OT HecKoNbKUX Hei [0
HECKONbKUX Hefenb

4,7 0Hs (Mpy BbICOKOM
[03e)

OT HecKonbKyX [Hen 1o
HECKOMbKUX HELenb

Ot 24 4 no 2-4 pHet

4-5 gHen

1-24 pHa

1-4 Hep (BOCTWXEHVE
KOnn4yecTBa TPOMOOLUTOB
6onee 50,0 x 10%n y
NaLUYeHTOB C KONMYECTBOM
TPOM6OLMTOB

meHee 30,0 x 10%/n)

K 15-Mmy gHio 6onee 4em y
80% 60nbHbIX,
NOyYatoLLmX
anTpombonar B fo3e
50-75 mr

MegneHHbIin OTBET;
neYeHne MOXET ObITb
NPOAOMKEHO eLLe 3—6 Mec
3-4 Hep

1-16 Hepg

3-6 mec

3 Heg

4-6 Hep

1-8 Hep

[nUTENbHOCTL CTOMKOro
oTBeTa

Y 50-80% 605bHbIX
nocne 3-6 LUuKIoB
Tepanuu oTBeT
CoxpaHseTcs

B TeYeHue 2-5 net

39 mec y 23% 60MbHbIX

10-neTHss 6espeLnaneHas
BbDK1BaemMocTb 13-15%

Ot 2-4 Hep
[0 HECKOJbKUX MECSILIEB

Ot1 3-4 Hepn
[0 HECKOMbKMX MecsLieB

VY 2/3 naumeHToB

OTBET COXPaHSAETCs Ha
npotsxxeHnn 5-10 et 6e3
AOMNOMHUTENBHO Tepanim

[o 5 net
NPV NPOAOIKEHUM
neveHus

[o 1,5 net
MpY NPOAOIKEHUM
neyeHus

Y 25% 60nbHbIX OTBET
COXpaHsieTcs nocne
OKOHYaHWA NeYeHust
Bonee yem

y 50% 60nbHbIX pemucens
COXpaHsieTcs

B TEYEHWe 2 neT

Y 50% Habntopaetcs
CTONKUI OTBET

Y 46% nauueHToB
COXPaHsIeTCs pemmccust
B TeveHne 119 + 45 mec
npu onnTenbHoCTN
Tepanuy faHa3onom

B Te4YeHue 37 Mec

Y 60% 60nbHbIX
HabnoaaeTcs CTONKNA
OTBET MOCIIE OKOHYaHMs
neyexmns
HenpopomxwutensHoe
Bpemsi nocne
npeKpaLleHus ieveHuns
Y 15-20% 60nbHbIX
CTOVIKMI OTBET B TEYEHNE
3-5 net

HexenatenbHble ABneHus

CHXeHME TONepaHTHOCTM K TI0KO3e, YrHETeHVe
(PYHKLWM HAANOYEYHUKOB, CUHAPOM MLeHKo—
KyLlumnHra, «cTeponaHas» si3Ba Xernymoka

1 [BEHAALATUNEPCTHON KMLLKW, 3pO3VBHBIN
330¢haruT, KPOBOTEHEHNS 1 Nepdopavs
XEeny[o4YHO-KMNLLIEYHOrO TpaKTa, METEOPU3M, UKOTA,
runepkoarynsauus, 6eCCoHHMLA, AMdopus,
BO36Y>XAEHWe, TPEBOra, AEMPECCHs, Pa3BUTUE
BTOPUYHBIX 6aKTEpUabHbIX, FPUOKOBBIX, BUPYCHBIX
MHEKLMIA, NprbaBKa Macchl Tena, 0CTEONopo3,
neTexuu, runep-/rmnonurMeHTauys, obLume

1 MECTHbIE anmnepruyeckne peakumm

[onoBHbIE 601, NPEXOAALLAs HEUTPOMNEHNS,
noYeYHas HeAOCTaTOYHOCTb, aCENTUYECKUI
MEHMHIUT, TPOM6O3, FUNEPEMIS, TMNepTEPMUS,
03HO6, YyTOMIIIEMOCTb, TOLLHOTA, AUapes,
Kone6aHwsi apTepuanbHOro JaBNEHUs, TaxMKapaus
[emonuTuyeckas aHemus (§O30MMUTUPYIOLLAS),
rMnepTepmus, 03Ho6

KpoBoTeyeHue, nepunaHkpeaTnieckme reMaTombl,
nogavadparmanbHble abcLecehl, paHeBble
MHCeKLMW, MHEBMOKOKKOBAs MHKDEKLS,
TYNepTEPMUS, CEMNCUC, TPOMBO3, NETasbHbIA UCXOR

Y 20% 6011bHbIX rofoBHas 607k, YyTOMISEMOCTb.
CBs3aHHbIE C NIe4eHneM cepbeatble
HexenaTenbHble ABNEHNS: MOBbILLIEHNE PETUKYNNHA
KOCTHOrO MO3ra, yCyrybneHue TpoMOOLMTONEHNN
nocrie npekpaLLeHns neveHuns, Tpomoo3

Y 20% 60nbHbIX ronoBHas 60mb. CBA3aHHbIE

C JIEYEHNEM CepbE3HbIE HEXenaTenbHbIe SBNEHNS:
MNoBbILLEHNe PETUKYIMHA KOCTHOro Mo3ra,
ycyry6neHme TpoM6OLMTONEHNM nocne
NpeKpaLLeHuns neveHmns, TPoMO03, HapyLLEeHUs
yHKUMN neyenn (y 13% 60mbHbIX)

CnabocTb, NOTNAMBOCTb, NOBBILLEHVE aKTUBHOCTH
MeYeHOYHbIX TPaHCaMWHA3, TsKenas HeNTponeHus
C VHMEKLMOHHBIMI OCTIOXHERUAMM, NaHKpeaTuT
[MoBbILLEHVE KOHLEHTpaLun KpeaTnHuUHa,
MOBBILLEHE apTePMaNbHOrO [aBNEHNS,
YTOMIAEMOCTb, NapecTeanu, Muanrum, gucnencus,
TUNEPTPUX03, TPEMOP

Heritponerus, ocTpbIii TPOM603 rNy6OKWX BEH,
TOLLHOTA, pBOTa

Vrpu, MOBLILLEHNE KOHLIEHTPALMI XONECTEPUHA,
ameHopest

KoxHas cbinb, METEOPU3M, aHOPEKCUS!, TOLLHOTA,
METreMOrNIO6MHEMNS, TEMONTUTNYECKAS aHEMUS
npy gedpmuunTe rnoKo30-6-docharmernaporeHass!

[onoBHble 6011, 60NM B CNUHE, METEOPU3M,
aHopeKcKsl, TOLHOTA

[MnepTepmus, CbiNb UK CafHEHWE B ropne nocne
nepBoil UHAY3uK, CbIBOPOTO4HAs 60NE3Hb,
6poHxocnasm, aM60Ns NEro4HON apTepuu,
OKKJTI031S1 PETUHASTbHBIX aPTEPUIA, MHADEKLIM




CoBpeMeHHble MeTOoAbl ANArHOCTUKN U Ne4YeHUss MePBUYHON MMMYHHOI TPOMOOLMTONEHUN (MO UTOram COoBELLaHNsA CoBeTa 9KCMepToB)

Tabnvua 2. MpuHUMnbl neveHus UTI y B3pocnbIX (MpoaonxeHue)

BuHkaankanowp!:
BUHKPUCTWH B CyMMapHOW TPaH3WUTOPHBbIA OTBET Y
no3e 6 mr (pasoBast go3a  10-75% 60mnbHbIX
1-2 Mr exeHefensHo)
BWHOMACTUH B CyMMapHOM
no3e 30 mr (pa3osas
no3a 10 Mr exeHefenbHo)
3-9 IHNA Tepanun

5-7 pHen

ArOHUCTbI TPOMOGOMO3TUHOBbIX PELIENTOPOB:

1ocAne CreHIKTOMUM y Mauy1eHToB

C KONM4eCTBOM
TPOMBOLIMTOB MeHee
30,0 x 10%n)
anTpomobonar 25-75 mr
nepopasnbHoO, EXEeNHEBHO

Y 70% 60nbHbIX NpY A03e
50 Mr 1y 81% 60MbHbIX
npu gose 75 mr

80% 60nbHbIX,
NonyHatoLLMX
anTpombonar B 4o3e
50-75 Mr

Anemty3yma6 lMepBoHa4anbHO oTBET O 1 Hep 8o 9 mec
Habnogaetcs y 67%
navLyeHToB
Kom6uHMpoBaHHas Bonee yem y 60% 2-3 mec
XumumoTtepanmsa 60MbHbIX
TrCK 43% 60nbHbIX 5 Heq

POMUMNIOCTUM Y 88% 6011bHbIX 1-4 Hepn (BocTWXeHve
1-10 MKI/Kr MOOKOXHO,  6€3 CrNeH3KTOMUM KONN4yecTBa TPOMOOLUTOB
€XEeHefeNbHO Ny 79% 6ONbHbIX 6onee 50,0 x 10%/n

K 15-my gHio 6onee 4emy  [o 1,5 net npu

3-36 mec (B cpegHem
10 mec)

Heliponatnis, 0co6eHHO Npy MHOrOKPaTHbIX
BBEJEHWSX U Y NOXMWIbIX BOMbHbIX, HEATPONEHMS,
rMnepTepmus, BocmaneHve unv TpomMéodnedmt
B MECTe BBEAEHMA

KaTeI'OpVIﬂ A: BapuaHTbl Nie4eHnd, NoATBePXAEeHHbIe 4OCTAaTO4YHbIM KOIMYECTBOM AaHHbIX

[o 5 net npu
MPOLOMKEHUN NIeYeHNs

Y 20% 6011bHbIX ronoBHas 60Mb, YyTOMISEMOCTb.
CBs3aHHbIE C NIe4eHneM Cepbeatble
HexenaTenbHble ABNEHVS: MOBbILLIEHWE PETUKYNNHA
KOCTHOrO MO3ra, yCyrybneHue TpoMBOLMTONEHNN
rnocrie npekpaLLeHns neyeHuns, Tpomoo3

Y 20% 601nbHbIX ronoBHas 60mb. CBs3aHHbIe

C NIeYEHNEM Cepbe3HbIE HeXenaTeNbHbIE ABEHUS:
MOBbILLEHNE PETUKYNMHA KOCTHOrO MO3ra,
ycyryénexve TpoMOOLMUTONEHUM nocne
NPeKpaLLEeHys Ie4YeHus, TPOMB03, HapyLLeHVs
yHKLMM neyerm (y 13% 60MbHbIX)

NPOAOIXEeHNN NieHeHns

KaTeFOpMﬂ b: BapuaHTbl neveHns, NoATBepXAeHHbIE MUHUMAlbHbIM KONIMYEeCTBOM AaHHbIX, 1 BaphaHTbl C NOTEHUMaNbHO Cepbe3HbIMU HexenaTtebHbIMU ABNIeHUAMU

B Teyerve 24 mec
peunavs 3a60neBaHus

Yy BCEX, KPOME OfIHOrO
6011bHOr0

[nutensHas pemucens

Y 2/3 60MIbHBIX, Y KOTOPbIX
6bIna JOCTUrHyTa MonHas
pemucems (nonHas
pemucens y 40%
60MbHbIX)

lMonHas npogomxuTensHas
pemucenst y 1/3 GombHbIX.
[No3pHve (Yepes 2 ropa)
peuvanBsI

[uneptepmus, 03H06, BHyTPUYEPENHbIE
KPOBOM3NMAHWSA, TPOM603 LiepebpasnbHbIX BEH,
TSKENbI BHYTPUCOCYANCTBIA FEMONN3, MHAEKLMK,
netanbHbIA UCXOg,

BTopuyHble 3n0Ka4ecTBEHHbIE HOBOOGPA30BAHNS
(ocTpbIA NEIKO3), He3HAUMTESbHbIE TOLIHOTA

11 PBOTa, anoneuys, yrpu, reMoppar4eckuii LUCTuT,
HeliponaTtus, NaHUMTONeHus

YacTble cepbeaHble HexXenaTerbHble SBReHis

B Mepy- 1 NOCTTPaHCMAHTALMOHHOM Nepuoaax:
MHEEKLMN, KPOBOTEHEHNSI, MUENOCYMpeccHs,
aHopeKcysl, peakLns «TpaHCMIaHTaT NpoTuUB
X035Ha», NeTanbHbIN UCXon

¢ Bnepsble BbigeneHHo UTIT. OTBeT ygaetca nonyuutb y 86%
naLmMeHToB B peayrnsTarte 4 LMKII0B Tepanuu, NPoBOAMMbIX KaXXable
14 pHen, npuyem B 74% criy4aeB OTBET COXPAHSAETCHA B CPEAHEM B
TeveHne 8 mec [20, 29, 34]. MNonyyeHHble pesynsTaThbl SBMNAITCA
BecbMa O6GHaeXMBaKLLMMK, OOHAKO 3PEEKTUBHOCTL MySbC-
Tepanun crnepyeTt MofaTsepauTb B X04e PaHOOMM3MPOBaHHbLIX UC-
crnenoBaHui.

[n§a rmioKOKOPTUKOCTEPOMAOB XapakTepHbl 0303aBUCHMbIE He-
xenarenbHble ABneHua. [Onsa ux nNpodunakTUKN pekoMeHOyeTcs
NMOCTENEHHO CHWXKaTb 403kl Npenapartos: Npu 3(EeKTUBHOM feve-
HWUM MHTEepBas OT Havarna pefyKuuy [0 MOfHON OTMEHbI CocTaBnsA-
€T NPUMepHO 2 Mec. Npn PE3UCTEHTHOCTU K ITIIOKOKOPTUKOCTEPOU-
Jam OrMTerNbHOCTb Tepanuu He JoSHKHa NpesbilaTth 4 Hef.

BeegeHne BBUIN o6ecnevnBaeT 605ee 6bICTPOE MOBbILLEHNE
KOnMmM4yecTsa TPOMOOLIMTOB MPU COMOCTaBMMOM C MTHIOKOKOPTUKOCTE-
povgamm vactote oteeTa [7]. BBUI BBOgAT B 0o3e 1 r/kr B cyTkMy,
1-2 MHY3uM (MOBTOPHOE BBEAEHME HA3HAYAIOT Ha CreayLmN
JeHb Npy KonnyecTee TpoMooumMToB MeHee 50,0 x 10%n). B cBA3m
C BO3MOXHOCTbIO MJIOXON MepeHocuMocTn UHdy3un BBUI 3a
1-2 OHA MOXHO MCMONb30BaTb Kraccuyeckuii pexxum — 0,4 r/kr
B CYTKU B Te4eHne 5 fHen.

AHTN-D MOXeET ObITb ansTepHaTUBHLIM METOAOM rnedeHusa T
y 6011bHbIX C NONOXMTENBbHBIM Rh-thakTopoMm, y KOTOPLIX HE MPOBO-
OVNW CrneHakTomMumio. MocKonbKy B HacTosiLee BpeMs B Poccumn He
3aperncTpupoBaHbl npenapaTtb! A1 BHYTPUBEHHOMO BBEAEHUSA, TO
B Hallen cTpaHe (B OT/IMYME OT MEeXAYHapOQHOro KOHCEHcyca)
pEeKOMeHOyeTCa MCNonb30BaTb TOMLKO MOAKOXHOE BBefeHVe

aHTK-D B Tex cnyyasx, Korga He TpebyeTcs ObICTPOro NOBbILLEHNS
KonmMyecTea TPOMOOLIMTOB.

2-9 nuHua Tepanum UTMN

OcHoBHas uenb 2-n nuHum Tepanun UTM — poctmxeHve
ONNTENbHOM PEeMUCCUUN U YMEHbLLEHUE pUCKa KPOBOTEYEHWUN.
B HacTosLee Bpems 2-9 NMHUSA Tepanuun BKOYaEeT CMIEHIKTO-
MUIO, aroHUCTbl TPOMOOMO3TUHOBLIX PELIENTOPOB (POMUMIIO-
CTVM, anTpombonar), a3zaTuonpuH, faHasor, 4ancoH, MMKoge-
HomaTa MoeTus, puTyKcnumao, LIMKIIOCNOpUH A, Lknogocda-
mug [13, 36—61] (cm. Tabn. 2). Bce aTu cpenctea MoryT 6biTh
nogpasgeneHbl Ha cpeacTBa, Ha3HayYaemble OOHOKPATHO WK
OLHUM KYPCOM (CMJIEH3KTOMUS, pUTYKCMMab), 1 CpeacTsa, Tpe-
6yloLLMEe NPOLAOIDKUTENBHOMO MM MOCTOHHOIO BBEAEHMS (MIt0-
KOKOPTUKOCTEepouabl, UMMYHOOENPECCaHTbl, arOHUCTbl TPOM-
60MO3TUHOBBLIX PELENTOPOB).

OnutenbHoe BpeMs CMIEHIKTOMMS OCTaBasiacb CTaHOAPTOM
2-N NHUW Tepanum B3pocrbix 6onbHbIX UTT. Kak nokasanu npo-
BefeHHble uccrnepoBaHus [49, 60, 61], OTBET Ha CMNIEHIKTOMUIO
oTMeyvaeTcs Yy 80% naumeHToB. Y 66% 60s1bHbIX peEMUCCUS coxXpa-
HAETCA B TeveHue 5 neT 1 6onee 6e3 Kakor-mb0o JOMOMHUTESIbHON
Tepanuu [62]. Mpu OTCYTCTBUM NOSIHOFO OTBETA Y MHOMMX 60SbHbIX
HabnogaeTcs YaCcTUYHbIN UNW TPaH3UTOPHbIN OTBET [6, 45]; peuu-
OVB pa3BUBaETCs Yepe3 HECKOMbKO Hefesb, MecsueB U fgaxe net
npumepHo y 20% 60s1bHbIX [60]. MprbnuantensHo y 14% 60MbHbIX
CIMIIEHIKTOMUST OKa3blBaeTCH He3a(PeKTUBHON. M0 OaHHbIM pas-
NNYHbBIX UccnenoBaHui [42, 48, 49, 56, 59, 60], YacToTa OCNoXHe-
HWUIA CMNEH3KTOMUM KonebreTcs B LUMPOKUX npefdenax n Havbonee
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BbICOKa Y 605bHbIX 65 neT 1 cTapLue. lNMocne nanapoTomMmnm OCIoX-
HeHWs1 BO3HUKaT Y 12,9% naumeHToB, nocne nanapockonun —
y 9,6%; netanbHocTb coctasnsaeT 1,0 n 0,2% COOTBETCTBEHHO [49].
PasBuTre Taknux OCNOXHEHWI CMINIEHIKTOMUM, KakK KpPOBOTEYEHWE,
MHPeKUMa 1 TpoM603, TpebyeT npoBefeHNs OOMOSTHUTENbHBbIX XU-
PYpruyecknx 1 TepaneBTUHeCcKUX BMeLLATenbCTB, a Takke Mnpo-
OOSDKUTENBHBIX M MOBTOPHBLIX rocnutanuaauuii [49]. OgHum r3
OCITOXXHEHWUI CMINEHIKTOMUN ABNSETCA TPOMO603Mbonus [54], nos-
TOMY BCe MauMeHTbl nocrne onepauum ofMTenbHoe Bpems OOSHKHbI
nony4ars COOTBETCTBYIOLLIEE NPodnnakTu4eckoe neverHme. Kpome
TOrO, Ha NPOTSKEHUM BCEW XU3HU Y 60SIbHBIX, KOTOPbIM BbIMNOSHE-
Ha CMNeH3KTOMUS, COXPAHAETCH Yyrpo3a pasBuUTUA HEKOHTPONMpYye-
MOW MHPEKLMN, BbI3BAHHOW Streptococcus pneumoniae, Neisseria
meningitidis, Haemophilus influenzae [36, 43], ona NpogUIaKTUKn
KOTOPOW HEO6XOAMMO NPOoBefeHMe BakLMHALMN U MOCTOSAHHON pe-
BakuMHauumn [41], 4yTo co3pgaeT OOMNOfHUTENbHbIE Heyoo6CTBa U
CHWXKAET Ka4eCTBO XKWN3HU 6OSbHbIX.

AnsTEPHATMBOW CMIIEHIKTOMUM SBMSIETCS Ha3Ha4YeHVe aroHu-
CTOB TPOMOGOMO3TMHOBBIX PELenTOPOB, BHEAPEHVE KOTOPbIX B
KIMMHUYECKYIO MPAKTUKY 3HAYUTENbHO PacLLUMpUIio BOSMOXHOCTU
KoHcepBaTuBHOro nevexns UTT. Ha cerogHAWHWI OeHb Yrpas-
JIeHNE MO KOHTPOMIO 32 NpodyKTaMu NUTaHUs U NIeKapCTBEHHbIMU
cpeacteamm CLLUA (Food and Drug Administration — FDA) ogo6pu-
110 TONMbKO 2 mnpenaparta, MoBbiLLaoLWMX BbIpaboTKy TPOMOOLM-
TOB, — pOMUMNAOCTUM (DHMNENT®, «AMmpKeH», CLLA) n antpom6onar
(PeBoneing®, «MmakcoCMutKnsiiH», Benmkobputanus). B oTHoLLe-
HVUM 060MX MpenapaToB NPoBefeHbl PaHOOMU3MPOBaHHbIE KITNMHK-
YecKue UccrneoBaHus C y4acTUeM KOHTPOIbHbIX rpynn [37—40, 44,
50-52, 57]. O6a npenapatbl 3aperncTpupoBaHsl B Poccum.

Pomunnoctum npumeHsioT B fo3e 1-10 MKI/Kr B BUae exeHe-
OenbHbIX NOAKOXHbIX UHbeKuur [40, 52]. B oByx paHOoMu3upo-
BaHHbIX [BOMHBIX CremnbIX nnauebo-KOHTPOoNMpyembix nccreposa-
Husx (Il pasa) pommnnocTm BBOAUIU B TedeHue 6 mec 125 601b-
HbIM, U3 HUX Yy 63 paHee Oblna BbINOMHEHA CMNIEH3KTOMUS [52].
OtBeT (konm4yecTBO TPpOM6GOLMTOB 60s1ee 50,0 x 10%/n B TeyeHne
4 Hep v 60nee) 6bin nony4eH y 88% HeonepypoBaHHbIX NaLmeH-
TOB Uy 79% 60S1bHbIX, KOTOPbIM 6blfa BbINOMHEHA CMIEHIKTOMUS.
B KOHTpOMbHbIX rpynnax (nauveHTbl, NoslyYaBLume nnauedo) Ko-
JINYECTBO 6OJIbHbIX, Y KOTOPbIX GbIN NMONy4eH OTBET, 6bINo ropas-
00 MeHbLue — 14% 1 0% cooTBeTCTBEHHO [52]. Mo gaHHbIM 060M1X
ncenenosaHun, y 87% 60r5bHbIX, KOTOPbIE Mony4Yany poMurnoc-
TUM, YOANOCb CHU3UTb AO03bl UMK MOMHOCTLIO NPEKPaTUTb APYryto
Tepanuio LTI, B TOM 4ucre npuem riioKOKOPTUKOCTEPOULOB Y
BBegeHve BBUI [52]. OnutenbHble Ha6nMoOeHUA CBUAETENbCTBY-
10T O TOM, YTO OTBET Ha POMUMIIOCTUM COXPAHAETCA B TeYeHue
KaKk MUHUMYM 5 neT [63]; nonyyeHHble pe3ynbTaTtbl ABMASKOTCA
Ba>XHbIMW U OBHAOEXUBAIOLLUMU, MOCKOSIbKY OHW MOMYyYeHbl Y
60MbHbIX, paHee nonyYasLUNX MMMYHOCYMPECCUBHYIO Tepanuio B
TeyeHue OMTeNIbHOro BpeMeEHMU.

OnTpombonar — TabneTUPOBaHHbLIN HENENMTUOHbLIA aroHUCT
TPOMOOMO3TMHOBBLIX PELENTOPOB — Ha3Ha4arT B Aose 25, 50 nnu
75 mr exegHeBHo [37, 40, 44]. J.Bussel n coagrt. [40] gokasanu
[0303aB1CUMYIO 3DHEKTUBHOCTb KOPOTKOro Kypca (6 Hed) Tepa-
nun anTpomMoéonarom: OTBET Obin nonyyeH y 70% naumeHToB npu
1crosbL30BaHnm npenapara B fo3e 50 Mr B cyTku 1y 81% naumeH-
TOB MpW MCMONbL30BaHWUN MpenapaTta B fose 75 Mr B cyTku. [lo
OKOHYaHUM Kypca Tepanuu (43- feHb) OTBET (KONM4eCcTBO TPOM-
6ouuToB 6onee 50,0 x 10%1n) coxpanancs y 59% 60MbHbIX XPOHU-
YecKom peumamsupytoLLien unu pedgpakrepHon UTT, nonyyasLumx

anTpomoéonar, no cpaBHeHuto ¢ 16% naumeHToB, KoTopble Mory4a-
v nnaue6o. Bonee yem y 80% nauneHToB, NOyYaBLUUX SNTPOM-
6onar B fo3ax 50 1 75 Mr B CyTKW, NOBbILLEHNE KONMYECTBA TPOM-
60UnTOB OTMEeYasnoch yxe K 15-My gHio Tepanuu. Y 605bHbIX, Mo-
Jy4YaBLUMX 3NTPOMOONar, Takke OTMeYasnoCb CHUXEHWE Y4acToThl
pasBuUTUa KpoBOTeYeHUn. B gpyrom uccnefoBaHuM B TeyeHue
6 Mec Tepanum KonmnyecTso TpomboumTos 50,0-400,0 x 10%n Ha-
ontoganocb y 75% nauneHToB, Mony4aBLUMX 3nTpomMbéonar, U y
25% naumeHToB, nosny4YasBLumX nnaue6o. Y 60sbHbIX, Nony4aBLUmnx
anTpomMbonar, 4actota pas3BUTUSE KPOBOTEYEHWUA 2—4-11 CTeneHu
TSHKECTW (cornacHo knaccudvkaumm BO3) 6bina Ha 65% Huxe,
4YeM B rpynne nauneHToB, nonyyasLumx nnaueéo. Y 59% 605bHbIX,
NMPUHMMAaBLLMX 3nTpomobonar, yAanocb YMeHbLUUTL [03bl npenapa-
TOB CTaHOAPTHOWM Tepanum Ui OTMEHUTb TakoBY!O (MO CpaBHEHMIO
€ 32% naumeHToB, KOTopble NpYHMManu nnaue6o) [64]. MNMpu oue-
Ke pesyrnsraToB NMoBTOPSIOLLIMXCA KYpPCOB anTpomMbonara 6bi10 rno-
KasaHo, 4YTO ero a(pdeKTUBHOCTL COXPaHAETCS MPU KaxdoM Mo-
cnegyoLLem Kypce [65].

AroHUCTbI TPOMOOMOSTUHOBLIX PELIENTOPOB Ha3Ha4alT Mo-
CTOSIHHO AN1s1 MOJAEPXaHUs KonmyectTsa TPOMOOUMUTOB, NPeLo-
XpaHsALWEero oT KPOBOTOUYMBOCTU W/MAK KpoBoTe4eHuin. MNocne
npekpaLleHns nevyeHns y 60sbLUMHCTBA 60MbHbBIX KONMUYECTBO
TPOMOOLIMTOB CHWXAETCA OO0 WCXOLHOro 3Ha4yeHus, a B page
Cry4aeB CTaHOBUTCSH MEHbLLE MCXOOHOro, OHAKO Y HEKOTOPbIX
60sbHbIX HabNJaeTcsl CToMKaa PEMUCCUS, U NleYeHNEe MOXET
6bITb yCneLHo npekpatleHo [52].

3-9 nuHua Tepanuu UTI

BapwuaHTbl 3-i1 nuHum Tepanum UTT1 npepcTasnedsl B 1abrn. 2
[37—-40, 52, 66—73]. Ana B3pocCsbIX NaUMEHTOB PEKOMEHOOBaHbI
aroHMCTbl TPOMOOMOITUHOBBLIX PELENTOPOB (POMUMNOCTUM, 31
Tpombonar). KombuHaumu npenapatos 1-A 1 2- NVHWIA Tepanuu,
KOMOWHMPOBaHHAA XuMuoTepanusi, TpaHcniaHTaums remMonostu-
yeckmx cTBonoBbix knetok (TFCK) u anemtysymab (Kamnac®,
«LllepmHr Al», 'epMaHusa) MOryT paccMatpuBaTtbCsl B KayecTee
Tepanun 3-M NIMHWKM TOSMLKO MOCHe TLATEeNbHOro aHanmaa COOTHO-
LLeHns puck/nonb3a.

ArOHVCTbI TPOMOGOMO3TMHOBLIX PELENTOPOB (POMUMIIOCTUM U
anTpom6éonar) SBAATCA €OMHCTBEHHbIMW TepaneBTUHECKUMMN
cpencTeamu, adEKTUBHOCTL KOTOPBIX Mpu pedpakTepHon UTTT
JoKasaHa B xofie paHOOMU3MPOBaHHbIX KIIMHUYECKUX MUCCreaoBa-
HU. C y4eTOM HM3KOW TOKCMYHOCTM M XOpOLLEeW NepeHOoCMMOCTH
3TUX MpenapaToB MHOrMe 60fbHblE MOMYT NPenarnoyecTs NpPUHU-
MaTb 3TW npenapaTtbl HeonpefeneHHo ponroe spemda. Onu-
TENbHOCTL HaGMNAeHUs 3a nauueHtamu, nosnyYaroLwmmm
POMUMIIOCTUM, Ha HaCTosILLiee BpeMs COCTaBMAeT 5 NneT; Nonoxu-
TenbHbIN 3PAEKT NEYEHUA COXPaAHAETCS, MOMOMHEHUS CriMcKa He-
XenaTenbHbIX ABfeHNA He npoucxoauTt [37—40, 63, 52].

B 3akntoyeHve LenecoobpasHo OCTAHOBUTLCA Ha KOHKPETHBLIX
pekoMeHpaumsax Mo JfeYeHmo B3POCHbIX GOSbHBIX XPOHUYECKON
WVTI: anga 1-1 nuHum Tepanum nokasaHbl Te Xe npenaparsl, YTo 1
ana 1-n nvHUM nedeHus Briepsble BbisiBrieHHon WTIT. Mpu mx
HeJoCTaTo4HON 3PEKTUBHOCTU (OTCYTCTBME OTBETA UMM peuman-
BMPYIOLLIEE TEYEHWE) UM HEMPUEMIIEMbIX HEXenaTeNlbHbIX sBfe-
HUSX (FNaBHbIM 06Pa30M 3TO OTHOCUTCS K FIIOKOKOPTUKOCTEPOU-
Jam) MOXHO UCMONb30BaTb BapuaHTbl 2-1 NIMHWWM Tepanuu, 605b-
LUIMHCTBO U3 KOTOPbIX ABNSAIOTCA UMMYHOCYNPECCUBHON Teparnuen.

Mo AaHHbIM MccrnefoBaHUi, BbIMONHEHHBIX Y GOMNBHbBIX TAXe-
o xpoHudeckon WUTT1, nuwb 2 metoga ob6nafgarT BbICOKOM
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3(PPEKTUBHOCTLIO: CMNIEHIKTOMUSA U KOHCEPBATUBHOE feveHne
aroHMucTamm TPOMOOMO3ITMHOBLIX PELENTOPOB (POMUMNIIOCTUM,
anTpoméonar). CnneHskToMus — MeTof, He TpebyoLumii nog-
JepxuBaroLLlern Tepanun gnsa obecrneyeHns 6e30nacHoOro Konm-
YyecTBa TPOMOOLINTOB, OAHAKO PUCK OrnepaTMBHOIO BMeLLaTe b-
CTBa, MOCNEeonepaLoHHbIX OCIIOXXHEHWUIA (Hanpumep, TPoM603
NMEYEHOYHbIX BEH) M MOXW3HEHHbIA PUCK Pa3BUTUSA MHEKLIMN
OrpaHMynBalOT €ro npuMeHeHue. ANbTepHATMBOW CMNIEH3KTO-
MUN SBNSETCA KOHCEPBATMBHOE fle4eHne aroHncTtamu Tpomo6o-
NOSTUHOBLIX PeLenTopoB, rMaBHOE MPEUMYLLECTBO KOTOPbIX —
anbTepHaTUBHBIN MEXaHU3M OeNCTBUSA, HE BbI3bIBAIOLLMIA UMMY-
HOCYMpeccuio.

C y4eTOM HEBO3MOXHOCTM MPOrHO3MPOBaHWS OTBETA Ha TOT
WU VMHOW BWUL TPaguLUMOHHOrO MeOUKaMEHTO3HOro JfieveHus
2- NIUHUK Tepanun, BbICOKON BEPOATHOCTU peunamea 1 NoTeHUn-
anbHO CMepPTENbHbIX OCMOXHEHUIA MHOXECTBEHHbIX MOMbITOK UM-
MYHOCYMpPeccuu, POCCUNCKME IKCNEePTbl KaTeropuyeckn Bo3pa-
XKalT MPOTUB «OXECTOYEHHOr0» MOUCKa MMMYHOCYNPEeCCUBHOM
Tepanuu 2- NMMHUK, 3PHEKTUBHOM AN1F KOHKPETHOrO NaumeHTa, 1
peKoMeHAYI0T cpasdy paccMmaTpuBaTb BO3MOXHOCTb JlIe4eHUs aro-
HUCTaMW TPOMOOMOSTMHOBbLIX PELENTOPOB (POMUMIOCTUM, 311-
Tpom6bonar) unm CryEHIKTOMUN Y GOMNbHBLIX TSHKENON XPOHUYEeC-
kon UTT1, peancteHTHON K Tepanuu 1-i nuHUK.

PaccmoTpeB pekomeHgauum no guarHoctvke n nedenvio UTT1
y OeTew, YneHbl POCCUMCKOro COBETA SKCMEepTOB BblAENWNN crie-
JytoLLme NoSIoKEeHUs:

* puv NOCTaHOBKe nepBu4Horo anarHosa LTIy geten cnegyet
NPYHUMATbL BO BHYMaHWE BCIO UCTOPUIO 60Ne3HK, pe3ynstaTbl qu-
31KanbHOro 0OCMOTpPA, PacLUMPEHHOro aHanuaa KpoBu 1 KBanimgm-
LIMPOBaHHYIO OLIEHKY Ma3KOB Mepudepuyeckor Kposwu. Hanuuve
M30IMPOBAHHOM TPOMOOLIMTONEHUN U OTCYTCTBUE OTKITOHEHUI MpU
PU3NKanbHOM OCMOTpPE UK B Maske nepudpepruyeckon KpoBu siB-
NAOTCA OCHOBaHWEM [n1s OoTKasa OT acnvpauyoHHOM 6uoncum
KOCTHOIO Mo3ra y geten;

e y peten ¢ octpot UITI U MArkum TeyeHvem 3abonesaHus
MOXHO MCMONb30BaTh BbDKMAATENbHYIO TaKTUKY MpU rapaHTUpo-
BaHHOW BO3MOXHOCTW KPYrfI0CYTOYHOro 06paLleHnst 3a MeauumH-
CKOM nomoLLpto. [Ons ucknodveHus stopmyHon UTT Takue naumen-
Tbl HY>XOAKTCS B MOBTOPHbIX KIIMHUYECKUX U 1abopaToOpHbIX 06-
cnefoBaHusiX, YacToTa KOTOPbIX 3aBUCUT OT MPOSIBIIEHU 3a6ore-
BaHWS U HanNpaBneHHOCTW CABUIOB KONM4ecTBa TPOMOOLIMTOB;

* [eTaAM C TMOBbILLIEHHON (PU3MHECKON aKTUBHOCTBIO MOXHO
NPOBOAUTL NEPUOAMHECKOE NPOUNIAKTUHECKOE NeYeHne, Harnpas-
JNIEHHOE Ha YyBeNMYeHWe Konmyectsa TPOMOOUMTOB, OOHAKO Mpu
3TOM HEOOGXOAMMO TLLATENIbHO B3BECUTL PUCK M MOMb3y (BKIOYASA
MaTepuanbHble 3aTpaTbl U HexenartesibHble ABMeHUs MeaukamMeH-
TO3HOW Tepanuu);

* pekoMeHOauuun no Tepanuu 1-M NMHUKM y AeTen OOMKHbI yyn-
TbIBaTb BbICOKYH BEPOSTHOCTb CMIOHTAHHOIO MOBbILLEHWSA KONUYECT-
Ba TPOMOOLUMTOB OO remMocTaTU4ecku [OCTaTOYHOro, MO3TOMY
ONUTENBHOCTb JIEYEHUS TTIIOKOKOPTUKOCTEpOMAaMU He3aBUCUMO
OT ero 3PeKTUBHOCTU [OMMKHA ObITb OrpaHnyeHa 4 Hep,

* MOXHO Ha3HauuTb KOPOTKWUIA Kypc mnpefHu3oHa (1-2 mr/kr
B CYTKM) CO CHUXKEHMEM [03bl B 3aBMCUMOCTU OT KONMYECTBA TPOM-
60UnTOB 1 BLICTPON OTMEHOW NeveHus. B Ka4ecTBe ansTepHaTUBbI
MOXHO MCMNOJb30BaTb METUNPEOHN3OSOH (4 Mr/Kr B CyTKM) B Te-
YeHune 4—7 OHen;

* y [eTel cTaHOapTHbIM Nogxodom K Tepanuu BBUI aBnsetcs
OoOHOKpaTHoe BBefeHme npenapara B fo3e 0,8—1 r/kr. MNoBTopHOE

BBe[eHWe npenapara NpoBoaUTCS Ha CreayoLLmi OeHb NPy KO-
YyecTBe TpomboumToB MeHee 50,0 x 10%/n;

* HEeOTNOXHas Tepanus y AeTer ¢ BHyTpUYepenHbIMU KPOBOU3-
JIMSHUSIMU UM UHBIMU CEPbE3HBIMU KPOBOTEYEHUSIMU BKITHOYAET
TpaHcdy3um TPOMOOLMTOB B COYETAHUU C BHYTPUBEHHBLIM BBELE-
HVeM [TIIOKOKOPTMKOCTepouaos 1 BBUT;

* B KayecTBe Tepanuu 2-i NMUHUK Yy OeTen YCrneLHO UCMomnb3y-
eTCsl pUTYKCMMAab, KOTOPbIM B HEKOTOPbLIX Crydasx MOXET cTaTb
ansTepHaTUBOM CrnyieHaKToMmn. OpHako Heo6XOoOMMO MPOBECTU
OOMNOMHUTENbHbIE UCCNEdoBaHUA ONs OLEHKM 6e30MacHOCTU pu-
TyKcuMaba y geTer B AOSIrOCPO4HON NEPCNEKTUBE;

* B NepuoL OXunaaHWs CaMOMnpOU3BOSIbHON PeEMUCCUN UNN pe-
LLIeHNs1 BOMpoca O NPOBEAEHUN NeYeHUs, U3MEHSIIOLLIEro TeveHue
3a60reBaHns, KPOBOTEYEHUS MOXHO COEPXMBATb C MOMOLLbIO
nynbC-Tepanumn BbICOKUMW [03aMU THOKOKOPTUKOCTEPOUOOB UN
perynsipHbIM BBefieHnem BB

* CMMeH3KTOMUSA pedKko nokasaHa getam ¢ UTI u gomkHa npo-
BOAUTLCH TOSIbKO MOCHe KOHCYmbTaumMu remarorniora, UMeroLLero
ONbIT neYveHus aeten, 6onbHbiXx UTI. OgHMM 13 nokasaHui K
CIMIEHIKTOMUN MOXET ObITb KPOBOTEHEHME, YIPOXAIOLLEE YXU3HW,
N TSHKENoe TedeHue xpoHudeckor UTI (6onee 12-24 mec) 6e3
peMmccuii U ¢ KPOBOTEHEHUSIMM, CYLLIECTBEHHO yXydLlaroLlee Ka-
YeCTBO XM3HU 60MbHOrO.

Poccuiickne akcnepTbl no UTI HacToATenbHO pekoMeHOyoT
BCEM creymannucTaM 03HaKOMUTLCA C MOSTHbIM TEKCTOM MeXayHa-
POOHOro KOHCEHCyca, orny6rmMKoBaHHOro B XypHane “Blood” [1], n
NoAYepKUBAIOT, YTO U MEXOYHAPOAHbIe, U POCCUNCKNE PEKOMEH-
Jaunn SBRSOTCA NULWb MOACTMOPLEM B OMArHOCTUKE U feYeHUr
WT. OkoHYaTenNbHOE peLLeHre O TaKTUKE BEAEHUS KaXXO0ro KOH-
KpPEeTHOro 60J1bHOr0 OCTaeTCs 3a flevallmM Bpa4oM, KOTOPbIN HeceT
MOSHYK OTBETCTBEHHOCTb 3a XM3Hb W 300POBbE NaLneHTa.
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OCTPbIif NEAKOS3

3abo5ieBaeMoCTb OCTPbIMU JIEUKO3aMMU
B AEeTCKOU nonynsumm passiuvyHbiX TeppuTtopmumn
BpsaHckon obnactu 3a nepuoa 1994-2007 rr.

B.B.KpbinoBa', M.A.PakoB', E.P.Porayesa?, U.C.TapacoBa?, [1.6.JlaBpyxuH?, B.M.YepHos?, A.l".PymsiHLeB?

'bpsiHCKasi obniacTHasi geTckasi 60/bHULa;

Z(De,qepaanbM HayLIHO-KﬂI/IHM‘-IeCKMI;I L4eHTp JEeTCKOVi reMaTosiorum1, OHKosIormm v UMMYHOIormn

MuHsapascoypassutma Poccnn, Mocksa

[MpoBeneHoO peTpoCneKTUBHOE 3NMAEMMOSIONMYECKOe UCCNefoBaHMe MO U3yHeHUo 3a60M1eBaeMoCT OCTPbIM NMMA06nacT-
HbiM (OJ1J1) n ocTpbiMK HennMdobnacTHbIMK nenkodammn (OHJ1T) geTen B Bo3pacTe oT 0 Ao 14 neT, NpoXxusaroLLmnx Ha Tep-
putopun BpsiHckor obnacTwu. Mepuop HabnopeHns coctasmn 14 net: ¢ 1994 no 2007 r. BpsiHckas obnacTe 6bina pasgeneHa
Ha 3 YacTu: 6 toro-3anagHblX PanoHOB C 3arps3HEHVEM MOYBbI PafMoHYKIuaamu (Tepputopumn Haénogexuns), 21 pavioH 6e3
PaaVoOHYKNMAHOrO 3arpsA3HeHNs NOYBbI (TEPPUTOPUM CPaBHEHWS) U MPOMBILLINEHHBIV ropog, (BpsHek). 3a nepuop HabnogeHns
B BpsHckol obnactv y geten 6bino BeiseneHo 117 cnyyaes ocTpbix neiko3os (OJ1), U3 HUX Ha TEPPUTOPUSX HAbMAEeHUs —
22 cnyyas, Ha TeppuTopusiX cpaBHeHus — 66, B BpsaHcke — 29 cny4yaeB. CpegHerofoBon nokasatens 3a6onesaemoctu OJ1
Hambornee BbICOK Ha TeppuTopusx cpasHeHuns — 3,9 + 0,6, Ha Tepputopusax HabnogeHus — 3,3 = 0,9, B bpsaHcke — 2,6 + 0,3
Ha 100 TbIC. feTckoro HaceneHus. Pasnnuna nokasatenen 3a6onesaemocty OJ1 geten, NPOXMBAIOLLMX HA Pa3fiMyHbIX TeppU-
Topuax bpsiHckol o6nacTtu, cTaTUCTUYeckn HeaHaqumel (p = 0,4244). Pacnpepenexue vucna cnyyaes OJ1 B 3aBMCUMOCTY OT
BO3pacTa 3abonesLUMx AeTel oKa3anocb TUMNYHBLIM A1 S3KOHOMUYECKW PasBUTbIX CTPaH, C HaNM4MeM MnageH4eckoro nvka
3a6onesaemoctu OJ1J1 n otcyTcTBUEM nukoB npu OHJJI. YeBenuyeHust 3a6onesaemoctn OJ1 petei 3a nepuop 1994—2007 rr.
Ha TeppuTopmn BpsAHCKOM 06NacTn He BbISBIEHO.

KntoueBble criosa: aetu, bpsiHckas 0651acTb, OCTpble /IEeViKo3bl, 3a60/1eBaeMOCTb

Incidence of acute leukemia in children at different territories
of the Bryansk Region in 1994-2007

V.V.Krylova', M.A.Rakov', E.R.Rogacheva?, |.S.Tarasova?, D.B.Lavrukhin2, V.M.Chernov?, A.G.Rumyantsev?

'Bryansk Regional Pediatric Hospital;

2Federal Research Center of Pediatric Hematology, Oncology, and Immunology, Moscow

A retrospective epidemiological study of the incidence of acute lymphoblastic (ALL) and acute nonlymphoblastic (ANLL)
leukemias was carried out in children aged 0-14 years, residents of the Bryansk Region. The study covered the period of
1994-2007. The Bryansk Region was divided into 3 parts: 6 South-Western districts with radionuclide contamination
(surveillance territories), 21 districts without radionuclide contamination (reference territories), and an industrial city (Bryansk).
A total of 117 acute leukemia (AL) cases were detected in children living in the Bryansk Region over the period of observation.
Of these, 22 cases were found in the surveillance territories, 66 in reference territories, and 29 in Bryansk city. The mean annual
AL incidence was the highest in the reference territories — 3.9 + 0.6 vs. 3.3 + 0.9 and 2.6 + 0.3 cases per 100,000 children in
the surveillance territories and in Bryansk city respectively. The differences in AL incidence in children living in different
territories of the Bryansk Region are statistically negligible (p = 0,4244). The distribution of AL cases by age groups was typical
of that in countries with well-developed economy, with ALL peak in infancy and no peaks for ANLL. No increase in AL incidence

in children in the Bryansk Region throughout 1994-2007 were found.
Key words: children, Bryansk Region, acute leukemia, incidence

n ocne aBapuu Ha YepHOObINTLCKON aTOMHOM 3NeKTPOCTaH-
umm (HASC) B 1986 r. 66110 0dULMaNTBEHO O6BABIEHO O
Hann4mMM 30H C pagnmoakTUBHbLIM 3arpsa3HeHneM B 14 o6nacTsax
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Kypckon, Jlnneukon, JleHnHrpagckor, OpnoBckor, PazaHckon,
Tam6oBckon, Tynbckon, [MeH3eHckoW, CMONEHCKoOW un
VnbsiHoBcKoM [1]. Hanbonee Bbicokoe B PD 3arpsasHeHune paguo-
HyKnuaamu 66110 3aperncTpMpoBaHo B 6 toro-sanafHbix pano-
Hax bBpsHckon o6nacTtn, HemnocpencTBEHHO rpaHuyalumx
[omenbckon n Morunesckon o6nactamm Pecrny6nvku Benapyce.

Bbino nokasaHo, 4TO 3aboneBaHVIO pafauaLMOHHO-UHAY-
LMpyeMbiMK JIEMKO3aMM Npexae BCero nofsepxXeHsl Aetu [2],
Hambonee 4yBCTBUTENbHAA K paguaummn nonynaumn. 1o o6cTo-
ATENbCTBO ONPEAENnsIo MOBLILLEHHbIA MHTEPeC K 3MMAEMMNONo-
rMYECKUM UccrnefoBaHuam B OETCKOW NONynsauumn.

MepBon B HalLen cTpaHe Ny6rvkaumnen, NocBsLLEHHON n3y4e-
HUIO 3aboneBaemMocTn fetert bpsHcKo o6nactn nenkosamu B
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nepsble 8 net (1986—1993 rr.) nocne aBapum Ha HAIC, sABunack
pa6ota W.B.OceumHckoro n coarT. [3]. B Hel 6b110 nokasaHo,
YTO BO3JAENCTBME MarbIX 403 paavaLumn He NpUBEno K NoBblLLe-
HUIO Mokasartens 3ab6oeBaeMocTn ocTpbiMu neriko3amu (OJ1)
JeTen, NOCTOAHHO NPOXUBAIOLLMX Ha Tepputopumn BpsHckon 06-
nacTtn. 9To 06CTOATENLCTBO NOCAYXMUIO OCHOBAHMEM A5 MPEK-
paLleHns rHaHCMpPOBaHUS INUOEMUOSIOrMYECKUX nccnefosa-
HuiA. OgHaKo no3gHee Takve nccrefoBaHns Obinv BO30GHOBIE-
Hbl N0 MHUUMaTMBe dedepanbHOro HayYHO-KIIMHUYECKOrO LiEH-
Tpa AETCKOW reMatonornm, OHKONorum n ummyHonormm (OHKL,
AOron) Munsgpascoupa3ssutusa Poccumn (Mockea) B CBS3U C U3-
MEHEeHNeM paamaLmoHHON 06CTaHOBKM Ha TeppuTopun BpsiHckon
o6nacTm U HeobXoOMMOCTLIO U3Y4YeHUs OTAaNeHHbIX nocnep-
CTBUI MasbIX 003 pagvauuu.

[1ns BO3MOXHOCTW COMOCTaBMEHNS AaHHbIX B HACTOSLLEM UC-
crnepoBaHuy NpYMeHeHa MeToamnka céopa 1 06paboTKM AaHHbIX,
KoTopasi 6bina paspabotaHa B [ematonornvyeckoM HayyHOM
ueHtpe PAMH nop pykosogcteom npodp. M.B.OceunHckoro u
ncnomnb3oBaHa npu NpoBefeHUn 3NUAEeMUONOrMYECKUX Uccne-
noBaHuii B nepeble 8 net nocne aeapum Ha YASC [3, 4].
CornacHo gaHHoM MeToanke nNpedyCMOTPEHO pasfeneHve Tep-
putopun BpsiHckon o6nactv Ha 3 pervioHa: 6 toro-zanagHbix
pavioHOB C PasnN4YHOM CTENeHbio PafMOHYKITMAHOIO 3arpsidHe-
HUSI NoYBbI (Tepputopun HabnwopeHus), 21 panoH 6e3 paguno-
HYKITMOHOTO 3arpsi3HEHUst MO4Bbl (TEPPUTOPUN CPABHEHUS) U
NPOMBILLIEHHBIN LEeHTP obnactn — bpsaHck. Takoe pasgeneHve
Nno3BoNseT MU3y4nTb Mnokasartenu 3abonieBaeMocTu Hernocpepn-
CTBEHHO Ha TEPPUTOPUAX NPOXUBAHUA OETEN N YCTPaHUTb HUBE-
NMpOBaHne BO3MOXHOIO 9KONornm4eckoro akropa (paguaumu,
NPOMBILLIEHHBLIX BIGPOCOB U ApP.) 3a CHET YCPEeOHEHNs AaHHbIX
no o6s1acTu B LesIOM. BaxkHoe oTnnymne HacTosLero nccnegosa-
HUS OT UCCNeaoBaHUs, BbIMOSIHEHHOMO MO PYKOBOACTBOM Npod).
M.B.OceumnHckoro [3, 4], COCTOUT B OTCYTCTBUM 3KCMNEAULMNOH-
HbIX Bble3foB B BpsHCKyto obnacTte ans coopa nHbopmaumu,
BepurKaumm amarHo3a, BbIBeHUS NyTern Murpaunm 605bHbIX
3a npepgensl o6nactu Ang nedeHus. B HacToswem nccnenosa-
HUK cH0op MHAOPMaLMK GbIN NOPyYeH Bpayam-remaronoram pe-
rmoHa, NPOBOAMBLUMM 3Ty paboTy Nof PyKOBOACTBOM Hay4HbIX
cotpyaHukoB GHKL OFOU MuHagpascoupassutusa Poccun.

Llenb nccnepoBaHuns — ndyuntb 3a6onesaemoctb OJ1 geten
BpsiHCKOM 061acTy, NPOXMBAKOLLMX HA Pa3fINYHbIX TEPPUTOPUSX
B nepuogd ¢ 1994 no 2007 rr.

MaumeHTb! M MeTOAbI

lMpoBefeHO PeTpoCneKTUBHOE 3NMOEMUONIOrMyeckoe uccrne-
posaHvie. Habnwogaemas Tepputopuss — BpsHckas o6nactb,
nnowans KOTopon coctaBnsaeT 34,9 Thic. KM2.

Cpeau pgeteni B Bo3pacTte oT 0 o 14 net, NOCTOAHHO MPOXM-
BalOWMX Ha Tepputopun BpsHckonm obnactu, 6bina cobpaHa
MHdopmaumsa o Bcex cnydasax 3adonesaHns OJ1 3a 14-neTHuii
nepwuog, (c 01.01.94 no 31.12.07).

CpegHerofosas YMCNEHHOCTb AEeTCKOro HaceneHus BpsiHcKon
obnactu 3a nepuof HabnwogeHusa coctasuna 244 385 + 12 592
yenoeeka.

YuntbiBanu cnegyrowme Hosonorndeckune dpopmel OJT (kogpbl
no MexpyHapoaHoOM CTaTUCTUYECKON Kraccudukaumm bones-
HeW 1 Npobnem, cBA3aHHbIX CO 3aopoBbeM, 10-ro nepecmoTpa —
MKB-10) [5]: ocTpbIi nuMmdobnacTHein nenko3 — OJ1J1 (C91.0),

ocTpble HenumdobnacTHble nenkossl — OHJJT (C92.0, C92.4,
C92.5, C92.7, C92.9, C93.0, C93.3, C94.2).

Ona nonyyeHus cBefeHWn o cryyasax 3aboneBaHus geTen
OJ1 aHanu3vpoBanu cnegyroLLyio MeAULMHCKYI0 OOKYMeHTa-
LMI0: XXypHanbl y4eTta 605bHbIX U 0TKa3oB B rocnuranMaauunm
(001/y), meanunHckme kaptbl (003/y), cTaTUCTUHECKNE KapThl
BbIObIBLUNX N3 cTaumoHapa (066/y), BbIMUCKN U3 MEAULNHCKMX
KapT cTaumoHapHoro 6onbHoro (027/y), MeauuMHCKne KapTbl
ambynatopHoro 6onbHoro (025/y), XypHanbl perucrpauum
amM6ynaTopHbIX 60/bHbIX (074/y), NPOTOKOMbLI NaTONOroaHaTo-
Muyeckux otgenexun (013/y), MegnuMHCKME KapTbl cTaumo-
HapHoro 6onbHoro (027/y), BbINMUCKM M3 MEAULMHCKUX KapT
cTaunoHapHoro 6onbHoro (027/-1/y), KOHTpONbHbIE KapTbl
ancrnaHcepHoro oHkoHabnopgeHuns (030-6/y). lMony4yeHHble
JaHHble BHOCUNN B CrneumanbHO CO34aHHY0 KOMMbIOTEPHYIO
6a3y OaHHbIX.

Pac4yeT nokasartens 3a6onesaemMoCcTV NPOBOAMIN MO hop-
myne:

Y =nx 10%N,
roe Y — nokasartens 3a6onesaemoctu (Ha 100 Tbic. HaceneHus
COOTBETCTBYIOLLIEr0 BO3pacTa) 3a rof; N — YWCMo BrepBble Bbl-
AIBMIEHHbIX cry4aeB 3abonesaHusa 3a rof; N — cpepgHerofosas
YUCIIEHHOCTbL HaceneHus uccnenyemMoi Bo3pacTHOM rpynnbi.

AHanna pesynstatoB MPOBOAMIN C WUCMOMb30BAHMEM MPOr-
pamMMm Ons cTaTUCTUYeckor 06paboTkvM AaHHbIx Statistica for
Windows 7.0 n Prism 4.0. Pasnuuua mexpay cpaBHMBaeMbIMU
napameTpamMu c4MTanu cTaTMcTU4ecKn aHaqmmbiMu rpu p < 0,05.

Pe3ynbTraTtbl MICCNEeAOBaHUA U UX o6cy)|(ne|-me

PeTpocnekTBHbIE 3MUOEMMUONOTMYECKME UCCEA0BaHMSA
nossonunu BbisBuUTb 117 cnyyaes OJ1 3a 14-neTHui nepuog
Ha6nogeHuns, n3 Hux 103 (88%) cnydyas OJI1 un 14 (12%) cny-
yaes OHJ1J1. Takoe cooTHoLueHue copm OJ1 ABnseTcs 0cobeH-
HOCTbIO [aHHOM BbIGOPKKM, Tak Kak OJ1J1 06bl4HO cocTaBnsieT
75-80%, a OHJ1JT — 25—-20% OT BCEX J1IEMKO30B Yy AeTen [6].

Bospact 3ab6oneBwwnux OJIJ1 petenr konebanca ot 0,3
no 14,5 roga (MmegmaHa Bo3spacTta 5,9 roga). Cpegu 3abones-
wmnx OJ1 66110 57 Manb4YnkoB U 46 OeBOYEK, COOTHOLLEHUE
no nony 1,2 : 1 ceBuaeTenscTByeT 0 HebONLLLOM Npeobnaga-
HUN Manb4ynKOB.

Ta6bnuua 1. PacnpepeneHune uncna cnyyaes OJ1 y neten Bpsinckon
o6nacTu B 3aBUCMMOCTM OT BO3pacTa U CpefiHerofoBoN nokasa-
Tenb 3a6oneBaemocTtu (Ha 100 ThbiC. AETCKOro HacesfieHUs COOT-
BETCTBYIOLLIEro Bo3pacTa) 3a nepuop ¢ 1994 no 2007 rr.
Bospacr, Yucno cnyyaes CperHeronoBoi nokasateb
rogpl 3a6011eBaEMOCTH
onn OHNN onn OHNN
[o 1 4 1 2,01 0,50
1 6 1 3,04 0,51
2 10 2 5,18 1,04
3 18 0 9,19 0,00
4 5 3 2,47 1,48
5 13 0 6,16 0,00
6 6 0 2,80 0,00
7 4 1 1,82 0,46
8 4 0 1,73 0,00
9 6 0 2,52 0,00
10 5 2 2,02 0,81
11 4 1 1,57 0,39
12 9 0 3,40 0,00
13 5 1 1,82 0,36
14 4 2 1,43 0,72
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6,0
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Puc. 1. OuHamuka noka3saTensa 3abonesaemoctu OJIJ1 perten
BpsiHCcKkol o6nacTtu 3a nepuop 1994-2007 rr. U IMHEWHbIN TPEHA.

Mokasatenb 3abonesaemoctn OJ1J1 3a nepuop HabnwoaeHNs
kone6ancs ot 1,35 (2003 r.) go 4,47 (1994 r.) Ha 100 TbiC. AeT-
ckoro Hacenenus (puc. 1). CpegHerofosoi nokasaresbs 3abone-
BaemocTn pgetenn OJIJ1 3a nepuvopn HabNOOEHUA COCTaBUI
2,92 + 0,26 Ha 100 TbIC. AeTCKOro HaceneHus. JIMHenHbIN TPeHA,
NMOCTPOEHHbIA METOAOM PErPECCUOHHOrO aHanmuaa, UMEeT He-
60nbLLOE CHUXEHME.

Pacnpenenexue 3a6onesLumx OJ1J1 geTer no Bo3pacTy 1 pac-
CUMTaHHble Mnokas3aTenu 3aboneBaemMoCTU NpeAcTaBfeHbl B
Tabn. 1, U3 KOTopor BMAHO, YTO Yy AeTen B Bo3pacte 2-5 net
BbIIBNEHO 46 (44,6%) cny4aes OJ1J1, T.e. BblpaXeH Tak Ha3bl-
BaeMblIi MnageH4yeckuii nuk 3abonesaemoctu OJ1J1. MokasaTtenu
3a6onesaemoctu geten OJ1J1 B 3TON BO3pacTHOM rpynne (Ha-
npumep, 9,19 y netert B Bo3pacTte 3 NET) MOryT 3HA4YUTENLHO
npeBbILLaTb TAKOBbIE Y AETEN APYroro Bo3pacta. MnageH4eckumi
nuk 3a6onesaemocTtu aetent OJ1J1 [7] 6bIBaeT BbipaXXeH TOMBKO B
3KOHOMUWYECKM Pa3BUTbIX CTPaHax C HU3KMMW MokKasaTensiMu
[ETCKON CMepPTHOCTU. B cTpaHax C BbICOKMMM MoKasaTensmm
[ETCKON CMEPTHOCTU MiaaeH4eckuii Nk 3abonesaemoctu OJ1J1
He BblpaXeH, TaK Kak OeTV B 3TUX CTpaHax He OOXUBAT [0
peanu3aumm nerkeMn4eckoro npowecca. 1o o6bACHeHUe 6a-
3MpyeTCs Ha KOHLUEMUUN KMHETUKN KIIOHA JIEMKEMUYECKUX KIle-
TOK, COIflaCHO KOTOpPOM OT MOSBMIEHMS B OpraHvW3Me MNepBoW
NeKEMNYECKOM KNeTKM A0 KIMHUYeCKon MaHudectaumm 3a6o-
NieBaHUSA OO/MKHO MPONTU ONUTENBbHOE BPeMS (HECKOMbKO NET)
ONA HaKoMieHus onyxoneBbix knetok. Cnyyau 3aboneeaHus

OCTPbIMU fleiKo3aMu B [eTCKOM nonynsaunn pasnn4Hbix Tepputopun BpsHckon obnacTtu 3a nepuon 1994-2007 rr.

NIeiKo30M JeTer B Bo3pacTte 4o 1 roga ¢ no3vuuum mexaHnama
KaHLeporeHeza MOryT paccMaTpuBaTtbCA Kak peanusaums
BHYTPUYTPOBGHOIO COObLITUS.

3a nepwopn HabnogeHusa B BpsHckon o6nactu 6bino BbISB-
neHo 14 cnyvaes OHJJ1, cpegu 3a6oneBLunx 66510 5 Manbyn-
KOB 1 9 feBo4eK, cooTHoweHune no nony 1 : 1,8. BospacT 3a-
6oneBLUNX geTen konebanca ot 0,8 o 14,8 roga (MeguaHa
Bo3pacTa 5,8 roga).

Mokasartenb 3abonesaemoct OHHJ1 3a nepuop Habnwoge-
Hus konebancs ot 0,0 po 1,43 (2004 r.) Ha 100 TbiC. AeTCKOro
HaceneHus. CpeOHeronoBor nokasaTenb 3abofeBaeMocTu
netent OHHJ1 coctaBun 0,4 + 0,14 Ha 100 Tbic. E€TCKOro Hace-
nexus (puc. 2). JInHenHbIn TpeHA, nokasarens 3abonesBaemMocTu
geten OHIJT npepcTtaBnser cobON MOYTU FOPUBOHTASNIbHYIO
JIVHUIO, YTO CBUOETENbCTBYET O CTabUIbHOM 3ab0oneBaemMocTu
3a nepuvop Ha6bnwogeHus. BospacTHbIX 0CO6eHHOCTeN 3abose-
Baemoctn peterr OHJIJT npu unadyydeHum abCOMOTHOro 4umcna
crny4aeB 1 nokasarens 3aboneBaemMoCcTu He BbIIBNIEHO, hopmu-
poBaHue nukoe 3abonesaemoct OHJ1J1 He xapakTepHo.

Takxe 6b11 NpoBefeH aHanu3 abCooTHOro YMcna cnyyaes
OJ1 (OJ11  OHJ1J1 cymmapHo) 1 nokasaTenen 3ab6oneBaeMocTy
Ha 3 yKa3aHHbIX TeppuTopusx (HabMOOEHUS, CpaBHEHUA U B
BpsiHCcke) 3a nepuofg HabmogeHus (taén. 2). 3a 14-neTHuii ne-
puop Ha TeppuTopmaX HabMoOeHNa ObINo BbISBIEHO 22 criyyas
OJ1, cpepHeropoBon nokasatenb 3abonesaemoctn OJ1 peTen,
NPOXMBAILLMX Ha 3TUX Tepputopusx, coctasun 3,3 0,9
Ha 100 TbIC. LETCKOro HaceneHus. Ha TeppuTopusaix cpaBHEHMs
3a aHanorn4HbIn nepuo HabnwaeHUsa 6b110 BbIBIEHO 66 cny-
yaes OJ1, cpegHerofoBor nokasarenb 3ab0neBaeMocTy cocTa-
Bun 3,9 + 0,6 Ha 100 TbIC. AETCKOro HaceneHus, B BpsiHCKe 6b110
BbIfsBNeHo 29 cny4aes OJ1, cpegHerogoBon nokasarens 3abone-
BaemMocCTu coctasun 2,6 = 0,3 Ha 100 ThIC. ETCKOro HaceneHus.
Paznunuuns B nokasatensx 3abonesaemoctn OJ1 peTen, npoxu-
BalOLLUMX Ha pasnuyHbiXx Tepputopusx bBpsiHckor obnactw,
CTaTUCTUYECKM He3HauMMbl (p = 0,4244).

lMony4eHHble OaHHble CBUOETENLCTBYOT O TOM, YTO MOKa-
3arenb 3a6onesaemoctn OJ1 geTen, NpoXMBaOLWMX Ha pas-
TNNYHBIX TeppuTopusax bpsaHckon obnactu, 3a nepuopf ¢ 1994
no 2007 r. ABNSETCA CPEOHNM U COMOCTaBMM C aHasorMyHbIM
nokasartefieM OONbLUMHCTBA pa3BUTbIX CTpaH. PaspeneHuve
BpsiHckon obnactu npu n3y4eHnn 3adonesaemoctn geten OJ1
Ha TEPPUTOPUM HABMIOAEHUSA, TEPPUTOPUM CPABHEHUSA N NPO-
MbILLNEHHBIA ropon (BpsHCK) He BbIABUNO KakKux-nmbéo oco-
6eHHoCTel nokasarenen 3abonesaeMocTu. bein 3aperncTpu-

+

Ta6nuua 2. Yucno cny4yaeB OJ1 n nokasarenb 3a6onesaemocTu Ha 100 ThiC. AETCKOro HaceneHUsi Ha pas3finyHbIX TeppuTopusix BpsHckon

o6nacTtu 3a nepuop 1994-2007 rr.
lMokasatens lon
1994 1995 1996 1997 1998 1999 2000 2001 2002 2003 2004 2005 2006 2007  1994-2007

BpsiHck:

YIUCINo cryyaes 5 & 2 4 0 2 8 2 2 1 1 1 1 2 29

rnokasaterb

3a60neBaeMocTu 5,03 3,2 2,16 44 0 2,5 3,9 2,7 2,9 1,5 1,6 1,6 1,7 34 26+03
Tepputopun HabnoLeHNs:

4ucno cry4vaes 5 2 2 0 1 4 2 0 1 0 1 0 4 0 22

nokasarenb

3a60711eBaeMocTu 8,54 3,35 3,34 0 1,98 8,17 3,84 0 2,17 0 2,68 0 11,4 0 33+09
Tepputopun cpaBHeHNs:

yncno cny4aes 5 4 9 2 4 6 6 5 5 2 10 6 1 1 66

nokasarenb

3a6051eBaEMOCTH 3il 2,7 6,2 1,4 3,0 45 5,0 4.4 4,6 1,8 9,4 6,2 1,0 1,0 39+0,6
Paanununs nokasarenei 3abonesaemoctv OJ1 feTel, NPOXUBAIOLMX Ha Pa3SIN4HBIX TEPPUTOPUSIX, CTATUCTUYECKU HE3HAYMMBI (p = 0,4244).

1
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Puc. 2. OuHamuka nokasatens 3a6onesaemoctu OHJIT perten
BpsiHCckol o6nacTtu 3a nepuop 1994-2007 rr. U INHEWHbIN TPEHA.

poBaH MnageH4eckuii nuk 3abonesaemoctu geter OJ1J1 n ero
oTtcytcTBme npu OHJIJI.

LlenecoobpasHo npoBefeHVe AanbHENLLUX OEeCKPUMTUBHBIX

3ANNOEMNONOrNYECKNX nccnegoBaHnin B bpsHckom obnactu.

n

—_

uTepartypa

. HoBas Poccus. VHdopmaumoHHo-cTatucTudeckuii anbmanax. M.: Bca MockBa;

1994.

.Ichimaru M., Ishimaru T., Belsky J.L. Incidence of leukemia in atomic bomb

survivors belonging to a fixed cohort in Hiroshima and Nagasaki 1950-1971.
Radiation dose, years after exposure, age at exposure and type of leukemia.
J Radiat Res (Tokyo) 1978; 19(3): 262-82.

. Oce4uHckuit 1.B., Cugoposuy I'.1., 3unrepman b.B. n gp. 3a6onesaemocTb Nneiiko-

3aMU 1 HEXOKKUHCKUMU IUMAPOMamMK B JeTCKOI NONynaunm pasnnyHbIX Teppu-
Topuit bpsiHckoi o6nactu. femaronorus u TpaHcdyauonorua 1994; 39(5): 3-7.

. Oce4uHckuit U.B., Cumoposuy I'.1., 3unrepman b.B. n ap. [leckpunTusHbIi aHanu3

aKclecca 3a601eBaemMoCTy [eTel OCTpbIMKU Nenko3amn B bpsHckon o6nactu.
[ematonorus u Tpancdysuonorus 1994; 39(5): 7-11.

. MexpgyHapofHas cTaTucTuyeckas knaccudpukaums 60nesHeis u npobnem,

CBA3aHHbIX CO 370poBbeM. [ecsaTwiit nepecmotp (MKB-10). XeHea: B0O3;
1995. 1.1 (4. 1).

6. Tapacosa 1.C., YepHoB B.M., PymsiHues A.l'. 9nuaemuonorus 60ne3Hein Kposu
11 OHKONOrn4eckux 3ab6onesaHnin y aeteit 1 noapocTkoB. B kH.: KokonuHa B.®.,
PymsHues A.l. (pea.). MpakTuyeckoe pykoBOACTBO N0 AETCKUM 60ne3Ham. T.
4. Tematonorus/oHkonorns pgerckoro Bospacta. M.: MELMPAKTUKA-M;
2004: 10-29.

7. OceymnHckmii W.B. Teiikosbl n numdombl (remo6nactosbl). B kH.: Buxept A.M.,
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OHKONOrua

OueHKa KIIMHU4YeCKON, 3KOHOMUYEeCKOM
n coumasnibHoOU aPPEeKTUBHOCTU JleHeHUa geTen
U NOAPOCTKOB C HEXOMXKUHCKUMU numcomamm

C.M.flyHaes', A.M.OxeroB', B.M.YepHoB.?

"MixeBckas rocygapcTBeHHas MeguuMHcKas akagemusi Pocsapasa;
2enepalibHbIvi HayHHO-KITMHUYECKMI LUeHTP AETCKOM reMaTtoioriy, OHKOOru v UMMYHOIOM U

MuHsapascoypassutna Poccnn, Mocksa

B ycnosuax gedumumra SKOHOMUHECKMX PECYPCOB OCOBEHHO aKTyaslbHbIM CTAHOBUTCH KIIMHMKO-3KOHOMUYECKUI aHann3 meau-
LIMHCKMX TEXHOMOMNIA C TOYKM 3PEeHUsi MeAULMHCKON, SKOHOMUYECKOM 1 coLmanbHom adpdekTmBHocT. CoBpeMeHHas Tepanus
OHKOremaTonorm4yeckmx 3aboneBaHni y geter OTHOCUTCA K [OPOrocTOALMM BUAAM Creuvani3upoBaHHOW MeOULIMHCKON
noMoLUM. KNMHUKO-3KOHOMUYECKUIA aHanmn3 nedeHns 38 geter 1 NogpocTkoB B BodpacTe oT 10 go 18 neT (cpenHuii Bo3pact
11,3 + 1,4 roga) ¢ B- 1 T-KneTo4HbIMM HEXOIXKUHCKMMU nnmdomamm (HXJT) no npotokony NHL-BFM-90m, npoBefeHHbI B
Pecny6nvkaHckon feTckon knuHndeckor 6onbHuue Munappasa YamypTckon Pecny6nvku, nokasan MeauumMHCKYLo (5-neTHas
obLas BbbkusaeMocTb npu B- n T-HXJ1 coctasuna 0,89 + 0,06 n 0,69 + 0,05 cOOTBETCTBEHHO), 9KOHOMMYECKYIO (3aTpaThbl Ha
1 rof coxpaHeHHOM Ka4ecTBeHHOM Xn3Hu B 10,8 pa3da MeHbLLIE Noka3aTens BHYTPEHHEro BanoBoro NpoayKra Ha AyLly Hace-
NeHVs B rofl) 1 coumanbHyto (BbDKMBLUME MaUMEeHTbl OKYNAT 06LLeCTBY 3aTpartbl Ha Ux neveHuve B 11,7 pasa) acpdekTnBHOCTb
OAaHHOM MeaNLNHCKOM TEXHONOMNM.

KnrodeBble crioBa: 4eTu, nogpoCTKU, HEXOAXKKMHCKME iuMeombl, rpoTokon NHL-BFM-90m, BbkmuBaemMocCTb, Ka4eCcTBO

XKN3HU, KITMHUKO-9KOHOMUWYECKMI aHanm3

Evaluation of clinical, economic, and social efficiency
of treatment of children and adolescents
with non-Hodgkin’s lymphomas

S.M.Dunaev', A.M.Ozhegov', V.M.Chernov?

Izhevsk State Medical Academy;

2Federal Research Center of Pediatric Hematology, Oncology, and Immunology, Moscow

Clinical economic analysis of medical technologies, specifically, of their medical, economic, and social efficiencies, is an
important problem under conditions of economic resources deficit. Modern therapy of oncohematological diseases in children
is an expensive specialized medical care. Clinical economic analysis of treatment of 38 children and adolescents aged
10-18 years (mean age 11.3 = 1.4 years) with B- and T-cell non-Hodgkin’s lymphomas (NHL) treated by the NHL-BFM-90m
protocol at Republican Pediatric Clinical Hospital in Izhevsk has shown the medical (5-year overall survival in B- and T-cell NHL
was 0.89 + 0.06 and 0.69 + 0.05, respectively), economic (expenditures per quality adjusted life-year were 10.8 times less than
the annual internal gross product per capita), and social (survivors are expected to compensate for the expenditures for their
treatment 11.7 times) efficiency of this medical technology.

Key words: children, adolescents, non-Hodgkin’s lymphomas, NHL-BFM-90m protocol, survival rates,

quality of life, cost-effectiveness analysis
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[MokasaTtens 3abonesaemocTn HXJ1 B Mupe Ha npoTsxeHUn
OBYX MocnefHunx OecatTuneTun y geten B so3pacte o 15 net
He M3MeHuncs, a y nogpocTtkoB (15—19 neT) 3Ha4MTENbHO
Bblpoc [1].

CoBpemeHHble NpoToKosbl nonuxmmuoTtepanumn (MXT) aBns-
I0TCS1 BbICOKOI(PMEKTUBHLIMU NporpamMmmamu nedernua HXJ1 y
peteit. VIx ncnonb3osaHve No3BOMAET BbIIEYUTbL B 3aBUCUMOCTH
oT ctaguu n BapuaHta HXJ1 ot 70 go 90% 60nbHbIX [1].

OOHUM M3 MHCTPYMEHTOB YMpaBfieHNs Ka4eCTBOM MeOWLMH-
CKOW MNOMOLLM SBNSAETCA KIIMHUKO-SKOHOMWYECKUI aHanua
(KQA), KoTOpbIi MO3BONSET COOTHECTU KIIMHUYECKME pe3ynbTa-
Thbl C 3aTpatamu, a HepeaKo NPMBOANUT K YMEHbLLEHWUIO 3aTpar n
6onee paumoHanbHOMYy repepacnpefeneHio pecypcos ans
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YOOBNETBOPEHUS MOTPEOGHOCTU MaUMEHTOB B MEOULMHCKOM Mo-
MoLum. KOA nogpasymeBaeT ob6s3aTenbHOe CpaBHeHWe 3aTpar u
adppekTnBHOCTU. OH 6a3npyeTcs Ha pe3ynbrarax cneumanbHbIX
KITMHUYECKNX UCCnefoBaHui, B KOTOPbIX OLEHMBAKOTCH Kak Me-
OVILMHCKME acneKkTbl oka3aHus MeOMLMHCKOM MOMOLLU, TaK n
3KOHOMMYecKMe. B oTnn4me oT KNMHNYeCKMX nccnefosaHun, Ha-
npaBfeHHbIX Ha BHeApeHWE B NPaKTUKY HOBbIX TEXHONOMMI, Npu
nccnegoBaHnK, BbINOMHAEMOM B paMkax KOA, He paspabaTbi-
BatOTCHA HOBbIE KpUTEPUN ONArHOCTUKM U NPOTOKOSbI fIeHeHus, a
OLEHMBAIOTCA 3KOHOMWYECKMe MpeuMyLLecTBa M HepJocTaTKu
M3BECTHbIX JIEKAPCTBEHHbLIX CPEACTB WM TexHonorun [2, 3].
K3A MeauMuMHCKMX TEeXHOMOrnin nogpasymMeBaeT U3y4veHue
3 OCHOBHbIX NapamMeTpoB — MEAULIMHCKOW, COLMaribHOM N 3KOHO-
MUYecKomr appekTMBHOCTH [2, 3].

B nocnepHune pecatuneTuss BO MHOMMX cTpaHax, B TOM
yucre n B Poccun, ctanu ncnonbL3oBaTb BbICOKOMH(opMaTmB-
HbIl METOA OLEHKW KITMHUYECKOW U coumnarnbHOM appeKTUB-
HOCTW MEOWMLMHCKOW NOMOLUM — UccnefoBaHne KadyecTsa
XKn3HN (KXK) — MHTerpanbHom xapakTepucTmkm oruanyeckoro,
NCUXONOrM4YEeCKOro, 3MOLMOHANIbHOrO U COLMANbHOro yHK-
LIMOHMPOBaAHWNS 60JIbHOr0, OCHOBAHHOW Ha ero Cy6bLEKTUBHOM
BocnpuaTun [4].

Llens nccrnenosaHua — OLEHUTb KITMHUYECKYHO, 3KOHOMUYe-
CKYI0 U coumanbHyto 3(pPeKTUBHOCTb fledeHns geten u nog-
pocTkos ¢ HXJ1 no npotokony NHL-BFM-90m.

MaumeHTb! M MeTOoAbI

B nccnegoBaHuve 6binun BKOYEHbI 38 OeTent U NOAPOCTKOB B
Bo3pacTe oT 10 go 18 net (cpenHuii Bo3pact 11,3 = 1,4 roga),
KOTOpble rMonyyanu JnevyeHve B OTAENIEHUUM remaTosniornu
Pecny6nukaHcKom OeTCKOM KNUHMYecKon 60nbHULbLI MuH3gpaBa
Yomyptckon Pecny6nukn (POKB M3 YP) ¢ 1995 no 2008 rr.
B coctaBe rpynnb! 66111 29 Manb4nkos 1 9 AeBOYEK, COOTHOLLIE-
HMe GONbHBIX MYXCKOrO W XEHCKOro rosa pasHsnoce 3,2 @ 1.
Jlevenve nposogunu no npotokony NHL-BFM-90m c y4veTom
MMMYHOJIOrMYECKO MPUHARJIEXHOCTU OMyXOmneBbIX KINETOK W
CTeneHn NPOrHOCTUYECKOro pucka.

OwarHoctuyeckoe o6cCrnefoBaHWe BKHOYaNo uUankanbHbIN
OCMOTP, O6LLMIA N BUOXUMUHECKMIA aHann3bl KPOBM (C onpegene-
HVMeM aKTMBHOCTW nakTaTaermgporeHasbl), MCCrnefoBaHme KOCT-
Horo mo3ra — KM (MyHKums u3 3 To4eK) 1 NMKBOPa, YnbTpasBy-
KOBOE MCCnefoBaHne 1 KOMMbOTEPHYO TOMOrpadmio rpyaHom 1
6PIOLLIHOM NONOCTH, MPU HEOBXOANMOCTU MarHUTHO-PE30HAHCHYIO
TOMOrpamuio nopaxkeHHon obnactu. [iuarHos ctaBunn Ha OCHo-
BaHUWM JaHHbIX UCCcrefoBaHusa Matepuana, nosy4eHHoro nytem
6uoncun ¢ OLEeHKoM MOpPdONOrMiYeckmx (LMTONOrMsA U rMMCTOsOo-
r1si), ¥ UMMYHOLMTO- Y TMCTOXMMMYECKMX XapaKTepUCTUK OMyXO-
11, a TakxXe AaHHbIX MUenorpamMmel U aHanunsa nvkeopa [5, 6].

B pesynsrate MOpOMMMYHONOMMYECKOro UCCefoBaHus
HXJ1 n3 3penbix B-knetok (B-HXJT) 66 gMarHOCTMPOBaHbI Y
28 60nbHbIX (nMMMdoma Bepkutta — y 19, gunddysHas
B-kpynHokneTo4Haa numdoma — y 9), T-knetoyHble HXJ1 13
KneTok-npedLlecTBeHHnKoB (T-HXJT) Bepuduumposanbl y 10 na-
uneHToB (T-numdobnacTHas nMmdoma).

M3 28 6onbHbIX B-HXJy 3 (10,7%) 6bina BbisiBneHa Il ctagusa
3abonesaHus, y 8 (28,6%) — lll ctagusa, y 13 (46,4%) — IV ctagus,
y 4 (14,3%) — B-KneTo4HbIN OCTPbI NMMEO6NACTHBIA NENKo3
(B-OJ1). Y 7 (70%) 60nbHbIx 6bina Il ctagmsa T-HXJT, y 3 (30%) —

IV cTapusa 3a6onesanusa. Cpeam 6onbHbix ¢ IV cTaguen 3abone-
BaHWA rnopaxeHne KM 6b110 BbifiBNeHO y 3 naumeHTos ¢ B-HXJ1
ny 1 naumenta ¢ T-HXJI, BoBrneyeHne LeHTpansHoOM HEpPBHON
cuctembl (LUIHC) — y 3 naumentoB ¢ B-HXJ1. Co4eTaHHoe nopa-
xeHne KM u UHC BepudmumpoBaHo y 5 (17,9%) 60nbHbIX
B-HXJTny 3 (30%) 60nbHbIX T-HXJ1.

OueHky MeaMUMHCKON 3hheKTVBHOCT MPOBOAUIM MO METO-
oy KannaHa—Mawnepa, KOTopbI NO3BONSAET paccyuTaTb 06LLYHO
(overall survival — OS) n 6eccobbITUNHYIO BbDKMBAEMOCTb
(event-free survival — EFS) nauneHToB, NoAy4MBLUMX Te4eHne Nno
npotokony NHL-BFM-90m.

AHanna 3KOHOMUYECKON 3(PEPEKTUBHOCTU MPOBOAUIU Ha
OCHOBe pacyeTa CTOMMOCTW 3abofieBaHusl, ckrafblBaroLencs
N3 CTOMMOCTU NPAMbIX MeanumnHckmx 3atpart (MM3), n Hemarte-
pvanbHon cToumMocTu (cHmkeHne KXK).

NMM3 npu neyenun naumeHta c¢ HXJ1 no npoTokony
NHL-BFM-90m paccuutbiBanu no dopmyre:

MB=K+4+U+C+ 0O,

roe K — CTOMMOCTb KOMKO-[HS;

[ — cTOMMOCTbL AnarHocTU4ecKoro npoLecca;

L| — cTonmoCTb LMTOCTaTUHECKON Tepanuu;

C — CTOMMOCTb COMPOBOAUTENBHON Tepanuu;

O — CTOMMOCTb /1e4€HNS OCIIOXXHEHWIA.

Ons oueHkn KXK nauneHToB MCMONb30Banu pPyCCKyto BEPCUIO
YHUMULMPOBAHHOTO MeXAYHapOgQHOro onpocHuka SF-36.
OueHka KX npoBefieHa y 24 naumeHToB. [aumeHTbl 3anoHanm
onpocHUK Ao Hadana MXT, 3atem 1 pa3 B KBapTasn B TedeHue
7 neT nocne JOCTUXEHWUS NepBOK NOHOW pemuccuu. NpuinHamm
BbI6bIBAHUA MALMEHTOB M3 NpoTokona uccrneposaHna KX asns-
JIUCb CMEPTb UMW KparHe TsXernoe coMaTnyecKoe COCTOsSHUE.

MapannensHo 6bina copmuposaHa rpynna cpaBHEHUS U3
30 geTer M NOAPOCTKOB, KOTOPble ObIIYM COMNOCTaBMMbI MO Moy
1 BO3pacTy ¢ 60sbHbIMU HXJT 1 y KOTOPLIX HA MOMEHT uccneno-
BaHWs He ObINO OCTPbIX U XPOHUYECKNX 3a60neBaHn.

OnpocHuk SF-36 cocTouT 13 36 BOMPOCOB, KOTOPblE (DOPMU-
pytoT 8 LwKan: «juanyeckoe PyHKLUMOHUPOBaHUE», «pPofieBoe
dpunsnyeckoe QYHKUMOHUPOBAHUE», «UHTEHCUBHOCTbL 60MU»,
«0bLLee 3[00POBbE», «XKU3HECTIOCOBHOCTL», «CoLManbHoe YHK-
LIMOHMPOBAaHWE», «pOrieBOe 3MOLIMOHarnbHoe (YHKLMOHUPOBA-
HWMe», «MCUXNYECKOE 3[0POBLE».

[Ona aHanu3da COOTHOLUEHUS CTOMMOCTL/3(PdEKTUBHOCTE U
CTOMMOCTbB/MONE3HOCTb MPUMEHANM eduHbIn kpuTepun — QALY
(quality-adjusted life-years — 4Mcno coxpaHeHHbIX NET XU3HW C
nonpaBkon Ha ee Ka4decTBo). [okasatens QALY — BenuuuHa,
KOSIM4YeCTBEHHO 0606LLaoLLaa Ka4eCcTBO 1 NPOJOIMHKUTENBHOCTb
XU3HW, noryyaemas YMHOXeHVeM ONIUTENIbHOCTM paccmatpu-
BaeMoro MHTepsasna BPEMEHHU, BbIPaXXEHHOro B rogax, Ha cTaH-
JapTU3NpoBaHHbIN KOahdmLmeHT nnu maccy Tena (QALY weight
unu preference score), npuHUMatoLLmin 3HaveHme ot 0,0 1o 1,0 n
oTpaxarwLumi cBa3aHHoe co 30opoBbeM KXK maumeHTa B 3TOM
nHTepsane BpemMeHn. COCTOSHMIO CMEPTU COOTBETCTBYET 3Ha4e-
Hune KoadduumeHTa, pasHoe 0,0, nonHomy 3poposskio — 1,0 [7].

[ns pacyeTa KonmMyecTsa COXpPaHEHHbIX NIET XXM3HU B KQ4eCT-
BE KOHEYHOro BO3pacTa yuuTbiBany cpefHio NpoaoiKUTeNb-
HOCTb >W3HW, COCTaBNAWOLYIO AN JNL XKEeHCKoro rnona
74,1 roga, ona nvy myxckoro nona 60,4 roga (No gaHHbIM
YomyptcTtata 2009 r.).

Cratuctnyeckyto 06paboTKy Nony4eHHbIX AaHHbIX NPOBOAM-
1 ¢ ucnonb3oBaHneM nporpamm Statistica 6.0 n BioStat 2008.
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CraTtuctmnyeckume pas3nnyna cpaBHMBaeMbIX NnapamMeTpoB OLUEeHN-
Basin C NMNOMOLLbIO t-KleTeleﬂ CTbI‘O,D,eHTa n MetToaa MaHHa—
YutHn. Pasnuuma cumtanu CTaTUCTUYECKM 3HaYMMbIMU npu
p =< 0,05.

Pe3ynbTaTbl UCCNEAOBAHUA U UX o6cy)|q:|euue

OueHka meguLMHCKOWN 3hPEeKTUBHOCTH

PesynbTtatel neveHuns 6onbHbIXx HXJT no npotokony NHL-
BFM-90m npeactaBneHbl B Tabn. 1. Pemuceus 6bina gocTur-
HyTa y 27 (96,4%) 60nbHbix B-HXJ1; y 1 (3,6%) nauyveHTa 3a-
perucTpuposaHa pedpakTepHOCTb K Tepanuu; peuuams BO3-
HUK y 2 (7,1%) nauymeHtoB. N3 28 naumeHtoB c B-HXIJI
25 (89,3%) XMBbl 1 HaxoOATCs B MOMHOW NPOAOIMHKUTENBHOM
pemuccum (MMNP), n3 H1x 3 60nbHbIX co Il cTagmnen 3ab6onesa-
HusA, 8 6onbHbIX ¢ Il cTtagmnen, 12 6onbHbIX ¢ IV cTaguen 3a-
6oneBaHus, 2 60nbHbIX B-OJ1J1. 5-netHaa OS 6onbHbIx B-HXJ1
coctasuna 0,89 + 0,06 (puc. 1), EFS — 0,84 + 0,05 (puc. 2).

M3 10 60onbHbIX T-HXJT, nony4mBLUMX NIeHEHNE MO MPOTOKOIY
NHL-BFM-90m, pemuccust gocturHyta y 9 (90%) naumeHTos; y
1 (10%) naumeHTa 3aperncTpmpoBaHa pedpakTepHOCTb K Mpo-
BOAMMONM Tepanuu; peumpanB BO3HUK y 2 (20%) nauneHToB;
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B-HXJ, n = 28; 25 xwuBbl; OS = 0,89 + 0,05
T-HXJ, n = 10; 7 x mBbl; OS = 0,69 + 0,05

Puc. 1. O6was BbnkuBaemocTb 605nbHbIX B- n T-HXJ1, nony4mnsLumnx
neyenue no nporokony NHL-BFM-90m.
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B-HXI, n = 28; 25 B MMNP; EFS = 0,84 + 0,05
T-HXI; n =10; 7 B MINP; EFS = 0,65 + 0,07

Puc. 2. Becco6bITUHasA BbDKMBaeMOCTb 60JbHbIX B- u T-HXJ1, nony-
YuBLUKMX ne4veHue no nportokony NHL-BFM-90m.

Tabnvua 1. Pesynbratbl nevyeHus 6onbHbix HXJ1 no npotokony
NHL-BFM-90m
[NapameTp B-HXI (n = 28) T-HXT (n = 10)
aobc. % abc. %
CMepTb B MHAYKLMK 0 0 0 0
PedpaktepHocTb K Tepanuu 1 3,6 1 10
Pemuccus 27 96,4 9 90
Peunone 2 71 2 20
CwmepTb B pemuccun 0 0 0 0
Bropas onyxonb 0 0 0
MoTeps u3-nog HabmtogeHUs 0 0 0 0
Mnp 25 89,3 7 70

XuBbl n Haxogatca B MNP 7 (70%) naumeHToB, U3 HUX 5 naumeH-
ToB ¢ lll ctagunen 3abonesanus, 2 — ¢ V. 5-netHas OS 60nbHbIX
T-HXJ1 cocTtaBuna 0,69 + 0,05 (cm. puc. 1), EFS — 0,65 + 0,07
(cm. puc. 2).

AHanuns aKoHoMmu4veckon achchekTnsHoCTN

Mpw npoBegeHn KOA ycTtaHOBNEHO, YTO 3aTpaTthbl Ha OKasa-
HMEe MeaMLMHCKON nomoLUy 605nbHbIM HXJT 3Ha4mnTenbHble. Tak,
B CpefiHeM CTOMMOCTb fledeHus ogHoro nauueHta ¢ HXJ1 no npo-
Tokony NHL-BFM-90m B ycnoBusix remaTonorn4eckoro otaerne-
Hus POKB M3 YP coctaBuna 32 470 + 1230,5 gonnapa CLUA
(Tabn. 2). 3aTpartbl Ha NevYeHne BCel rpynmbl NaLMeHTOB cocTa-
Bunm 1233,9 Teic. gonnapos CLLA.

Jo nedveHus Bce nokasatenu KX y naumeHtoB ¢ HXJ1 He go-
cTuranyu onTUMasnibHOro 3Ha4eHWst HY MO OJHOM U3 LLKan U 6binn
CTaTUCTUYECKU 3HAYMMO HUXKE, YeM Yy 340POBbIX nuL (Tabn. 3)
VrydiweHne obLlero coctosiHus 605bHbiX HXJT nog BnusiHuem
NPOBOAMMOIO fle4eHUss NPUBOAUIO K YNy4LLEeHWUIO nokasaTtenen
KX, HanbornbLlan nonoxuntenbHas aMHamMuKa 6blna ycTaHoBre-
Ha Mo wWKanam «obLiee COCTOSHUE 300POBbSA», «MNCUXMYECKOe
300pOBbE», «PONIeBOE IMOLMOHANIbHOE (DYHKLMOHMPOBaHME» U
«hnandeckoe OyHKUMOHMpPOBaHUe». ccrnenosanHve nokasarno,
4YTO B pesysnbraTe nedveHuns y nauynerHtos ¢ HXJ1 ysenuymeanach
paboTOCNOCOBHOCTb, MOBbLICUIACL CAMOOLIEHKA U YNy4LUnIoCh
B3aWMOOTHOLLIEHUE C YSleHaMWN CEMbU.

Mokasatenu KXX no 60nblIMHCTBY LuKan onpocHuka SF-36 y
nauMeHToB, nanedveHHbIx oT HXJ1 (T.e. nauneHToB B COCTOAHUM
pemuccun 5 neT n 6onee), 6bIIn XyXe, YeM Y 300poBbIX (puc. 3).
Cratuctunyeckm 3Ha4mmoe cHmkeHne KXK sapervctpupoBaHo no
LKanamMm «obLliee COCTOsiHMe 340pOBbs», «counasnibHoe yHK-
LMOHMPOBAaHME» N «)KU3HECNOCOOHOCTb» (CM. Tabn. 3 u puc. 3).
Taknum o6pa3om, nsneyeHne 605bHOro OT OHKOOMMYECKoro 3a-
6oneBaHUsa He ABNSETCA SKBUBANEHTOM €ro Bbl30OPOBIIEHUS,
T.€. NOSIHOr0 BOCCTAHOBJIEHUSA NapaMeTpoB (Pm3n4eckoro, ncu-
XONOMMYECKOro 1 coumasnbHOro PyHKUNOHUPOBAHUS, HapyLUEeH-
HbIX BCneacTene 60M1e3Hn 1 Tepanuun.

Tabnuua 2. NMM3 npu npoBeAeHUU JeYEeHUs MO MPOTOKONY
NHL-BFM-90m 1 naumeHTta ¢ HXJ1

NapameTp CromnmocTs, gonnaps! CLUA
Kolko-feHb 5200 + 1422
[narHocTnyeckuii npouecc 3200 + 134,6
Lintoctatnyeckas Tepanvs 10620 + 520,3
ConpoBopuTenbHas Tepanis 6750 + 260,5
JleyeHne 0CnoXHEHMI 6700 + 172,9
Wroro... 32470 + 1230,5
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Ha 4-m 1 5-m rogy
0T MOMEHTa Havana

neyeHus
(n=20)
56,3 + 6,9*
83,6 +5,7
83,1+6/4

79,6 £54

64,3 £ 6,3"

76,4 + 6,1
50,5 + 6,2*
69,3 + 6,1

B COCTOAHMM
pemuccun 5 net

n 6onee
(n=20)
60,8 +5,7*
932+59
88,6 +7,2

86,3 £5,7

69,3 £ 6,4*

79,3+5,3
59,6 +7,8*
68,9 + 8,0

Ta6nuua 3. Mokasarenu KX (B 6annax, M + m) 6onbHbix HXJ1 Ha aTanax fe4eHus U AUcnaHcepHoro Ha6MIAEHUs No CPaBHEHUIO CO 3[,0-

lpynna cpasHerus
(3mopoBble)
(n=30)
82,5+7,1
95,6 + 3,6

93,4 +4,6

89,3 5,7

924+49

86,2 + 6,4
84,1+6,8
716 +84

poBbIMU
Llkana BonbHble HXJ1
10 Havana MXT Ha 1-m rogy nocne Ha 2-M 1 3-m rogy
(n=24) LOCTKEHNS 0T MOMEHTa Ha4ana
pemuceum nevexns
(n=20) (n=20)

ObLee cocTosiHMe 36,4 +5,6* 42,7 + 6,2* 50,5 + 6,2*

300pOBbS

dusmnyeckoe 60,3 + 6,8* 66,3 + 7,9* 742 + 6,2*

(bYHKLMOHMPOBaHME

PoneBoe cuanyeckoe 58,4 + 10,2 60,5 + 6,7* 78,3 +10,2*

(bYHKLMOHMPOBaHME

Ponesoe 60,3 £ 5,9* 66,3 + 8,2* 69,2 £ 4,1*

3MOLMOoHasbHOe

(PYHKLMOHMPOBaHME

CouuansHoe 39,6 + 3,6* 442 + 6,3 58,5+ 7,9*

(PYHKLMOHMPOBaHME

MHTEHCMBHOCTL 60/ 48,3 + 8,5* 52,7 + 9,6* 72,3 £ 8,1

2Kn3Hecnoco6HOCTb 33,6 +6,7* 38,5 +8,1* 43,9 + 5,6"

[Menxunyeckoe 46,6 + 7,8* 53,5 + 9,4* 66,4 + 58

300pOBbe

*p < 0,05 1o cpaBHEHWIO CO 3[0POBLIMM.

Mpn oueHke cpepgHux nokasartenen QALY weight 60mbHbIX
HXJ1 ycTaHOBMEHO, 4TO OHW OTNMYaNMCb B 3aBUCUMOCTU OT
aTana nevyeHvs 1 gnuTenbHOCTU HabnogeHus (Tabn. 4).

CymmapHo ansa 38 naumeHtoB ¢ HXJ1, nonyumBLInx neveHve
no npotokony NHL-BFM-90m, opueHTMpOBOYHO COXpaHeHOo
1230 neTt Ka4yeCTBEHHOM XW3HW, COOTBETCTBEHHO MokKasaTesb
QALY 1 nauueHTa B rpynne B cpegHem coctaeun 32,4 + 3,7 roga.
[aHHbI nokasaTteflb EMOHCTPATMBEH caM Mo cebe N MOXeT
6bITb MCMOMb30BaH Npu aHannae 3P{eKTUBHOCTU 3aTpaTr Ha
JleyeHne B Ka4ecTBe [oKasaresibCTBa Lenecoob6pasHoCcT Npo-
BeJeHWsa OOPOorocTosiLLero neveHuns nauyeHtam ¢ HXJ1.

CooTHoLueHWe 3aTpatbl/adpdeKTMBHOCTL Ana 1 naumeHTa npu
ne4veHumn no npotokony NHL-BFM-90m coctasuno 1002,2 gonna-
pa CLUA Ha 1 rog cOXpaHeHHOW Ka4yeCTBEHHOM XWU3HW. 3aTpaThl
Ha 1 rof coxpaHeHHOW Ka4eCTBEHHOW >XWU3HW MpW fieYeHun no
npotokony NHL-BFM-90m B 10,8 pa3da MeHbLLIe nokasarens BHy-
TpeHHero Banosoro npopykta — BBl (Ha 1 rpaxgaHuHa P® B
2007 r. ata cymma coctasuna 11 Tbic. gonnapos CLUA), 3HauuT,
C TOYKM 3peHns obLLecTBa 1 rocyaapcTea 3atparbl onpasiaHbl.

AHanus counanbHon 3cpPeKTUBHOCTHU

PacyeT coxpaHeHHbIX NneT Tpyaocnoco6HOCTU N NPOU3BELEH-
Horo 3a a1o Bpems BBI HarnsgHo nokasbiBaeT aPPEeKTUBHOCTb
1 coumanbHyo 3Ha4MMOCTb 3aTpaT O6LLeCTBa Ha fiedeHune nauu-
eHToB no npotokony NHL-BFM-90m.

Tabnuua 4. QALY weight 6onbHbix HXJ1 Ha pasnuyHbIX 3Tanax
Tepanuu U aucnaHcepHoOro HaénoaeHns

O1an neyeHvs un auncnaHcepHoro HabtoaeHs CpeﬂHMﬁ nokasaresb

QALY weight (M + m)

BonbHble HXJ:

Ha 1-m rogy neyenus (n = 24) 0,4 +0,12

Ha 2-M 1 3-M rogy OT MOMeHTa 0,5+0,12

Havana nevenus (n = 20)

Ha 4-M 1 5-M rogy OT MOMeHTa 0,7 + 0,11

Havana nevenus (n = 20)

B COCTOSHUM pemuccun 5 net v 6onee (n = 20) 0,8+ 0,09
lMpakTn4eckn 3nopoBble — rpynna cpasHeHus (n = 30) 0,9 + 0,06

TeopeTuyeckn Jo TPYAOCNOCOGHOro Bo3pacTta AOSMKHbI [0-
XUTb 32 naumeHTa (26 ManbyMkoB 1 6 OeBovek). 3a Tpyno-
crnocobHble 42 roga (60-18 net) 26 toHowewn npopaboTatoT
1092 ropa (42 rofga x 26 4enoBek), a 6 AeBOYEK, Npexae 4em
OOCTUTHYT NEHCUOHHOro Bo3pacTta (55-18 = 37 neT), npopa-
6oTtatoT 222 roga (37 net x 6 4enoeek). Bce BmecTe 3a
1314 net TpygocnocobHoro Bo3pacrta oHU npoussenyt BBI
Ha cymmy 14 454 Teic. ponnapos CLUA (Ha 1 rpaxpgaHvHa P®
B 2007 r. ata cymma coctasuna 11 Teic. gonnapos CLUA).
3aTtpaTbl Ha Ne4veHuMe BCeW rpynmnbl NayueHTOB COCTaBUIIU
1233,9 Tbic. gonnapos CLUA. Takum o6pasom, cymma BBIT,
npon3eefeHHass BbDKMBLUMMU U OOCTUTLLUMMU MEHCUOHHOIO
Bo3pacTta nauueHtamu, B 11,7 pasa npeBbicUT 3aTpaTbl 06-
LecTBa Ha UX fIeYeHNne.

O6LLee COCTOsHME 300POBbS

100
Meuxudeckoe 804 _ N duanieckoe
3[0pOBbLE Z60 — (hyHKLMOHMPOBaHWE
7
\
40 ] ___S \
4 ' 20 \
KusHecno- ; b \ Ponesoe cuanyeckoe
CO6HOCTb ¢ y 4 (hYHKLIMOHMPOBaHWE
\
\ ' /
\ e SRR /
/
~ Ny P P
- 0NeBO€ AMOLMOHANbHOE
NHTeHeMBHOCTL Gonm S e -
- (DYHKLIMOHMPOBaHNE
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(hyHKLMOHMPOBaHNE

--e-- [loHadana MXT (n = 24)
—{+— MauwueHtsl ¢ pemuccueir HXI 5 v 6onee net (n = 20)
— & — Tpynna cpasHeHms (n = 30)

Puc. 3. Mpocunu KX naumentos ¢ HXJ1 po Hayana MNXT u ¢ gnu-
TEeNbHOCTbIO pemMmmuccum 5 neT n 6onee No CpaBHEHUIO CO 3,0POBbI-
MU.



OueHKa KIIMHNUYECKOW, SKOHOMUYECKOWN MU coumanbHON ahPeKTUBHOCTHU

MoxHo paccmaTtpusaTh M Apyrme CTOPOHbI CoLmanbHOM a-
EKTUBHOCTU, Harpumep, NPou3sBedeHHoe MOTOMCTBO U T.[4.,
KOTOpbIE TPYAHO NOAAAIOTCA KONMMYECTBEHHBIM MOACYEeTaM.

Takum o6pas3om, B pesynbraTe npoBefeHHoro KOA MOXHO
cynTaTtb [OKa3aHHOM MeAMUMHCKYI0, 3KOHOMUYECKYIO M COLU-
anbHy0 aOPEeKTUBHOCTL NeveHusa geter u nogpoctkos ¢ HXJ1
no npotokony NHL-BFM-90m. 3HauntenbHoe BAUSHWE Ha CHU-
xeHve KXK okasbiBatoT nokasareny o6LLero CoCTosHUA 300p0-
Bbfl, COLMANbHOrO (MYHKLMOHUPOBAHUA U XNIHECTTOCOOHOCTH.
lMpoBeneHHoOe uvccnefoBaHne Mo3BONAET PEeKOMeHAoBaTb UC-
nonb3oBaHue nokasatenen KX kak kputepmes adppeKTUBHOC-
TV MEOULMHCKON NOMOLLM.

AHanM3 MeguLMHCKOMW, coumanbHOM M 3KOHOMUYECKON 3h-
EKTUBHOCTU MEONLIMHCKMX TEXHONOMMIN, UCNONb3yeMbIX B AeT-
CKOM OHKOremarosnorum, fiBfsieTcs yHuBepcasbHbIM hopManu-
30BaHHbIM KPUTEPUEM OLIEHKM KavecTBa MeAULMHCKOM NOMOLLIM
M [OEeACTBEHHbIM MEexaHW3MOM €ero yrpasfieHuss W Mo3BonseT
ob6ecneynTb MeguKo-coumarnsHyo 3allumTy AeTen 1 NogpocTKoB
CO 3/10Ka4eCTBEHHbIMW 3a601eBaHNSIMU KPOBU 1 YO,OBIETBOPEH-
HOCTb MOTPEBHOCTEN HaceneHns B MeAUUMHCKKX yeryrax B co-
BPEMEHHbIX COLMarnibHO-3KOHOMUYECKUX YCNOBUAX pPa3BUTUSA
obLlecTBa.
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MEXAYHAPOAHAA MEAWUMHCKAA NEYATH

AHanu3 cooTHOLLUEeHNA CTOUMOCTb/3(PPEeKTUBHOCTb AONONHUTESNIbHOIO Ha3Ha4YeHus
putykcumaba Kk cxeme CHOP y nauveHTOB MOnogoro Bo3pacrta ¢ XOpoLUM NMpPOrHo3om

AandchdysHon B-KpynHoKneTo4yHon NMMd oMbl

OuncbdpysHaa B-kpynHokneTodHas numdoma (B-OKKJ1) — arpeccuBHbIn Hanbonee 4acTo BCTpeYarLmnin BapuaHT nMMA@OM, Co-
ctasnsowmin ot 30 go 40% OT BCEX Crly4aeB BrepBble OUarHOCTUPOBAHHbIX HEXOIKKUHCKUX TMMEPOM. [10 NOSIBNEHNSI MOHOKIIOHA b-
HbIX aHTUTEN CTaHOApTHbLIM fledeHreM BrnepBble agnarHocTuposaHHow B-OKKIJT apnanack kKom6uHaums umknogocgamuaa, JOKCopy-
61LUMHa, BUHKpUCTMHA 1 npegHu3onoHa (CHOP). CoBpemeHHas Tepanust coctouT n3 kombuHauum cxembl CHOP ¢ MOHOKNOHanbHbIM
aHTUTENoM — putykcumatom (R-CHOP). MNpu ncnons3oBaHum 3To KOMOMHALMK BbI3gopaBnuBatoT 70% 60SbHbIX.

Llenb nccnegoBaHus: CpaBHUTL MEOULMHCKYIO (BbDKMBAEMOCTb) U 9KOHOMUYECKYH 3W(PEKTUBHOCTL (NPSMblE MEAULMHCKNE
3aTparbl) NpUMeHeHns ABYX xumuoTepanesTmdeckux pexmmos (R-CHOP 1 CHOP) B neyeHny naumMeHTOB MONOZOro Bo3pacTa C
xopoLunm nporHosom B-AKKI1.

MeTopabl: 0N cpaBHEHUS [OBYX PEXWMMOB UCMOMb30BanuM MOAeNb NPUHATUS pelueHuin. MNauyueHTtbl nonyyann 1 n3 2 pexumos
(CHOP unn R-CHOP) B Te4veHne 5 mec. Npn oTCyTCTBMM OTBETA Ha Tepanuio 4Yepe3 5 Mec unm B criydae peuuamea Yepes 3 roga
nocre OOCTMXKEHWUS MOSTHOMO OTBEeTa Yepe3 5 Mec naumeHTa NepeBoausiv Ha Tepanuio cnaceHus (rescue therapy). 3a 3-netHuin ne-
pUOA paccyUTbIBANN CPEOHEE YMCNIO COXPaHEHHbIX NET XU3HWU U cpedHue NpsMble MEOVLMHCKUE 3aTpatbl (CTOMMOCTb yKas3aHa B
€Bpo no ueHam Ha 2007 r.).

Pe3ynbTatbl: cpegHee 4MCno COXPaHEHHbIX JIET XXN3HM Ha 1 naumeHTa 6bino 60nbLue Npu ncnonb3oBaHum cxembl R-CHOP, yem
npwv ucnosnb3oBaHum cxembl CHOP (2,697 1 2,517 roga cooTBeTCTBEHHO). C y4eTOM CTOMMOCTM Tepanuu cnaceHus (rescue therapy)
o6Las CToMMOCTb NledeHus 1 naumeHTa 6bina MeHbLUe Npu ncnonb3osaHun cxemsl R-CHOP, yem npu ncnons3osaHumn cxemsl CHOP
(22 113,44 n 22 831,17 eBpo cooTBETCTBEHHO). COOTHOLLIEHME 3aTPaTbl/3(PEKTUBHOCTb HA 1 rof COXPaHEHHOW XU3HWU MPW NOSTHOM
OTBeTE Ha Tepanuio Yepes3 5 mec coctaBuno 16 816 espo, npu 3-neTHen 6e3peunanBHON BbbkMBaemoctu — 11 967,12 eBpo v 661110
HXXE MEXAYHAPOL4HO MPUHATOrO Nokasartens BHyTPEHHEro BasioBoro npogykra (50 Thic. €BpoO).

BbiBOAbI: 1MccneqoBaHMe nokasano KIMHUYECKYI0 U 9KOHOMUYECKYHD 3hdeKkTMBHOCTL cxeMbl R-CHOP B neyeHun naumeHToB
MOJI0[I0r0 Bo3pacTa € XopoLumm rnporHo3om B-AKKIT.

Ferrara F., Ravasio R.

Cost-effectiveness analysis of the addition of rituximab to CHOP in young patients
with good-prognosis diffuse large-B-cell lymphoma

Dipartimento Oncoematologico, Ospedale Cardarelli, Naples, Italy

Clin Drug Investig 2008; 28(1): 55-65
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UMHUMMNbI OpraHn3auuun MeaULMHCKOW

NOMOLLUU U MOHUTOPUHIa NaLlUeHTOoB
B St. Jude Children’s Research Hospital

10.B.CkBopuoBa'?, E.B.Camo4aroBa’

'®eneparsibHbIvi HayYHO-KIIMHUYECKNI LUEHTP AETCKOW reMaTosiormy, OHKOI0rm n MMMYHOTOru
MuHsapascoypassutna Poccun, Mocksa;
2Poccuiickas getTckasi KnmHn4eckas 6onbHuya MuHaapascoypassutms Poccun, MockBa

Org

CraTbs NocBsLLeHa NPMHLMNaM opraHn3aummn MeamuUMHCKOV NOMOLLM U MOHUTOPUHIA NauneHTos B rocnutane CesaTtoro Vyabl
(St. Jude Children’s Research Hospital — SICRH, Memdwuc, wrar TenHeccu, CLLA), B KOTOPOM OCYLLECTBNAETCSA NeyeHne
feTeln ¢ caMbIMU CNOXHbLIMW FeMaTonorM4eCcKMMm, OHKOTOMMHECKMMN U UMMYHOMNOrM4eCKMKN 3abonesanmsamm ¢ 50-x ronos
XX Beka. B cratbe npepcraBneHa mofenb opraHu3aumm u paboTbl cTauMoHapa Ha npumepe OTAeNeHUs TpaHchnaHTauum
reMono3TMHECKNX CTBOJSIOBbIX KNETOK, aMOynaTopHOro OTAENEHUS, KIIVMHWUKN NO3AHMX 3deKTOB, CryXObl Ka4ecTBa XWU3HU 1
NHMPEKLUMOHHOTO KOHTpOns. MprBeaeHbl CCbINkK Ha canTbl B IHTepHeTe, onncaHbl BO3MOXHOCTM KOoorepaumn 1 Ucrnonb3oBa-
HVA 06pasoBaTesnlbHON MHdopMaLUn Ha carTe MexayHapogHow nporpammbel SJICRH.

KnroyueBble criosa: rocnutans Cesatoro Uyawi (St. Jude Children’s Research Hospital), npyHLUmibl opraHu3aymm MeauLMHCKOM

OMOLLYM, MOHUTOPUMHTI, NO3AHNE 3GDPEKTbI Tepanun, MHPEKUMNOHHbIN KOHTPO/Tb, KAYECTBO XU3HU

anization of medical care and monitoring of patients

at St. Jude Children’s Research Hospital

Yu.V.Skvortsova'?, E.V.Samochatova'

'Federal Research Center of Pediatric Hematology, Oncology, and Immunology, Moscow;
2Russian Pediatric Clinical Hospital, Moscow

The paper presents the organization of medical care and monitoring of patients at St. Jude Children’s Research Hospital
(SJCRH) in Memphis, Tennessee, USA. Children with the most severe hematological, oncological, and immunological diseases
are treated here since the 1950ies. The paper presents the model of the hospital organization and work as exemplified by the
Department of bone marrow transplantation, outpatient clinic, clinic of late effects, quality of life and infection control services.
References to the Internet sites are presented, potentialities of cooperation and use of education information at the SUICRH
International Program site are described.

Key words: St. Jude Children’s Research Hospital, medical care organization model, monitoring, late effects of treatment,

infection control, quality of life

H M OOMH pebeHOK He OOSMKEeH YMepeTb Ha 3ape CBOeN
<« XKUBHWU», TakoB [EBM3 YHMKaNbHOMO Hay4Ho-
KnMHMYeckoro rocnutansa Cesartoro Wypbl (St. Jude Children’s
Research Hospital — SJCRH), pacnonoxeHHoro B ropope
Memduc (wraT TeHHeccn, CLLA).

UcTtopusa cospaHua SJCRH

Bornee 70 net Hasag monopown npepnpuHumMatens Danny
Thomas o6patuncsa ¢ monuteon K Ceatomy Wyme Tapgeycy B
OfHOM 13 LepkBer [leTporTta v Nonpocun ykasartb eMy nyTb B
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OHKOMOrMmn 1 uMMyHonoruv MuHsgpascoupassutua Poccun,
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TenedpoH: (495) 936-9023
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Cratbsi noctynuna 09.08.2010 r., npuHsTa k nevatn 20.12.2010 r.

XXU3HM 1 MOMOYb B CTaHOBMEHUM Kapbepbl. OH gan o6eT nocTpo-
UTb CBATbIHIO BO cnasy CesAToro Myapl, ecnu nony4ut oTeeT Ha
CBOW MOMUTBLI. MOMUTBLI 6bIW YCrbILLaHbI, Yepe3 HEeCKOJbKO
net D.Thomas ctan n3secTHbIM 1 NpeycrnesaroLLMM LLIOYMEHOM.
D.Thomas He 3a6bin Npo AaHHbIM 06eT, B Hadane 50-x rogos
XX Beka emy npuLuia B rofioBy uaes CTpouTenbcTBa AETCKOro
rocnutansa — SICRH. Bnarogapsi cBoen fesTenbHOCTU OH CMOr
cobpartb JOCTaTO4HO CPEACTB B BUE NOXEPTBOBAHUIN U Ha4aTb
rpaHaMo3Hyto paboTy Mo CO3AaHUI0 U PasBUTUIO CBOEro MPOekK-
Ta. D.Thomas npueBnek amepukaHueB apabCcKoro Npoucxoxmne-
HWS, O6BEOUHWIT YCUITUA MHOXECTBa 6r1aroTBOpuTenen, yBeKko-
BeYUs1 B MemopuasbHbIX MIUTax MMeHa MHOMMX CrOHCOPOB.
B 1957 r. Hayana ocurumarnsHo cyLlecTsoBaTh 61aroTBopuUTeb-
Has opraHusauua American Lebanese Syrian Associated
Charities (ALSAC), exerogHo cobuparoLias orpoMHble CyMMbl
OeHer Ha pasBuTue rocnutansd. B Hactosiee Bpems ALSAC
ABMSIETCA BTOPOW KpyMnHenLuen 6r1aroTBoOpuTeNisHOM opraHusa-
uveni B CLUA, B koTOpoi paboTaeT 6onee 1 MfH BOJIOHTEPOB.
ExxegHeBHO Ha dyHKumoHnposaHne SJCRH, Bce BMAbl ero ges-
TENbHOCTW (Hay4dHble, KIMHUYeCcKue, coumanbHble U npo4une)
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pacxogyetcs 1,5 mnH gonnapos CLUA n3 6naroTBopuTESNbHBLIX
cpeacts. Passutne SUCRH nponcxoanT cTpeMnUTENbHBIMU TEM-
namu, ero ocHosartenb D.Thomas ywen u3 xu3uu B 1991 r,
HO ero [erio U MeYTa NpoaomKatT XUTb.

SJCRH - ueHTp MUPOBOM HayKn U NPaKTUKKN

SJCRH siBnsieTcs LEHTPOM MUPOBOM HAyKu M CaMoro coBpe-
MeHHoro nedenuns geten (B8 CLUA peTbmu cumTaroTcs nuua B
Bo3pacte A0 21 roga) co 3MoKa4eCcTBEHHbIMX HOBOOOGPa30Ba-
HUAMW 1 BPOXAEHHbIMU 3aboneBaHnaMn. SUICRH He noxox Ha
Apyrne MeguuUMHCKME 1 Hay4YHO-uccnefoBartesibCkue NHCTUTYThI
mMupa. OTKpbITUSA, caenaHHble B cteHax SJCRH, cmornm npuHLm-
nnasnbHO N3MEHUTbL OCHOBbI Teparnuu 3NoKa4eCcTBEHHbIX HOBOOG-
pasoBaHuii y peTen. Viccnepgosanua yyeHbix SJCRH wmnpoko
OOCTYMHbI B MEOULUMHCKOM nevaTn, 4TO MO3BOSNAET OHKOsoram,
remarosnioram 1 uMMmyHonoram He Tonbko CLUA, HO 1 BCcex cTpaH
Mupa BHeApsATb B CBOK [OEATENIbHOCTb HOBEWLLME TEXHONOMMU.
MHorve Bpauu HanpaensaT Ha neveHne B SUCRH cambix cnox-
HbIX MaLUMEHTOB, 3a4acTylo pedpakTepHbIX K CTaHAapTHOM Tepa-
nun. Bce 6onbHble npoxodaT o6cfiefoBaHMe W ne4YeHve B
SJCRH coBepLueHHO 6ecnnaTtHo, 6e3 Manenwmx 3aTpar co CTo-
POHbLI UX CeMen 6narofapsa COBEpLLUEHHON CUCTeMe pacnpefe-
NeHuns 6naroTeopuTesibHbIX CPpeAcTB. Npuem aeten Ha nedeHune
OCYLLIECTBIIAETCA B COOTBETCTBUMN C UX BKIIIOYEHVEM B TOT WU
MHOW uccnepoBaTeNlbCKUii nNpoTokon. lMcnonb3osaHne npo-
rpaMMHOW Tepanum NO3BONAET YNYHLUNTb BbIXKMBAEMOCTb AeTEN
M MOAPOCTKOB C MOTEHUMANLHO haTanbHbIMU 60NE3HAMN, a YeT-
Kas cTatuctuyeckas o6paboTka nosnyyYeHHbIX fJaHHbIX AaeT BO3-
MOXHOCTb cfieniaTb 060CHOBaHHbIE BbIBOAbI, KOTOPbIE UCMONB3Y-
I0TCA ONns onTuMmu3auuu nedeHust B ganbHenwem. B SJCRH
OCYLLIECTBIIAETCA JIeHEeHNe feTeln C reHETUYECKUMU HapyLLIEHNS-
MU, remaTosiorn4eckummn 3abonesaHnsaMm, NaTonornen UMMyHum-
Teta, BUY-nHpekunen un conumgHeiMu onyxonsamu. [pepn-
BapuTENbHO JIe4eHHble NauMeHTbl TakxXe 6bITb MOryT ObITb NpK-
HATbl B SUCRH, B 3TOM criy4ae nx nevyeHune ocyLLeCcTBAAETCA Mo
WHOMBMAYanbHOW nporpamme. [Ona HanpaBneHus pebeHka B
SJCRH Heobxognmo mpucnaTe NOAPOOHYH BbIMUCKY U3 UCTO-
pun 60nes3Hn, faHHbIe BU3yanuanpyroLmnx MeTofoB obcnefosa-
HWA, TUCTONMOrMYecKnii martepvan (B SNIEKTPOHHOM BMAE UK
npenapaTbl) Ha 3NeKTPOHHbIN appec referralinfo @stjude.org.
Jlto60o1 Bpay MOXET Takxe NMPOKOHCYNETUPOBATL CITOXHbIN CIy-
Yari co cneumnanmuctamm n3 SJCRH nytem ob6cyxaeHns Ha cante
www.cure4kids.org unm ¢ NOMOLLbIO MHOVBUAOYANbHOW nepenuc-
KU C COOTBETCTBYIOLLIMM CMeLnanmcToM.

OcHoBHble Hay4Hble HanpasneHus geatenbHocty SUICRH

B SJCRH BepeTcs Hay4Has pabota No MHOrMM HarnpaBfieHu-
M — fle4eHne NenKko3oB 1 NMMAOM, CONMAHbLIX onyxonen (cap-
koMbl tOuHra, pa6gomMmocapkombl, Hepo6nacToMbl, PETUHO-
61acTOMbI, OMYXONen LeHTpanbHOM HepBHOW cucTeMbl — LIHC n
MHOTMX OpYrux), MNPUMEHEHWE WHMMOUTOPOB TUPO3UHKNHAS3bI,
MOHOKIIOHalbHbIX aHTUTEN, ranfionaeHTUYHbIE TpaHCcnnaHTauum
CO CHWXEHHON MHTEHCMBHOCTbIO KOHOMLIMOHMPOBAHWSA, TpaHC-
nnaHtaumn NK-KneTok, ynydlleHne ne4veHus MHGEeKUMOHHbIX
OCITOXXHEHUIN, UCMonb3oBaHWe hakTopa pocTa KepaTMHOLMTOB
Ons NpohMNakTUKn pa3BmTUa MyKO3UTOB, HAOMIOAEHNE U MOHK-
TOPVIHI NO3[HMX 3DEKTOB XMMUOTEPANMK, NTyHEBON Tepanum 1
TpaHCcnnaHTaumMm reMonoaTnyeckmx cteonoebix kKnetok (TFCK),
yny4LleHne KOFHUTUBHBIX OYHKUMIA OeTen nocne neYveHus, no-

BeLeHYeckas MeauuuHa v ap. AKTUBHO pasBMBAIOTCS U Apyrue
HanpaBrieHUsl — MoMeKynsipHast 61onorus, apMakonorusi, Hen-
po6uornorusi, CTPYKTypHasi 61onorusl, GUOXMMUS U siaepHast Me-
OVLMHA, FeHETUKA U GUONOrsi OMyXOJeBbIX KNETOK, MOMEKynsip-
Hasi Tepanusi, NaToMopgOSIOrus.

Ctpyktypa SJCRH

SJCRH — 370 605bLLOM TeppUTOpUaNbHBIA KOMMNEKC (CM. pu-
CYHOK), BKJTIOHAIOLLMI 2 KMMHUYECKMX Kopryca, 3 nabopaTopHbIX
Kopryca, LEeHTp MeXOyHapOoOHOro COTPYAHMYECTBa, KIUHUKY
no3gHuX aPdeKTOB, 3naHNe 0PUCOB COTPYAHUKOB, FOCTUHULY
OnA NauneHToB U NX ceMen Ona KpaTKoOBPeMeHHOro npebbisa-
HUA (Ha TeppuTopuMM KIWHWKKM), FOCTUHULUY ANS AeTer U WX
cemel, HaXoAALLMXCA Ha ANMUTENIbHOM JIe4YeHUM (PacnonoxeHa B
ropofe, opraHum3oBaHa KpyrfiiocyTo4yHas TpaHCrnopTMpoBKa na-
LUMEHTOB), 3OaHue O6naroTBoputenbHon accouvaumm ALSAC.
B KnuHW4ecknx Koprycax pacronoXeHbl OTAENeHUs Onsa neye-
HUSA NIENKO30B M IMMAOM, conupaHbix onyxonen, TICK, uHTen-
CVBHOW Tepanuu, AHEBHOW cTaumoHap A/ HabmogeHns nauu-
eHToB nocne TICK, knuHWKa no3gHux addektos n BUY-
WHPEKUNN, OTAENEHNe paanonorum n aaepHor MeamumHbl. Tam
Xe HaxoOsaTcs onepaumoHHbIM 650K, MOLLHas naéopartopHas
6asa, oTAeneHne BU3yanuU3upyOLLIMX MEeTOLAOB [AMarHOCTUKU
(yneTpasByKOBOro MccregoBaHus, PEHTrEeHONOMMHYECKUX MEeTO-
OB, KOMMbIOTEPHOW, MarHUTHO-PE30HAHCHOW W MO3UTPOHHO-
SMMWCCUMOHHOM TOMorpadmm), ApYrnx MeTogoB MyHKLMOHAbHOW
OVarHocTuKK, npouenypHaa ang amoynaTtopHbIX MaHuUnynauui
(NyHKUMI), NTOMeLLeHne Ons NapeHTepanbHOro BBEAEHNS feKkap-
CTBEHHbIX MpenapaTtoB nauMeHTaM [OHEeBHOro crauuoHapa.
Kpome Toro, 60sbLUyt0 MioLlafb 3aHUMaroT criy>k6a ncmuxonoru-
4YeCcKOM W couunanbHOM MOMOLLM, MOMELLEHUS ONs UrPpoBOM W
TBOPYECKOM aKTUBHOCTW MaumeHToB. KpyrnocyTo4HO (PyHKLMO-
HUPYET NULLEBON 6J10K, KOTOPbLI 06ecrneYmBaeT BCE BUAbI NMUTa-
HWS, BKIOYas HauMOHambHbIE WU PENUIMO3HbIe MPERMnoYTEHUs,
HU3KobaKTepuanbHyo AneTy.

Ctpykrtypa otaenenus TFTCK

PaccmMoTpuM CTPYKTYPY KIIMHWUYECKOro OTAENEeHUs Ha npu-
mMepe otaenenus TICK. B otgeneHnn pacnonoxeHsl 18 nanat, B
TOM 4yucre 3 N3onnpoBaHHbIX 60Kca A5 NaLneHTOB C BPOXAEH-
HbiIMM MMMyHogdeduumtamun. OTgeneHve paccyuTaHo Ha
150 TpaHcnnaHTaumi (anfioreHHbIX POACTBEHHbIX WM Hepon-
CTBEHHbIX, ranfionaeHTUYHbIX, ayToNormyHblx) B rog. C 1982r. B
otaeneHun BbinonHeHa 1000 TpaHcnnaHutauuin. OToeneHve
TICK ocyLuecTBnsieT CBOK AeATeNIbHOCTb B paMKax MexgyHa-
pogHon nporpammbl pynnbl getckux oHkonoroe (Children’s
Oncology Group — COG) n HaumoHanbHoM nporpammbl JOHOPOB
kocTHoro mogzra (National Marrow Donor Program — NMDP).
OcHoBHble Hay4Hble HanpasneHus TITCK B SJCRH BkntovaroT
ranfoveHTUYHbIe TpaHcniaHTaumMm ¢ UCrnosb30BaHNEM KOHOU-
LIMOHMPOBAHWA CO CHMXEHHOW TOKCUYHOCTbLIO, MpeaynpexneHu-
€M peunamBOB OCTPbIX MUENO6ACTHbIX IEMKO30B 3a CYET WH-
dy3un NK-kneTok. AKTUBHO BEAYTCA UCCE[oBaHNs MO MOHUTO-
puHry nocne TICK, gonrocpoyHbiM adodpekTam, MMMYHOPEKOH-
CTUTYLIMKN, XMMEPU3MY, BUPYCHBbIM MHADEKLIMAM U1 T.4.

lMpocTopHble nanatbl U GOKChbl OTAENEHNS BKNOYaT NoMe-
LeHns Ans naumeHTa n ero pogutenen ¢ pasfesfibHbIMU caHy3-
namu. Mpu Bxofe B 6OKCbI PacronoXeHbl LL03bI-MPOMYCKHUKN.
[Manatbl 1 60Kcbl ocHalleHbl HEPA-cunstpamu, 4to obecneym-
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BaeT nogady CTepusibHOro BO3JdyXa, U CaMblM COBPEMEHHbLIM
MeauUMHCKUM obopygoBaHueM. [MoCTbl MeOUUMHCKUX cecTep
(nx 2) o60pynoBaHbl 3KpaHaMu, Ha KOTOpbIe NMOCTynaeT UHAOop-
Mauus C MOHUTOPOB, PaCMONOXEHHbIX B nanartax, U 3BYKOBOW
curHanuaauuemn, perucTpupyoLlen BbiI30Bbl MaLMEHTOB UN CUT-
Hanbl OT annaparypsbl, Haxogsllencs B nanatax. [locTel megu-
LIMHCKNX CecTep TakXe OCHaLleHbl NepCoHasnbHbIMU KOMIMbIOTE-
pamu, Tak Kak BeCb 06beM paboTbl MEOULMHCKUX CecTep Mpo-
nucaH B anMeKTpoHHoM Buae. OThensbHas nanara oTBefeHa nog,
neye6Hy0 pu3kynsTypy. CyLecTByeT nomeLleHne ana urp. Ha
TEppUTOpUN OTOENEHUA PaCMoNOXeHb! hapMaleBTnyeckas na-
6opaTopus, roe Onsa KaxAaoro nauveHta roToBAT fleKapCTBeH-
Hble npenapaTbl, NOCTYMNUBLUNE U3 LIeHTPanbHOM anTekun, ouUchI
0151 KOOPOANHATOPOB TPaHCMNIaHTaLMM, NCUXOSIOrMYECKON CIyX-
6bl, CBSILLIEHHUKA, CECTPUHCKAsA 1 opanHaTopcKas.

B wrate otgenenus TICK pa6oTtaloT 6 Bpaden, Kaxabii 13
KOTOPbIX OTBEYaEeT 3a onpedesieHHoe Hay4yHoe HanpasfieHne U
ABNSETCA PYKOBOOUTENEM KaKoro-nméo 13 muccnenoBaTeflbCKux
npoTokonoB. Pykosogutenem cnyx6bl TITCK sBnseTtcs npod.
W.Leung. B otoeneHun gencteyeT cuctema potauum — B TO
BPeEMS KakK OHU Bpayu BOBJeYeHbl B Nie4ebHbI npouecc, apy-
rme 3aHMMaloTCa Hay4yHon paboTon. Takas cucTema rno3sonser
obecrneyvnTb 3MOUNOHANbHbIA KOMGOPT B KOSINIEKTUBE, AAET BO3-
MOXHOCTb pa3BmBaTb MHOMOYUCIIEHHbIE Hay4Hble HanpaBeHus
1 co3aBaTb HOBble NMPOTOKOSbI fledeHus. ExxeqHeBHO B oTaene-
HUM paboTtaeT 1 Bpay (KypaTtop KIMHUYECKOM paboTbl), KOTOPbIN
KOHTPONUPYET CUTYaLMIO B OTAENEHUN HA NPOTSXEHUN Hepenu
(Bkntoyas BbixogHble). OCHOBHYHO KNMHMYECKYI0 paboTy (OCMOTp
NauMeHToB U MEAVLNHCKNE Ha3HAYEeHWS) B OTAENEHMM BbIMOSIHA-
10T 2 MeUUNHCKME CeCTpbl C BbICLUMM CECTPUHCKUM 06pa3oBa-
Huem un 2 opauHatopa. MeguumHckue cecTpbl paboTaroT 1 Mec B
cTauuoHape, a 3ateM 2 Mec B aMbynaTtopHOW KIMHWUKE; Takas
CMeHa [eATeNbHOCTU MO3BOofseT npefoTBpaTuUTb Npodeccmo-
HanbHOe «BbiropaHve». OpauHaTopbl Mofy4atoT crneuvannsa-
uuto no TICK Tonbko nocne 3 net oby4eHuss B opauHaType no
crneumanbHOCTU «remartonorus». B otgeneHun ob6ssaTefnibHO
NPUCYTCTBYIOT KITMHWUYECKUIM (hapMaKonor, KOTOPbIA KOHTPOSU-
pyeT MeauUMHCKMEe Ha3Ha4YeHUs, U OMEeTONOr, KOTOPbIN oTBeYaeT
3a 9HTepasibHoe 1 NnapeHTepasnbHOe NUTaHue KaXxaoro nauneH-
Ta C Y4eTOM ero uHamemayasbHbIX 0cob6eHHocTen. PykosBoauT
0eAaTenbHOCTbIO MEeOULUMHCKUX cecTep AMPEKTop, B ero nogyu-
HEHUN HaxodaTCa MEeHeOXep U ero acCUCTEHTbI, KOTOpble 3aHU-
MaloTcs opraHmsaument paboTbl, KOHTPONMPYIOT 06beM paboThl,
COCTaBNAT rpaukn, BegyT AOKYMEHTALMIO 1 OTBEYaloT 3a 06-
pasoBaHve cpegHero MeguuuHCKOro nepcoHana. KnuHun4eckue
Me[ULMHCKNE cecTpbl paboTatoT no 12 4 B CyTKU, B OHEBHbIE
WU HOYHbIE Yackl, 3 cMeHbl B Hefento. B cmeHy paboTatoT 8 me-
ONLUMHCKUX CecTep ¢ MakCcuMarbHOW Harpy3kom 2 naumeHTa Ha
1 MeguuUmMHCKyto cecTpy. [Npu paboTe B HOYHYIO CMEeHY MeOuLUH-
cKasl cecTpa He MMeeT rnpaBa Ha CoH. B MeanUMHCKON OOKYMEH-
Taumu TaTenbHO (OUKCUPYIOTCH COCTOsSIHME MauueHTa, ero gu-
3uKanbHble, fabopaTopHble U MCUXOSIorMyeckne fAaHHble, a
Takxe OercTBuUs MeguLUMHCKUX cecTep. Kpome Toro, B oTaene-
HUM paboTalT aCCUCTEHTLI MEOULIMHCKMX CecTep (3 YenoBeka B
6ynoHMe OHM Mo 5 4), a Takke KoopauHaTopbl paboTbl MeOULIMH-
CKUX cecTep, KOTopble peLuarT BOMPOChl npuema v pasmeLle-
HUS NauMeHTOB, 3aHMMAaKTCA MCUXONMOrMYECKUMU acrnekTamu
COBMECTUMOCTU B KOMNeKTuBe. B witaT oTaeneHus takxe BXO-
OAT caHuTapbl M pa3HOCHMKN efpl.

Ha Bce Bvapbl BMeLLaTeNbCTB (KOHKPETHBIN BMA TpaHCniaHTa-
UMK, BKMIOYEHVWE B UCCNedoBaTeNnbCKUn NMPOTOKOM, NpoBedeHue
remMoTpaHcdy3un, pasnuyHble MaHUNynaummn, NPUMEHeHNe onpe-
JeneHHbIX npenapartoB, MOHUTOPUHT nocne TTCK u T.4.) TpebyeT-
€A nonyyeHne MHPOPMUPOBAHHOIO COrnacus nauueHTa (crapLue
14 neTt) nnu ero pogutenei (onekyHos). C ceMbeli maumeHTa npo-
BOAATCA MOJPOOGHbIE MHOrOKpaTHble 6ecefibl O MPeAcTosLlem
NEYEHNM N BCEX MaHUMNyNAauMsax C OnMcaHMeM BCEX BO3MOXHbIX
HeXenaTternbHbIX SBEHWA, MO3TOMY B JanbHENLEM NaumeHTbl U
WX pOAMTENIM OKa3blBaAtOTCH JOCTATOYHO MOQrOTOBAEHHbIMU, YTO
npegoTepallaeT pasBuTne KOHMINKTHBIX CUTYaLINA.

Mocne BbIMUCKN N3 OTAENEHWS, OCYLLIECTBSEMON KaK MOXHO
paHbLLe C Lenblo MUHUMN3aLNU MHMLMPOBAHWS rOCNIUTaNIbHOM
MUKPOMNopon, fieveHre naumeHTa npoBoanTCcs aMmoynaTtopHo B
[JHEeBHOM cTauuoHape.

[HeBHOW cTauuoHap

B OHEBHOM cTauuoHape OCYLLECTBAAOTCA [OJSie4MBaHne
nauuneHtoB nocne TICK, ambynatopHoe HabniogeHne nauu-
E€HTOB C OCJIOKHEHUSIMU Ha MO3[OHMX dTanax fieYeHnsi, MOHU-
TOpuHr Bcex naumeHToB nocne TICK [o [OCTMXEHUs umun
18-neTHero Bos3pacTta M B JIIO60OM cly4ae Ha NpOTSXEHUN
10 net nocne TpaHcnnaHTaumm, UMMyHU3aUWUs MaLUEHTOB,
KOHCYNbTMPOBaHWe Mo Bonpocam WMH(OPMMPOBAHHLIX corna-
cuin. Ha kaxpgoro 60/1bHOrO 3anofiHAeTCA OOKYMEHTauus C
onucaHneM Kpatkux xapaktepuctuk TITCK n Bcex nocnegyto-
LLIMX OCMOXHEHUI B XpOHOMormyeckoM nopsgke. OcmoTp, uc-
CcnefoBaHusa M BbINOMHEHME HA3HAYEeHUI KaXOoMy MauneHTy
OCYLLECTBIAOTCA B COOTBETCTBUM CO CTPOrMM rpadmkom,
pacrnvcaHHbiM Mo MuHyTam. [pu NOCTynfeHun nauyueHta B
OHEBHOW cTauMoHap NpoBOAUTCHA (PU3MKaNbHBLIA OCMOTpP, Ha
pebeHKa HapgeBaeTcsa 6pacrneT ¢ naeHTUPUKaLMOHHbIM HOMe-
poM (COOTBETCTBYHLLMM €ro 3fEeKTPOHHOW OOKYMEHTauum),
npon3BoanTCa 3ab60op KPOBU AN aHANM30B, OCYLLIECTBNSETCA
WHEKLUNOHHBIA KOHTpONb. Bce maHunynsumm npoBogdAtcs B
COOTBETCTBMM C UHOMBUAYASbHLIM MIaHOM 06CNefoBaHUsA 1
JIe4eHUs Kaxgoro 60bHOro, 3apaHee COCTaBfIEHHLIM U BHe-
CEHHbIM B KOMMblOTEP. BOMbHBIX C NMMXOpadKoh U Opyrumu
npu3Hakamu WUHGEKUUN UIONUPYIOT U FOCNUTANU3UPYIOT.
MauyneHTbl 63 NpU3HaKoB MHMEeKUMN NpoxogaT obcrnenosa-
HWEe cornacHo CBOEMY uHAuBMAyanbHOMYy rpaduky. MNpu He-
06X0AMMOCTM BbIMOSHEHNSA MEAULMHCKMX Ha3HadYeHun 60rb-
HbIX HanpaBfsT B COOTBETCTBYIOLLEE OTAENEHNE, KOTOpPOEe
npuHumMaeT 54-75 nauneHToB B [eHb CTPOro no rpaguky.
OTheneHne paccymMtaHO Ha OOHOBPEMEHHOE OOCNyXuBaHue
20 nauneHToB. [na nauMeHTOB, BbIAENAOLWNX rocnUTanbHble
LITaMMbl, HA TEPPUTOPUN OTAENEHUSA PACMONOXEHbI 3 U30MU-
poBaHHbIE KOMHaThbl, TakKXe MMeKTCa 3 flamMuHapHbIX 60Kca.
OcTanbHble KOMKO-MecTa npeacTaBfneHbl (PYHKUNOHANbHLIMU
Kpecnamu-kKpoBaTsiMn C LUMPMamMK, TENIEBU30PAMU U MOSTHbIM
MeOVLUMHCKMM OocHalleHveM. OTaoeneHne paboTaeT exenHeB-
HO C 7 po 23 4. [lepcoHan coCToUT U3 MeOULMHCKUX cecTep
(8 cMeHbl Mo 6 4, ogHOBPEMEHHO paboTalT 6 MeacecTep),
3 KoopauHatopoB, 1 MeHepxepa U 1 KMMHUYECKOrOo ANPEKTO-
pa. Kpome Toro, B LUTate NpucyTCTBYET MEAMLIMHCKAsA CecTpa,
oTBevalwLlas 3a Hay4YHble UCCNIEAOBaHUA U KOHTpONMpyoLLlas
CBOEBPEMEHHbIV 3a60p KPOBWU B COOTBETCTBUM C MUCCeoBa-
TENbCKUM MPOTOKONOM. B CTpykType oTgoeneHus wumeetcs
cBOs (hapmaLieBTU4eckas cnyxoba.
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Cnyx6a KayecTBa XXU3HU

OrpomHoe BHuMaHue B SICRH ygenseTtca ncuxonorunyec-
KoMy KOMAOpTy cemel 60nbHbiX geter. B SUCRH cospaHa
cneuunanbHasa cnyxb6a KadecTBa XWU3HW, OCHOBHOW 3ajadven
KOTOPOWN SIBNSIETCH YMEHbLUEHWe cTpafjaHus, ynydleHue Ka-
4eCcTBa XWU3HW NaLUMeHTOB 1 Ux pogutenen. CoTpyaHWKM 3TOM
Ccnyx6bl NOJAEPXMBAIOT CeMbM W MOMOramT WM MNPUHATb
CIIOXHbIE pELLEHUs, NomMoralT CHUMaTb 605b U Apyrue cum-
NTOMbI, 06ecrneymBalrT peann3aumio 3MOLMOHaNbHbIX, COLM-
arnbHbIX U OYXOBHbIX NOTPEOHOCTEN pebeHka 1 ero poAcTBeH-
HUKOB, NMPOBOAAT 06pas3oBaTesibHble 3aHATUA N0 0OBLACHEHUIO
AnarHosa, neveHus, MeaMUMHCKON MOMOLLM 1 06y4valoT poaum-
Tenen npasunam yxopa 3a 605bHbIM pe6GeHKoM, nomoraroT
nnaHuposaTtb 6ygyLlee 1, 4YTO OYEeHb BaXHO, OCYLLECTBAAIOT
B3aMMOCBSA3b MeauumHckor nomown B SJCRH ¢ meamuuh-
CKOW CNy>X60M Mo MecTy XUTenbcTaa.

OpHO 3 HanpaBneHWn OesTenbHOCTM CnyXO6bl KadecTBa
XKU3HM Ha3blBaeTCs «XU3Hb pebeHkar. 3agadamy 3TOro Ha-
npasneHns ABNAITCA 06ydYeHne, NCuxonornyeckas nMoMoLLlb U
opraHusaums npasfgHUKoB 1 gocyra 60nbHbIX AeTen. Onga peanu-
3auMn MOCTaBleHHbIX 3afad LUMPOKO ucnomnb3yetca Play- u
Art-Tepanus, cosgatoTcs crneymnarnbHble KHUMM O 605bHULE 1 60-
Ne3HsaAx, AeTer o6yvaloT HanucaHuio KHUr 0 cebe unu apysbsx
no HecyacTblo. COTPYOHUKN CAyXObl Ka4ecTBa XM3HW onpege-

NAT NoKasaHus K NpuBnieYeHnio NpodeccnoHasbHbIX NCUXono-
roB W NPoBOAAT WHAMBUAOyanbHble 6ecefbl C MEOULMHCKUM
nepcoHasnioM, KOTOpble MOMOralT YCTAHOBUTbL KOHTaKT Mexay
nauveHtTamu n niogbMmn «B 6enbix xanatax». bonee nogpo6HO
O3HAKOMUTLCA C PaboToW 3TOM CNyXObl MOXHO Ha canTtax
www.stjudechildlife.org n www.marrow.org.

OTpeneHve NoBefeHYecKon MeauLUHbDI

OToeneHve MOBEOEHYECKOW MEAMLMHbI CO30aHO C Lefblo
YNYHLIEHUST KAYeCcTBa XWU3HN OETEN C XPOHUYECKUM MOPaXKeHU-
em LUIHC. CotpyaHukn aToro otaeneHvs paspabaTbiBaloT METO-
Obl oueHkn nopaxeHunsa LIHC BcnenctBue Xxumuo- n nyyHeBow
Tepanuu, OLEHMBAKOT KOTHUTUBHbIE (DYHKLMK, CMOCOBHOCTbL 06Y-
YeHusi pebeHKa B LUKOSe, 3aHMMaloTCs BOMPOCaMu MCUXOCOLU-
anbHOW afjanTaumm 1 peabunutauumn, MOTUBMPYIOT NauueHTa Ha
N3MEHEHNE NOBELEHMSA N 06pasa XU3HMU.

KnuHuka nospgHux adpcpekToB

Bnarogaps “cnonb30BaHUK COBPEMEHHbLIX MPOTOKONOB
nevyeHns yoanocb 40CTUYb 75% O0ArOCPOYHON BbIXXMBAEMOC-
TU NauUMEHTOB CO 3/10Ka4eCTBEHHbIMW HOBOOOGPA30BaHUSMU.
B HacToswee Bpems nop Ha6mopeHnem SJCRH HaxopsTcs
OKOJS10 4 TbIC. BbI3AOPOBEBLUMX 60SbHbIX. [10 Mepe yBenuye-
HUSA KONMMYeCcTBa BbDKMBLUMX MaLMEHTOB CTAHOBUTCH akTyarlb-

PucyHok. Bup SJCRH.
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HOM npo6rnemMa OUEHKW, HaGIIOAEHUA U KOPPEKUUU [ONro-
CpoyHbIX adpdhekToB Tepanuun. C aton uenbio B SUCRH 6bina
co3faHa KnuHuka nos3gHux adpdekToB. B HacToslee Bpems
pasBUTUIO OAHHOro HanpasfieHus yaenseTcs 605blIoe BHU-
MaHue, B TOM 41cne co cTopoHbl npasutensctea CLUA, cos-
parotcs pefeparnbHble NporpaMmbl €XXerogHoro MOHUTOPUHra
nauueHToB, MOMAYYMBLUMX XWMWO- W JIy4YEBYKO Tepanuio, a
Takxe nocne nposegeHus TIFCK. B pamkax Takux nporpamm
ObIBLUME MALMEHTBLI NPOXOAAT BECb CMEKTP 06CnefoBaHni co-
rmacHo VHAMBMAyarlbHOMY MfaHy, COCTaBfieHHOMY 3apaHee
(3a6-12 mec go npegnonaraemoro o6cnenoBaHus). MNauneHTsbl
B COOTBETCTBUM C HO30JIOMMHYECKUMU popmMamMm NpoxoasT 06-
cnefoBaHve B KIMHUKE MOo34HUX 3(PdeKTOoB B ornpeneneHHbIn
OeHb Heflenu € Lenblo HanpaBfieHHOro MPUBMIEYEHUSA CMEeX-
HbIX cneynanucToB. [laHHble 06CcrnefoBaHNs naLumMeHTa BHOCAT
B KOMMblOTEPHYIO 6a3y AaHHbIX, koTopas BegeTtca B SUCRH un
BK/IOYaeT NacnopTHble AaHHble (B TOM 4YMCiie pacoBylo npu-
HaANeXHOCTb U BCIO KOHTaKTHYIO MHAOPMAaLMIO), AnarHo3bl B
XPOHOJOrM4eCcKOM NopsaKe, MPOTOKOSbI IEYEHUA, XMpypruvec-
KMe MaHunynaummn (gaxe marnble, BKoYas 6uoncmm n nocra-
HOBKM LIeHTpasibHOro BEHO3HOro kaTeTepa), CBe4eHUs O nyde-
BOW Tepanuu, XvMmuoTepanun ¢ o06a3aTeslbHbIM YyKasaHuem
CPOKOB N KYMYJATUBHbLIX [03 MpenapaToB, OCIIOXHEHUA Tepa-
nuwn, HacneacTBeHHOCTL. o pedynsTatam o6crnefoBaHns u ¢
y4eToM MMetoLLerica nHdopmaumm B 6a3e faHHbIX COCTaBA-
€TCA KIIMHUYECKUIN OTYET, B KOTOPOM OTpaXeHbl BO3MOXHbIe
pUCKM 1 nmetomecsa npobnemsl (Hanpumep, peunams, Cyno-
poru, npo6nemsl 06y4YeHus, AUCIUNUAEMUSA, TUNOrOHaAN3M,
BTOPUWYHbIE OMYXOMNM U Ap.), YKa3aHbl CPOKM MPOBEAEHNS KOH-
TPONbHOro o6CcnefoBaHusd, AaHbl pekoMeHgauumm rno pexunmy,
nuTaHuio, o6pasy XusHu, yxoay. Konum gaHHoro fOKymeHTa
BbIJAKOTCA Ha PyKM NauueHTy W HanpasnsloTcA Bpadam no
MECTY XUTeNbCTBa Kak PYKOBOACTBO K AencTeuto. [Ans obner-
YeHus cbopa MHpopMaunn Bce 60JbHbIE N UX CEMbU 0653a-
TeNbHO 3anosHAT OMNPOCHUKW, BKIOYaoLMe BOMPOCHI, Ka-
caroLmnecs COCTOSIHUA 3[0pOBbS M NMPOBOAMMOro B HacTos-
Liee Bpems nedvyeHusa, coumanbHoM apgantauum (nmonosas
XWN3Hb, paboTa u Ap.), NCUXONOrMYeCckoro COCTOAHMSA, COCTOS-
HUA 300POBbS POACTBEHHUKOB, & TakKXe YKa3blBalOT KOHTaKT-
HYI0 MHOpMAaLMIO O flevallnx Bpadvax U BCeX KOHCYnbTaHTax
no MecCTY XWUTenbCTBA.

MoppobHee 03HaKOMUTLCH C AEeATENIbHOCTLIO AaHHOW KITNHU-
KU 1 NOMYy4YUTb NpakTU4ecKne pekoMeHJauum MOXHO Ha cante
www.survivorshipguidelines.org.

KoHTponb nHdekuymn

Cneumanuctel SJCRH y6expeHbl, 4To Aana 3deKTMBHOIO
fleYeHUss U MUHUMU3AUUN OCIIOXKHEHUA Hemnb3si npeHebperaTtb
Mepamu KoHTpons uHdpekumnin. CLLIA TpaTtat okono 4,5 mnpg gon-
N1apoB B rofl Ha Mepbl KOHTPOSA MH(PEKLUI, TaK Kak OT HO30KOMMU-
anbHbIX MHdekumn ymmpatot 40—80 Thic. Yenosek B rod. CornacHo
pekomeHpgaumam SJCRH gna ocyllectBneHus MHAEKLMOHHOIO
KOHTPOSS B KaXOOW KIMHUKE HeobxoauMm 1 COOTBETCTBYHOLLMINA
cneuynanuct Ha 100 naumeHToB. [domkHa 6bITb co3gaHa rpynna
VMH(PEKLIMOHHOIO KOHTPOS, B 3afa4u KOTOPOW BXOAMT OLEHKa

3ANMOEMUOSIOrMYECKON CUTyaunn, aHanua Hambonee 4YacTbiX WH-
(PEKUMOHHbBIX OCMOXHEHUI, perncTpaumns Bcex MHpekumn, sege-
HMEe JOKYMEHTauUmm1, eXerogHoe ob6pa3oBaHne CoTpyaHUKOB (Bpa-
Yeln, MEeOVLMHCKMX CEeCTep), a TakXe POAUTENen MauMeHTOB.
3agadamm cneymanucta, OTBETCTBEHHOIO 3a npenynpexneHne
VHpeKLUI, AaBNaTCA c60p U aHann3 AaHHbIX, oueHka 6e3onac-
HOCTW NPOJYKTOB NUTaHUA U MEOULIMHCKUX NpoLeayp, KOHCYnbTa-
UMM NO UHMPEKLUMOHHOMY PUCKY, NMpedynpexneHne 1 KOHTPOrb
MHpeKkUnn, obpa3oBaHne nepcoHana, CocTaBeHne perynupyto-
LLMX JOKYMEHTOB M OpOpMIIeHMEe NULEeH3UI, pa3paboTka anunge-
MUOSOTMYECKNX MPUHLUUMOB, y4yacTue B WCCNefoBaTesbCKUX
npoektax. TofbKO NyTemM HanaXeHHon paboTbl rpynnbl UHAEK-
LIMOHHOIO KOHTPONSA MOXHO JO6GUTLCA COKpalleHus 3abonesae-
MOCTU U CMEPTHOCTU OT HO30KOMMASTbHbIX NMHGEKLUNIA.

UHdopmaumoHHas n o6pa3oBaTesibHas BeATEeNIbHOCTb

SJCRH

SJCRH npepocTaBnsieT yHWKanbHYl BO3MOXHOCTb [Ans
Bpayen n MeguLUMHCKNX CecTep BCero Mupa nony4arb MH(op-
Mauuio 1 o6pas3oBaHune, a TakxXe MPOKOHCYNLTUPOBATL CIOX-
Hble KNuHW4eckne cnydan. C 9TON Uenbio co3faH U akTUBHO
dYHKUMOHMPYeT calT www.cure4kids.org, Ha KOTOPOM Kax-
ObI MOXeT 3apernctpuposaTbes. JaHHbI MHOPMaLMOHHbIN
calT npefocTaBnfeT O6LMPHbIE BO3MOXHOCTU crnywatb U
CMOTpPEeTb CeMUHapsbl, YuTaTb nocrnegHue crtatby, 3HAKOMUTb-
Csl C HOBEWLLUMMU Npe3eHTaumnsMn Mo akTyasnbHbIM TeMaM re-
MaTonornn, OHKOMOrM1, NMMYHOJNOrUKU, y4acTBoBaTb B MeX-
OyHapoAHbIX Tene- U WHTEPHEeT-KOHMEepeHUnsax, rnpoBoauTb
COBMECTHbIE 06CYXAEHUs KINMHUYECKUX crny4vaes. Poccuiickme
Bpayu B HacTosLLee BpeMs MOTyT y4acTBOBaTb B paboTe ABYyX
rpynn — eBpoas3naTCckon 1M cpegHe-BocTo4HOM (Euro-Asian u
Middle-East Groups). CoBpeMeHHble TEXHONOrMM MO3BONASAIOT
pasMecTUTb Ha canTe CBOI JINYHYIO MPe3eHTauuno, KnmHu4yec-
KU cnydan unu 3apaTb BOMPOCHl. TakXe CyLlecTBYeT BO3-
MOXHOCTb MHMUMMpPOBaTbL pabo4yne cosellaHusa no npobéne-
vMam TICK wnu gpyrum akTyanbHblM BOMNPOCam MeauLMHbI
UMW NPUCOEAMHUTBLCA K YXEe CYLLeCTBYIOLLMM KOONepnpoBaH-
HbIM rpynnam. [Ons OHKONoros, remMatosioros 1 UMMYHOJSIOrOB
P® cywlecTByeT yHukanbHas BO3MOXHOCTb nocetntb SJCRH,
npriexas Ha KOPOTKYO (3-HedenbHy0) CTaXXMpPOBKY. [ 3Toro
Heo6XxoAMMO 3arofiHUTb COOTBETCTBYIOLLYIO aHKeTy Ha caunTe
www.cure4kids.org.

HecmoTps Ha 1o, 4To SJCRH sBNsieTcs yHUKanbHbIM Hay4HO-
KITMHNYECKUM LIEHTPOM, HE UMEIOLLIMM aHasrioroB He TOJbKO B
CLUA, HO 1 BO BCeEM MVpe, BHEAPEHNE B MPAKTUKY POCCUNCKUX
BpaYen onbiTa paboTbl AaHHOIO y4YpeXAeHWs BrOSiHe BbIMONHU-
MO 1 MOXET MPUHECTU OrPOMHYIO MOMb3Y NaLueHTam.
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MexaHu3Mbl AeUCTBUA BHYTPUBEHHbIX
I/IMMVHOFHOﬁyJWIHOB N nepcrnekKTusebl
nx npyumeHeHus B neTCKOI7I
OHKOremMaToJIOrM4eCKou npaKkTukKe
(0630p nNuTepartypsbl)

A.N.KapauyHckui, 0.B.PymsaHueBa, E.I'.MaHcypoBa

DepeparsibHbI HaYyYHO-KITMHUYECKUV LEeHTP OETCKOV reMatosiormm, OHKOIorim n MMMYHOJIOrn
MuHsapascoypassutna Poccnn, Mocksa

Bbicokune [o3bl BHYTPUBEHHBIX UMMYHOrNo6ynMHoB (BBUIM) LLUMPOKO MCMonb3yoTes ANs neYeHns ayToMMMYHHbIX U BOocna-
nuTenbHbIX 3a6oneBaHnii, a Takxe psaa OHKoremaTonorniyecknx 3abonesaHnii, O4HaKo MeXaHn3M X OeiCTBUS OCTaeTcs He
[0 KOHLA n3y4eHHbIM. B cTaTbe npeactasneHbl MexaHuambl BnnaHna BBUIN Ha cuctemy nmMmyHuTeTa, B 4acTHOCTH, B3anMO-
oTHoweHunss BBUIM n kneto4Horo nmmyHmuteTa, B3anmoperncteme BBUIN 1 cuctemsl komnnemeHTa, onvcaHa posib AUMEpHON
dpakumm nmmyHornobynuHa G B hopMUPOBaHUM MANOTUMNHECKUX CETEN U YCUINIEHUM aKTUBHOCTU MPOTMB OnpefeneHHbIX
6aKTepuasbHbIX 9K30TOKCMHOB, a TaKXe 3Ha4YeHne cnannpoBaHus Fc-chparMeHToB ANna NposBAeHNs NPOTUBOBOCTANUTESNbHbIX
CBOWCTB UMMYHON06YyNMHOB. MpnBOAATCA HEMHOrO4YMCNEHHbIE COObLLIEeHMsA O npumeHeHnn BBUIT B geTckon oHkoremaTono-
rm4eckomn npakTuke n apdekTbl Bosfenctena BBUI Ha UMMYHHYIO cuCTEMyY YernoBeka.

KrroqeBbie crioBa: IMMYHOrno6yrimH G, BHY TPUBEHHbIE UMMYHOrI00YNnHbI, AEHAPUTHAs KeTka, KoMiemeHT, Fc-pelenTop,

cuanupoBaHme, Makpogar, MHEKUNOHHBIE OCITOXHEHWS, OCTPLIV IMMEOOIACTHLIV JIEVIKO3

Mechanisms of intravenous immunoglobulins effects
and prospects of their use in pediatric oncohematology
(Review of literature)

A.l.LKarachunsky, Yu.V.Rumyantseva, E.G.Mansurova
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High-doses of intravenous immunoglobulins (IVIG) are widely used for the treatment of autoimmune and inflammatory and some
oncohematological diseases, but the mechanism of their action remains not quite clear. This study has been focused on the
mechanisms of IVIG effects on the immunity system, specifically, on the IVIG effects on cellular immunity, interactions between
IVIG and the complement system. The role of immunoglobulin G dimer fraction in the formation of idiotypical network and
stimulation of activity towards certain bacterial exotoxins and the significance of Fc fragments sialation for manifestation of anti-
inflammatory effects of the immunoglobulins have been studied. The available data on IVIG use in pediatric oncohematology
and their effects on human immune system are presented.
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B bICOKME [03bl BHYTPUBEHHBIX MMMYHOrnobynunHos (BBUI)
B HacTosiLLee Bpems UCMOSb3YHTCs AN NeYeHNs ayTouM-
MYHHbIX WX BOCMANUTENbHLIX 3aboneBaHun. HecmoTpsa Ha
MHOIOYMCIIEHHbIE UCCIEfoBaHNs, B XO4e KOTOpbIX AokasaHa
apdekTMBHOCTL BBUIIT, TOYHLIN MEXaHW3M UX OEeACTBUSA OCTaeT-
cs HesAcHbIM. Kak 3TO HM napapokcasnbHO, B 3aBMCUMOCTWU OT
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CBOEN KOHUeHTpaumn ummyHorno6ynuH G (IgG) moxeTt nposs-
NATb KaK NpoBOCMaNUTENbHYO, Tak U MPOTUBOBOCMNANUTENBHYIO
aKTMBHOCTbL. [lpoBocnanutensHas aktusHocTb BBUII, ucnonb-
3yeMbIX B HU3KUX [03axX, TpebyeT akTUBaLMmn KOMMemMmeHTa nnm
dumkempoBaHua Fc-tbparmenta IgG Kk cneundpunyneim gns I1gG
peuentopam (FcyR) Ha 3hdeKTOpHbIX KNeTkax BPOXAEHHOrO
UMMyHUTETA. OTO NPUBOAUT K MeperpynnupoBKe peLienTopos,
BOBJIEYEHMIO BTOPUYHBIX 3PEKTOPHBLIX PYHKLUMI 1 rnocneayo-
e akTMBaumn CUrHasbHbIX MPOBOAALLMX MYTEN, YTO BbI3bIBAET
yBENNYeHe BHYTPUKIIETOYHOrO COAEpXaHuUsa KanbLusa U akTu-
BaUMIo KNneTok. HanpoTtus, korga BBUIM npuMeHsieTcs B BbICOKUX
KOHLIEHTpaLusX, MPOsIBASAIOTCA €ro npoTuBoBOCnanuTenibHble
csorcTBa. Kakum o6pasom 3TOT MPOTUBOBOCMANUTENbHbLIN
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3(PEKT BO3HUKAET, eLLle He [0 KOHLA M3Y4YeHO, HO 6bIno npea-
JIOXXEHO HECKOJSIbKO He UCKITHYaloLWmx Apyr apyra MexaHu3mos.

MMMyHOrno6ynuHel 1 T-nUMAOUUTLI — KIOYEBbIE MefmaTo-
pbl NMPUOBPETEHHOO UMMYyHUTETa. OdeduumT 1 Tex 1 apyrux
MOXET MPUBECTU K MOBLILLEHHON BOCTIPUUMYMBOCTU K 6aKTepu-
anbHbIM, FPUBKOBbLIM UMW BUPYCHbLIM MHpeKumam [1]. MepBuryHbIe
nMmmyHogeduumnTHble cocTosHus (MOC), Takne kak arammarmo-
6ynuHemus, runep-lgM-cuHopoMm n obulas BapuabenbHas M-
MyHHas HegocTtaTto4HocTb (OBUH), nn6o ceasaHbl ¢ onpegenex-
HbIMU FeHHBbIMW MyTaumMsaMK, MO0 OCTaKTCA HEUAEHTUULMPO-
BaHHbIMU Ha MOJIEKYNAPHOM ypoBHe [2]. Kpome Toro, runoram-
MarnobynuHemus, Kak sBTopmyHoe VIOC, MOXeT BO3HMKATb Npu
BUPYCHBIX MHAEKLMAX, B-KNeTo4HbIX nMMmdomax, TpaHcnnaHTa-
L1y reMonoaTmnyeckmx cTeosnoBbIx knetok (TFCK) nnu nposege-
HUW MMYHOCYMNpeccuBHOM Tepanuu [1].

Ona 60nblUMHCTBA NepBUYHBIX U BTopu4HbIX MOC 3amecTu-
TenoHas Tepanusa BBWI aensetca metogom Bbi6opa [3].
Mpenapatbl BBUI' npepctaBnsioT co60M HOpMalbHbIA NOMKU-
KNOHasbHbIA NONMCneungUYecknii UMMYHOIOBYNH (COCTOS-
LniA rnaBHbIM 06pa3om u3 IgG), nonyyeHHbIn 13 Nynoe nnas-
Mbl TbICAY 3[0pOBbLIX AoHOpOB. [penapaTel BBUI copepxart
aHTuTena (AT) K Yy>XepoAHbIM aHTUreHam, K ayToaHTUreHam
(ecTecTBeHHble ayTO-AT) 1 K ApYyrMM aHTUreHam (MaMoTunuyec-
kmne AT). TpagMLUMOHHO MpWU 3aMeCcTUTENbHOW Tepanun npena-
patbl IgG BBOAAT BHYTPMBEHHBLIM NyTEM, HO B NOCIIEAHWNE rOAbl
BCE LUMPE MPUMEHSIIOT NOAKOXHbIM cnocob. Kpome ncrnons3o-
BaHUA B Ka4eCcTBe 3aMeCTUTENIbHOW Tepanuu rnpu nepBuYHbLIX 1
BTOpMyHbIX MOC, BBUI npumeHsAOT Ona neyeHns LWMpPOKOro
CcreKTpa ayToMMMYHHbIX 3aboneBaHui, KoTopble, Kak rnonara-
10T, BbI3biBalOTCA ayTo-AT nnu T-numdouuTamm, a Takxe rnpu
CUCTEMHbIX BOCMNanuTesbHbIX 3abonesaHusx [4]. B HacTosLwwee
Bpemsi Tepanua BBUIM nokasaHa npu Takmx ayTOMMMYHHbIX 3a-
6onesaHusx, kak cuHapoM Mnena—bappe, 6onesHs Kasacaku
N XpOHWYecKas BocnanuTenbHas AeMUenuHuaupyroLas nonm-
Henponatus [1].

MexaHn3am adheKTMBHOCTM 3amecTuTenbHou Tepanuu IgG
npn NOC o4veBnpeH. AT, obnagaroLime CrnoCOBHOCTLIO pacno-
3HaBaTb Yy>XMe aHTUreHbl, UNn o6LLMe naToreH-cneuuguyeckmne
AT knacca IgG 3ameLyaloTcs TakOBbIMU M3 OOHOPCKOro nyna.
OpHako vMMyHOMOZynMpytoLme cBoilcTBa npenapatoB IgG
06BACHUTL ropasfo TpyaHee.

leHeTn4eckne dpakTopbl, Npegpacrnonararolime K pasBuTuio
ayTOMMMYHHbIX 326051eBaHNIN, TAKXe NIoxo nayyeHsl. CeMencTBo
FcyR cocTouT U3 HECKONbKUX aKTUBMPYHOLLIMX HYIIEHOB U OOHOMO
nHrnéupytoulero 4vneHa — FeyRllb. B HacTosLee Bpems cunTaeT-
€S, YTO KIeToYHas akTMBaLums ypaBHOBELLVBAETCS aKTMBMPOBA-
HMeM u uHrnébuposaHnem FcyR. VMameHeHua akcnpeccun mmm
(YHKLMN 3TUX PeLenTopoB MOryT NMPUBECTU K HAPYLLEHNIO UMMY-
HWUTeTa M pasBUTUIO MaTosiorM4yeckoro socnaneHus. MexuvHom-
BuayasbHble pasnuuusa B aKcnpeccumn FcyR MoryTt asnatecs pe-
3ynesTatoM MpoCTOoro nonMMopdunama HykneoTuaos wnu sapua-
UMK yncna Konuin reHoB. CTaHoBUTCs BCe 6oree 1 6onee o4eBma-
HbIM, YTO TakuMe reHeTU4Yeckne MyTaumm SBMATCA OTBETCTBEH-
HbIMW 3a pasfIMyHY0 PEeakTMBHOCTb B OTBET Ha WHMeKunn u
npeapacrnonoXeHHOCTb K ayTOUMMYHHbIM 3abonesaHusaMm [5, 6].

DYHKLUA UMMYHHbBIX KNETOK u gencteue BBUI
MonaratoT, 4TO 6naronpuATHbIN adhdekT Tepanum IgG no
CBOEW NPOLOIMHKUTENBHOCTW MPEBbLILLAET Nepuof nosnypacnaga

BBWI™ 1 He cBOANTCA K NACCUBHOMY KITMPEHCY UM KOHKYPEHLIUN
C naToreHHbIM ayTo-AT. PeadynstaTbl uccrnefosaHuii cangeterb-
CTBYIOT O TOM, 4TO Tepanus IgG MOXeT NPMBOANTb K 3HAYUTEb-
HbIM U3MEHEHUAM B PasfnyHbIX KeTKax UMMYHHOW CUCTEMbI —
JeHapuTHbiX knetkax (OK), kneTkax MOHOUMTapHO-Makpo-
harancHoro psiga, rpaHynoumtax, ecTeCTBeHHbIX Kuinepax
(natural killers — NK-kneTku), pasnu4Hbix Ccybnonynsauusax
T-nuMmdounToB, O0COBEHHO CybnonynsAuuUn perynnpyroLmnx
T-nnmcoumnToB (Treg), M B-numdbouutax[1, 7] (puc. 1). PesynbraTthbl
3TUX UCCNefoBaHUM MOTYT MOMO4Yb OOBACHUTL MONOXUTENBHbBIN
adopekT Tepanum IgG, npUMeHseMo NpY HapyLLEHWsX, CBA3aH-
HbIX C AUCperynaumen KneTo4Horo 3seHa uMmyHuTeta [7].

Bnusanue tepanun IgG Ha K 6b1710 M3y4eHo B CBA3M C y4ac-
TUEM MOCNeHNX B NnatoreHese ayTOMMMYHHbIX 3a6onesaHuni,
BOCMaNUTENbHbIX NPOLIECCOB U peakLmn OTTOPXKEHUSA annoreH-
Horo TpaHcnnaHTarta. [lokasaHo, 4to Tepanus IgG nHrnbvpyet
OndepeHUNpOBKY 1 co3peBaHne HopMarnbHbiX [K Yyenoseka,
YMeHbLUAET 3KCMPEeCcCuIo KoCTumMynupytowmx monekyn CD80 u
CD86 n cnocobHocTe K obpabaTbiBaTb M Npe3eHTMpoBaTb
ayToaHTurennl [9]. Kak Fc-cbparmeHTbl, Tak n F(ab’)2-dpar-
MeHThbl IgG cnoco6Hbl BbI3BaTh cynpeccuto OK. 310 npepgno-
naraet y4yacTtue Kak FcyR, Tak v He cBsizaHHbIX ¢ Fc-peuienTopom
CUrHanbHbIX COBbITUI B onocpefoBaHHon Tepanven IgG moay-
nauun pyHkuun OK. BBUAT B koHueHTpaumm 0,15 mMmonb/n
BNuANn Ha audpdpepeHumposky K, nosiy4eHHbIX OT 60MbHbIX
cucTemMHon kpacHon BonyaHkon (CKB) [10]. O6paboTaHHble
BBUI™ Heapernble OK 6bi5iv CNOCO6HbLI MHIMOUMPOBATb 3KCMpec-
CVI0 NerKoumMTapHbIX aHTMreHoB Yyenoseka (human lymphocyte
antigens — HLA) n CD80/CD86 1 ymeHbLlaTb norfoLeHne
HYKeocoM Ha 36%. YuntbiBas BaxkHyto pornb mosnekyn HLA n
KOCTUMYINUPYIOLLMX CUTHANoB, npefaBaeMbiX C MOMOLLbIO MO-
nekyn CD80 n CD86, B onTmansHOW Npe3eHTaumm aHTUreHoB
M aktmsaumm T-NMMMAOLUTOB, WHIMOUPOBAHME IKCMPECCUn
3TUX Mornekyn ¢ nomolbio BBUI cnyxut Becbma npasgono-
JO6HbIM 06BbACHEHNEM adhdekTnBHOCTU Tepanun IgG npu CKB
W OpYyrux MMMYHOBOCNANUTESbHbIX 3a6oneBaHusX. TOYHO Tak
Xe nokasaHo, 4to BBUI cnoco6Hbl nogasutb akcnpeccuto OK
Ha MoAenu ayTOMMMYHHOrO TMraHTOKIIETOYHOro MuoKapau-
Ta [11] n cokpatntb Konu4yectso K B uepebpocnuHanibHOm
XXMAKOCTU NaumMeHToB ¢ cnHapomMoM iteHa—Bappe n xpoHunyec-
KOW BOCManUTENbHOW AeMUENMHU3NPYIOLLEA NONMPaanKyIo-
Henponatunen [12].

OpHako B 60onee HU3KOM J03€, UCMONb3YEMON 0ObIYHO Y 605b-
Heix ¢ VMOC, BBUI patoT npsAMO MPOTMBOMONOXHBIA 3thdeKT.
Ha OK y naumentoB ¢ OBUH npu nx anddepeHumpoBke B npu-
cytcteum BBUIN oTmedanack noebiweHHas akcnpeccus CD1d m
kocTumynupytoLmx monekyn CD80, CD86 n CD40 [13, 14].

HedekTHble pyHKumn K 6b1v cBA3aHbI C NpefpacronoxXeH-
HOCTbIO K HECKOSIbKUM MaToNIOrMYeCcKUM COCTOSHUAM. Tak, y
60nbHbIX ¢ OBVH 6b1na 06Hapy>xeHa npeapacnonoXeHHOCTb K
MOBTOPHBLIM MHMEKUMAM M ayTOMMMYHHbIM 3a6051eBaHUAM, KO-
Topas mMorna 6bITb 0THaCTM 06YCIOBIIEHA CHUXEHHON (PYHKLMeEN
HOK 13, 14]. VicyesHoBeHMe NaTonorn4eckmx NposiBIeHUn y 3TuxX
60nbHbIX nocrne nHpysun BBUIM BMecTe ¢ 4aCTUYHO BOCCTAHOB-
neHHbIM heHoTunom K ykasbiBaeT Ha akTvBHyto pons BBUI B
noafep>XxaHnM UMMYHHOro roMeocTasa 4yepes B3anmMoencTeuns
C KNEeTOYHbIM KOMMNapTMeHTOM. To4HO Tak e [K, nony4eHHsle
OT MaumeHToB ¢ X-CLenseHHon arammarnodynmHemMuent, npu [o-
6aBneHn OOHOPCKOWM MnasMbl U BOCCTAHOBIIEHUU KOHLIEHTpa-
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Puc. 1. NMpepnonaraemas cxema aencteus BBUIM Ha kneTo4YHbIi UMMYHUTET (UmMT. no [8]).

L IgG fo PM3MONOrMHECKOro 3Ha4eHMs IKCNPECCUPYIOT NOBbI-
LLIEHHbIe MapKepbl CO3pEeBaHUsl MO CPaBHEHUIO C TaKOBbIMU B
KreTKax, KynsTuBmpyemslix in vitro 6e3 no6asieHnss UMMYHOTI0-
6ynuHoB [15]. Takum 06pa3om, MOXHO NPEANONOXUTb, YTO Ae-
dekTbl guddepeHumpokn OK y 6onbHbix ¢ OBUH n
X-cuenneHHon arammarnobynmHeMmen 4acTuYHO O6YCOBIIEHbI
HU3KUM CofiepXXaHmem umpKynupylowmx AT 1 3amecTutensbHas
Tepanusa BBUI ymeHbLuaeT gedekTol B pabote [K. BeposTHo,
3TOT npouecc KoHTponupyeTcs aHTu-CD40-AT n conposoxaaeT-
cs yBenmyeHnem akcnpeccum IL-10 n ymeHbLLeHeM NPoayKLumn
IL-12 B8 OK [9].

IgG Takxe peanu3yeT CBOe MPOTMBOBOCNANUTENbHOE OEN-
CTBME 4Yepe3 MOoHOUUTblI U Makpodarn. OH BAMAET Ha TpaHc-
KpUMNUM0 pasfnn4yHbliX rEHOB «BocnaneHus» [16] u noHuxaeTt
cofiepXaHve LUMPKYNUPYIOLWMX B KPOBM MPOBOCNASNIUTENBHBIX
LMTOKMHOB — dpakTopa Hekpo3a onyxonu a (tumor necrosis
factor o — TNF-a) n IL-1b [17]. Kpome Toro, IgG 3anyckaeT npo-
OYKUMIO MOHouMTamm aHTaroHucta peuentopa IL-1 (IL-1Ra),
KOTOPbINA, ABMASACL MOLLHbLIM NMPOTUBOBOCMANUTENbLHLIM LIUTO-
KWHOM, npoTtusofencTeyeT IL-1. Kak 6bi10 nokasaHo, umTo-
KvH IL-1Ra TakXe KpaTKOBPEMEHHO ONOKMPYET YHKLUUIO
FcyR Ha makpodharax ceneseHku nyTeM CHMXKEHUSA KnnpeHca
ayTOreHHbIX SpUTPOLMTOB, MOKPbITbIX aHTU-D-AT [18]. Kpome
TOro, MOHOLMTbLI, BblENIEHHblE U3 nepudepruyeckon Kposu
60MbHLIX C MMMYHHOW TpombouwutoneHuen (UTIT), koTopble
nonyyann BBWI, o6nagann 6ornee HU3KOW CMOCOGHOCTLIO
K (DOPMUPOBAHUIO PO3ETOK C NOKpbITbiMK IgG apuTpoumTa-

mu [19]. BBUI" ysenuymean skcnpeccuto FcyRIlb Ha nosepx-
HOCTU 3hdeKTOpHbIX Makpodaro y mbeiwen [1]. OpgHako
onocpepnoBaHHoe BBUIT 6naronpusaTHoe BO30eNCTBUE HE Ha-
611104an0cChk Y MbILLEN C OTCYTCTBMEM 3aBUCUMbIX OT KOJTOHWE-
ctumynupytowero gaktopa-1 (KC®-1) makpodaros. Takmm
06pasoM, 6bIf10 BbICKA3aHO NpeanonoxeHue, 4To 3aBUCUMbIe
oT KC®-1 «perynatopHble» Makpodarn B MapruHanbHOW
30He cerie3eHKU perynmpyrot onocpegosaHHble BBUAI npoTu-
BOBOCMaNUTEsNbHble 3MMEKTLI, YBENNYMBaa IKCMPeccuto
FcyRIlIb Ha noBepxHOCTH 3chdheKTOpHbIX Makpodaros. OgHako
3Ta KOHUEenuusa npoTUBOPEeYnT pesynsrataM HefaBHO BbIMNos-
HEHHOro nccrnefoBaHus, NokasasLUero, YTo Ype3MepHas 3KC-
npeccus FcyRllb Ha Makpodarax ceneseHku He BrusieT Ha
naTtoreHe3 ayTOMMMYHHbIX 3a6oneBaHun y Mbliwen [20].
Bnunanne BBUI Ha akcnpeccuio FcyRIlb Ha makpodarax yeno-
BEKa He m3y4yanocb, Ho neveHne BBUI He meHseT skcnpec-
cuto matpuyHon PHK FeyRllb B unpkynupyromx moHouuTax
yenoseka [16]. Moatomy ponb FcyRIlb B adpdpekTax neveHus
BBWI', ocob6eHHO y 4enoBeka, octaeTcs HeM3BecTHOM [21].
BnusHue BBUIT Ha kneTo4HOE 3BEHO MPUOBPETEHHOrO UM-
MyHWUTETa BKNoHaeT B3aumogencteme I1gG ¢ B- wu
T-numdpoumtamn. TepanestTuyeckme acpdekTel BBUI npu He-
KOTOpbIX 3a6o0neBaHusiX, Bbi3biBaeMblix AT, He O6BLACHAKTCA
npocTon HeWTpanuaaunen n 6nokagon FcyR. OHu moryT BKItO-
YyaTb CYMNpPeccuto 3KCMaHcumM aytopeakTuBHbIX B-numdountos
nocpedcTsoM nepepadn curHanos 4epes FcyRllb, vonotun-
onocpefoBaHHoOe WHrMObMpoBaHWe B-KneTo4HbIX peLenTopos

)l
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M HenTpanuaaumio LUUTOKMHOB, TaKMX KakK TaK HasbiBaeMble
akTopbl BbDKUBAHWUS — B-KNeTo4yHbI hakTop aktusauuu
(BAFF) n nurangctumynupytowmin nponudepauunio (APRIL)
[22, 23]. BaaumogencTteune aHtungmuotunudecknux AT co cBs-
3aHHbIMKU ¢ MeMmbpaHon B-numdountos IgG nnm IgM moxeTt
nepegasaTb UHIMOMPYIOLLME CUTHAMBI U NPUBOAUTL K YMEHb-
LIEeHNIO MPOAYyKUMM mnaToreHHblx ayTo-AT. [lokasaHo, 4TO
BBUI' Bei3biBanu cekpeuuto IgG, pearnpyowmx npoTme Kak
pasnnyHbIX COBCTBEHHLIX, TaK U YyXepoAHbIX aHTUreHOB, B
yHUKanbHoM cybnonynaumm B-numdounTtoB 4enoseka. IOTu
MHAyuMpoBaHHble de novo AT Mornu 66l fanee NoMoYb B KOH-
TPONMMPOBAHUN PEakTUBHOCTU MaToreHHbIx ayto-AT nuéo ¢
NOMOLLbIO  MANOTUMOMOCPEAOBAHHBLIX MEeXaHW3MoB, J1MN60
nyTemM M3onsuum ayToaHTUreHos [24, 25]. AHanornM4yHo atum,
nosyyYeHHbIM in vitro pedynstatam Tepanua BBUI y xeHLWwuH ¢
NOBTOPHLIMU CaMOMNPON3BOSIbHLIMM abopTamMu COnpoBoOXaa-
€TCA YMeHbLUeHneM B nepuepnyeckorn KpoBu Konmuyectsa
B-numdouuntos [26].

YcTtaHosneHo, 4to BBUI™ okasbiBaloT 3HaYMTENLHOE NHMMOK-
pylowee BnusaHMe Ha T-nMMOLUTLI, OQHAKO, Kakum 06pasom
BBUI BAnaloT Ha QYHKUUKM  pasfnnyHbiX cybrnonynsaumin
T-numdoumnToB, ocTaeTca HesdACHbIM. PesynstaTthl paHee npo-
BEeJIEHHbIX MCCNefoBaHuii, B XoAe KOTOpbIX ObIfo MokKasaHo,
yto BBUI npmeopat K B cOCTOSIHME MMMYHONOIrMYECKON TO-
NlepaHTHOCTU, MO3BONUNN cAenaTb BbIBOL O TOM, 410 BBUI
BbI3bIBAIOT MMMYHHYIO TONEPAHTHOCTbL MyTEM MoAynauumn cy6-
nonynaunin T-nuMoLnTOB, 0CO6EHHO T [27]. BbINO 06HapPY-
XXEHOo, 4YTo 6rnaronpusaTHoe gencteme BBUIM y 60nbHbIX CBA3@HO
KaK C yBeNIM4eHWeM KommyecTBa Cyononynaumm T, Tak u c
M3MEHEHNEM X Ka4eCTBEHHOro coctasa. B nccnegosaHusx Ha
XKMBOTHBIX MOAENAX ayTOMMMYHHOro 3Huedanommenura ycra-
HOBJEeHO, 4To BBUI™ 66111 HEe CNOCO6HbI 3aLLMTUTL OT Pa3BUTUA
3abofieBaHMs Mebller C genneuuent cyononynaumm T .
MexaHnambl, nexatime B ocHoBe gericteusa BBUIT — onocpepo-
BaHHOWM 3KCMaHCUWN N YCUIEHUS CYNPECCUBHBLIX CBOMCTB Cy6Mno-
nynaummn Ty, — OCTAIOTCH HEACHBIMU U ABMAIOTCHA NPegMeToM
JanbHenwmnx nccnegosannm [8, 27, 28].

Takum ob6pasom, cnocobHocTb BBUIN B3anmogencTeoBaTth C
COOTBETCTBYIOLLUMMN MMMYHOPETYNATOPHBIMA MOreKynamMmn u
KrneTkaMu Kak BPOX[AEHHOro, Tak 1 npuobpeTeHHOro UMMYHU-
TeTa, ABNAETCSH OCHOBOMW A1 BOCCTAHOBIIEHUA U COXPaHEHUS
MMMYHHOro paBHoBecus. V13 npuBefeHHbIX Bbille faHHbIX cre-
ayet, yto BBUI 6eccMbICNeHHO NpUMEHSTL Npy annasumm Kpo-
BETBOPEHUSA MOCIE BbICOKOLO3HON XMMMOTEPANnN, Tak Kak oT-
CYTCTBYIOT KNETOYHbIE MULLIEHWN A5 NPOABIEHNS UMMYHOMOJY-
nvpyrowmx ceoncTs IgG. IMEHHO 3TUM MOXHO O6BACHUTbL OT-
CYTCTBME 3HAYNMOr0 KITMHNYECKOro adpdpekTa nocne npumeHe-
Hua BBUIT y 60MnbHbIX B COCTOSIHUKX annasuun nocrne KoHauuuo-
HMpoBaHus B npouecce nposefeHus TICK. B 1o xe Bpems y
60NbLUOro KoM4yecTBa B60JbHbIX, MONYYUBLUMX XUMUOTEPaNUIO
YMEPEHHON MHTEHCUBHOCTU N HaXOOALLUMXCS He CTOSIbKO B CO-
CTOAAHUW annasuu, CKOMbKO B COCTOSIHUM MMMYHOCYNpeccuu
(Hanpumep, y 60MnbHbIX OCTPbIM NMMMAO061ACTHLIM NTENKO30M —
OnJ), npumeHeHne BBUIT MOXeT yMEHbLUNTb PUCK Pa3BUTUSA
MHMEKUMIA (HanpyuMep, rPUOKOBbLIX U BUPYCHbIX), MOCKOMbKY B
OCHOBE nartoreHesa noBTOPHbLIX MHPEKUMIA Y TaKUX NauMeHToB
MOXET fnexaTb HuU3Kas akTuBHoCcTb [K BCrneacTteue HWU3KOro
TUTpa uMpKynupyowmx AT, ogHaKo cepbesHble nccrnefoBaHus
B 9TOW 06nacTu OTCYTCTBYIOT.

YTunusaumsa KoMrnoHeHToB KomnnemeHta BBUI

YTunusaumsa akTUBHbLIX KOMMOHEHTOB KOMIMIEMEHTA BbICOKM-
My gosamu BBUIT aBnsetcs ogHUM 13 BaXKHEWLUNX 3(PIEKTOB
IgG npu ayTonmmyHHbIX 3a6onesaHuax. CBA3bIBAHWE MOMEKyn
IgG ¢ noTeHumanbHO BPeAHbIMW KOMMOHEHTaMW KOMMemMeHTa
(C3b, C4b, C3a n C5a) 6rnokmpyeT OEMNOHNPOBAHUE 3TUX KOMMO-
HEHTOB Ha KOHKPETHbIX MULLEHSAX (Npexae Bcero cocypax) u
npepoTepallaeT Ux nocrnegylolee MMMyHHOe MNOBpexaeHue,
KOTOpOe 06bI4HO MPOUCXOAUT BCIEACTBUE KITETOYHON OEeCTPyK-
Unn U/nnm YpeamepHoro socnanexus [29].

Cnoco6HocTb IgG K yTunM3auum KOMMOHEHTOB KOMMSIEMEHTa
npepgnoniaraeT peskoe paclumpeHve rnokasaHui K npuMeHeHuo
BBWI™ npu Bcex 3aboneBaHusaX, B naToreHese KOTOPbIX MPOAyK-
LM KOMMOHEHTOB KOMMMIEMEHTA UrpaeT BaxHyo porib. C y4eTomM
60MbLLOr0 KONMMYeCcTBa BbI3bIBAEMbIX KOMIMIIEMEHTOM NaToNoru-
YeCKMX COCTOSIHWIA 1 OrpaHnYeHHoM nocTasky npenaparos BBUI
pacLuMpeHre KIIMHUYECKUX MoKasaHu K NMpYMeHeHuo nocrnepn-
HWX OOMKHO ObITb OFPaHNYEHO OMacHbLIMU A5 XXN3HW 3abonesa-
HUAMW, KOTOpble NPeAcTaBnAlT npobnemy Ana o6LEeCTBEHHOro
3apaBooxpaHeHnst. OOHMM U3 COCTOSIHWUIA, KOTOPOe AeNCTBUTENMb-
HO COOTBETCTBYET 3TUM KPUTEPUSIM, ABMAETCA UHCYNLT, 3aHUMa-
oM 3-e MecTo cpeam NpUYMH CMepTn BO BCEM MUPE U MPUBO-
OAWMIA K Heo6paTUMbIM HEBPOSOrMHYECKMM U3MEHEHUAM U Kak
cnencteue K nHeanuamsaumu [30]. B 70-80% cry4aeB BOSHUKHO-
BEHME VHCYmnbTa BbI3BaHO OKKIIIO3Men apTepun (Hambonee 4acTto
cpedHel MO3roBOM) C MOCneayloLwen UILEMUEA HEMPOHOB, YTO
3anyckaeT akTMBauuio KOMMeMeHTa 1 BocnaneHue in situ [31].
MbilWwmHaa Mofens TPaH3UTOPHOM OKKIO3MU CpefHen MO3roBoWn
apTepum 6blna Mcnonb3oBaHa Afs 1UccrefoBaHns BAUSHUA Npu-
MeHeHusi BBUIT Ha TeyeHue SKCNepUMEHTanbHOro WHCYyNbTa.
Beenenune BBUI B fo3e 2 r/kr nn6o go memmu, nmoo vepes 3 4
nocre OKKIo3MN NpakTUHYeCKN MOSIHOCTLIO MpefoTspaLlano ne-
TasnbHOCTb, CMOCOOGCTBOBASIO YMEHbLLEHUIO pasMepoB ULLIEMUN
Ha 60% u HeBponornyeckoro geguumra B 2—3 pasa no cpasHe-
HMIO C aHanorn4HbIMM NokasaTtensamy B KOHTPOSILHOW rpyrne Xu-
BOTHbIX, MOMy4aBLUMX TOSMbKO anbOyMWUH W CONMEeBOW pacTBoOp.
TakoW xe NpoTeKTUBHLIV 3ddpeKT Habmoaancsa npu UCnonsL3osa-
Hun BBUI B MeHbLUelt gose — 0,5 r/kr [32].

VY MblIlen ¢ OTCYTCTBUEM FeHa, KOAMPYIOLLEro BaXXHEWLLUT
KOMMOHeHT koMnniemeHTa C5 (C57-), y KOTOpbIX BbI3blBaM ULLIE-
MUIO FOSIOBHOIrO MO3ra € nocneayoLmmM BOCCTaHOBIEHNEM NPO-
XOAMMOCTU apTepun, OTMevanucb ny4llee BOCCTaHOBEHWe
HEBPOJOrMYECKUX (PYHKLUMIA U MeHbLUAs CTeNeHb NoBpexXaeHns
rOSIOBHOrO MO3ra Mo CPaBHEHWIO C «OUKUM» TUMOM.

BbIno o6HapyXeHo, 4TO NpY TakoM MOBPEXAEHUN FONTOBHOIO
Mo3ra Habnoganock yeenuydeHne C3b-koMnoHeHTa Kommne-
MeHTa B 30He uwemun. JleyeHne BBUIT npusoamuno K Bbipa-
XEeHHOW cynpeccun cesasbiBaHns C3b-koMnoHeHTa KoMMNIeMeH-
Ta. AHanu3 o6pasuoB MO3ra, Mosfy4eHHbIX U3 30H ULLEMUN,
nokasasn, 4To y Mbiwen, nony4aswmx BBUI, yenoseyveckuin
IgG cBA3biBan dparmeHTbl C3b-KOMMOHEHTa KOMMieMeHTa
XUBOTHbIX. DTN faHHble CBUAOETENbCTBYIOT O TOM, YTO 3aLUmUT-
HbIn MexaHu3Mm gencteua BBUI ceagaH ¢ yTunusaumen Komno-
HEHTOB KOMMMJIEMEHTA.

KneTo4Hyto KynsTypy U3 HEMPOHOB MOABEPranvn KNCIopoaHo-
My W YrNeBOOHOMY rONOAaHWMI0 in Vitro, UMUTUPYA CUTYyauuio
in vivo, BbI3BaHHYIO 06CTPYKUMEN apTepun. YBenMyeHne Bbipa-
60TKWN B HEMPOHax co6CTBEHHbIX C3-KOMMOHEHTA KOMIMJIEMEHTA
M Kacnasbl-3, oTMe4aBLUeecs B 3TUX YCNOBUAX, MOATBEPXAAET,



MexaHn3mbl gencTeunsa BHYTPUBEHHbIX VIMMyHOFJ'IOﬁyJ'II/IHOB N nNepcnekTuBbl X NPUMEHEHNA B [ETCKOM OHKOreMaTonorm4yeckom npakTunke

YTO MUMOKCUSI MO3ra MOXET BblI3blBaTb OMNOCPEAOBAHHbIN KOM-
nnemeHToM anontod. Kak reHepaums C3-KOMMOHETOB KOMIe-
MEHTa, TaK 1 NpoayKumsa kacnasbl-3 66111 nogasneHsl gob6asne-
Huem BBUIT B HEMPOHHYIO KNETOYHYIO KyNbTypy [32].

PesynstaTthbl BblWENpUBEAEHHbIX WUCCNEAOBaHUA SABMAOTCA
OYeHb O6HaAEXMBAKOLMMU U NPEACTaBMAAOT COO0M CEPbE3HbIN
apryMeHT B Mofb3y opraHmsaumm v npoBefeHns KIMHUYECKNX
ncenegoBaHn ¢ mcnonb3oBaHmem BBUIT kak BO3MOXHOW akK-
TUBHOW Tepanuu UHCynbTa.

Kpome Toro, gevicteBue BBUIT gomxHO 6biTb NMPOBEPEHO Ha
MoZensax OpYyrux COCTOSHUA YenoBeKa, Mpu KOTOPbIX ULLIEeMUS
NPUBOAMUT K BbIpaboTke NaTonorm4yecknx KOMMOHEHTOB KOMIfe-
MeHTa. B OeTCKo OHKOreMaTosniormMyeckon NpakTuKe Takue cu-
Tyauum MOryT BO3HUKATb MpU NMPUMEHEHUN onpefeneHHbIX rnpe-
napaToB, COMPSXXEHHbIX C NOTEHLMaNbHbIM PUCKOM BO3HUKHOBE-
HUA TPOMOO30B B COCydax [ONIOBHOMO MO3ra, Hanpumep
L-acnaparuHasbl. EcTb BCce ocHOBaHWs nonaratb, YTO OOHUM U3
3BEHbEB NaToreHesa TSAXENOoW HEeBPONOrm4ecKom TOKCUHHOCTMU,
BO3HUKAIOLLEN Npu NpoBeAeHUN BbICOKOAO3HOW XMMUoTepanuu
1 NPOABASAIOLLENCA HAPYLLUEHUSMU CO3HAHWS, Cyaoporamu, Hesa-
BUCMMO OT MPUYUHBI, MOXET OblTb UMEHHO aKTUBaUUsA KOMIMO-
HEHTOB KOMMJfIEMEHTa BCMEACTBME ULLIEMUU HEMPOHOB MO3ra.
MpumeHeHne cpepHux [o3 BBUIT MoxXeT 6bITb OOHUM U3 Bapu-
aHTOB NaTOreHeTUYECKON Tepannmn Takux COCTOSTHUN, YTO TPeby-
€T JanbHenwero n3y4eHus.
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Mpenapatel BBUIN cogepxat MHTakTHble monekynbl 1gG ¢
pacnpepeneHneMm no u3otunam, nofobHO O06HApPY>XeHHOMY B
HOpMarnbHOWM 4YenoBeYecKom CbIBOPOTKe. Kak coobLyanoch eLle
B 1982 r., nommmo moHomepHoro IgG, npenapatsl BBUIT co-
gepxat gumepHblie Monekynbl IgG. B To BpemMsa KnnMHWYeckoe
3Ha4veHune nocnefHuX 6b110 He NOHATHLIM: Y4aCTBYIOT NI OHW B
mMexaHuame pencteua IgG unm okasbiBatoT BAMAHME Ha nepe-
HocumocTb WHy3un. lMpenapaTtel BBUIT copepxart Bapua-
6e/bHOe KONM4eCTBO MOHOMEPHOIo 1 AuMepHoro IgG, cyLuecT-
BYIOLLEr0 B AMHaMW4Y4EeCKOM paBHOBECUMM B 3aBUCUMOCTU OT
koHueHTpauumn IgG, pH pacTtBopa, TemnepaTypbl XpaHeHus 1
pas3mMepa WCXOOHOro poHopckoro nyna [33, 34] (puc. 2).
[ononHutensHo aMuduiibHble aMUHOKUCTOTHI, Takue Kak
NPOJIMH, KOTOpblE cofepxXaTt U rmapodunbHele, U ruapodoot-
Hble XMMWYecKne rpymnmnbl, MOTYyT BNNATL HA o6pa3oBaHne au-
mepoB IgG, BeposiTHO, B3aMMOAEWCTBYS C rMAPOGO6HBIMU
rpynnamu B Monekyne IgG, npegoTepallas 6e1KoBo-6eKoByo
accoumnaumio u ctabunuanpysa monekysnsl IgG B X MOHOMEPHOW
dopme. OumepHsbii IgG MOXHO Habnogartb C NMOMOLLLIO 3M1eK-
TPOHHOW MUKPOCKOMUU, U OH MOXET ObITb BblenieH MeToAoM
BbICOKO3(PheKTUBHOM NunupHon xpomartorpadun [35]. MNpen-
nonaraetcs, 4to gumepbl IgG npepcTaBnsalOT cobon napebl
MANOTUM—aHTUNOUOTUN, KOTOPbIE CMOCOGCTBYIOT UMMYHOpPEry-
naropHomy gencteuio BBUIN [36-38]. VMimeeTca orpaHuyeHHas
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Puc. 2. ®akTopsbl, Bnusowme Ha o6pa3oBaHue gumepos IgG (umT. no [33]).
BonbLuon pasmep AOHOPCKOro nyna, H1U3kas Temneparypa, BbiCOkMe 3HaveHust pH v Bbicokas KoHueHTpaums IgG ysennumsaioT obpa3oBaHune gnme-

pos IgG B npenapartax BBUI.
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MHpopMaLma 0 NOoTEHUMaNbHbIX Pasnuymax cneumpuyHocTen
AT B MOHOMEPHbIX 1 AMMEPHBbIX dpakumsx IgG n o pasnnyHom
MMMYHOJTOrMHYECKOM 3Ha4YeHUn 3TUX PpaKkunil.

Mpn MMMYHOLMTONOrMHYECKOM MCCNefoBaHUM KIETOK anuTe-
nvsa Yenoseka 2-ro tuna (HEP-2), koTopoe TpaguuMOHHO WC-
Nnomnb3ytT ANA Ceposiorm4eckon AMarHOCTUKM ayTOUMMYHHbIX
3abos1eBaHnn, 6bINO NMOKa3aHO YeTKoe pasnnyne B OKpalumsa-
HUM B 3aBMCMMOCTM OT ucnonb3dyemon dpakumm IgG. He pas-
JeneHHble Ha dpakuum IgG, T.e. MOHOMEPHbIV 1 agumepHbIn IgG,
YeTKO pacrnosHatoT ayToaHTuUreHsl B HEP-2 kneTtkax ¢ o6pasosa-
HMEM MepUHYKIeapHoOn CTPYKTYpPbl C MHTEHCMBHBLIM OKpaluvBa-
HMEM KaK AdepHbIX, TaK U LUTOCKENETHLIX CTPYKTYP AMMEPHON
dpakumen IgG. Mpyn 3TOM HWKakme naTosiorMyeckme ayTouM-
MYHHbIE CTPYKTYpbl He Habmoganuck. NMogobHoe ysBenuyeHve
aKTMBHOCTU AumepHon dpakumm IgG Habnoganocs NpoTMe K-
30TOKcUMHa Pseudomonas aeruginosa, YCNOBHO-NATOreHHOro
MHMPEKLMOHHOIO areHTa, MMELLEro KIMHUYecKoe 3HaveHue y
MMMYHOKOMMPOMETMPOBAHHbIX MauMeHTOB. OTU pe3ynbTaTbl
NO3BONAOT MPEAnONoXWTb, YTO AumepHasa dpakums IgG, Bos-
HuKaroLasa npu nonyyeHun npenapatos BBUIM ns 6onbLumx go-
HOpPCKuUX nynos, o6oraiieHa AT ornpefeneHHbIx cneumgpu4Ho-
CTEN, HO He TeMWU, KOTOPbIe AeMacKMpyroTCs B pedynstaTe auc-
coumaumnm gumepHon dpakumm IgG, n oHa MOXeT NpefcTaBnaTb
€060 TaK HasblBaEMYIO MOMOTUMMYECKYIO CeTb. DTa naes 6bina
B [alibHenLleM rnpoBepeHa ¢ NOMOLLIbIO BbIAENEHHbIX Mo creun-
dmyHocT n3 BBUIT AT k peuenTopy Siglec-9. Siglec — cemeli-
CTBO 6ENIKOB MOBEPXHOCTU KIETOK, OBGHApY>XeHHbIX npexpae
BCEro Ha remMornoatmnyeckmx knetkax. OHM COeauHATCS C Co-
JepxawumMn cuarnosble KWUCOTbl NUraHgamu nonucaxapuaa,
CBfI3aHbl C KNETOYHLIMU CUMHATBHBLIMW MPOBOAALLMMU MYTAMHK, a
ecTecTBeHHble AT npoTuB 6enKkoB cemencTea Siglec moryT cno-
cobcTBOBaThL peanu3aunn NpoTUBOBOCMANUTENbHBLIX MEXaHU3-
Mo BBUIT [39]. MIMMO6GUNU3MpoBaHHbIE W BblAENEHHbIE MO
crneundunyHocTn aHTu-Siglec-9-AT He CBS3bIBaNIUCh C MOHOMEP-
HOW (ppakumen IgG, Toroa kak guccoummpoBaHHas OMMepHas
dpakuma IgG 6bina HeTko cBsi3aHa C ee npegnonaraemMbiM aHTu-
MANOTUNNYECKUM MapTHEPOM, YTO CBUAETENILCTBYET O HANNYMK
MONOTUMNNYECKOW CETU B AnMepHon cpakuum IgG.

MepeHocumocTb MHAY3uK pacTeopa BBUIT onpenensetca B
TOM 4mcrie BenMyMHoW anmMepHon dpakumm IgG. B uccneposa-
HUW | dhasbl o6pasubl KPOBU ObIn B3SIThl Y 300POBbLIX [O6PO-
BOMbLIEB HEMOCPEACTBEHHO MNepefn 1 nocne 24-4acoBon MHMY-
3um BBUT. Oo3za (0,4 r/kr) n ckopocTb BBeaeHus BBUI 6binn
OfMHaKOBbIMM Y BCEX [06pPOBOSbLEB. Perncrpmposanu TpaHau-
TOPHbIE paHHWE HeXenaTerbHble ABIEHNs], Takue Kak NnoBblLLe-
HWe Temneparypsbl Tena, 03Ho6, Muanrum, HefoMoraHue, rofnos-
Has 60sb, MMMNOTEH3UA W TOLLUHOTA; MEPEHOCUMOCTb WHAY3UN
oLeHuBanach Kak xopoLuas unu nnoxas. AHanm3 KMHeTUYeCKuX
napamMeTpoB BbISIBUN YBESIMYEHME B KPOBW MPOBOCNANIUTESNbHBLIX
untokmHoB (TNF-q, IL-6, IL-8) ¢ MakcMManbHbIMU 3Ha4YEHUAMU
Ha 2, 3, 4 1 5-M Yacy UHdY3MK ¢ nocnenyoLLMM MosIBNEHNEM
aHTaroHMCTOB LUTOKMHOB — IL-1Ra 1 pacTBoprMbIX peLenTopos
TNF (TNFRI n TNFR2). 3T n3mMeHeHusi KOHLEHTpaummn LUTOKN-
HOB COMPOBOXAANNCb TPAH3UTOPHBLIM YMEHbLLEHWEM KOSINYECT-
Ba HEMTPOUIIOB, MOHOLMTOB W1 NIMMOLIMTOB C MOCIEAYOLLNM
yBenuyeHnem Konuyectasa Henmtpodunos. Bce nokasarenn Hop-
Manusosanuce Yepes 24 4 nocne nHdysnm [40]. KoHueHTpaums
LIMTOKMHOB U KONMUYECTBO HeXenaTesbHbIX ABMNEeHUn y [o6po-
BOMbLIEB OMNpefensanm nepeHocUMMocTb MHPY3nK. KoHueHTpaumm

LIMTOKMHOB, NPOAyLIMpYeMbIX MTMMAOLMUTAMU N HE YHaCTBYIOLLMX
B paHHen ase BocnanuTeNlbHbIX peakuui (Hanpumep,
nHTepcepoH-y — IFN-y, IL-2 1 IL-4), He noBbILWaNMCL BO BPeEMS
nHdy3un. Bennunna gumepHon dpakumm IgG, namepeHHas B
obpasuax BBUI', koppenvpoBana ¢ MakCumasibHbIMU KOHLEH-
TpauMaMn npoBoCnanuTesnbHbIX LUTOKUHOB, W3MEPEHHbLIMU
nocne HasHadeHuss BBUII, n BenuunHa aton pakumm 6onee
12% conposoxpanacb MIOXON MNEePeHOCUMOCTLIO WHAY3UIA
13-3a WHOYKLMW TPaH3UTOPHOW BOCNANUTENbHOM peakuuu.
[MTockonbKy He 6bII0 HUKaKUX OCHOBaHW ANA akTvsBauuu KOM-
niemMeHTa, BepOATHbIN MEXaHN3M BO3HUKHOBEHWS 3TUX TPaH3u-
TOPHBLIX BOCManNUTeNbHbIX peakuun 3akno4aeTcs BO B3auMO-
OEeNCTBUM MMMYHHbIX KOMMekcoB B dopme anmepHoro IgG ¢
KrneToyHbIMK FcyR.

HecMoTpsa Ha ux accoumaumio ¢ BbilLeykasaHHbIMU PaHHUMMU
HexxenaTenbHbIMU ABMEHNSAMUW, UMEHHO aumepsbl IgG, BeposATHO,
UrpatoT BaXKHYO WUMMYHOPETYNMPYIOLLYIO POfb MpU JNIeHeHun
ayTOMMMYHHbIX 3a60MeBaHNii, 1 NO3ITOMY UX He criegyeT MosHo-
CTbiO yOanaTb U3 npenapatos BBUI. BMecTo aTOro cogepxxaHve
avmepHor dpakummn IgG Heob6XxoaMMO KOHTPONMpOBaTb M OHO
JOIMKHO 6bITb HUXE ornpefenieHHOro NoporoBoro 3Ha4eHus.

MmmyHomopynsiums cuanupoBaHHbim IgG

XoTs nmapafgokcasibHble Mpo- U NPOTMBOBOCMNANUTESNbHbIE
csovictea IgG 6bInn OaBHO M3BECTHbI, B Te4eHWe JONroro Bpe-
MEHN MeXaHU3Mbl WX MNPOSIBNIEHUS OCTaBasICb HEACHbIMM.
HecMoTpsi Ha MHOro4mMcneHHble npepnaraeMble MoJenu, ycne-
XamM B 3TOM o06racTv MpenatcTBoBana HexesaTka Mofenem
in vivo, KOTopble MOrnu 6bl BOCMPOU3BECTM NPOTUBOBOCMANN-
TeNbHYI0 aKTUBHOCTb BbICOKMX [03 BBUIT, n HenonHoe 3HaHne
6MOXMMNYECKOrO COCTaBa aKTUBHLIX KOMIMOHEHTOB B rpenapa-
Tax BBUII', TpebyeMbIx st akTUBHOCTW in Vivo.

[na pelweHnsa aTUx npobnem 6binM co3faHbl MbILLMHbIE MO-
Jenu BocrnanutenbHbIX 3a605ieBaHNIN, KOTOpble KOHTPONMpoBa-
nmck 6narofaps NPOTUBOBOCMANUTENBHOM aKTUBHOCTU BbICOKMX
no3 BBUI vnu ero Fe-tpparmeHtamu, — UTT1 [41], peBmaTong-
HbIM apTpuT [42] 1 HedpoToKCHMYecknin Hedput [43]. Heob-
XOAMMOCTb Hanuymsa Fc-cpparmeHToB 1 HrnMémpytowero FeyRllb
AN NPOsIBMIEHNs MPOTUBOBOCNANNTENbHOW akTuBHOCTM IgG cHa-
Yyana 6bina NpoAeMOoHCTpUpoBaHa Ha MbiwmnHon mopenu UTTI.
Hasna4yeHne TepaneBTMHeCcKUX [03 WMHTAKTHOro AT unm MOHO-
MepHbIX hparMeHToB Fc-peLenTtopoB MbIlLaM, Kak «OMKOro»
TMNa, Tak u rymaHmaumposaHHbix no FcyR, npepoTtepalyano no-
TpebneHne TPOMOOUUTOB, 3anyLleHHoe MnaToreHHbIM ayTo-AT.
N Hao6opoT, nHaktueaums FcyRllb nubo nytem reHeTnyeckomn
Jeneumu, NM60 ¢ NOMOLLBIO MOHOKITOHASbHbIX 6/10KMpYoLWnX AT
OTMEHSAa 3TOT 3alUMTHbLIN 3dodpekT [41].

Ha mopenu aptputa BBUIT BbI3biBanu akcnpeccuio FeyRIlb
Ha VHMUNLTPUPYIOLLMX Makpodarax, HO He Ha HeuTpodunax,
YTO YKa3sblBaeT Ha peLuaroLLyto posb akTMBaumMm Makpodaros B
BbI3BaHHOM AT BocnaneHuu. 3almTHbi agpcpekT BBUI He npo-
ABnancs y Mblwen ¢ geduvumutom KCD-1, yto nog4vepkmsano
BaxxHOCTb KC®-1-3aBmcumon cybnonynsaumm makpodaros [42].

Tak HasblBaeMbli akTuBupyowmin Fc-peuentop — FcyRIV
yyacTByeT B naToreHe3e ayTOMMMYHHbIX 3abonesaHum.
Bnokunposanue cessn FcyRIV ¢ natonorn4yeckumu aHTMTpomo0-
untapHbiMm AT 6b1S10 JOCTATOYHBIM AJ1S1 TOrO, YTOObI 3aLLUUTUTL
MbilLlen OT Bbi3BaHHOW AT TpomobouutoneHun [43]. Mopor ans
aKTMBauMn makpodyaros OnpefenseTcs COOTHOLLUEHWEM 3KC-
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npeccun aktusmpytowero FcyRIV n ero nuHrmémpyoero aHtm-
noga — FcyRllb [44]. BnokuposaHue FcyRIV ¢ nomoLlbio MOHO-
KrnoHanbHbIX AT unu Bbicokux fo3 BBUIN ¢ uenbio nHrnéuposa-
Hus FcyRIV n aktnBaumm FeyRIlb sawuuano melwert ot Hedpo-
TOKCMYECKOro Hedpura.

Mockonbky ravko3unnuposaHve IgG oTnnyaeTcs y 60MbHbIX C
peBMaTOMOHBLIM apTPUTOM U HEKOTOPbIMKW hopMaMu ayTouM-
MYHHOIO BacKynura, 6b1510 Bbicka3aHo NpeanosioXXeHue, 4To oT-
JernbHble MMUKO3nnMpoBaHHble opMbl IgG MoryT nMmeTb 3Hade-
HWe B Moaynsauumn acpdekTopHom dpyHKumm AT in vivo. Ons onpe-
JeneHnsa noTeHuManbHOM ponnv CTPYKTYpbl nonucaxapuia
Fc-cparmenTta IgG B npoTMBOBOCMANUTENBHON AKTMBHOCTU
BBWUI™ aTn yrnesoabl 661N yaaneHsl, 1 rnocne 3Toro 6bina oue-
HeHa Cnoco6HOCTb Aernnko3nnmposaHHbix BBUI™ nHrnévposats
BOCManUTeNbHbIE peakunm Ha MOAENY PpeBMaTONAHOro apTpuTa.
HernukoaunuposaHHsle BBUIN okasanuck HecnocobHbIMK Mpo-
ABUTb MPOTMBOBOCNANUTESNIbHYIO aKTUBHOCTL [45]. [danbHeriuee
ncenefoBaHve nokasarno, YTo MpPoTMBOBOCNANUTENbLHAA aKTUB-
HocTb BBUI cBAgaHa ¢ He3Ha4MTENbHOW MonynsaumMen Monekyn
IgG, KoTopas codepXwuT TepMUHalbHble o-2,6-CuanoBble Kuc-
NOTHble CBA3M Ha Fc-cBfA3aHHbIX nonucaxapupax [46]. Takas
nonucaxapvpgHas CTpykTypa 6bina obHapyXeHa nuuwb B 1-3%
monekyn IgG B npenapatax BBUIT, 4TO MOXET O6BACHUTL He-
06X0OUMOCTb MPUMEHEHUS WMMEHHO BbICOKMX [o3 BBUT.
PesynbraThl HefaBHO NMPOBEEHHBLIX UCCIE[oBaHUA NoKasbiBa-
10T, YTO MpoTMBOBOCNaNUTesNbHble ceocTea BBUIT MoxHO nos-
HOCTbIO BOCMPOM3BECTN C NMOMOLLIbIO PEKOMOUHAHTHOIO npena-
pata, COOTBETCTBYIOLLEro cuanMpoBaHHbIM Fc-thparmMeHTam
IgG [46]. Takoi pekoMbMHaHTHbIV Npenapat obnagan B 35 pas
60ree BbICOKOM aKTUBHOCTLIO in ViVO N MOXET UCMOSb30BaTbCs
B ropasfo 6oree HU3KUX Jo3ax, Yem npenapatsl BBUII.

[na nposBrneHnsa nNpoTUMBOBOCMANUTENBHOrO adyhekTa cua-
nvpoBaHHble Fc-dparmeHTbl IgG TpebytoT akcnpeccun cneum-
anbHoro nektuHa C-tmna, Tak HadbiBaemoro Belectsa SIGN-R1,
Ha Makpodarax B MapruHanbHOW 30He ceneseHkn [47].
CnneHakTomus, noteps SIGN-R1+-kneTok B MapruHanbHou 30He
ceneseHku, 6rokaga YrneBOOHOrO [OMeHa pacrno3HaBaHus
SIGN-R1 vnnun reHetnyeckas geneuma SIGN-R1 aHHynuposanu
NPOTUBOBOCMANUTENBHYIO akTuBHOCTL BBUII nnu cnanvposaH-
HbiXx Fc-dpparmenToB IgG. SIGN-R1 He coeguHseTca ¢ niobbiMu
CvanupoBaHHbLIMK nonucaxapuvaamMmu 1 rmmkonpoTenHamu, a ns-
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Puc. 3. Beccob6biTUiHas BbDKMBAEMOCTb AeTer, 6onbHbix OJI1, B
3aBMCUMOCTM OT NnpuMeHeHnns BBUI (uut. no [50]).
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6upaTenbHO CBA3bIBAETCA MMEHHO C o-2,6-CManvMpOoBaHHbIMU
Fc-pparmeHtamm IgG, 4To NnoaTBEpPXAAET TOT PAKT, YTO Creun-
hMHECKMI CBA3bIBAIOLLMIA YHaCTOK CO3[aH cuanuposaHuem Fc-
dparmeHToB IgG.

C otkpbiTnem FeyRllb cnanuposarHoro IgG 1 SIGN-R1 ctanu
MOHATHbI HEKOTOPbIE U3 MEXaHW3MOB MPOTUBOBOCMANUTENBHOIO
apcpekta BBUT .

Wcnonb3oBaHne BBUI B geTckon oHKoremartosoru4ec-
KOW NpaKTuke

Pa6oT, nocesiLLeHHbIX npuMeHeHuio BBUIN B geTckon oHKore-
MaTofIorM4ecKon npakTuke, npakTuyecku HeT. Ham ypanocb
HaNTW TOMbKO 3 TakKnx UccnegoBaHus.

B ogHom m3 uccnepoBaHuii 60 getent, 6onbHbIX OJ1J1, 66K
paHOOMU3MpPOBaHbl B MOMEHT MOCTaHOBKWU AauarHo3a: 30 601b-
Hbix nonyyYanu BBUI B go3e 100 Mr/Kr exxeHedenbHO B TEHEHME
nepBbix 3 Mec, 3aTem no 200 Mr/kr 2 pasa B MecsiL, B TeHeHNE 4,
5 n 6-ro Mmecsaua; octasnbHble 30 60MbHLIX Monyyanu nnaueoéo.
ABTOpLI caoenann BbIBOA, 06 3PEKTUBHOCTU MPOUNAKTUKN
MHeKunin ¢ nomoLubo BBUITT [48].

Llenbto gpyroro uccnegoBaHus 6bina oueHka 3eKTUBHOCTU
npumeHeHua BBUIN ana cHuxeHusa 3abonesaeMocTy HMpeKums-
MU B MHAyKummn pemmccnm OJ1J1. Mo ausaiiHy 3To UccnenoBaHve
6bINIO PaHAOMU3NPOBAHHbLIM, ABOWHBLIM cnensiM. OgHa rpynna
naumeHToB nonyyana BBUIT, o6oraiueHHbi IgM (MeHTarno6uH®),
B fo3e 150 mr/kr B 0, 10 n 20-11 gHK, gpyras — nnaue6o. ABTopam
He ydanocb OBGHApPYXWUTb CTAaTUCTUYECKM 3HAYUMbIX Pasfnyunin
B KONMMYECTBE CEMNTUYECKMX IMNN3040B Y NaLMEHTOB, NONyYaBLLUMX
nnauebo, n nauneHToB, nony4asLumx BBUI™ [49].

Ewe ogHo mnccneposaHve [50] 6b110 NpoBeOeHO HedaBHO U
BKIto4ano 53 geteit, 6onbHbIx OJ1J1, U3 HUX 25 nauneHToB Ha 22,
29 1 36-7 OHW MHOYKUMOHHOW Tepanuu npoTtokona ALL-MB-2002
nonyyanu BBUI (CaHporno6ynuH®, «HosapTuc», LlBenuapus
nnm Oktaram® 5%, «OkTadapma», ABcTpusi) B fose 0,1-0,2 r/kr,
ocTanbHble 28 60MbHbIX COCTaBUIMU FPYNNY UCTOPUHECKOTO KOH-
Tpons. [pynnbl 6651 CONOCTaBMMbI MO MONY 1 BO3pacTy, UMMY-
HO(PEHOTUMNYECKNM XapaKTepUcTUKam 61acTHbIX KNETOK, UHU-
LUmansHOMY KONMMYecTBY NENKOLUTOB B Nepudepryeckorn Kposu,
pacnpefeneHuio nauueHToB no rpynnamM pucka. 5-netHsas 6ec-
CO6bITUIMHAA BbXMBaeMocTb (event-free survival — EFS) 60nb-
HbIX FPYMMbl ICTOPUYECKOrO KOHTpONs coctaBuna 72 + 9% (ve-
AvaHa HaénogeHns 37,72 Mec), 3KCnepuMeHTanbHOM rpynnbl —
100% (Megunana Habnogenus 26,03 mec; p = 0,0432) (puc. 3).
Peungmebl 6binn guarHoctuposaHbl y 4 (14,8%) peTen rpynnbl
MCTOPUYECKOrO KOHTPOSS, PeuuavBOB B 3SKCMEpUMEHTasIbHON
rpynne He 6b1n10 (p = 0,045). ®apMako-3KOHOMUYECKNIA aHaNM3
nokasarsi, 4YTo, HECMOTPS Ha BbICOKYKO CTOMMOCTb MpenapaToB
BBUI, nx ncrnonb3oBaHne okasanoch onpasAaHHbIM C MeaULMH-
CKOW TOYKM 3peHus (NMosyyYeH BbICOKMI nokasatens EFS nauu-
eHToB ¢ OJ1J1) N 3KOHOMWYECKM BbIFOAHBLIM 3a CHET YMEHbLLIEHUS
3aTpar Ha neveHve MHAeKUM u peunameoB. OgHaKo 3TN OaH-
Hble TPebyloT MOATBEPXAEHUS B OOMbLUMX KOHTPOMMPYEMbIX
NPOCNEKTUBHBIX UCCegoBaHUAX.

3aknroueHue
XoT4 BbiCOKMe fo3bl BBUIT B HacTosLLee BpeMs LLUMPOKO UC-

NoNb3YKOTCA ONA Nie4eHUAa ayTOMMMYHHbIX U BOCNaliTEeSIbHbIX
3aboneBaHum, X 3Ha4YeHWe N OEeTCKOW OHKOMOrM4eckKom u re-
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MaTONTIOrMYECKON MPaKTUKN OCTaeTcs HesdCHbIM. HecmoTps Ha
LIMpokoe npumeHeHne BBUIM B pyTUHHON KIMHWYECKOW MpakTu-
Ke, Kakue-nnubo KIMHUYECKWE WccrnefoBaHus, MnoaTBepXaaro-
wme adpdekTneHocTb BBUIT B kavecTBe KOMNOHEHTa COMNPOBO-
OuTenbHOM Tepanun C LUenbio NpounakTUKn MHMEKLUMOHHbIX
OCJTOXKHEHUIN Y 6OJIbHbIX OHKOremMaTosiorn4eckumm 3abonesaHu-
AMU, MPAKTUYECKUN MOSTHOCTBLIO OTCYTCTBYIOT. Bpayuun ncnonsayor
BBWI, He noHnMas MexaHn3mbl OeNCTBUSA 3TUX HEOObIYHbIX Ne-
KapCTBEHHBLIX CPEACTB, HEe aHanuM3upysa UxX peasbHbI BKrag B
061Uy 3hPeKTUBHOCTL Tepanuu. Mexay TeM MexaHn3Mbl Oemn-
cteuss BBUIN Ha cucteMy MMMyHUTETa YernoBeKka ABNATCA [0-
BOJIbHO CJIOXHBIMW M [0 KOHLA He MOHATHbIMW. [daHHble, nped-
CTaBJIEHHbIE B HACTOSLLEN CTaTbe, MOKa3bIBaoT, YTO AN peanu-
3aummn nobbix addpektos BBUIT Heobxoanma cuctema KneTou-
HOro WMMyHUTETa, MOo3TOMy npuMeHeHve BBWI Henocpepn-
CTBEHHO B Mepuo UHOYLMPOBaAHHOM XMMUOTepanuven annaswvu
KPOBETBOPEHMSA, NO-BMANMOMY, HelenecoobpasHo. OgHako uc-
nones3osaHve BBUIM MOXET yMEHbLUNTL YaCcTOTY MHADEKLIMOHHBIX
OCJTOXXHEHUI, BO3HUKAIOLWMX BCNEACTBME WVMMYHOCYMNPECCUN.
B cBA3K C 3TUM pexumbl XMMMoTepanun, ConpoBoXaaroLLmMecs
BbIPa>XEHHON WMMYHOCYMNPECCUEN, CBSA3AHHOW C ANUTENbHbLIM
NPYMEHEHVEM TTIHIOKOKOPTUKOCTEPOUIOB, BUHKPUCTUHA, METO-
TpekcaTta, Hanpumep, nogaepxuearowias Tepanus OJ1J1, moryT
ObITb NOKa3aHneM AN NpodunakTU4eckoro npumeHeHns BB .

B peaynbrate aHanusa B3avmooTHoleHu BBUIT n cuctemsl
KOMMSIEMeHTa 6bI10 NpeasioxeHo npuMmeHexHne BBUIT Bo Bpewms
MLIEMUM TONOBHOMO MO3ra, BbI3BaHHOW Pasnn4YHbIMU Mpu4mHa-
MU, C ULEemnbilo YMEeHbLUeHUs HeBposiormyeckoro peduuymra.
[MocKoMbKY HEBPONOrnM4eckue OCIOXHEHUS, BO3HMKaoLLMe BO
BpeMSs XMMuoTepanuu, 4acTo ABNATCA NPOABNEHUAMU ULLIEMUN
rOfIOBHOrO MO3ra v npeacTaBnsaioT CO60MN cepbe3Hyto Npobnemy
B [IETCKOM OHKOreMaTosniorMyeckor npaktuke, KnmHu4eckme uc-
cneposaHus Mo ncnonb3osaHnio BBUIM B KoMninekcHom Tepanvu
HEBPOJTOrMYECKNX OCMOXHEHUI NPEefCcTaBAloTCA Ype3BblHanHo
nepcneKTUBHLIMU.
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lll MeXpervoHanbHaa Hay4YHoO-NpaKTn4yeckas
KOHpepeHUuns Nno remohunum
CeBepo-3anagHoro cegepanbHoro okpyra PO
CaHkT-lNeTepbypr, 15-16 ceHtabpsa 2010 r.

1 1 6 ceHTA6ps 2010 r. B npuropoge CaHKT-
5_ Metepbypra coctosanacb |l Mexpe-
rMoHarnbHasa Hay4Ho-npakTuyeckas KoHdepeHums rno remodu-
nmm CeBepo-3anagHoro cdenepansHoro okpyra (C3®0) PO, B
paboTe KOTOpPON NpuHANKU y4actue 6onee 80 4enoBek.

OTkpbiBas KoHtpepeHuuto, A.B.Kum, cneunanuct Komuteta
no 3gpasooxpaHeHnto npasutenscTea CaHkT-lNeTepbypra, nog-
YepKHYN BaXXHOCTb cobbiTnsa ansa C3MO n oTmeTun, 4YTo remo-
dunus n gpyrme HacnegcTBeHHble koarynonatum (HK) 6binm m
ocTarTcs npobnemMon Ona AeTen, B3POCHbIX U LenbIX ceMeln,
peLmnTs ee MOXHO TOSIbKO COBMECTHbIMW YCUIIUAMU OpraHoB
rocyfapCTBeHHON BnacTu, Bpademn, uccrnepgosaTenen, naumeH-
TOB, (hapmaLeBTUYECKNX KOMMaHW, OB6LLECTBEHHbIX U 6raro-
TBOPUTENbHBLIX OpraHu3aunii.

MpuBeTCcTBME yYacTHMKAM KOHEpeHuMn npucnan 3amecTu-
Tenb NofHOMOYHoro npepcrtasutens lMpeangeHta PO B C3D0
E.B.JlykbsiHOB. OH BbIpa3win yBEPEHHOCTb B TOM, 4YTO KOHPepeH-
LM MO3BONMUT OOMEHATLCA HaKOMMEHHLIM OMbITOM BefeHUs
6011bHbIX reMoUIen 1 MOBUN3YET U aKTUBU3UPYET HaYYHYIO
MbICIb Ha MOUCK PEeLUEHNA akTyasibHbIX NPo6eM ANarHoCTUKM,
neyenuns v npodunaktnkm HK.

Bcero B xofe 3 nneHapHbIx 3acefaHuit 6bin cgenaH 31 go-
Knag.

Kang. men. Hayk T.A.AHpgpeeBa, pykosogutens Pecny6-
JIKaHCKOrO LieHTpa Mo nevyexunto remodunnmm Poccuinckoro HAN
remaronorum n TpaHcdyauonorum (PocHNUIT) depepansHoro
mMepguko-6uonorudeckoro areHtctsa (PMBA) Poccum (CaHkT-
MeTepbypr), NpeacTaBuna onbIT LeHTpa B 0651acTM opraHu3a-
UMM MeguLMHCKOM U coumanbHom nomowmn 6onbHbiM HK. Ha
y4yeTe B LeHTpe cocToaT 4480 60onbHbIX HK, n3 Hux 3159 60nb-
HbIXx npoxwuBatoT B CaHkT-lNeTepbypre. C remochmnmen Habnto-
patotcsa 364 60nbHbIX (288 — remodomnuent A — FA n 76 — remo-
dunuent B — M'B), n3 Hux 124 60nbHbIX TAXXenon dpopmon 3a6o-
nesaHus. B 2009 r. 66110 3apeructpuposaHo 19 503 nocelleHus
LeHTpa, notpebneHo 27,7 mnH ME cakrtopa VIl (FVIII): 45% Ha
npodunakTnyeckoe neveHune, 41% Ha neyeHve no TpeboBaHuIo,
8% Ha MHAYKLMIO MMMYHHOW TonepaHTHocTn (UUT), 6% Ha npo-
Be[leHVe XUPYpPruyecknx orepaumi. B cBA3W € MOCTEMNeHHbIM
BHE[PEHNEM COBPEMEHHbIX METOA0B fIeYEHNsI OTMEYAETCsA CHU-
XXEeHne KonmyectBa rocnutanm3aumin: ¢ 16 B 2005 r. oo 6
B 2009 r. y B3pocnbix 1 ¢ 36 B 2005 r. o 20 B 2009 r. y geten.
B nepuog ¢ 1970 no 2009 r. ymepnu 58 605bHbIX MO NpUYMHaM,
CBfA3aHHbIM C remounnnen, na HUx 33 60MbHbIX OT KPOBOU3NUSA-
HW1s B MO3r, 10 605bHbIX OT XeNyao4YHO-KULLEYHOrO0 KpoBOTEYe-
HWs, 15 60NBbHbBIX OT Pa3HbIX NMPUYNH.

Buabl peaTenbHoOCTM UeHTpa KpavHe pa3Hoo6pasHbl —
3TO KNMHMYeckaa u nabopatopHas (KoarynsiuumoHHas,
MOMeKyNnsApHO-reHeTMyeckas npegponoBas) OMarHoCTUKA,;

BCEBO3MOXHbIE BUAbl OKa3aHWA MeAWLMHCKOM MOMOLLM (He-
OTNIOXHAasA NMomoLLlb, ambynaTopHoe, cTaluMoHapHoe neYveHue,
neyeHne Ha [OOMY, 3KCTPEHHble XMPYpPru4eckue ornepaumm);
Ha[30p 32 3PPEKTUBHOCTbLIO MEOULUMHCKOrO O6CyXUBaHUSA
60MNbHbIX U paLMoHanbHbIM UCMNOMb30BaHNEM (PaKTOPOB CBEp-
TbiBaHUA Kposu (PCK); nopgrotoBka kapgpoB Ha pabdoyem
MecTe; NpoBefeHNe CEMMHAapPOB.

B 2010 r. MexayHapoaHbI KOMUTET 06y4atoLLMX LIEHTPOB
BcemunpHon depepaummn remocpunum (World Federation of
Hemophilia — WFH) ogo6pun Bei6op Pecny6amMkaHCKoro LeHTpa
Nno fevYeHno reMounnMm B Ka4ectese oby4valoLlero LeHTpa ans
NMOAroTOBKM Ha PYCCKOM f3blke NpodeccuoHarnbHbIX Kagpos, 3a-
HUMaIOLLMXCA ANarHOCTUKON U OKa3aHWeM MeOULIMHCKON NMOMO-
Ly 60nbHbIM remocpunmen n gpyrummn HK ansa ctpan CHI.

3artem BbICTYNUNM rnaeHble rematonorn cyobektos C3PO
P®. O6 okasaHum nomowm O60fbHbIM remodunven B
Bonoropckon o6bnactu pacckasana Bpad-remartonor Bono-
rogckon ob6bnactHon petckon 6onbHUUbl 3.6.MeneHTbeBa.
Bcero B o6nactn 3apernctpmpoBaHo 52 605bHbIX remMounun-
en, n3 Hux 44 Bapocnbix 60onbHbIX (35 —TA K 9 —TB) n 8 geten,
60nbHbIX A, 52 60nbHbIX 6G0ne3Hbto Bunnebpanga (BB),
4 60nbHbIX gpyrumn HK. NHrubutopHaa dopma remodunum
BbIfiBNieHa ¥ 5 6ONbHbIX, U3 HUX WHIMOUTOP B BbICOKOM TUTpe
(6onee 5 egunny betesna — BE) onpepensietca y 1 60bHOr0;
neYyeHne akTMBUPOBaHHbIM pekombuHaHTHeIM FVII (rFVIla) no-
ny4aloT 2 B3pocrbIxX 60sbHbIX. Tepanuto ¢ uensio AT He npo-
BOAMIIN HUKOMY. DHAOMNPOTE3MPOBAaHME CyCTaBOB BbINOSIHEHO Y
4 B3pocCSbIX 605bHbIX, U3 HUX 2 nauuveHtam B PocHUUIT
®MBA Poccum B 2009 1. 1 2 naumeHTam B [eMatonorn4eckom
Hay4HoM UeHTpe (THL) PAMH B 2009 r.

B neyeHun 60nbHbIX remodunuernt B Bonoroackon o6nactu
MCMosb3yeTCs LUMPOKMIA crnekTp KoHueHTpatoB PCK. B 2008 r.
ob6ecne4veHHocTb FVIII coctaBuna 2,6 ME, B 2009 r. — 3,4 ME,
B 2010 r. (3a 9 mec) — 3,5 ME Ha gyLly HaceneHus.

B 2002 r. B Bonoroackown o6nactu 6bina co3gaHa pernoHarb-
Has opraHusdauma Bcepoccunckon opraHusaumm remMogunmm
(BOT), pesTenbHOCTb KOTOPOM HamnpaefieHa Ha yny4lleHue
obecnedeHns 60snbHbIX remodunmen OCK; peabunutaumio
605bHbIX (B OCHOBHOM [eTeW) B NTETHNUX 0300POBUTESbHbIX Nnare-
psix; co3gaHue pernoHasnbHoro peructpa HK.

OkasaHuno MegULUMHCKOM NMOMOLLM [ETAM, 60MbHBEIM reMou-
nuen, B JleHMHrpagckom o6nactu 6biil NOCBSALLEH A0KNad rnas-
HOro peTckoro rematonora JleHuHrpagckon o6nacTu
M.B.Mapkoso. B JleHUHrpaackon 061acTHOM AETCKOWN KIIMHUYe-
cKol 6onbHULEe HabnopatoTea 20 getel ¢ remogunuent (14 —TA
n 6 — 'B) n 2 60nbHbIX TsHXxenon dopmon BB. Bece 60nbHble no-
Jly4atoT fievyeHre Ha OOMY; NepBUYHYIO NPOdUNaKTUKy He npo-
BOAT B CBA3W C OTCYTCTBMEM 6OJbHbLIX AeTer paHHero Bo3pac-
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Ta; U3 14 601bHbLIX A BTOPUYHYIO NMpounakTnky nposoaar 11,
Tepanuio No TpebosaHuio — 3 605bHLIM; U3 6 60nbHbIX A BTO-
PUYHYO NPOOUNAKTUKY NPOBOAAT 4, Tepanuio No Tpeb6oBaHUIO —
2 60nbHbIM; 1 60nbHOM BB nony4aet BTOPUYHYIO MPOUNAKTUKY
1 1 6onbHOM — Tepanuio no TpedosaHuio. B 2010 r. y 1 60nbHOro
BbISIBfIEH UHIMOUTOp. Taxenas remodunmyeckas aptponarums
AnarHoctupoBaHa y 1 605bHOro.

[MmaBHbIN pOeTckuin rematonor Hosropogckonm o6nacTtu
B.A.CyxoB coo6LUun, 4TO B 061aCT NPO6EMbI NTEHEHUs OETEN,
6011bHbIX reMoUInen, aHanornyHbl TaKkoBbIM B ApYrnx cyobek-
Tax C3®0 PO.

maBHbIM  pgeTckuin  rematonor Pecny6nukn  Komu
H.®.YuncaHoBa pacckasana o nomowin 605nbHbiIM HK B 3TOM
cybbekTe PO. Becero Habnogatotca 41 B3pochbii 60NbHON re-
Mocpunmen (37 — TA n 4 — I'B) n 4 B3pocnbix 60nbHbIX BB,
13 petel, 60nbHbIX remocunmen (10 —FTA n 3 —I'B), n 2 geten
¢ BB. VHrnéuTopsl BbiSBREHbl Y 6 B3pOCHbIX 60SIbHbIX reModu-
nven. Npodunakrnyeckoe neveHve nony4arot 38 60MbHbIX, U3
HUX MNEePBUYHYIO NPOPUNAKTUKY — 6, BTOPUYHYIO — 32 60JbHbIX.

OkaszaHu MeguuuHCKOM nomowmn 6onbHbiM HK B
ApxaHrenbckor o6nacTu 6bi1 NOCBALLEH O0KNag rMaBHOro re-
martonora MwuH3gpaBscoupa3BuTusa ApxaHrenbCKon o6racTtu
l0.A.dlyHaeBa. C remochunven Habnwopatotca 16 peten um
26 B3pocnbiX, ¢ BB — 19 60nbHbIX (TN BB He yTOYHEH HU y
ofHoro naumenta). B 2008 r. o6ecnedvenHocTb FVIII coctaBuna
1,5 ME, B 2009 r. — 3,2 ME Ha pyuwy HaceneHus. Npodunak-
TUYECKOe fedeHve nony4vatoT 8 60sbHbIX B BO3pacTe Ao 18 ner.
OpHomy B3pocnomy 60fbHOMY NMPOBOASAT BTOPUYHYIO Npodhmnak-
TUKY rocrne npoTe3npoBaHUs KOMEHHOro cyctasa. Konu4ectBo
rocnutanua3aumin cHmaunocb ¢ 17 8 2002 r. oo 7 B 2009 r.

maeHble remartonorn cy6vekto C3M0O PO oTmeTunu, 4To
BO BCEX pervoHax BO3MOXHOCTWU NabopaTOpHON AMArHOCTUKU
HK orpaHuyeHbl. B ny4wem cny4ae eCTb BO3MOXHOCTb Oripe-
JensaTb nokasaTtenu remocrasa, no3BoffloLlimMe 3anofo3puTb
HK, Ho He BepudmumnposaTb anarHo3. Bo MHOrmx permoHax or-
CYTCTBYHOT yCroBusi ons onpefenexnns aktmsHoctn OCK, npak-
TUYECKM HM B OOHOM U3 cybbekToB C3PO HEeT BO3MOXHOCTU
onpenenuTb MHIM6UTOp M ycTaHoBuTb TN BB. 970 3acTaBnseT
HanpaBnaTb 6onbHbIX Ans obcnepoBaHus B MockBy, CaHKT-
MeTepbypr, Knpos.

OnpepeneHHbIi UTOr COCTOSAHUSE CINYXXObl OKa3aHUsi MOMOLLN
60nbHbIM HK B C3®P0 P® noggen npepctasutens BOIN B atom
okpyre B.B.bepesuH, KOTopbIi 03HaKOMUIT C NpeaBapuUTesibHbI-
MW pesynsTaTamMu aHanuaa crneuuarnbHO pa3paboTaHHOM aHKe-
Tbl. B C3®0O P® Habniopgatotcs 3135 60nbHbiXx HK, 13 Hux
60nbHbIX BB 2269, nnu 72,4% (1060 geteit n 1209 B3pocnbIx);
60nbHbIX A 679, unn 21,6% (155 geten n 524 B3pocnbix); 601b-
Hbix B 144, nnun 4,6% (44 pebeHka n 100 B3poCbIX); 60MbHbIX
apyrumu HK 43 (1,4%).

PacnpepgeneHune 6onbHbIX A N0 TAXeCTU 3ab6oneBaHns OKa-
3anock cnegyowmm: y 78 (50,3%) oeten guarHocTMpoBaHa Ts-
xenas dopma, y 50 (32,3%) — cpegHeTsxenas dopma,
y 27 (17,4%) petew — nerkas opma; cpegu B3poChbIX NaumeH-
ToB —y 219 (41,8%), 162 (30,9%) n 143 (27,3%) COOTBETCTBEH-
Ho. PacnpepeneHve 6o0nbHbIX B no Tsaxectn 3abonesaHus
okasanock cnegyrowmm: y 23 (52,3%) oeTer guarHoctmposaHa
Tsxenaa dopma, y 19 (43,2%) — cpepHeTsxenas dopwma,
y 2 (4,5%) peten — nerkas gopma; cpean B3pOCHbIX MaumeH-
TOB — y 33 (33%), 37 (37%) n 30 (30%) COOTBETCTBEHHO.

B C3®O nokasatenb 3abonesaemoctu A coctasun 1,1 Ha
10 TbIC. My>XCKOro HaceneHus, B — 1,17 Ha 50 TbIC. My>XCKOro
HaceneHus, YTo COOTBETCTBYET AaHHbLIM NUTEPATYPbI.

MHrnéutopsl 6b1nm BeisBNeHbl Y 5 (2,5%) neten ny 39 (6,3%)
B3POCIbIX 60MbHbIX reMoUInen.

Konu4yecTtBo geTen ¢ remounuen, nomny4arooLmx npodunak-
Tuyeckoe nedeHune, coctaenseTr 157 (78,9%), npudem y 148
(94,3%) peTten OHO HavaTa B BMAe MEePBUHHON NMPOUNAKTUKW.
Cpegnm B3pocnbix 60MbHbIX NpodunakTnyeckoe neveHme nony-
yaloT 264 (42,3%) 4enoBeka.

06 onbITe oKazaHWsA MOMOLLM 6OfbHLIM FreMounnen geTam
n nogpocTtkam Mockebl 1 MockoBCKOM 0651acTK pacckasan 3a-
Bedyowmnin MemaTonorn4yecknm LUeHTpoM K3mannosckon pet-
CKOW ropoackon KnuHuyeckor 6onbHuubl (OFKB) B.B.BposuH
(Mockea). Ha 24.08.10 B ueHTpe Haxoaunucb nop HabnoaeHu-
em 490 60nbHbIX remocunuei: 404 (82,4%) 60nbHbIX TA ©
86 (17,6%) 60nbHbIX B, B BO3pacTe oT 1 Mmec go 18 neT, n3 Hnx
143 60nbHbIX 13 MockBbl, 82 — n3 MockoBckow obnactu n 265 —
13 apyrux pernoHos P®, 116 601nbHbIX BB, 13 H1UX 55 605bHBLIX
n3 Mocksbl, 23 — n3 Mockosckor o6nacti n 30 — n3 gpyrux
pernoHos P®. B nocnepgHune 10 net B MockBe oTMevaeTcs He-
YKITOHHbIV POCT 06ecneyeHHocTH KoHueHTpatamu FVIIL B 2009 T.
notpe6rneHne KoHueHtpaToB FVIII coctaBuno 21 963 000 ME,
ncronb3oBaHne KoHueHTpaToB FIX ocTaetcsa cTabunbHbIM.
Bce koHueHnTpatel FVIII u FIX BbinyckawTca MHOCTPaHHLIMU
hapMaLeBTUYECKUMU KOMMaHUSAMU U SBNAAIOTCA 3PAEKTUBHbI-
MU 1 6e3onacHbiMn. O BbICOKOM 6€30MacHOCTY COBPEMEHHbIX
koHueHTpaTtoB PCK roBopuT TOT (hakT, 4TO cpean 6OMbHbIX re-
Modunven, poxpaeHHbIx nocre 1992 r., B Mockse He 3ape-
rMCTPMPOBAHO HM OJHOrO cny4as BupycHoro renatuta C (BIC).
M3 143 MOCKOBCKMX 60MbHbIX NPOMUIAKTUYECKOE NTeYeHne no-
nyyatot 56 (39,2%) 4enosek, M3 Hux 47 — TA n 9 — I'B.
MepBuyHyto npodmnaktuky nposogat 17 (30,4%) 605nbHbIM
(14 — TA n 3 - 'B), BTOpPUYHYIO NpodmnakTuky — 39 (69,6%)
60nbHbIM (33 — TA 1 6 — 'B). Hn y ogHOro 13 60nbHbIX, MOMy-
YaloLwmnx NepBUYHY0 NPoUNaKTUKy, He BbIABIIEHO U3MEHEHUN
CO CTOPOHbI CYCTaBOB; remodunuyeckasa aptponatusi obHapy-
XeHa y 22 (66,7%) 60nbHbIX [A, nonyyaroLwmx BTOPUYHYO Npo-
unnakTuKy. Hactota CnoHTaHHbIX KPOBOWU3MUAHWUIA B CyCTaBbl
npv NpodnIaKkTM4eckoM nevexHumn coctasuna 0,7-1,2 B mecsu,
a npwu neyveHumn no TpebosaHuio — 3,6—4 B Mecsl. B peasynsrate
NPOMUIAKTUHECKOrO NEYEHNs PE3KO COKPaTUIIOCh KOIMYECTBO
nyHKuuin cyctasos (c 700 B 1995 r. o 17 B 2008 r.), 6onee 4yem
B 2 pasa yMEHbLUMOCh KONMMYecTBO rocnutanusaumi (¢ 210
B 1995 r. no 90 B 2008 r.), B 1,9 pa3a CHU3WUIIOCb KOIMYECTBO
obpalleHnii B LeHTp. Bce 3T0 NprBeso K yMEeHbLUEHUIO MHBaNN-
AM3auMn 1 3HAYUTENBHOMY YNy4LLeHno kadectsa Xu3Hu (KXK)
60J1bHBIX reMoUnen.

OpHa 13 HacyLUHbIX Npobnem B o6nacty nedennsa HK, n npex-
[e Bcero reMounuu, — oTCyTCTBME B CTpaHe 06LLIEPOCCUNCKO-
ro perucTpa, B CBA3N C 3TUM HEBO3MOXHO TOYHO YCTaHOBUTb
YUCIO GOJNbHBLIX, HYXAAKLWUXCA B Jle4YeHUU, OLIeHNUTL pesyrbTa-
Thbl Tepanun 1 BbIBUTbL HEOOXOAMMOCTbL MPOBEAEHUsA peabunu-
TaUMOHHbBIX MeponpusaTuii. IMeHHO 3Toi Teme 6blInl MOCBSLLEH
poknapg 3amectutena pupektopa depepanbHoOro Hay4Ho-
KITMHWYECKOro LieHTpa OeTCKOW reMaTosiorMm, OHKOMorum n M-
myHonorun (PHKL, AOrOW) MwuHappascoupassutua Poccum
(Mockea) npod. B.M.HepHoBa. OH oTmMeTUS, YTO B CTpaHe Cy-
LLeCTBYET HECKONbKO pernctpoB 6o5bHbIX HK, HO Kaxpoe
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yupexpeHve (neyebHoe WM Hay4HO-UCCNenoBaTeNbCKoe)
BefieT cBou perncTp. MNMepBbIM perncTpom, co3gaHHbIM B Poccuu,
asnsetca pernctp BOIN, B KOTOPOM Ha CErogHALUHUA OeHb 3a-
pernctpmpoBaHo 7629 605nbHbix HK (4720, unn 61,9%, 605bHbIX
IA; 701, unn 9,2%, 60onbHbIX 'B; 1254, nnn 16,4%, 60nbHbIX BB;
954, nnn 12,5%, 60onbHbIx gpyrumm HK), n3 H1ux 1905 B Bo3pac-
Te po 18 net (maHHble npepcTaBneHbl npe3upeHtom BOI
H0.A.XKynéebim). B Poccuiickom HaumoHanbHOM peecTpe 601b-
Hbix HK MHL, PAMH Ha man 2009 r. 66110 3apermctpnuposaHo
8454 4yenosek. B lemartonornyeckom ueHTpe V3amainoBckon
OrkKb (Mockea) BemeTcs OeTckui perucTp. ViHTepec npeacrae-
AT faHHbIE, NONyYeHHbIe B pedynstaTe oCyLLeCTBeHUs Mpor-
paMMbl «CKPUHUHI MHIMOUTOpPa», BbINOIHEHHOW NPY NOAAEPX-
ke komnaHun «Hoso Hopguck» (anus). B 2005 r. konn4ectso
3aperncTpmpoBaHHbiX B Poccun 605bHbLIX MHIMOUTOPHOW dhop-
Mon remocomnum coctaensano 1% (56 ns 4576), a nocne npoee-
AeHus nporpammel B 2009 r. nx KONMYeCTBO yBenuinnoch fo 3%
(161 13 5239). B ®HKL ArON MuHagpascoupassutus Poccum
Takxe cosfaH perucTp, nony4MsLLMI Ha3BaHue «[emodunus B
Poccun», 0CO6EHHOCTAMU KOTOPOro SIBAAIOTCA KIUMHUYECKUIA
XapakTep (T.e. perncTp no3BonseT NpoBOANTL OLEHKY peayrbTa-
TOB Tepanuu U OCYLLECTBIATb MOHUTOPUHI COCTOAHUSA 60Sb-
HbIX), HANM4YMe B HEeM MEePCOHNMULMPOBAHHBIX AAHHbLIX O 60b-
HbIX M AeLeHTpanusaumns ero geatensHocTu. B coctas perncrpa
BXOOAT: 6@3a AaHHbIX, B KOTOPOW aKKyMynupyeTcsa nHgopmaums
0 6OnbHbIX; MOAYSb NepeHoca AaHHbIX U Moaynb 06paboTKu
OaHHbIX. [TOoCKONbKY B perncTpe copepxarca nepcoHUuLmMpo-
BaHHble flaHHble 60JbHbIX, OCYLLIECTBIIEHA UX 3aLyMTa cornacHo
®depepanbHbiM 3akoHaMm P® Ne152 ©3 o1 27.07.06 n Ne266 ©3
oT 25.11.09. B 2009 r. B 3 pernoHax P® (PasaHb, HwxHui
Hosropog, Ye6okcapbl) co3gaHbl 1 cepTUdMLMPOBaHbI CreLn-
anbHO obopyaoBaHHble pabo4ne mMecTa Ans paboTbl C pernct-
poMm, 06y4eHbl COTPYAHVKU, MPOBEAEHO TECTUPOBAHUE Peruncr-
pa. AHanna cobpaHHbIX AaHHbIX BCKPbI CYLLECTBYIOLLME B pe-
rMoHax Npo6nemsbl: BbISB/IEHbI ClyYan HeaJekBaTHOro BeAeHus
601bHbIX, NPpo6nemsl ¢ 3akynkorn ®CK, HegocTaTo4HOE MpoBe-
OeHne 60sbHbIM reModunen peabunuTaumMoHHbLIX Meponpus-
UK. MNnaHupyeTca NnposefeHe NUIOTHOM hasbl nccrnenosaHus
C NpOCMeKTUBHLIM Ha6opom marepuana. B.M.HepHos nog4epk-
HYJS1, YTO OBLLEPOCCUNCKUIA PEMUCTP MOXET ObITb CO3[aH TONbKO
O6LLMMW YCUNNAMUN Bpaden BCeX yYpexxaeHuU, 3aHMaroLLmxcs
OMarHocTnkom n nedvervem 6onbHbIX HK, yyeHsIx, cneuvanuc-
TOB MO MHAOPMALMOHHbIM TexHonorusam. CosgaHve u padoTta
perncTpa Mo3BOMAT MOMYYUTb OOBLEKTUBHYIO WHGOPMaLMIO O
cutyauumn ¢ HK B cTpaHe v NpuHATL NpasBuiibHble yrpaBreHYe-
CKue peLleHus.

BbicTynuelUMe Ha KOHMpbepeHuMn npepcTaBuTenn OUPM-
npoussoauTenien pacckasanu 06 OCHOBHbIX MpenapaTax, Uc-
Nnosnb3yeMbliX B Jle4eHUU reModuiMmn, U 0 HOBOCTAX Ha POCCUI-
CKOM (papmaueBTUHECKOM PbIHKE.

3HauMbIM  [OCTUXKEHMEM POCCUIACKON hapMaLeBTUHECKON
VHOYCTPUM ABNSETCHA NPOU3BOACTBO C MOMOLLLIO PEKOMOVHATHON
OHK-TexHonorum v BeinNyck nepeoro oteyectseHHoro PCK — an-
Takora anbga (rFVlla, Koarun-VII®, 3A0 «T'EHEPUYM>», Mokpos,
Brnagnmupckas obnactb). MNpon3BoACTBY OTEHECTBEHHBIX BbICO-
KOTEXHOSIOMMYHbIX MpernapaTos 6bIn NOCBALLEH AoKNan 3aMecTu-
Tens ampekTopa komnaHum «dapmctangapt» (Mocksa) fokTopa
Mepf. Hayk [.A.Kyonas. B 4acTHOCTW, OH ckasal, 4To BCero 2 roga
Hasap B ®depfepanbHyto nporpamMmy «7 HO30MOMUA» He ObINo

BKJTHOYEHO HM OOHOr0 OTEe4EeCTBEHHOro npenapara, a nocraense-
Mble 3apyb6exHble npenapaTbl OTMYaNIMCb MOHOMOMBHO BbICOKU-
MU UeHamu. B cnmcok 3akynaembix npenapaTtoB Ha 2010 wu
2011 rr. y>Xe BKIOYeHbl OTEYECTBEHHbIE MpenapaTbl — ropMOH
pocTa, nHTepdepoHsl U pekomouHaHTHble PCK. CospaHue, npo-
M3BOACTBO M MPOABMXXEHNE BbICOKOTEXHOMOMMYHBIX Mpenaparos
B P® onpepensietca padpaboTkon rocygapcteoM «CTpaterum
pas3BuUTUS CUCTEMbI 3APaBOOXPaHEHUs W dapmMaLeBTUHECKON
npombiLnieHHocTn go 2020 r.», afgekBaTHbIM 3aMeLLeHNEM UM-
NMOpTHbIX NekapcTBeHHbIx cpenctB (JIC) m rocymapCTBEHHbLIM
KOHTPONIEM cchepbl BbICOKMX TEXHOMNOIMI (MpedoepeHumnmn otede-
CTBEHHbIM KOMMaHWAM 1 NTOKanM3oBaHHbIM B Poccum nnowagkam
WHOCTPaHHbIX KOMMaHWI), HaM4nmemMm npe3naeHTCKoro 1 npaeu-
TENbCTBEHHOIO COBETOB MO pasBuUTUIO hapmaLleBTUHECKOW Mpo-
MbILLUSIEHHOCTU, CO3L4aHMEM CUCTEMOODOPA3YIOLLMX MpeanpusaTuin
Poccuu, ycToninsom LieHOBOW NMONUTUKOW NPOU3BOAUTENEN B IO-
CyOapCTBEHHOW BaroTe, rocydapCTBEHHbIM perynnmpoBaHueM
(crMcok xn3HeHHO BaxkHbIX — JIC), NPUMEHEHVEM YETKUX 1 060-
CHOB@HHbIX MO LIeHE CXeM JieHeHus.

3arem [O.A.Kyanan pacckasdan o npoekte «[EHEPUYM» —
COBMECTHOM MPOEKTE POCCUMCKUX (papMaLeBTUHECKUX KoMMa-
HUA 3AO «JIEKKO» n OAO «®apmcTaHpapT» MO CO30aHuIo
Hay4HO-UCCNefoBaTebCKOro 1 NPON3BOACTBEHHOIO LeHTpa ans
pas3paboTKn U Npon3BoACTBa COBPEMEHHbIX BUOTEXHOMOrMYec-
KUX npenapartos. Llenb npoekTta — o6ecrneyeHve 3apaBooxpaHe-
Hus PO coBpeMeHHbIMU 6uoTexHonormdeckumn J1IC gnsa guar-
HOCTUKM U NIEYEHUs TSAXENbIX U couMarnbHO 3Ha4YMMbIX 60nes-
Heln — remoounun, Ty6epkynesa, pacCesiHHOro CKfieposa, OHKO-
fiorn4yeckux 3abonesaHui, geuumra ropMoHa pocTa, MHapK-
Ta Muokappa, UHcyneTa.

«TEHEPUYM» — 310 cTpaTernyeckunn buogapmareBrmyec-
KU anbsiHC, B KOTOPOM YeTKO ornpefesieHbl poin y4acTHUKOB.
Poccuitickaa dapmaueBTnyeckas MHHOBaALMOHHAA KOMMaHUSA
«JIEKKO» 3aHumaeTcsa B [aHHOM MNPOEKTE Hay4HO-uccre-
JoBaTenbCKuMn paspaboTkamMu, OOKINHUYECKUMU UCCreno-
BaHMAMW M NPOU3BOACTBOM MpenapaTtos, BeayLlas poOCCUin-
ckas papmaueBTuHeckas KomnaHusa «dapmctaHgapT» OTBe-
yaeT 3a NpoBefeHne KIMHUYECKUX UCCnefoBaHui, perucTpa-
UM npenapaTtoB, MOCTMApPKETUHIOBblE UCCNeAoBaHUA, OuUC-
Tpnéyumio.

O.A.Kyana pacckasan o6 3tanax nepcrnekTUBHOrO MnaHa
co3gaHns B 80 kM OT MOCKBbI Hay4YHO-NPOU3BOACTBEHHOMO
ueHTpa nnowagpto 4,5 Thic. M2, B KOTOpOM 6yayT paboTtaTb
150 Hay4HbIX COTPYAHUKOB C MeXOyHapoAHbIM OMbITOM paboTbl
B 0611aCTV BUOTEXHOMOrMU, XMMUN 1 hapmakonorun. B LeHTpe
npegycMoTpeHbl BCe YCNOBUA Ans paboThbl, MPOXUBAHUA U OT-
Oblxa COTpygHWKOB. WHBecTMUMM B 3TOT MPOEKT COCTaBAT
33 mnH gonnapos CLUA, Ha OaHHbI MOMEHT BIIOXEHUS YXKE CO-
ctasunu 11 mnH gonnapos CLUA. TNpoekT nnaHvpyeTcs 3asep-
wnTb K 2011 r.

lMepBooyepedHbIMM 3afa4yamMu Hay4YHO-UCCNEeAoBaTENbCKOro
LeHTpa ABNAl0TCA: pa3paboTka 1 nccrnegoBaHus 6UOTEXHONOM-
YecKuX npenaparosB; B3aMMOOENCTBME C BedyLMMU POCCUN-
CKUM Hay4HbIMU LEeHTpamu; NpuBReYeHne K paboTe Hay4HbIX
COTPYLOHUKOB, UMEIOLLMX ONbIT paboThbl B 3anagHbix apmaues-
TUYECKMX KOMMAHUAX; OpraHu3auus foKasnbHOro v MexayHa-
POOHOr0 Hay4HbIX KOHCYNbTAUMOHHbLIX COBETOB.

[Mpon3BOACTBEHHbIA LEHTP [OOMKEeH OCYLLEeCTBUTbL COBpe-
MEHHOE MPOM3BOACTBO GMOTEXHONOMMYECKUX NpenapaTos, OT-
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BevawLwmx ctaHgaptam GMP (Good Medical Practice), Teky-
Lee Mpou3BOACTBO 3apPernmcTpupoBaHHbIX PEKOMOUHAHTHBLIX
npenaparos, opraHM3oBaTb MPON3BOACTBO paspabdaTtbiBaeMbIX
npenaparoB Ha JOMONHUTENbHbLIX MPOU3BOACTBEHHbIX MOLLIHOC-
Tax (6onee 7000 m2).

B HacTosilLlee Bpemsi HA POCCUICKOM PbIHKE YXe MMetoTCs
npenapaTbl OTE€YECTBEHHOrO MPOU3BOACTBA, BbINyCcKaemble
3A0 «EHEPUYM», — PactaH® (ropmoH pocTa), Helinomakc®
(cbunrpactunm), Koarun-Vll, nHrepgepoH-f. B paspabotke Ha-
xopatcs pekomouHaHTHble CK — FVIII v FIX, M3r-connrpactim,
ansTennasa (akTveatop TKaHeBOro Ma3mMMHOreHa).

CoumanbHble npuopuTeThl KOMMaHUn «dapmcTaHgapT» — Co-
TPYAHMYECTBO C O6LLECTBEHHbIMU opraHmnsaumamm — WFH n
BOI, yyactue B npoBefeHUM CKPUHMHIA Ha NpeaMmeT BbisiBre-
HWUS MHTUOUTOPOB Y GONbHLIX reModunen, BHeapeHne NHAop-
MaLMOHHbIX TEXHOMOrnin, MofepHU3aLmnsa 060pynoBaHUs Bedy-
LLMX KNMHWK Poccun.

ElLe oaHa HoBauMsA — NOAIBMIEHNE Ha POCCUNCKOM PbIHKE Mnpe-
napatoB bepuate® n MoHOHalH®, BbINyCcKaeMblX KOMMaHuewn
“CSL Behring” (Fepmanuns) — MyMpoBbIM NngepoM B 06nactu
dhapmaLeBTUYECKMX OUOTEXHOSMOIMI Mo MNPOU3BOACTBY MNpena-
patoB KpoBu. Bepunarte npegHasHaveH ons neyeHns n npodu-
NaKTUKM KposoTedeHun y 6onbHbix MA. Mpenapat npou3sogat
13 [OHOPCKOW Mnasmbl Mo OpUrMHarbHOM TEXHoNMormm, obecne-
YMBAIOLLIEN BbICOKYIO CTEMEHb OYUCTKM OT anbOymuHa U Opyrux
OCK 1 6enkoB, 4TO ONpefensieT BbICOKYO CTEMEHb Cneumduyec-
kon aktnBHocTh FVIII (165 ME/Mr 6enka) 1 xopoLuve hapmako-
KWHEeTMYecKMe CBOWCTBa (Mepuod MONy>XM3HW npenapaTta co-
cTasnget 12 v).

MoHoHalH npepgHasHaveH ONA neYeHus UM NpodunakTUKu
KpoBOTEeYeHUn y 6onbHbIX B. Hanbonee BaXKHbIMW 3Tanamwu
npoussofcTea npenapara MoHOHalH ABMAAOTCA CO60p MnnasMmel
KPOBU, KOHUEHTpaumsa n o4mctka FIX, ynaneHve nnm nHaktmuea-
Lms nMobbIX BUPYCOB, KOTOPbIE MOTYT MPUCYTCTBOBAaTL B Mynax
nnas3mbl KPOBWU. ATW 3Tanbl BKAOHYAT MMMYHOA(MMHHYO Xpo-
MaTorpaguio C MbILUMHBLIMWA MOHOKIIOHANbHBIMU aHTUTEeNnamu,
SMIOUMI0 (OTMbIBAHME) M MHKYy6aUMio C TuouMaHaTOM HaTtpus
(NaSCN), ynstpadwunstpaumio 1 xpomarorpacuio ¢ amuHo-
rekcun-cegapo3soi. lJaHHaa TexHonorns NnpoMsBoAcTea obecre-
YMBAET BbICOKYIO CTENEHb OYUCTKN OT BENIKOB NiasMbl U Apyrux
OCK, a Takxe CHUXEHWE p1cKa nepegaqn BUPYCHbIX MHEKLIMIA.
Mepwvop nonysbiBefeHns npenapara coctasnaeT 14,9 y.

06 onbiTe NpumeHeHus npenapaTtos bepuate n MoHoHaviH B
nevyennn remodounum A n B pacckasana A.Nimtz-Talaska
(Fepmanwus). MHOroneTHWIA ONbIT MPUMEHEHNUA NpenapaToB Npo-
OEMOHCTPMPOBar XOPOLLY NePeHOCMMOCTb U BbICOKYIO BUPYC-
Hyt0 6e30MacHOCTbL 060MX NpenapaTos.

KaHg. mep. Hayk E.[WJlonatuHa, npepctasutenls KOMMaHUu
«BbakcTtep» (ABCTpuSA), pacckasana 0 AesiTENbHOCTU KOMMaHuK,
KoTOpasi ABMAETCA MUPOBbLIM NTIMAEPOM B NMPOU3BOACTBE N pas-
paboTke HOBbIX, 6€30nacHbIX U APMEKTUBHBIX MpenapaTos A1
neyvenna TA (npenapatbl FVIII — WmmyHat®, Temocoun MO,
Pekom6uHat®), I'B (npenapat FIX — UMMyHUH®), MHrMEUTOPHOM
opMbl reMOUINN (AHTUMHIMOUTOPHBIA KOAryNAHTHBIA KOM-
nnekc — ®EVIBEA TUM 4 UMMYHO®, nanee no Tekcty ®ENBA)
n pepkux gecmumutoB GCK: CenpoTtuH® (npotenH C YenoBeyec-
KWI) Ans NeYeHns TAKeNon BPOXXAEHHON HEAOCTAaTOYHOCTH NPo-
TenHa C, a Takxe NpuoBpPEeTEHHON HEOOCTAaTOYHOCTM NpoTenHa
C, B 4aCTHOCTW, MPU MEHMHIOKOKKOBOM CEMNcuce y HOBOPOXAEH-

HbIX C MONTHMEHOCHOW Mypnypow (purpura fulminans) u kymapuH-
MHOYLUMPOBaHHbIMM Hekpo3aMu Koxu; [MpoTpomnnekc® (npo-
TpoMOUHOBBLIN Komnneke — komnneke OCK 11, VI, IX, X B kom6u-
Hauuu) Ons nedveHus npuobpeTeHHoro geduvumta hakTopos
NPOTPOMOMHOBOr0 KOMMJIEKCa, 06YCOBMIEHHOrO NeYeHrem ne-
popanbHbIMK KoarynaHtamu, gecuumtom ButamuHa K (npu Ha-
pyLUEHUsIX BCaCbIBaHWUA WU ANNTENBHOM MapeHTepanbHoOM Mnu-
TaHuK), NOBPEXAEHNEM MNapeHXWMbl MeyveHn (Npu renarurtax,
TSXKENIOM TOKCMYECKOM MOBPEXAEHUN WKW LMPPO3e MedeHn),
koarynonaTtusMu noTpebeHrs (B criydae TAXeNoro Lwoka, MHO-
XECTBEHHOW TPaBMbl, MAcCMBHbIX TpaHcdy3un), a Takxe Ans
nleyeHns BpOXAEHHoro fAedwmumta ofHoro u3 K-3aBUCKMBIX
DOCK -1, VII, IX, X; AHTUTPOMOUH® — aHTUTPOMOWH lIl YenoBeyec-
KU — ONs NeYeHnss n NpounnakTukm TpOMOOTUHECKUX U TPOM-
603MB0NNYECKMX OCIIOXXHEHUIA (CUHAPOM AMCCEMUHUPOBAHHOMO
BHYTPUCOCYAUCTOrO CBEPTbIBAHWUS, OTCYTCTBME adhekTa npu
NleYeHnn renapuHom, TPOM603bl Y NALMEHTOB C HEPPOTUYECKUM
CYHAPOMOM WM NPU BblPaXKEHHOW NeYeHOYHON HeJoCcTaTo4HOC-
T™); cbakTop cBepTbiBaHus VII® gna neveHns n npounakTukm
KPOBOTEYEHUIN NPWU BPOXAEHHOM U NMPUOGPETEHHOM Aeduumte
FVII, obycnoeneHHoM npuvemMoM repopasibHbIX KOoarynsHTos,
Jedrumtom BuTammHa K (HapyLLeHve BcacbiBaHWs B Xenyg04HO-
KULLIEYHOM TpakTe, AnuTesibHOe NapeHTepanbHoe NuTaHue), ne-
YEeHOYHOW HefoCTaTOYHOCTBIO (renatuT, LMPPO3 MeYeHn, Taxe-
noe TOKCMYecKkoe rnopaxeHue nedenn). MNpenapartsbl, BbiMyckae-
Mble KOMMaHven «bakcTep», OTBeYalT cTaHgapTam KadecTsa
Npou3BOACTBA, rapaHTuii 1 HoBaTopcTea (Quality Standards of
Excellence, Assurance, and Leadership — QSEAL), kotopble
paspaboTaHbl Accouunauven MNpousBOAMTENEN MpenapaTtos
nnaambl (Plasma Protein Therapeutics Association) 1 BknoyaroT
cTaHpapTbl 0T60pa JOHOPOB (2 3Tana MeauUMHCKOro 1 naéopa-
TOpHOro o6cnegoBaHns), KapaHTMHU3aUMo Nna3mbl (B TeYeHne
60 pgHel), Mcnonb3oBaHWE MONMMEPA3HOW LIEMHOM peakuum
(MUP) onsa Tectuposannsa Ha BUY, BupycHbii renatut B (BI'B) n
BI'C v napsosupyc B19, ctaHgapT kadecTsa NpOAyKLuUW, CTaH-
OapT BUPYCHbIX MApKEPOB B JOHOPCKOW MONyNALum.

MpegctaButens KomnaHum «OkTadapma» (Lseviuapus)
A.B.JIntBMHOB NOApOo6HO OXapakTepmnaoBan npenaparthbl, Bbinyc-
Kaemble KOMMaHuen, KoTopble LLIMPOKO NCMONb3YIOTCA AN Nieve-
Hua HK: Bunate® — BbICOKOOYMLLIEHHbIA KOMMMEKC dakTopa
Bunne6bpanga (VWF) u FVIIl, npegHasHayeHHbIi ana nevexHns
BB; OkTaHaTt® — BbICOKOOUMLLEHHDI KoHUeHTpaT FVIII, ctabunu-
3vpoBaHHbIn VWF, npepgHasHayYeHHbI Ans npounakTnkn u
neyeHus kposoTeuveHui npu A; OkTaHaiiH ®® — KoHUeHTpaT
FIX, npegHasHa4eHHbIN Ans npodunakTMKu 1 neveHmns KpoBoTe-
YyeHuit npu 'B; HaHOTMB® — BbicoKoO4MLLIEHHbIV FIX, He copep-
XaLlum renapuH.

MpencTtaButens KomnaHun «buotect ®apma [MOE6X»
(Fepmanmsn) M.K.laHanuesa pacckasana 0 TOM cucteme 6e30-
NMacHoCTK, KoTopasi UCMONb3yeTcA Mpu MNpPou3BOLACTBE COBpe-
MEHHbIX Mnas3mMeHHbIX npenapaTtos U, B 4aCTHOCTU, npenapara
FemokTnH®. CuctemMa 6€30MacHOCTM BKIOHAET: CKPUHUHI [0-
HOpPOB Ha cepTUMumpoBaHHOM o60pyaoBaHuM, AOuTenbHoe
XpaHeHve nnasmbl nepef npurotosneHvem nyna (look back-
€noco6, CKpUHWMHI nyna ¢ nomouybto MLP), yto obecneuvnBaet
BbICOKOE Ka4eCTBO MCXOLAHOW Mna3Mbl; ABOMHYIO MHAKTMBaLMIO
BMPYCOB ABYMS pa3HbIMU MeToAaMu A1 060M04eYHbIX N 6e3-
060/104€e4HbIX BUPYCOB, YTO 06ecrneymBaeT HafeXHOCTb MPons-
BOLCTBEHHOIO npoLecca; ANNTeNbHbIe NOCTMAPKETUHIOBbIE UC-
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CrnefoBaHns ¢ XOpoLUMM BefieHeM OOKYMeHTauun nauueHTos,
rapaHTupyoLme 6e30rnacHoCTb Npu JONroBPeMEHHOM UCMOJb-
30BaHUN.

FeMOKTUH® — BbICOKOYMCTLIV Npenapat eCTECTBEHHOMO TUMa,
copgepxawmnn VWF. Cneundmnyeckass akTMBHOCTb npenapara
(FVII:C) cocTasnsieT He meHee 100 ME/mr 6enka. MNMpenapart uc-
nonb3yetcsa B neveHun A, BB, nHrméutopHom opmbl remodou-
nvv. bnarogaps Hanuuuio B npenapaTte eCTeCTBEHHOro ctabu-
nusatopa — VWF (cpefHsis pUCTOLETUH-KOaKTOpHaa akTuB-
HocTb VWF (VWF:RCo) coctaenset 31,1 ME/mn) npenapat xpa-
HUTCA NPU KOMHATHOW TeMriepaType B Te4yeHue 2 ner.

C ODoknagom o 3Ha4eHUn paHHero Hadana Tepanuu y 60nb-
HbIX reModunnen BbICTynuUna npeacTaBuTeNb KOMMaHUK
«HoBo Hopawnck» (Oanus) M.A.KanadeBa. B yactHoCTU, OHa
cKasarna, 4To 3KCMepTbl PEKOMEHAYIOT paHHee Ha4arno rneve-
HUA 3MNN30L0B KPOBOTEYEHUS [ONS1 CHUXKEHUs KonumyecTtsa
OCNOXHEeHUn n yny4eHunsa KXX XunsHu 6onbHbIX. Bonee Toro,
6bI1510 NOKa3aHo, 4YTO NpU OTCPOYEHHOM (6ornee 3 4 OT MOMEH-
Ta BO3HMKHOBEHMWS KPOBOTEYEHMWS) Havane fievyeHus BbiCOKa
BEPOATHOCTb ero HeaeKTnBHOCTU. Bce 3TK nonoxeHus
0COGEHHO aKTyarsbHbl AN NaUUeHTOB C MHIMOUTOPHON hop-
MOV remodunun — Haubonee TAXeNOoW rpynnbl 60NbHLIX —
B CBA3M C 6OJfiee BbIPaXeHHbIM MOBpexXAeHNeM CyCTaBoB,
60MbLMM PUCKOM rocrnuTanmaaunii, MeHbLlen OOCTYNHOCTLIO
opToneau4yecknx mMocobuin U 3HAYUTENbHO GOMbLUMM CHUXE-
Huem KXK. BbicTpas ocTaHOBKa KPOBOTEYEHWN Yy 6GONbHbIX
MHIMOGUTOPHOM (POPMON reMOoUIIUU MOXKET ObITb JOCTUrHYTa
6narogapsi npumeHeHuto npenapata HoBoCaBeH®. PaHHee
Havano Tepanun — B Te4eHne He 6onee 3 4 C MOMEHTa BO3-
HUKHOBEHUS KPOBOTEYEHUA — NPUBOAUT K OLICTPOMY YMEHb-
LIEeHN0 60K, 3HAYNTENBHOMY YMEHbLLEHUIO KoNn4ecTsa Mno-
BTOPHbLIX KPOBOTEYEHUW, rocnuranu3aununm n MnoceLLeHnn
Bpaya, faeT BO3MOXHOCTb 6OSIbHOMY ObICTPO BEPHYTbCA K
«HOpMasibHOW» NOBCEAHEBHOM XN3HU, & TaKXe CHUXaeT pac-
XO[ npenapara Ha 0CTaHOBKY O[HOI0 3rnM30a KPOBOTEYEHWS.

KomnaHua «Hoso Hopauck» HefaBHO BbINyCcTWa TepmocTa-
6unbHyto dopmy npenapata HoBoCaBeH, koTopas cTabunbHa
npu Temnepartype go 25°C, T.e. npenapar He Hago XpaHuTb B
xonoaunbHuke. [pyro OCO6EHHOCTbIO TEepMOCTabUITbHON
dopmbl npenapata HoBoCaBeH ABNSETCS MeEHbLUMA 06BEM MO
CpaBHEHUIO C OpUrnHanbHOM OPMONM B CBA3W C MOBbLILLIEHVEM
KOHLIEHTpauun pacTBopuTensi, 4TO OOYCNOBNMBaET MeHbluee
BpeMs BBefeHUs npenapara. TepMmoctabunbHasa popma npena-
pata HoBoCaBeH BbinyckaeTca BO doiakoHax no 1, 2 u 5 wr.
KnuHuyeckre ucnbitaHus ¢ yq4actnem 25 30oposbiX [OOPOBOSb-
LeB rnokasann 61Mo3KBMBASIEHTHOCTb N OAMHAKOBYIO (hapmako-
KUHETMKY [OBYX ¢hopm. TepmocTtaburnbHaa copma npenapara
HoBoCaBeH xopoLLo nepeHocunack 1 bbina Tak xe 6e3onacHa,
Kak 1 opurnuHansHas opma.

MpepnctaButens KkomnaHun «banep LlepuHr ®apma»
(Fepmanus) E.B.YvHeHOBa pacckasana o nporpamme naTpoHax-
HOW cnyX6bl «KoreHanT+», KoTopasa paspaboTaHa Ans Oeten C
A, nonyyatoLmx gomMallHee neveHme npenapatom KoreHant OC®,
n ux pogurenen. Llenb nporpaMMbl — Hay4nUTb OeTen, 605bHbIX
reModunven, n ux poguTenen ctate 6onee He3aBUCUMbIMU, MO-
BbICUTb X OTBETCTBEHHOCTb 3a MPOBOAMMOE JIEYEHNE U TaKUM
obpasom [obutbca 6onee Bbicokoro KXK 60nbHbIX. B 3agaun
nporpamMmbl BXOAUT: 06y4YeHne 60MnbHbIX AETEN U UX poauTenen
HaBblkaM, NO3BOMALMM NPOBOAUTL AOMaLLHee fedyeHue; oby-

YyeHre 60SIbHbIX TEXHWKE BHYTPUBEHHOrO BBELAEHUA Ha TpeHaxe-
pax c nocnepyoLLMM MepexofoM Ha CaMOCTOATESNbHbIE NHBEKLIMK
MOf, KOHTPONEM MEAMLIMHCKOM CECTPbI; 06yYeHNe 6OMbHbIX OCHO-
BaM acernTvkv MU aHTUCENTUKU AN MUHUMU3aLMU OCIIOXHEHWI
VHBbEKUWIA; 06y4eHme paboTe C npenapaTtoM (XpaHeHue, pa3Bene-
HVe, yTUnn3auums) 1 3anofiHeHre NPOTOKOSIOB BBEAEHUS; 06pa3o-
BaTefibHas padoTa (nonyyeHve 60MbHbIMU NEPBUYHBIX 3HAHWUI O
remMounmu, ee NPOSIBNEHNAX, COBPEMEHHBIX METOAAX NeYeHWs).
O6y4eHne npoBOAAT B WrpoBoVi (POPME C WCMOMb30BaAHVEM
WIIOCTPUPOBAHHBIX MartepuanoB W CheunanbHoro ycTpomcTsa
BayCuff™, koTopoe gaeT BO3MOXHOCTb MPaKTUKOBATLCSH B TEXHM-
K& CaMOCTOATENIbHOrO BbIMNOSIHEHUSA UHLEKLMIA. Takasa dopma 06-
y4eHUsi NO3BONAET NPEOofoNeTb CTpax Nepeq UHLEKLMEN 1 gena-
eT oby4YeHue yBrekarteSlbHbIM U pesynbTaTuBHbIM. [laTpoHax
(noceLLieHne Ha oMy, KOHCYnbTaLUUM No TenedoHy) OCyLLeCcTBNS-
10T MeOVLMHCKME CecTpbl Cryx6bl «beta+». B Poccun B npor-
pamMme y4acTeyloT 8 permoHoB, 241 naumeHT 1 18 naTpoHaXHbIX
MeOVLMHCKKX cecTep. Kpome Toro, B pamkax nporpammel pa6o-
Taet cant www.hemophilia-life.ru, Ha KOTOPOM MOXHO NONY4NTH
Bpa4yebHy0 KOHCYymnbTaumio, nagaHsl «PykoBOACTBO ANA NaumeH-
Ta», «PykoBoACTBO A/19 MeCecTpbl» U Apyrne UinioCcTpupoBaH-
Hble MaTtepuarsl.

ELLle ooHMM COObITUEM ABMAETCS perncrTpauuns HoBo OPMbI
Bbinycka npenapata Korenant ®C B gose 2000 ME.

Ewe ogHo BeicTynneHve T.A.AHgpeesoli (CaHkT-leTepbypr)
6bIS10 MOCBSALLEHO OGUONOTMYECKUM JleKapCTBEeHHbIM npernapa-
TaMm (6uonpenaparam) u nx aHanoram. OHa pacckasana o ToM,
4yTO Takoe 6uonpenapaTtbl (MMMyHO6UMONormnyeckme J1IC, npons-
Be[leHHble NnyTemM 6MOTEXHONOMMYECKUX MPOLECCOB C NPUMEHe-
HMEM TexHonorum pekombuHaHTHon [HK, KoHTponupyemomn
3KCMNPeCccUn reHoB, KOAMPYHOLLUMX BbIpaboTKy OMONOrnyecku
aKTMBHbIX 6€enkoB, MeTOAO0B TMOPUAOM U MOHOKIIOHANbHbIX
aHTUTEN) M YeM OHW OTNMYaTCHA OT HU3KOMONeKynspHbIx JIC.
T.A.AHOpeeBa oTMeTWNa, YTO CYLLECTBYIOT OpWUrMHasibHble Y
BocrnpoussefeHHble JIC, K NocnegHMM OTHOCATCS OXKEHEPUKU U
6uoaHanoru. [xxeHepuk NnpefcTasnseT cCo60iM TOHHYIO XMMUYeC-
KYyl0 1 TepaneBTUYECKYIO KOMUIO npenapara ¢ HU3KOW MONeKy-
NAPHOM Maccoln, CpoK AeNCTBUS naTeHTa KOTOpOro MCTEK.
BuoaHanor — 6MOTEXHONMOrMYEeCKUA MEOVLMHCKUA NPOAYKT,
CXOfHbI C NPOM3BEAEHHbIM BrepBble (OpUrMHasbHbIM) npena-
paTtoM 1 npepacTasrieHHbIN Ha PernucTpaumio nocrne UcTeyveHus
CpoKa [encTBuA naTeHTa opurmHanbHoro npenapara. lNpouecc
npou3BofcTBa 6uornpenapaTtoB UM UX 6MoaHanoros 3Hauvu-
TENbLHO CrOXHee, YeM 06bIYHbIX (hapmaLeBTUYEeCKUX npenapa-
TOB UNWN [XXEHEPUKOB; Noboe He3HayuTelNbHOoe U3MEHEeHne B
TEXHOMOrMN NPOM3BOACTBA MOXET CYLLECTBEHHO MOBMUATL Ha
KITMHUYECKYI0 3h(PEKTUBHOCTL M 6e3onacHoCTbL npenaparta;
NPOM3BOACTBO 6GMOMNpenapaTtos — O4YeHb [OOPOroCTOALMA W
AnuTenbHbIM (8—9 Mec) npouecc; mupoBas 6uodapmaLieBTmka
BCTYrMaeT B HOBYIO 3py: U3-M0OJ NaTeHTHOM 3aLlMThbl y)Ke Havanu
BbIXOAUTL MepBble 6GuornpenapaTsbl, BbIMyLlEHHbIe Ha PbIHOK
20-25 net Ha3ag. T.A.AHOpeeBa nog4vepkHyna, 4To perncrpa-
uns 6uoaHanora (socnponadsefeHHoro 6uonornyeckoro J1C) Ha
OCHOBaHUU [OeKapypoBaHHOIrO CXOACTBA He fABMAETCA rapaH-
TUEen ConoCcTaBMMOCTU C OPUTMHAIIbHBIM MpenapaTom B nnaHe
KITMHUYeCKoM 6e30nacHOCTN M 3aPPEKTUBHOCTN, B CBA3M C
3TMM HEeo6X0AMMO MPOBOANUTL OOMONHUTENBHbLIE CPaBHUTENb-
Hble KIIMHWYeCKne nccrnefoBaHua 61MoaHanoros B pasnyHbIX
KIMHUYECKNX CUTyaumsXx.
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OpHnM 13 Hambonee rpo3HbIX OCMOXHEHWUA remodunmm
ABMISIETCA NOPaXeHne CycTaBoB C pas3BUTUEM remodunnyec-
KOW apTponaTtuu. Bonpocam optonegnyeckon nomoun 60b-
HbIM reMouUnMen 1 npexmnae BCEero XMpypruyeckom Koppek-
MM apTponaTtumn 661 NOCBSALLEHbI 2 AOKNaga — pykoBoaute-
ns otgena remodunuu n gpyrux koarynonatun ML PAMH
(Mocksa) npod. B.K0.30peHKO M Hay4HOro cOTpydHMKa XW-
pypruyeckon knuHukn PocHUUT'T ®MBA Poccun (CaHKT-
MeTepbypr) kKaHA. Med. Hayk A.l.TutoBa. CornacHo ncnosnb-
3yeMoM B Halleln cTpaHe Krnaccudukaumn, BbligensaoT cneay-
owme GopMbl reMoUIIMYEecKon apTponatum: remapTpos,
noctreMopparmM4ecknin CUHOBUT, [edOPMUPYIOLLNA apTpo3 U
aHKnno3. MeTofpbl NevYeHnsa XpoHMYEeCcKon apTponaTtum MoryT
6bITb KOHCEPBATMBHbLIMU, MONYKOHCEPBATUBHBLIMU U XUPYPru-
yecknMU. NMokKasaHUAMM K CMHOB3KTOMUWN SIBMAIOTCA YacTble
(2 pasa B mecsy 1 6onee) peunamBbl reMapTpo30B B OAUH U
TOT Xe cycTaBs; nporpeccnupoBaHve apTponaTtnm, HECMOTpPS Ha
KOHCEpBATUBHOE fe4vyeHue, K apTpocKonuu — peunamsupy-
IOLLMe KOHTPaKTypbl KOSMIEHHOro cycrtaBa; obnuTepauus cy-
CTaBHOW LUEeNn; peunamsupytolime BHyTPUCYCTaBHbIE KPOBO-
M3nuaHuA 0o 4 pas B Mecsl; NoJo3peHne Ha Hanu4yme B Cy-
CTaBHOW MOSIOCTN CBOGOAHbLIX TeN; 60N1eBOM CUHAPOM B MOKOE
M NpW HarpysKe; peunans KOHTPaKTypbl, reMapTpo30., 60se-
BOrO CMHAPOMa MOCse OTKPLITOro apTponunsa; HeadpmeKTns-
HOCTb MpeALIecTBOBaBLUEro KOHCEPBATMBHOIO JieYEeHUs WU
peabunUTaunoHHbIX MeponpuaTui. NMokasaHnem K Koppuru-
pyloLLel OCTEOTOMUN KOMEHHOro cycTaBa (HaaMblenkoBas
octeoTomus) asnsoTca -1V ctagum aptponatum B coveta-
HUU CO crmbaTesibHOM KOHTPaKTYpoWn U oceBor aedopmaumnen
(BanbrycHom, BapycHom), rofIEHOCTOMNMHOro CycTaBa — 3anyLleH-

Hble PopMbl 3KBUHYCHOW fedopmaLmu cTorbl. lNMokasaHuamm
K SHOOMPOTE3MPOBAaHUIO KONIEHHOro cycTaBa ABMAITCA HE0b6-
paTuMble NMPOCTble U CIOXHblE fedopmauumn cyctasa, Taso-
6e[ipeHHOro cyctaBa — KOKCapTpo3, NepenomM n gucnokaums.

O6a poknapg4vka MpeacTaBunM HarnmagHbI  MaTepuan
(cxembl, pucyHKK, doTorpadmm, unbMbl), UANOCTPUPYIOLLNIA
nepeYncrieHHble BUabl ornepaTyBHbLIX BMELLATENbCTB, pacckasa-
71 O Pa3HOBUOHOCTAX 3HOONPOTES0B, UCMOSb3YEMbIX B KaXO0M
ne4ebHOM yupexaeHun, pedynbratax onepaunii. B.KO.3opeHko
NMOAYEPKHYN BaXHOCTb paHHero (Ha 2—-3-u CyTku nocne onepa-
UnM) Havana peabunuTaumMoHHbIX MEpPONPUATUIA B nocneonepa-
LIMOHHOM nepuofe.

Kpome Toro, B.HO.30peHKO ocTaHOBWMACA HA OCOBEHHOCTHAX
reMocTaTu4eckor Tepanuu Mnpu BbINMOSHEHUN XUPYPrUHECKUX
onepauni y 60sbHbIX remodunven. Heobxoanmo y4muTbiBaTb
crnepyroLme akTopbl: TUTP UHIMEUTOPA, TUM Tepanuu, UHAUBK-
JyaribHYI0 YyBCTBUTENIbHOCTbL 6OMBLHOMO K Tepanun, Xxapakrepuc-
TUKY aHaMHEeCTU4ecKoro oTBeTa, CTEeMNeHb puUcKa ornepawmu, fo-
Kanusaumio 1 TIXeCTb KpoBoTeveHuin. B HacTosiee Bpems B
"HL PAMH paspa6oTaHbl 1 yCreLHO UCMoSb3yroTCs creunars-
Hble CXeMbl reMOCTaTUYECKON Tepanumn Npuv BbINMOSTHEHUN XUPYP-
rMyeckoro BMeLLaTenbCTBa, BKIOYawwme npenapatsl rFVila
(HooCageH vnn Koarun-Vil) unu ®ENBA, npeaHU3omnoH, npu-
MEHEHNEe KOTOPbIX 3HAYUTENbHO YNYyHLUUIO pe3ynbTaTtbl XMpyp-
rMYEeCcKoro neveHus 60sbHLIX remodunnent, caenano ero 6es-
OMNacHbIM 1 CHU3WUIIO KONMUYECTBO OCIOXHEHUN.

Oco6eHHOCTAM TpaHCKY3MOHHOrO 06ECMEYEHNsT MIAHOBbIX
onepaumi 'y 605bHbIX reModunnert 6bin NOCBSALLEH [oknapg,
cTapLllero Hay4Horo COTPYyAHWKA XUPYPru4eckom KIUHUKU
PocHAUT'T ®MBA Poccun (CaHKT-INeTepbypr) kaHa. Med. Hayk
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B.E.ConparteHkoBa. TpaHcdy3noHHOe obecrnedeHne onepartums-
HOro feveHuvst BKNto4aeT obecrneyeHne remocTasa, BOCNONHeEHe
o6bemMa LMPKYNUPYIOLLE KPOBU U BOCMOSTHEHUE MOTEPU 3PUTPO-
UMTOB. Y 60SbHbIX reMoUnven TpaHCdy3noHHoe obecrnedeHne
COMPSKEHO C BLICOKUM PUCKOM 3apakeHnst reMOTPaHCMUCCUBHbI-
MU  UHAEKUMSMU, PUCKOM PasBUTUA MOCTTPaHCHY3MOHHBIX
ocnoxHeHun (MTO), onacHOCTbIO Pa3BUTUS UMMYHOMOMMHYECKNX
HapyLueHuii. OCHOBHbIMW HaMPaBNEHNAMM CHWXKEHUSA puUcka 3a-
paxKxeHnsi reMOTPaHCMUCCUBHBIMU MHAPEKUMAMK, MO MHEHUIO aB-
Topa OoKnaga, fBNSAITCA COBEpLUEeHCTBOBaHME abopaTopHOMm
OVarHoCTUKK, TLlATesNbHbIM OT6OP [OOHOPOB, KapaHTUHM3auUWA
KOMMOHEHTOB KPOBW, MHAKTMBaLMS BUPYCOB N 6aKTepUn, yMeHb-
LLIEeHNe 4acToTbl ansioreHHbIX remMoTpaHCy3nin U npUMeHeHe
ayTonornyHom kposwu. lNpenmyLliecTBaMn UCMONL30BaHUS ayTo-
JIOTUYHOW KPOBU ABMAIOTCA OTCYTCTBME pUCKA 3apaXKeHus reMo-
TPAHCMUCCUBHBLIMU UHMDEKUUAMU, PasBUTUA FEMOSIUTUYECKUX
OCIOXHEHWI, anmouMmyHU3aumm U MMMYHOCYMNPECCUN, CHUXeE-
HWe [ernoHMpPOoBaHUS NepPesuTbIX 3PUTPOLIMTOB U MOBbILLEHNE aH-
TUaHeMN4Yeckoro adpdekTa TpaHcdy3umn, CHUXKEHME pUCKa pas-
BUTUSI peakumun «TpaHCniaHTar npoTuB Xo3anHa», obecrneyeHve
KOMMOHEHTAMWN KPOBW OOJbHBLIX C PefknMu rpyrnnaMm KpoBsMu.
3atem B.E.ConpgaTeHkoB pacckasan o6 orbiTe, HaKOMIEHHOM B
xupyprudeckon knuHnke PocHUUIT ®MBA Poccuu, no 3aroTtos-
Ke ayTONorMyHOM KpoBM Yy 6OMbHbIX remodunven (n = 30).
MakcumarnbHbI 06beM 3aroToBfieHHOW Kposu coctasmn 1450 min.
[na koppekumn remoctasa MPUMEHSNN TONMbKO KOHLIEHTpaTbl
®OCK. KposomnoTepsi uHTpaonepaumoHHas u B 1-e cyTku nocne
onepauun coctasuna 340-2750 mn. MNepenuBaHne annoreHHbIX
KOMMOHEHTOB KPOBU B NnepuorepauvoHHoM nepuoge notpedosa-
10Cb TONbKO 3 NauneHTam. Taknm o6pas3omM, 3aroToBka ayTono-
T'MYHOW KPOBW MO3BOSNAET n3bexarb TpaHC(y3nin KOMMNOHEHTOB
JOHOPCKOW KPOBM M TEM CaMbIM CHU3UTb puck padsutus MNTO un
3apaxKeHns reMoTPaHCMUCCUBHBIMU UHAEKLIMAMMU.

EOVHCTBEHHBIM METO[OM, MO3BONAILWMM MPefoTBpaTuTb
TSXKENoe rnopaxeHne cyctaBoB U 06ecneyntb HopMmarnsHoe KX
6011bHbIX reMoUIVEN, ABNAETCH MPOMUNAKTUYECKOE NTeHEHNe,
KOTOPOMY M Obln NOCBSALEH [oKnag coTpyaHuubsl Pecrny6-
JINK&HCKOrO LieHTpa o ne4veHunto remodpunumn PocHAUI T ®MBA
Poccun (Cankt-letepbypr) W.A.JlaBpryeHko. OHa oTmeTuna,
YTO MPU NPUHATUM PELLEHUS O NPOBEAEHNN NPOPUIAKTUHECKOTO
nieyeHuns cnegyeT yunTbliBaTb BO3pacT 60SbHOro, ero manyec-
KYI0 aKTMBHOCTb U 06pa3 XXW3HW, XxapakTep KPpOoBOTEYeHUI, OT-
BETCTBEHHOCTb 60JSIbHOr0, CTAHAAPT U CTOMMOCTb Jle4eHusl, Ha-
nnyme OCK, rocynapcTBeHHOe obecneydeHne aHTUreMousibHbI-
MU npenapaTtamu, pUCK pasBuUTUS OCITOXHEHWIA.

Haunbornee cepbe3HbIM 1 cambIM 3aTpaTHbLIM B MnaHe fevyeHns
OCJTOXXHEHMEM remMounnn ABMAETCA pasBUTUE MHIMOUTOPOB.
C poknagom Ha 3Ty Temy BbICTynuna cotpygHuua Pecny6-
JINK&HCKOrO LieHTpa o ne4veHunto remodpunumn PocHAUTI T ®MBA
Poccun (CankTt-MNeTepbypr) O.3.3anenyxuHa. OHa KOPOTKO
pacckasana o TOM, 4TO cO60M MpPefcTaBnsAlT UHIMOUTOPbLI K
FVIII n kakum o6pazom OHM BAUAOT Ha dyHKumo FVIIL.
MHrnbuTopsl Yalle Bo3HuKatoT nocne 20 (9—-36) gHen BBegeHUs
(OB) npenapara, BbICOKWIA PUCK Pa3BUTUS MHTMOUTOPA COXPaHS-
etcs go 50 B, nocne 200 B puck hopMrpoBaHust MHrnéuTopa
HUYTOXHO Mas, HO HUKOrAa He ncyesaet coBceM. VIHMMoUTopsI
paseuBaroTca y 5-12% 6onbHbix A (npu Tsxkenon dopme 3a-
6oneBaHnsa y 5-33% nauueHtoB) n y 1,5-7,5% 6onbHbix B
(npw Tsxenon dopme 3abonesaHns y 9-23% naumeHToB).

Cpean akTopoB pucKa BO3HUKHOBEHWS WHIMOWTOPOB Bbl-
OensoT reHeTu4eckre 1 BHelHue. K nepBbIM OTHOCAT Hanu4ne
WHIMOUTOPOB Y YNIEHOB CEMbM; TAXKECTb reMomnnm (MaumeHTbl
C TshKenow chopmoint 3aboneBaHnst COCTaBNAT rpynny pucka);
pacy (MHrMbuTopbl Yalle pasBuBatoTCH y adpoamMepukaHLEeB);
MyTaLuuMu reHa, Bbi3biBaloLymne 3abonesaHmne (6onbLUne geneuuu,
HOHCEHC-MyTauMn N MHBEPCUS 22-r0 UHTPOHA NPUBOAAT K MoJsl-
HOMY OTCYTCTBUIO 6efika 1 06yCnoBnNnBaloT BOSHUKHOBEHWE WH-
rmoutopoB y 21-88% 605bHbIX A U y 6-60% 605nbHbIX [B;
MUCCEHC-MyTaumMm u MyTauuu, Bbi3blBalOWMe HapyllueHue
crnnamcuHra, nNpuMBOAAT K U3MEHEeHWMI0 (OyHKUMKM Genka u 06-
yCrnoBnuBaroT hopmMmpoBaHme MHrMonTopos Yy 10% 60bHbIX A
ny 30% 60nbHbIX B); HLA-reHotun. K BHewHum daktopam
pas3BuUTUS MHIMOUTOPOB OTHOCAT BO3PAacCT MauMeHTa Ha MOMEHT
nepBoro BeefeHus 0eduuUnTHOro aktTopa; 0CO6EHHOCTH Nneve-
HUA (J03bl, MHTEpBasbl MeXAy BBEAEHUSMU, NpodunakTmyec-
KO€e fleyeHve Unn nedveHne no TpeboBaHMIo); N3MEHEHUSI B UM-
MYHHOW cucTeme (MHbekuun, BakUMHaALUKU, XUPYpPruyeckune
BMeLLaTeNbCTBa, O6LUMPHBIE KPOBOTEYEHWS, BOCNANEHWE).

MHrnéutopsl cnepgyet onpenenstb y Kaxaoro 60nLHOro He-
3aBMCUMO OT CTEMNeHn TAXeCTn 3abofieBaHnsA nepes Ha4anom
M B rpouecce NeYvYeHns; npyu OTCYTCTBUU KIIMHUYECKOrO 3-
drekTa OT NPOBOAMMON reMOCTaTU4YECKON Tepanuu B afeksar-
HbIX [03ax; Npyv OTCYTCTBUM MOBbILLEHUS aKTUBHOCTU Aedu-
LMTHOro dpaktopa B rnnias3me Kposu 6051bHOr0 Nocre BBeAEHUS
pacyeTHbIX [03 KoHueHTpata FVIII wnn FIX wnu npn Heoxu-
JaHHO cnabo BbIpaXXeHHOW peakuuu Ha BBefeHue neduunt-
HOro paktopa; 60MbHbIM C THXENON N cpefHeTsaXenon gop-
Mou remodpunumn 1 pas B rof; nepepn nposefeHnem Xvpypru-
YecKMUX BMellaTesnbCTB U ypaneHnem 3y60B He3aBMCUMO OT
TAXECTN 3aboneBaHus.

CTtpartervs ne4YeHuss MHIMOUTOPHOM OpMbl reModumm
BKJTHO4AET Tepanuio OCTPbIX COCTOSAHWIN (OCTAHOBKY KpoBOTeYe-
HWIA) 1 OONrOBPEMEHHYIO CcTpaTeruio (yaaneHue MHrmbuTopos).
[na oCcTaHOBKM KPOBOTEYEHWUI NpU BbICOKOM (6onee 5 BE) nnn
HEM3BEeCTHOM TUTPE WHIMOUTOPOB WCMONL3YIOT npenapaTbl C
LUYHTUPYIOLLMM MEXaHU3MOM [eACTBUA. BONbHbIM C HU3KUM
TUTPOM MHrMébuTopa (MeHee 5 BE) ana KynmposaHua KpoBoTeYe-
HWIA 1 MPU OnepaTUBHbLIX BMeLLATENbCTBAX BBOAAT KOHLIEHTPAThI
FVIII B gose, npesblwaroLLen TepaneBTUYeCKyto, KOTOpYIO pac-
cunTbiBaOT MO dhopmyne, a Afa KynuposBaHUA MacCUBHbBIX U
YrpoXaroLLUmMX XU3HU KpoBoTeYeHu — npenapartbl rFVila. Jonro-
BpeMeHHasa cTparterus BkovaeT nposefeHne VINT 605bHbIM
(B3poCnbIM U OeTAM) C BHOBb BbISIBNEHHbIM BbICOKMM TUTPOM
WMHIrMeUTOPA; NPOUNaKTUYECKOE NeYeHne npenaparamu C LyH-
TUPYIOLLMM MEXaHU3MOM [ENCTBUS Y BOSbHLIX C HEAPAEKTUB-
Hon VINT 1 y 60SbHbIX C ONUTENBHO onpefensemMbliM BbICOKUM
TUTPOM MHIMOGUTOPA M 4acTbIMW KPOBOTEYEHUSAMU; NIeHeHne Mo
TpeboBaHuio npenapatamu rEVila 60MbHbIX C UHIMOUTOPOM U
pefKkVMN KPOBOTEYEHUSIMU; NPOMUIIAKTUYECKOE NeYeHne pe-
KOMOBWHAHTHBLIMW UNW NMNasmeHHbIMU KoHueHTpaTtamu FVIII 6o5b-
HbIX C HU3KUM TUTPOM UHrMéuTOpA.

Hanee 0.9.3anenyxmHa nogpo6HO OCTAHOBUAACH Ha CYLLEeCT-
BytoLLmx npotokonax AT un nx pesynerartax, paktopax, BAusio-
LUMX Ha 3PEKTUBHOCTL NMPOBOAMMON Tepanuu.

[PO3HbIM OCNOXHEHWEM fledeHus remodmnum sensetcs BIC
M Kak criefcTeme LMppo3 nevYeHn n renaTtouenonapHas kapum-
Homa. B cBA3KM C npuMeHeHVeM paHee B NieYeHUn reMounmm
cBexe3amopoxeHHon nnasmbl (C3I1), kpuonpeuunutata wu
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nnasmeHHbiXx PCK 60bLUNMHCTBO 60SbHbIX reModunnert NHpu-
umposanbl BI'C. M.H.®epgopos, cotpygHuk LleHTpa no npodm-
NaKTUKe WHMEKUMOHHbIX 3aboneBaHui n ClOa Pecny6-
JINKAHCKOrO LieHTpa o ne4veHunto remodpunumn PocHAUTI T ®MBA
Poccun (CankT-lNeTepbypr), nogenusics onbiToM JIEHEHUS XpO-
Huyeckoro BIC y 60nbHbIX remocunven. B yacTHocTH, OH cKka-
3arl, 4TO OCHOBHbIMU NMPUYNHAMM XPOHWUYECKOWN MaTonorum rneve-
HKW, NO AaHHbIM konner n3 CLUA, sensatoTtca BIC (26%), BI'B
(11%), BI'C B co4eTaHun cO 3M0ynoTpe6reHVEM asIKoronem
(4To Hepepko Habntogaetca y 60MbHbIX remodwunuvert; 14%),
BI'B B coyeTaHuu co 3noynotpedneHnem ankoronem (3%). BIrC
NHdMLUMpoBaHbl 6onee 1,2% HaceneHna Poccum (N0 JaHHbIM
2009 r.). CMepTHOCTb OT LUMppO3a NeYeHn, acCCoLMMPOBAHHOIO C
BI'C, B Poccumu coctaenset 6onee 8 cnydaeB Ha 100 TbiC. Ha-
cenenva B rogd. B otnnyme ot BupycHoro renatuta A n BI'B
BakuuHbl NpoTme BI'C noka He cywecteyeT. [Ana BI'C xapakTep-
HO XPOHUYECKOEe TeyeHue, KoTopoe HabnopgaeTcs B 85% cny4a-
eB, N3 HuUx B 20% crnyyaeB pasBMBaETCs LMPPO3 MeYeHW.
Hepepnku crnyyan pa3sutmsa renaTouenoNapHON KapLMHOMBI.

3atem IN.H.denopos pacckasan 0 COBPEMEHHbIX MPOTUBO-
BMPYCHbIX NpenapaTax u pedynstatax nedeHns BI'C B LieHTpe
no npodunakTmke MHAPEKLUMOHHbIX 3abonesaHui un Cr[a.
B 2008 r. n3 98 605bHbIX remounen, y KoTopbiX 6bln Bbl-
aBneHbl aHTM-HCV, o6cneposanne metogom [MLUP npoeepeHo
y 53, n3 Hnx PHK BI'C 6bina BbisiBneHa y 39 605bHbIX, NIe4eHne
MN3r-uHtepdepoHom a-2a (Meracuc®) B codeTaHum ¢ pubaBu-
puHOM nony4yanu 12 60MbHbIX, U3 HUX Y 6 GOMbHBIX MOSy4YeH
YCTOMYUBbLIA BUPYCONOrMYECKUIM OTBET; Y 6 60S1bHbIX NPOTUBO-
BUpPYCHas Tepanus 6bia npepsaHa 13-3a BblIPaXXeHHbIX HeXe-
naTenbHbIX ABMIEHUNA.

OTpenbHoe cooblyeHne 6bio nocesaweHo BB — camomy
pacrnpocTpaHeHHOMY HacrefCTBEHHOMY remopparmyeckomy
3abonesaHuio B Mupe. KaHp. mepn. Hayk T.A.AHppeesa
(CaHkT-lNeTepbypr) pacckasana 06 ucTopum onmcaHus 60-
nesnn 3. cdoH BunnebpaHgom B 1926 r., BNOCNEACTBMU Ha3-
BaHHOM ero mmeHem. B ckaHOuHaBCKMX CTpaHax BbISBSETCS
po 100 cny4vaes BB Ha 1 mnH Hacenenus. B CaxkT-lNeTepbypre
Ha Hadano 2010 r. 6bi510 3apernctpmposaHo 2169 6onbHbLIX BB.
T.A.AHgpeeBa KpaTko ocTaHosunace Ha ponn VWF B opraHuame
M naToreHese 3aborneBaHusi, rnpusena nogpobHoe onucaHue
BO3MOXHbIX remMopparmyeckux npossneHui 5B.

3atem T.A.AHppeeBa oxapakTepu3oBana HeKoTOpble TUMbl
BB. Oco6eHHocTamu BB tmna 3 (nonHoe otcytcTBune VWF) sBns-
10TCSl 2y TOCOMHO-PELECCUBHbIV TUM HAacnefoBaHus; camble pas-
JINYHbIE NToKanuaaumm KpoBOTEYEHUI; reMapTpo3bl FOIEHOCTON-
HbIX U KOJIEHHbIX CYCTaBOB C pas3BUTUEM JIerkorm PopMbl remo-
dununyeckon aptpornatun. [pUMEpPHO MonoBMHA O6OMbHLIX C
3TMM TUnom BB HyxpaaeTcs B npoBefeHnn fomallHen Tepanuu
no TpeboBaHWo; OTAEesNbHbIM MNauueHTam Heobxoguma 2—3-He-
fenbHaa npodunaktuka. PopguTtensam cnegyet MNpenioXuTb
nponTn npepponoBoe TecTtupoBaHue. OcobeHHocTavn BB
Tmna 2B (kadecTBeHHbIN gedekT VWF — NoBbILLEHHOE CPOACTBO
K rnmvkonpoTemHy 1b — GP1b — Tpom6ouUMTOB) ABNAOTCA ayTo-
COMHO-JOMUVHAHTHBIN TUMN HacnefoBaHusl, CXOACTBO KITMHUYeC-
KOW KapTWHbl C TAKOBOW NPV WMMYHHOW TPOMOOLMTONEHUMN,
pe3Koe CHWXeHMe Konu4yectsa TPOMOOUMTOB MpU MHAEKLMK,
6epeMeHHOCTM U XMPYPrnYecKor onepaunmn; y HEKOTOPbIX AeTen
TPOMOOLIMTOMEHNS OTMEHAETCA TOMLKO MPU UHPEKLMAX N XUPYP-
rMYeCcKunx ornepaumsx.

Jlevenve BB pgormxHo npegycmartpusaTth yCTpaHeHue ABONHO-
ro gedekra, CBA3aHHOro C HapylleHnem cuHtesa VWF, — ge-
dhekTa agre3avm TPOMOOUMTOB M HWU3KOM akTtmeHocTu FVIII B
nnasme. JledyeHne BB 3aBuvcuT OT TUnNa 3abonesaHus: Mpu
Tune 1 (YacTU4HbIA KonuyecTBeHHbIM gedekt VWF) npumeHsioT
JecmonpeccuH (DDAVP) — aHanor aHTManypeTmyeckoro ropmo-
Ha, koHueHTpaT FVIINVWF; npu tune 2A, 2B, 2M (pa3nu4Hbie
Ka4yecTBeHHble pedekTbl VWF) — koHueHTpaT FVII/VWEF;
npu Tune 2N — DDAVP; npu Tune 3 — koHueHTpat FVII/VWEF.

Takxe B nieyeHnn BB LLMPOKO MCMONb3YOTCA aHTUPUOPUHO-
nuTu4eckuMe npenapaTbl (TpaHekcamoBas kucrnota — TK).
[Mpu pa3suTUM NnocTremopparn4eckon aHemun rnepopasbHO Ha-
3HavaroTcAa npenaparbl Xxenesa.

Ocobyto npo6nemy y naumeHTok ¢ BB npencrtaBnsioT MeHop-
parun. Bcem naumneHTkam HeobxoavmMa KOHCYrnbTauus rmHEKono-
ra. B neveHnn meHopparuii MoryT NpyMEHSATLCA rOpMOHalbHble
KOHTpaLenTMBbl; BHyTpMMaTo4Has cuctema Mupena (Bbigenset
nporectareH — nesoHoprectpen); TK (no 1 r 3 pasa B feHb BO
BPEMSA MEHCTpyaumu unun 4 pasa B feHb [0 Hadvana MeHcTpya-
uun); DDAVP nHTpaHasanbHO unm NoOAKOXHO Ha 1- n 3-i feHb
MEHCTpYanbHOro UMKIa; yaaneHue SHOOMETPUS pasfuyHbIMU
crnoco6amu; TMCTEP3IKTOMUA B KparHe TSXKeNbIX CriyyasX.

B HacTosLLee Bpems BblpaboTaHa v NpUMEHSAETCA onpeaerneH-
Hasa TakTvKa BefeHUst 6epeMEeHHOCTN 1 POAOB Y XeHLWuH ¢ BB.
MockonbKy akTnBHOCTL VWF He Bcerpga HopmanuayeTcs B Mpo-
Lecce 6epeMeHHOCTU, ee crnegyeT onpefenats B lIl TpumecTpe,
€Cnn OHa noBsbILaeTcs 6onee YeM Ha 50%, To Tepanus BO Bpemsi
pofoB, BO3MOXHO, He rnoTpebyetcs. MOXHO MPUMEHSITb KOHLIEH-
TpaT FVIII/VWF B Havane cxBaTok v ganee B TedeHue 7 gHew (npu
Heob6xoanmMocTu Jo 35-ro gHsa nocne pogos), TK. Bo Bpems pogos
Henb3§ MCNonNb30BaTh BAKYyM-3KCTPAKTOP, LUMMLbI UMW CKarnbno-
Bble anekTpodbl. MNocne popgos aktneHocTb FVIII u VWF 6bicTpo
CHWXAETCA (B TeyeHne 6 4), NoaTomy 3a 60SIbHON Heo6X0OMMO
Habnojatb B TeYeHWe HEecKonbkux AHen (oo 35 gHen) us-3a
prvcKa BO3HUKHOBEHWS MOCNEPOAOBOro KPOBOTEYEHMS.

B rneyeHUn HOCOBLIX KPOBOTEYEHWA MNPUMEHAIOT MECTHOE
chaBnviBaHve W nepf; TamnoHbl, 6ansoHbl UN NPWKUTraHue;
MECTHYIO Tepanunio TPOMOUMHOM; MECTHYIO FTMIMeHyY 1 yBraxXHUTe-
1, MHTpaHasansHoe BeefeHve DDAVP, BHyTprBeHHOe BBefe-
Hune koHueHTpata FVIIINVWEF, xupyprudeckyto onepauuto (kpawm-
He pepgko). B geTckoM u NogpoCcTKOBOM BO3pacTe HEOO6XOANMO
BbISIBUTb JI0KasIbHble U3MEHEHUs (MCKPUBMEHME HOCOBOW Mepe-
ropofaKu, atpodUHECKNIA PUHUT 1 Ap.), NOJOEePXX1BatoLLMEe HOCO-
Bble KPOBOTEYEHUS, U YCTPAHUTL UX.

B uenom guarHOCTUKYy U fevyeHue pasnuyHbix Tunos BB
MOXHO OXapaKkTepusosaTb crefyomnm oépasom: Tun 1 06b14HO
ABMAETCA NPOCTLIM B MNS1aHe ANArHOCTUKM U NIeYEHUs, Mpu 3TOM
crnepyet BbipaboTaTb W AaTb NpaBuiibHbIe FrEeHETUYECKNE PEKO-
MeHJauuu; B niedeHnn Tsxenon opmel Tmna 1, 2 n 3 cnegyet
BbIMOJHATL FEHETUYECKME pEKOMEHAALMN, 6ONLHON [OMKEH Ha-
XOAMTBCA Mof HabMio4eHeM CreumnanncToB (remaTonor, rmHe-
konor, xupypr, JIOP-Bpa4 u pgp.), Heob6xogumo obecne4ynTb
CINOXHYI0 1a6opaToOpPHYHO ANArHOCTUKY 1 KOHTPOSIb Nokasarenemn
(cm. BeicTynnenve H.M.Kniumoson).

B 3akntoyeHne ceoero BeicTynnexdus T.A.AHgpeesa npusena
3 KIVHWYECKUX NpuMepa, WIIOCTPUPYIONX OUNArHOCTUKY U
nievyeHne pasnu4Hbix Tunos BB.

C poknapom «Pefkue Koarynonatum» BbICTynuna pykoBogu-
Tenb naéopaTtopun ceepTbiBaHUa Kposu PocHUUIT OMBA

Lt
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Poccun (CankT-MNeTepbypr) npod. J1.M.ManasH. OHa oTmeTuna,
YTO MoA, TEPMUHOM «KoarynornaTum» NMoHUMatoT remopparmyec-
Kue 3abonesaHunsi, 06yCrnoBfieHHbIe HapyLLEHNEM CUHTE3a OfjHO-
ro n3 ®CK — npotpombuHa, pnbpurHorera, dpaktopos V, VI, X,
Xl, Xlll. KpariHe pegko BCTpedaeTcs codeTaHue geduumnta He-
ckonbkux ®OCK. Ona pegkmx HK xapakTepHbl ayTOCOMHO-
peLeccyBHBIA TUM HacnegoBaHus (?); 6onee YacToe BbiSBIEHNE
npv poACTBEHHbIX 6pakax U, YTO OCOGEHHO BaXKHO, OTCYTCTBUE
YETKOW KOppenaumum Mexay TAXECTbIO KPOBOTEYEHWUS U aKTUB-
HOCTbIO (hakTopa, 3aTpyaHsoLee nedveHne. OJanee J1.MN.MNanasH
npviBenia 4acToTHble xapakTepuctukn pegkux HK. Mo gaHHbIM
nutepaTtypsl, geuumt MbpuHOreHa BCTpeYaeTcsl C 4acToToMn
1 cnyyan Ha 1 MIH HaceneHus, oeduuUMT NPoTpoMOUHa — 1 cny-
Yau Ha 2 MIH Hacenenus, gecdouunt FV — 1 cnyyan Ha 1 MIH Ha-
ceneHus, co4vetaHHbin pgedpuumt FV u FVII — 1 cnyyan Ha
1-2 MrH Hacenenus, geconumt FVII — 1 cnyyai Ha 500 Tbic. Ha-
cenenus, pedounumt FX — 1 cnyyan Ha 1 MnH HaceneHus, pedu-
umt FXII — 1 cnydanm Ha 1-2 MnH HaceneHus. Mo OaHHbIM
Peructpa remopparuyeckux 3abonesaHnin BenvkobputaHum 3a
2002 r., BB cTpapatot 6616 (40,7%) 4enosek, 'A — 5560 (34,2%)
yenoesek, B — 1188 (7,3%) 4enosek, pedwuumtom FXI —
1163 (7,2%), pegknmmn HK — 868 (5,4%) 4enosek, TpombéounTap-
HbIMK paccTponcTBamu — 847 (5,2%) yenosek. B 2002 r., no
[aHHbIM TOro Xe pernctpa, cpean 6onbHbIX pegkumn HK gedoum-
unt FVII BbisBneH y 328 (41,5%), pedunumt dumbprHoreHa —
y 155 (19,6%), gedvumt FX —y 143 (18,1%), pedomumnt FV —
y 80 (10,1%), pecpmumnt FXIIl — y 44 (5,6%), coveTaHHbI pedu-
unt FV u FVIIl -y 22 (2,8%), pedonumt FX —y 12 (1,5%), code-
TaHHbIN gedmumt daktopos I, VII, IX; X —y 6 (0,8%) 60nbHbIX.

M3BeCcTHO, 4TO MepBbIM LIAroM K opraHu3auuu MeauumH-
CKOM rnomoLuu fito6omMy 605bHOMY, B HaCTHOCTU 60fIbHOMY re-
Modomnuent n gpyrumn HK, aBnsetcs noctaHoBKa AuarHosa.
Bo3MoXHOCTN nabopaToOpHOM ANArHOCTUKN 3TUX 3ab6oneBaHui
CYLLIECTBYIOT B pafe nabopaTopuin Hay4HO-1CCrnefoBaTenbCKnx
1 ne4vebHbIX yupexgeHunin Mocksbl (THL PAMH, N3mannosckas
OrKB) n CankTt-MNetep6ypra (PocHUUTI'T ®MBA Poccun) n oT-
CYTCTBYIOT B MOJIHON Mepe B pernoHax. OTo nNpexae BCero Ka-
caetcs onpefeneHuns aktmeHoctn ®CK, TuTpa MHrMGUTOPOB U
ouarHocTukmn BB.

O na6opartopHow gnarHoctvke HK 1 opraHmsaummn koaryno-
rMyeckor nabopaTopHON CryX6bl B Pecny6inMkaHCKOM LieHTpe
no nedvexnnio remopunumn PocHUUI'T ®MBA Poccumn (CaHkT-
MeTepbypr) pacckaszana COTPYAHMK 3TOrO Yy4YpexpeHus
H.M.Knumosa. B YyacTHOCTW, OHa OTMEeTUna, YTo AeATeNlbHOCTb
naéopartopuii, ocyLlecTBRsoWmx auarHoctnky HK, pernamen-
TUpyeTcs psaoM npukasos MuHsgpascoupassutus Poccuu.

H.M.KnumoBa octaHoBMNacb Ha 0COGEHHOCTAX NlabopaTopHOM
OVarHoCcTMKn Hanboree 4acto BcTpeyvaromxea HK — remodomnum
v BB, npefcTtasuna anroputM aMarHoCcTuku remodunmm. K ooLmm
CKPUHWHIOBBLIM METOAAaM UCCNEeNoBaHNA OTHOCATCA: onpeneneHne
KONMM4yecTsa TPOMOOLIUTOB, ANUTENBHOCTU KPOBOTEYEHNS, aKTUBK-
POBaHHOrO YaCTU4YHOIO TPOMBOMNIACTUHOBOIO BPEMEHHU, MPOTPOM-
6UHOBOMO N TPOMOBMHOBOIO BPEMEHW, KOHLIEHTpaummn dunbpuHore-
Ha. TeCTbl ANA YTOYHEHUA OMarHosa BKIoYatoT onpepesieHne ak-
TmBHocTu FVIII n FIX, VWF n, npu HeobxogumocTu, apyrux ®CK;
onpefeneHe Hanu4yus MHrMOUTOPOB, a MpU WX HamMuum —
KONM4ECTBEHHOE OnpeaeneHne Hriméutopos (B BE).

B poknape 6bina nog4yepkHyTa BaXXHOCTb U3YYEHUs UHOANBU-
AyanbHoM (hapMakoKUHETUKM BBOAMMBIX @HTUreMOoMUIIbHbIX

npenapaTos. bbin npuBeneH npumep o6crnefoBaHns 8 60sbHBLIX
reMounnen, y KoTopbIx nocrie BBeAEeHUA CTaHOapTHOM [03bl
FVIII (40 ME/kr) oTMe4arncs HeoQMHAKOBbIA Neprog NMOMy>XN3HU
thakTopa — oT 4,8 0o 17,4 u.

3arem H.N.Knumosa pacckasana o guarHoctuke BB. Ona
HarnomMHuna, 4to aktmueHocTb VWF B nnasme B Hopme BecbMma
BapuabenbHa — oT 0,5 go 1,6 ME/mMn, Ha Hee Oka3bIBalOT BNUS-
HVe HereHeTn4yeckme akTopbl (BO3pacT, CTPECC, KOHLEHTpaLms
rOPMOHOB B KPOBW, 6€PEMEHHOCTL, OpalibHble KOHTpaLenTUBhI,
dmnsnyeckme Harpysku, BocrnaneHusi, 3510Ka4ecTBEHHbIe HOBO-
o6paszoBaHus, 3a60neBaHns rno4vek, NevYeHn 1 LWMTOBUOHOM Xe-
nesbl), MOBbILLAOLME AKTUBHOCTb (haKTopa, WU reHeTudHeckne
hakTopbl (Hanpumep, rpynna KpoBu — ObINO NOKa3aHo, YTO Yy
mopen ¢ 0(l) rpynnon kposu aktueHocTb VWF Huxe Ha 30%).
B anroputme guarHoctuku BB BbioensoT o6a3aTernbHble TECThI:
onpegeneHve koHueHTpauun VWF B nnasme (VWF:Ag), onpefe-
neHve puctoueTuH-koakTopHon aktueHocTn VWF (VWF:RCo),
onpepeneHne koarynsaumoHHon aktueHoctn FVIII (FVII:C).
Kpome TOro, cywlecTByloT TecTbl AN AMArHOCTUKKM Tuna BB
(1, 2A, 2B, 2M, 2N n 3) — onpefeneHve pUCTOLETUHUHAYLMPO-
BaHHOW arperaumv TPOMOOLMTOB, KOJnareHCBA3bIBaloWwen ak-
TmBHocTM VWF (VWF:CB), TecT ceasbiBaHuna VWF ¢ FVIII, aHanna
MynsTUMEpHON CTPYKTypbl VWF.

Ooknap T.A.MapwuHor B coaBTopcTBe ¢ B.3.MonocTteoBoi
(XabapoBck) 6bin noceslleH npobrnemam nabéopaTopHOW Ou-
arHoCTUKN B reMocTasunonorun. AKTyanbHOCTb nabopaTtopHomn
OVarHoCTUKM onpepenseTcsa crnefyoLwyMmm MOMeHTamMun: Heo6Xo-
OVMOCTBIO [IMArHOCTUKM HAaCNefCTBEHHbIX U MPUOGPETEHHbIX
reMopparvyeckux 3abonesaHuii, a Takke TPOMOOMDUINYECKNX,
TPOMB0O3IMOBONMHECKNX U TPOMOBOreMopparm4ecknx HapyLIeHWuii;
HEOo6X0AMMOCTBLIO KOHTPONS MNP NPOBEAEHNN reMOCTaTUYECKON
1 NPOTUBOTPOMOOTUHECKOW Tepanuu.

Mo MHeHWIO AoKNagyuvka, OCHOBHAsA npob6rema COCTOUT B
TOM, YTO FemMoCTasuosiornsa [o CUX Mop He BKIOYEeHa B YWCIO
MeAMLMHCKMX creumanbHoCTer, B CBSA3M C 3TUM OHa He Mnpeno-
JaeTcsl Kak Hayka, a B MeOVULMHCKUX YHYPEeXOeHUsaX He npeny-
cMmatpuBaeTcs Hanu4yve COOTBETCTBYIOLLMX LUTATOB BpaYven-
remocTasunornoros. [pyras npo6nema COCTOUT B TOM, YTO He
pa3paboTaHa M He yTBepXAeHa Ha rocyfapCTBeHHOM YpOBHe
HOPMaTUBHO-TEXHUYECKAA OOKYMEeHTauus, pernaMeHTupyoLlas
OeATeNbHOCTb KIMMHUKO-AMarHoCTU4eCcKux naéopartopuii B 06-
nactu remoctasuonornv. Bbino M3paHo HECKONbKO MpUKasoB
MwuHzgpasa CCCP n P®, ogHako npobnema yHudukaumm MeTo-
[0B VccnefoBaHns CMCTEMbI reMocTasa [0 CUX NMop He peLueHa.
[ns pelueHns ykasaHHbIX Npo6riemM Heo6XOANMO Y3aKOHUTL CTa-
TYC reMocTasnornormm Kak Hayku; paspabortaTb U yTBepanTb Ha
rocyfapCTBEHHOM YPOBHE HOPMATUBHO-TEXHUYECKYIO JOKYMEH-
Taumo, pernamMeHTUpYoLLY0 [eaTenbHOCTb Nabopatopuit no
reMoCTasuornormm; B peecTp MeOuUMHCKUX creumnarnibHOCTeNn
BHECTU crneumansHOCTb Bpaya-reMocTasmnonora; OCHOBbI KITMHU-
YeCKOWM remocTasvonoruv npenofasartb B By3ax; OTKPbITb LUTAT-
Hble naéopartopun remocrasa.

Ooknapg kaHa. 6uon. Hayk M.B.AceeBa, ctapLuero Hay4Horo
COTpyAHMKa naéopartopuu npeHaTanbsHon AuarHoctuku HUN
akywepcTsa v ruHekonormn nm. [1.0.071T1a Ceepo-3anagHoro
otgenenns (C30) PAMH (Cankt-lTeTepbypr), 6bia NOCBALLEH
reHeTU4eCKon AMarHocTuke remounmm, Borpocam nnaHnposa-
HUWN CEMbW N paHHEro BbISIBNIEHUA MyTaHTHOro reHa. B yacTHoc-
TW, OH CKasas, 4To NpW MONEKYNSAPHON ANArHOCTUKE 06LEKTOM
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nccrnefoBaHua ABNAETCA HernocpeAcTBeHHo Monekyna AHK
6onbHoro. lMpenmyllectso OHK-guMarHocTnku 3akrnovaercs B
TOM, 4YTO OHa MO3BONSAET BbIABUTb 6OME3Hb MPaKTUHECKU Ha
No60on cTagumn passuTUa opraHnuama, a He Torga, Kkorga opmu-
pyeTcs COOTBETCTBYIOLLMA OpraH, TKaHb UM cuctema, B KOTO-
pbIX 3KCnpeccupyeTcst MyTaHTHbIV reH. MonekynspHas guarHoc-
TMKa remMounum MoXeT ObiTb MPAMOW (OeTekuus mMyTauuin B
reHe) 1 KOCBEHHOW (OeTeKUUss MONEKYNAPHbIX MapKEPOB BHYTPU
reHa unu psaoM ¢ HUM). TOYHOCTb NPSAMOW AMAarHOCTUKU JOCTU-
raet 100%, K ee HegocTaTkam criegyeT OTHECTU HEO6XOAUMOCTb
HaNM4msa TOYHbIX JAaHHbBIX O MaXXOPHbIX MyTaLUSX UN «FOPSHNX>»
ToYykax reHa. [penMmMyLLLeCTBOM KOCBEHHOro MeTofa sBnseTcs
€ro yHvBepcasibHOCTb, @ HeOCTaTKOM — oba3aTtesibHoe Hanu-
yne 60nbLHOro pedeHka M 6OMbLUIOro 4YMcra POLACTBEHHUKOB
6onbHOro. OcHoBHbIM MeTogoMm [OHK-guarHocTvkm remodou-
nn A 1 B ocTtaeTcsl KOCBEHHbIM MeTo, OCHOBaHHbIA HA UCMNOSb-
30BaHUK NOIMMOPMHLIX CaUTOB, PACMNONOXEHHbIX BHYTPU FrEHOB
FVIIl v FIX nnn 6amn3ko K HAM.

Matepuan gna reHeTU4eckoro uccrnefoBaHus MOXET ObiTb
noslydeH OO0 UMMMaHTaumMm ANUEKNETKU C MOMOLLBbID MUKPOXU-
pyprun Opobsencsa KneTtku; B | TpumecTpe 6epemMeHHOCTU C
MOMOLLIbIO TpaHCcBarnHanbHoOM XOpuMOHOGMOMNCUKN, TpaHcabaoMu-
HanbHOro nnawueHToueHTesa; Bo |l TpumecTpe 6epeMeHHOCTH C
NMOMOLLIbIO  TpaHCabAOMUHANLHOIO MaueHToleHTe3a, aMH1o-
LeHTe3a, KopaoLleHTesa.

MepBas npeHatansHasa auarHocTnka A B Poccun nposefeHa
B 1988 r. PerynsapHyto OHK-guarHoctnky remodpunumn A n B,
OHK-aHanna reHa vVWF nposogat ¢ 1990 r. B HacTosiLLee BpeMs
OHK-gnarHoctuky HK B Poccuun nposogat Tonbko B HAW aky-
wepctBa u ruHekonormn mm. 0.0.011a C30 PAMH (CaHkT-
Metep6ypr), B MHLU PAMH (MockBa), MeOuKo-reHeTUYecKnx
LeHTpax (HosBocmbupck, TOMCK).

3atem M.B.AceeB pacckasan o pesynsratax OHK-guarHoc-
Tk remocpunmm B CaHkT-lNeTepbypre. B 562 ceMbsx BbICOKOro
pucka passutusa A npeHaTanbHas OuarHocTvKa npoBefeHa
B 155 cnydasx, B pesynbrate npefoTBpalleHO poxXAeHue
78 6OnbHbIX; pPOAUNUCL 3[00poBbIMW 83 pebeHKka; PoaMnnCh
605bHbIMM MOCSIe NPeHaTanbHoOM AMarHOCTUKN 3 pebeHka (poau-
TENM oTKasanucb OT NpepbiBaHUA 6epeMeHHOCTH). B 46 cembsix
BbICOKOI0 pucka passutus ['B npeHaTtanbHas guarHoctuka npo-
BefleHa B 12 cnyyasx, B pesynsrare npefoTspaLleHo poxaeHe
5 60nbHbIX; POAMNUCL 300POBLIMA 8 AeTeMN.

06 opraHnzaumm cToMaToNorM4eckorn nomoLum 6onsHeiM HK
B ycnoBusix Pecny6smkaHCKoro LieHTpa no fieYeHuo remMogounmm
PocHUUTI'T ®MBA Poccun (CankTt-leTepbypr) pacckasana
H.B.BonokutuHa. B cBoem BbICTYNNeHUn oHa NogyepKHyna, 4To
OMbIT, HaKOMMeHHbIN B PecnybnMkaHCKOM LeHTpe, fBnsieTcs
YHUKasbHbIM, MOCKOMbKY CcTOMaronornyeckas rnomMollb 605b-
HbIM remMouUIMen B CneunanmanupoBaHHbIX MeOULUHCKUX
yupexaeHusax (ueHtpax remogpunum) B PO orpaHuyeHa u co-
npsxeHa ¢ onpefeneHHbIMU TPYOQHOCTAMW — CTOMaTosIorn 604T-
€51 60MbHBIX reMounnen, n Hao6opoT.

B 2009 r. B Pecny6nnkaHCKOM LIeHTpe cToMaTosiornyeckas
nomoLlb 6bina okadaHa 1383 naumeHtam (1060 B3pocnbIM U
323 petam) (B 06Llen cnoxHoctn 4290 MOCELLEHNA), U3 HUX
302 naumeHTam c remodunuen (1572 nocelyeHusi), 66110 Bbl-
nosiHeHo 763 yganeHus 3y6a. Xnpypruyeckyto ctomaronormyec-
Kyt NMomoLLb B Pecny6MKaHCKOM LIEHTpe OKasblBaloT ambyna-
TOPHO; nepen yganeHvem 3y6a 605bHbIM remModunnet BBOOAT

koHueHTpat FVIII unn FIX (B cpegHen pose 40 ME/kr), naunen-
Tam ¢ BB, Tpom6ouMTONaTUAMM N CUCTEMHBLIMW 3a6051EBAHNAMN
KPOBU TPaHCHY3NOHHYIO Tepanuio He NPOBOAAT; AJ1 aHECTE3UN
NMPUMEHSAIOT MECTHble aHecTeTukn. C remMocTaTu4eckon Lesbio
LUMPOKO WCMOMb3YyoT TabrieTmpoBaHHble npenapatel TK, ans
OCTaHOBKW KPOBOTEYEHWUN N3 NYHKU 3yb6a — (PUOPUHOBLIN Knen
(Tuccykon Kut®, «Bbakctep», ABCTpus), pacTBop Kanpodepa,
remMocTaTuyecKyto rybky ¢ reHTaMMumHOM/KaHaMULMHOM.

H.B.BonokutnHa oTmeTtuna, 4To HeobxoauMmo co3gaBaTthb
npodunakTMyeckne nporpamMmmsbl, BKOYaroLmMe rurmeHy noso-
CTW pTa, NpuYeM nuuu, 6orator MTOPOM, KypChbl NOMMBUTaMM-
HOB N MWKPOJJIEMEHTOB (KanbLWii, Xeneso), NnaHoBble CaHa-
LK MOMOCTU pTa, KOTOPbIE NMO3BONAT CHU3UTb PUCK BO3HUK-
HOBEHWNSI Cepbe3Hor 3y6HOW naTtonormm n ypaneHus 3y6oB.
[Mo MHeHuO Joknagyuka, onbIT opraHu3aumm ctomaTtonormye-
ckon nomoLum 6onbHbIM HK, HakonneHHbIn B Pecny6nMkaHCKOM
LleHTpe, MOXET 6bITb UCMOMb30BaH B APYrUX Nie4ebHbIX y4pex-
neHusax Poccuu.

Bnarogapsa BHeOpeHVIO COBPEMEHHbIX METOAOB JleYeHus
NPOAOIHKUTENBHOCTL XU3HU GOMNbHBIX reMoUIven 3HavnTenb-
HO yBenuuyunacb U 3a rnocnegHue OecATUNeTUs B PasBUTbIX
cTpaHax npuoénuaunack K npofoimKUTENIbHOCTU XU3HWU 300pPO0-
BbIx fmogen (n3 poknaga A.Nimtz-Talaska, lepmanus). OgHako
yCrnewHoe neveHve 605bHbIX remModunnen HEBO3IMOXHO 6e3
TECHOro B3aMMOLEenCTBUA MedUNLIMHCKMX pabOTHUKOB, UCCNEeNo-
Barenen, nponssoauTenen apmaueBTUHECcKOM MNPOAYKUMM W
opraHunzauui naumnentos. O geatensHocT BOI™ B COBpeMEHHbIX
ycnosusx pacckasan ee npesvgeHt H0.AKynés (Mocksa).
B yactHoCcTW, OH ckadan, yto BOI aBnseTca npencraButenem
WFH B Poccun 1 B HacTosiLLee BpeMsa MeeT 62 pervoHarbHble
opraHnzauun. OCHOBHbIMW HanpaefieHusM geatenbHoctn BOI
ABNAIOTCS:

* cogencTeme NOHOMY ob6ecrneYvYeHnto 60SbHbIX remMounm-
e koHueHTpatamn OCK Ha depepanbHOM M permoHanbHOM
YPOBHSX;

* 3almTa MHTepecoB 60SbHbIX reModununert Ha hepeparns-
HOM W pervoHanbHOM ypoBHsX (ydactue B pabote ObLiecT-
BEHHOro coBeTa Mo 3alyute npas naumeHToB npu Pocsppas-
Hafasope; B3aumopencTeue ¢ PocspgpasBHag3opom; ydactve
B coBellaHuax ¢ pykosogctsoM MuHagpascoupassutua Poc-
cun n PocspgpaBHapsopa; co3paHne Bcepoccuiickoro cotosa
naumMeHToB);

* cofencTBMe CTPOUTENLCTBY 3aBOAOB MO (PpakLMoHMpoOBa-
HWIO JOHOPCKOM Nnasmel;

* CcofencTBMe CO3[aHVIO U BHEOPEHUIO HaUMOHaNbLHOro pe-
rucTpa 60nbHbIX HK;

* CcofencTBMe BHEOPEHUIO HALMOHANLHOMO NPOTOKONa Befe-
HUS 605bHbIX «[[emMounusa»;

* OCYLLEeCTBMIEHNE WHMOPMALMOHHBIX U 06pasoBaTesibHbIX
nporpaMmm (kypHan «lemuHgopm», cant «lemodunma B
Poccun», cemuHapbl, Hay4HO-NpPakTUYeCKne KoHdepeHuuu,
LUKOSbl  reMOouUnnmM, MeponpusaTtus, nocsesilieHHble Mexay-
HapogHOMYy OHt0 remodounum — 17 anpens).

0.A.XKynés nogyepkHyn, 4yto BOI™ pa6oTaeT B TeCHOM B3au-
MOLENCTBUN C LieHTpamMun reMounnm, Bpa4m KOTopbIX OCyLLECT-
BNAIOT 3KCNEPTHYIO MOAAEPXKKY.

Joknag4mk KOpOTKO OCTaHOBUWJIICA Ha JlIeKapCTBEHHOM obec-
neyeHnn 60nbHbIX remocunuern. OH oTMeTun, 4To 6narogaps
peanusaunn ®depfepansHon nporpammbl «7 HO30M0TUN» B
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Poccumn 3a nepsble 9 mec 2010 r. yganock JoBecTu noTpebre-
Hue KoHueHTpaTta FVII go 4,17 ME Ha gywy HaceneHus.
B C3®0O PO 3a 70T Xe nepuop 3TOT nokasaTeNb COCTaBul
3,98 ME Ha gyuly HaceneHusi, B TO Xe BpeMs MMetoTcs 601b-
wne KonebaHus: ot 1,49 ME Ha gywly HaceneHus B [1CKOBCKON
obnacTtu go 6,67 ME Ha gyuwy HaceneHus B Pecny6nmke Komu.

Hanee F0.A.)Kynés npegctaBun OCHOBHblE 3afayn gentesb-
HocTv BOI™ no yny4lueHio MeQULMHCKON NMOMOLLM:

* 3awmTa nHTepecoB 605bHbLIX HK B yCnoBusax aKoHOMUYeC-
KOro Kpuauca;

* COXpaHeHue LeHTpanu3doBaHHomn 3akynku OCK;

* BHECEHWe U3MeHeHW B AencTByowmn «CTaHgapT Mean-
LIMHCKOM MOMOLUM 6OSIbHbIM C HacNefcTBEHHbIM AedULUTOM
dakTopa VI, ¢ HacneacTeeHHbIM feuumnTtom daktopa IX, 60-
nesHblo BunnebpaHnpga», yTBEpPXAEHHbIN npukazoM MuH3ppas-
coupaseutna Poccun ot 14.11.07 Ne705 (BOT yxe nogrotoBne-
Hbl 1 HarnpasneHsl B MuH3gpascoupassutua Poccun cooTeeT-
CTByHOLLME O6paLLeHuns);

* CO3[aHne HauMOHasbHOro KIIMHWYECKOro peructpa 60sb-
HbiXx HK;

* [OCTUXEHWE OOMHAaKOBOro obecreveHus rnpenaparamm Ha
BCen Tepputopumn Poccuu;

* BK/oYeHne B defeparnbHyo nporpaMmmy «7 HO30S0rMi»
601bHbIX C APYrMMN HacreACTBEHHLIMU U NPUOBPETEHHBIMU Ha-
pyLLUEHMAMM remocTasa (B HacTosLLee BPeEMS BKIOYEHbI TONbKO
60nbHble remodunuen A n B n BB);

* obecneyeHre permoHasbHbIX nevebHbix yypexaeHnin PCK
N 0TKa3 OT npvMeHeHus kpuonpeuunutata n C3l1 B neyeHunm
remocounuu;

* CcofencTBMe pasBUTUIO 1aboPaTOPHON CIyXObl.

Bonee nogpo6bHo ¢ aeatensHocTbio BOIN MOXHO 03HAKOMUTB-
€A Ha cavTe opraHm3aumu: http://www.hemophilia.ru.

Bce BbicTynatwoLwme nog4yepkmsanu, 41o 605nbHble reModu-
nven npeacTasnalT cob6on rpynny nogen, ocTpo HyxXxAaaro-
LMXCH B peabunuraumm 1 coumanbHon nHterpauun. B 3asep-
LIeHNe KOHMEepeHLMU BBICTYNUN [NaBHbLIN Bpa4y caHaTtopus
OO0 «lMNapyc» (AHana, KpacHopapckuii Kpar) kaHh. men.
Hayk VI.A.[JoBraHb, KOTOpPbIN HarnsgHoO NpogeMOHCTpUpoBan
(6611 NokazaH unbM), YTO B YCNOBUSIX CaHATOPUS CO3AaHbl
BCE YCNOBUA ANA peadbunuraumm 60JbHbIX reModunnen nio-
60oro BoapacrTa.

MTorom KoHdepeHUUn SBUNOCHL NPUHATUE PE3ONIOLNN, B KO-
TOpOWN CPOpPMyNMpoBaHbl OCHOBHbIE NPOGEMbI U CTpaTernyec-
Kue 3afayu, peLueHre KOTopbIX MO3BONUT yy4LUNTb pesynbTa-
Thbl fle4eHuns 1 nosbicuTb KXK 60sbHbIX remodunuen B PO.

Pe3onwouusa

Il MexpervoHanbHou KoHcpepeHUun no remocpunum
CeBepo-3anagHoro c¢egepanbHOro okpyra P®

B C3®d0O 3zapeructpupoBaHo 823 60MbHbIX reMOUINEN.
OueHka COCTOsIHUS creumanmavpoBaHHOW MOMOLLM GOSbHbIM
remochunven nokasana:

* HecTaHOApPTU3MpOBaHHbIE Mpenapatbl M npenapaTbl, WUC-
nonb3oBaHMe KOTOPbIX CBA3aHO C PUCKOM Nepefaym reMmoTpaHc-

MUccuBHbIX MHMeKumn (C3I1, kpruonpeumnuTar), B C3PO B ne-
YeHnn 60nbHbIX remocdunuert ¢ 2008 r. He NPUMeEHATCS;

e o6ecnevyeHHoCcTb KoHueHTpaTtom FVIII B C3DO P 3a nep-
Bble 9 Mec 2010 r. coctaBuna 3,98 ME Ha gyLiy HaceneHus, 4To
COOTBETCTBYET CPEeHEEBPONENCKOMY NnoKasaTernio;

* BCe HyXpawLumecs 60sbHble Mony4aroT npodunakTnyec-
KO€e 1eveHue;

* BO BCeX pervoHax 605ibHble nosny4YalroT foMallHee feve-
Hue;

* 3a nocrnepgHWe 2 rofa CaHaTOPHO-KYpPOPTHOE ne4eHune
cTano 6onee OOCTYMHbIM.

BmMecte € TeM BbICTYM/IEHMA [NaBHbIX remaTosioros
Bonorogckon, JleHnHrpagckor, HoBropoackom, ApxaHresbCkomn
obnacten n Pecnybnuku KoMy BbIsBUNW psif, Mpo6reM, sSBNsio-
Lmxcst o6LLmMmMn ansa Bcex doefepasibHbIX OKpYroBs:

* CYLLECTBYIOT Npo6nemMbl 1abopaTopHON ONArHOCTUKU: UC-
Nnonb3yeTcs orpaHUyeHHbIN Habop TECTOB, MHOrAa HefocTaTou-
HbI ANS NPaBUSIbHOM AMArHOCTUKU reMOMIMK, B HaCTHOCTH,
OTCYTCTBYET BO3MOXHOCTb ornpefeneHus MHrméuTopos;

® OTCYTCTBYET 06LLEePOCCUNCKUIN PerncTp 60sbHbIX reMou-
nven;

°* He BCe 00fbHble perynapHo HabnwopawTcs BpavoM-
reMaTonorom u crieupanucramu;

e B cTaumoHapax 1/3 permoHos C3PO P® oTcyTCcTBYIOT 3a-
nacbl koHueHTpaToB ®CK ana okasaHus 9KCTPEHHOW 1 MiaHo-
BOW MeguLMHCKOW MOMOLLM;

* B pAfe pPermoHoB MMEeKTCA TPYAHOCTU C NonydYeHnem 60r5b-
HbIMU CaHaTOPHO-KYPOPTHOrO NIeYeHUs.

O6cyove mmetomecs npobnemsl, yqactHuky Il Mexperwvo-
HasibHOWM KoHbepeHuum no remodomnmmn C3PO pekomeHayHoT:

1. Co3patb pedhepeHc-naboparopum (a umetoLmmes B CaHkT-
MeTepbypre n Mockee naéopartopusiMm NpuaaTtb Takow CTaTyc) B
KaxaoM defepansHom okpyre PO, dmHaHcupyembie 13 efe-
panbHoro 6rogxeta, onsa obcrnegoBaHusa 605bHbIX reModunuen
npu UX NU4YHON IBKE (omnata Mpoe3fa) Win C MOMOLLBIO nepe-
CbINIKW 6uomatepuana aKcnpecc-no4Tou.

2. OpraHugoBatb MOCTOsIHHOE HabnogeHne 60MbHbIX remo-
dunmven BpayoM-remMaTonorom 1 cneumanucTamm npu nux nuy-
HOW fIBKE M KOHCYILTUPOBaHME B NpoLecce JIeYeHnsi C MOMOLLbIO
VMHMOPMALIMOHHBIX TEXHOMOM M.

3. Cnoco6cTBOBaTh NponaraHge npounnakTUYeckoro neve-
HWS reMounun cpeau Bpaden-remMaTosioros 1 605bHbIX remo-
dvnuen (Lukonbl remounmn).

4. OpraHnsoBaTtb MOCTaBKM HEOOXOAUMbIX NpenapaToB AJis
CTaUMOHAapPHOro fie4eHnst 605bHbIX FreMoUInen.

5. XopaTancteoBaTb neped MunHsgpascoupassutusg Poccum o
npugaHum caHatoputo OO0 «[lMapyc» (AHana, KpacHopapckui
Kpaw) ctatyca 6a30BOro caHatopus Ons peadunuraumm 60rb-
HbIX C HapyLleHnem remocTasa.

6. BHecTn reMocTasnornormio B YMCIo MefULMHCKUX creun-
anbHOCTeN.

U.C.TapacoBa

DepeparsibHbIvi HaYyYHO-KITMHUYECKMI LEHTP LETCKOM
remarosiornm, OHKOJIoruv v UMMYHOJI0run
MuH3sgpascoypassutusa Poceuu, Mocksa



